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[TPAKTHUYECKHWE PEKOMEHIALIMU ...,

CITACOK COKPALLEHHMI ... s v enees e eeesenoes

CITMCOK JIMTEPATYPBI



BBEJEHMUE

AKTyaJbHOCTBH NPoGeMbi

N [OCTHXEHHMS YCNeXoB B JMarHOCTHKe, JIEYEHHMH M MNpodMIaKTHKe
MHBAMAU3UPYIOIUMX M >KM3HEYIPOXAIOLIMX COCTOSHUH y JeTed W IOAPOCTKOB
HeOOXOJMMO KOMILIEKCHOE HCIMOJIb30BaHHE COBPEMEHHBIX MEIMLMHCKHUX TEXHOJIOTHIA,
WHHOBAaLlHOHHBIX HAY4YHBIX [JOCTH)KEHHH, KJIIOUEBBIX KJIMHHYECKMX MOAXOJOB,
OJTHOBPEMEHHO C Y4YE€TOM WHAMBMIYyalibHbIX OcOOEHHOCTEH nauMeHTa, a TakXe psia
HaCJIeACTBEHHO O00yC/IOBJIIEHHbIX (akTOpoB. MyNbTHAUCUMUIUIMHAPHBIA  MOAXO
NOMOXET ONTUMHU3MPOBAaTb OKa3aHHMe MENHULMHCKOH TMOMOIUM JETAM C TSOKEIbIMH
HaCJIEACTBEHHBIMH  3a0ONeBaHMSMH, XapaKTEPU3YIOUIMMMCS  NPOrpeCcCUpPYIOIINM
TE€YEHHEM, CHUCTEMHBIMM  KJIMHMYECKUMH IIPOSBIEHUSMH W  3HAYUTENIbLHBIMH
HapylIE€HHUAMH GYHKUMH pa3lMyHbIX OPraHOB U CHCTEM, YTO NMPUBOAMT K YXYALLEHHIO
Ka4yecTBa XXM3HHM pebeHka M ero ceMbH, HHBUIMAHOCTH U JlaXKe K JIeTalbHOMY HCXONy
yXe B IeTCKOM Bo3spacTe [5, 6, 33, 56, 282].

OnHHMH U3 Takux 3aboneBaHMH W3 IpyNMbl TU30COMHBIX OoNie3HeH HaKOIIEHHS
ABystOTC  Mykononucaxapuaosbl (MIIC), ofycnoBineHHble MyTalMsIMH T€HOB,
Koaupyolux Oenky, ydacTBylollMe B Mpouecce BHYTPHJIM30COMHOIO T'MApOJH3a
MaKpOMOJIeKyJ, BCJEeACTBHE Yero MeHseTcs KaTaboNM3M TIJIaBHBIX CTPYKTYPHBIX
2JIEMEHTOB COEJMHHUTENbHOW TKaHM — riHko3aMuHornukaHoB (I'AI). CHwkeHHe HIIH
6TcyTCTBne AKTHBHOCTH ONpeJiejeHHbIX (pepMEeHTOB npnBonnf K HakoruieHuto I'Al' B
JAM30COMax  KJIETOK, 4YTO B KOHEYHOM HTOre, oOyC/IOBIHMBaeT TOTalbHOE
nporpeccupyioulee HapyuleHne (YHKLHOHUPOBAHMS Ppa3iMYHBIX OPraHOB M CHCTEM
[163, 237, 263]. YacToTa BcTpeyaeMocTH BapbupyeT oT 1:100 000-1:140 000 no 1:300
000 [149, 272, 273].

B nacrosmee Bpems Bbigenstoor 11 tunoB MIIC. CoxpaHsoTcs TpyAHOCTH
CBOEBPEMEHHOM [MarHOCTHKH [aHHO# rpynnbl 3abofeBaHMH H3-3a noauMop¢H3Ma
KJIMHHYeckoH kapTHHbI. Cpeny Bpayel MMeeTcst Manas HHPOPMHUPOBAHHOCTh W HH3Kas

HaCTOPOXEHHOCTb B CHJIY PEIKOCTH JIAaHHOM MNAaTOJIOTHH.



Wutepec k wm3ydenmto MIIC B Mupe Bo3poc rmocie MOSBAEHHS
¢epMeHTO3aMecTUTENbHOM  Tepanuu  (P3T), KoTopas npu yCIOBHM  paHHei
JAWArHOCTHKM W CBOEBPEMEHHOIO HayaJja JIeYEHHs, YNy4dlllaeT KayecTBO XXU3HH AeTei
[263, 275].

Bce naumentsr ¢ MIIC uMeloT BblpakeHHble (EHOTUNHUYECKHE H3MEHEHHS,
KOTOpbI€ MOTYT NOMO4Yb B JHArHOCTHKE NAaHHOH Ipymnnsl 3aGoNeBaHwii: HU3KUA pOCT,
rpybbie 4epThl J1MLA, MaKpOIrJOCCHS, KOpOTKas iles, M3MEHEHHs CKejeTa B BHIE
MHOXXECTBEHHBIX AH30CTO30B. Y HEKOTOPBbIX OOJBbHBIX MOIYT BBIABAATHCS aHOMAaJHMH
CYyCTaBOB, TIaTOJIOTMSl OpraHOB 3PEHHsA, a TaKXe IOpaXeHHe LEeHTPalbHOH |
nepupepHyECcKO HEPBHOH CHUCTEM - KOTHHTHBHBIE HApYIEHHWs, THIIEPAaKTHBHOCTD,
ruapouedanus, CHWKeHHe YMCTBEHHbIX CIIOCOGHOCTEM, CHHAPOM KapnalbHOro KaHaa,
KOMITPECCHOHHAs MHENONAaTHs, Cy10pOXHBIN cuHapoM [47, 370, 391]. Ilomumo 3Toro,
y nauuentoB ¢ MIIC yacTo (no 95%) BBISABIAIOTCS NMATONOrHs CEPAEUHO-COCYAHCTOM
cucteMsl [61, 183], HapymieHHst abIXaHWsl, CHHAPOM OOCTPYKTMBHOrO amHO3 cHa [52,
181, 304], maTonorus ceepThiBaloUled CHCTEMbI KPOBH. BblpakeHHble W3MeHeHHs B
KaXXJI0H U3 3THX CUCTEM MOTYT CTaTh IPUYHUHOM JieTaJIbHOro Mcxoa [389].

Hayunsle HccnenoBaHusi OXBaThIBAalOT JIMLIb OTAEJIbHbIE acleKThl 3aboseBaHUS.
Haubonbuee konnuectBo mybnukauuii no teme MIIC onuchiBaroT nopaxenue 1THC
[264, 287]. Ha BropoM MecTe cTOAT paboThl, H3yHalOlllME COCTOSIHHE AbIXaTeJbHON
cucTeMbl. PaHHee BbIsABAE€HHE peCHPAaTOPHBIX NPOOJEM H HX CBOEBPEMEHHOE JieYeHHe
ABNSETCS BaXHBIM MEpPONpPHUATHEM Ui TNPOQUIAKTHKH TSAXKENbIX OCIOXHEHHUH
3aboneBanus [195, 304]. [Ipu HeKOppPEKTHOM JI€4YEHUHU HOYHAs TMIIOBEHTHJIALIMA MOXET
MPHUBECTH K Pa3BUTHIO JE€rOYHOM FMNEPTEH3UH, H B pe3ysbTaTe cTaTh MPUYMHON CMEpPTH
6onbHoro ¢ MIIC [103, 181, 217]. JletanbHbli WCXOA TNpH JaHHOH OOJe3HH B
OONBIIMHCTBE CilyyaeB OOYCIOBNEH TsXKeNIbIM IOpaXX€HHEM CepAeYHO-COCYAUCTOH
cucteMsl [61].

AHanu3 HayuyHbix pabor 3a 1965 - 2017 rr. cBMAETENLCTBYIOT O TOM, 4YTO
NaTOJIOTHs CEepAEYHO-COCYAUCTOH CHUCTEMBl B TOM MJIM WHOH Mepe ONHCHIBAETCH IPH
BCEX THIAaX MYKOINOJHCaxapHI030B, XOTs B NMEPBbIX COOOMIEHHAX 0 cUHApOoMe ['ypiep u

cuHapoMe XaHTepa 0 MOpaxeHHH cepAla Boobile He ynomuHanocs [173, 174]. B 1940
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— 50 rr. ObIM OMyOJAMKOBaHB! JeTalbHblE MATOJIOrOAHATOMHYECKME HCCJIEAOBaHUS
cepaua y NHl C KiMHW4YeckMM auarHozoM MIIC, u sTH nepsble Mopdosoruyeckue
ONHCaHHUA NOSBHIMCH 3aJ0JIFO0 JO TOro, Kak Oblla OTKpBITA OCHOBa GHOXMMHYECKHX
NpoLECCOB TMpU Mykornonucaxapunosax [85, 388]. OcobGenHocTeio 3aboseBaHMA
SIBJISIETCS] HECTIELM(DUYHOCTb KIIMHHYECKHUX NPOSBIIEHUH cepAe4YHOM HEAOCTATOYHOCTH Y
aerer ¢ MIIC. Onu ponroe BpeMss MOTIYT OCTaBaThCsl He3aMEYEHHBIMH H Jaxe
MaCKHpOBaThCsl APYTMMH TNPOSIBJIEHUSMH OCHOBHOTO 3a00j1€BaHUS, MO3TOMY H3y4YeHHE
PaHHMX MapKepoB CEepAeYHOH HEeAOCTaTOYHOCTM JUlsi JaHHOW TpyNNbl MalMeHTOB
KpaiiHe akTyanbHO [187]. M3BecTHO, 4TO pacnpOCTpaHEHHOCTb U TSXKECTh MOPaXEHUH
cepaua y naureHtoB ¢ MIIC (ocobenno, MIIC I, Il u VI) nocrarouno Beicoku [60, 81,
97, 238]. YcTaHOBEHO, YTO HapyllleHHe GYHKIMHU KalaHOB cepilla yalle BO3HHKaeT
NpH CUHApOMaXx, rie U3MeHeH Katabonusm aepMaraH cyiabdara (MIIC 1, II u VI) [127,
215, 385]. CornacHO OOCTYNHBIM JUTEPATypPHBIM HCTOYHHKaM, He IPOBOJMIIOCH
KOMIUIEKCHOTO M3y4eHHs CepAEeYHO-COCYAHCTON CHCTEMBI, IOKa3aTejled reMocCTasa,
NOJMMOP(PHU3MOB MeHOB, NMPUBOAAILUX K HapyLIEeHUI0 GUOPHUHOIUTHYECKOH aKTUBHOCTH

KpPOBH, YTO H OINPEACIINIO aKTYaJIbHOCTh HACTOSLLEro HCCI€A0OBaHHA.

Crenenb pa3paboTaHHOCTH TeMbl

Jlo HeqaBHOrO BpeMEHHO €JUHCTBEHHBIM METOAOM JIEYEHHs U1 MHOIMX THIIOB
MIIC sBasnack TpaHCIUIaHTalMsA KOCTHOro Mo3sra. PazpaboTaHHas B HacTosllee BpeMs
®3T pna I, 11, IV u VI tunos MIIC sBnsercs BaxxHbIM (GakTOpOM INpeAynpexAeHHs
MHBaJIMIM3allHH, COXPaHEHHs M YNYy4lleHUs KauyecTBa JXH3HU AETeH NpH YCIOBHH
paHHe} AMarHOCTHKH M CBOEBPEMEHHOrO Hayajna NaTOreHeTHYecKoro jedeHus [263,
264, 267, 275]. B 3HauuTenbHOM 4YacTH MCCIENOBaHMA OXBAaThIBAalOT TNOpaXKeHHe
LleHTpalbHOH HepBHO#M cucTeMmbl y nauventoB ¢ MIIC [287]. Opnako, nosaHas
OUArHOCTHKA TaTOJOTMH ObIXaTeNIbHOH, CepAeYHO-COCYIMCTOH CHCTEM, a Takxe
HapyllleHHsl B CHCTeMe IeMoCTa3a MOTYT NPHBOAMTb K TSDKENBIM OCNOXHEHHAM H

PA3BUTHIO JIETAJIBHOI'O HCXOAA.
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B HacTosuiem HccnenoBaHUM NpOaHANW3UPOBaHbl OCOGEHHOCTH AMArHOCTHKH M
TedeHHs pasHelX TUnoB MIIC, crTemeHp BbIPaXXEHHOCTH KapaMOBACKYJAPHOM
NaTOJIOTUH, [bIXaTeNbHBIX HApYILIEHHH, BIEPBble NPOAHATM3UPOBAHO H3MEHEHHE

rnokasaTejieil reMocTasa.

Ilens HecnenoBauns
OnTHMHU3MPOBaTh TAKTHKY BEJEHHs NAaLMEHTOB MYKOIOAMCAXapUAO3aMH C MOMOLLBIO
MYJbTHAUCLMIIJIMHAPDHOTO  MOAXO0Ja, BbISIBUTb  (aKTOpbl, INPUBOJSALIHE K
NpOrpecCUpyollieMy YXYIIIEHUIO COCTOSHMS TMAlUEeHTOB, pa3paboTaThb MeETO/bI
NpoQUIAKTHKHY Pa3BUTHA TSXKEJbIX OCJIOXHEHWIM W MOBBILIEHUS KauyecTBa OKa3aHHs

MEJULIMHCKOM ITIOMOILIIMU.

3agaum Hccieno0BaHusA
1. M3yunte  0coOEHHOCTM  AMarHOCTHKH H KITMHU4YECKOM KapTHHBI
MYKOIOJIMCaxapui030B y fetelt B Poccuiickoit denepanuu Ha cCOBpeMEHHOM 3Tarne
2. OnpenenuTbh 4acTOTy BCTPEYaeMOCTH M CTeNeHb BBIPAXXEHHOCTH TaTOJNOrHH
CEepAeYHO-COCYAUCTON CHCTEMBbl Yy TALMEHTOB JETCKOr0 BO3pacTa C pas3IMYHBIMH
THUIIaMH MYKOTIOJIHCaXxapH1030B
3. OueHnth HMH(POPMATUBHOCTb oONpeleNieHUss YpPoBHA N-KOHLEBOro ¢parmeHTa
MO03roBoro Hatpuiypetnueckoro nentuga (NT-proBNP), xak 6uomapkepa cepaedyHoin
HeJOCTaTOYHOCTH Y JeTel C MyKOIONIHCaxapHua03aMH1
4.  M3yuuTb BAMAHHME CHHIAPOMA OOCTPYKTHBHOIO allHO3 BO CHE Ha YacTOTYy pa3BUTHs
TSXKENbIX OCIO0XHEHHMH CO CTOpPOHBI CEpAEYHO-COCYAMCTOM CHCTEMBl Yy JeTeH C
MYKOIOJUCaxapHaA03aMH
5. OnpenenuTth CTeNeHb pUcKa U YaCTOTY pa3BUTHS TPOMOOTHYECKHX OCIOXHEHHH Y
NayHeHTOB C MYKOMOJMCaxapuio3aMH ¢ Y4eTOM pe3yldbTaTOB MOJIEKYJIAPHO-
reHeTHYeCKOr0 UCClieIoBaHUS NOJUMOPGHBIX BADHAHTOB I'€HOB CUCTEMbI CBEPTHIBaHHA
KpPOBH
6.  OueHUTb BIUsAHHE (PepMEHTO3aMECTUTENBHON Tepanuu U ee OTMEHb] Ha TAXKECTb

KJIMHHUYECKHUX NPOSBIEHUH NPOSBIEHUH Y AeTel ¢ MYKONOIHUCaXapua03aMH
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7. CO3IIaTb HHCTPYMEHT OLUC€HKH BEPOSATHOCTH BO3HUKHOBEHUSA KHU3HEYTIPOXAKIINX

COCTOSIHHUH Y JeTeHt ¢ MYKOITIOJIMCaXapuao3aMH

HayuyHnan HOBH3HAa

Bnepsrie B Poccuiickoli penepauuu
. MPOBEJEHO KOMIUJIEKCHOE oOcneqoBaHHE TALMEHTOB Ha penpe3eHTaTMBHOM
BbIOOpKe neTelt ¢ pasnuyHeiMu THaMu MIIC B Bo3pacte oT 6 mecsues o 17 ner,
BKJIIOYaoulee B cebid MHCTPYMEHTalbHYlO, JabOpaTOpHYlO M MOJIEKYJISPHO-
FeHETHYECKYIO IHarHOCTHKY.
. NpoBelleHo MmacwTabHoe HccledoBaHHe, BKloYalowmue 1/3 oT obuiero uyucna
3aperucTpupoBaHHbIX B Poccuiickoit ®enepaunn nauueHtoB ¢ MIIC (B3pocisix u
J€TEeH ), YTO NMO3BOJIMIIO ClIeNIaTh BHIBOJBI B LIEIOM 00 0COOEHHOCTAX TeueHHs GOJIe3HH B
HalleH cTpaHe.
. YCTaHOBJIEH CpeJHUMH BO3pacT BepHUKAaLMM OUarHo3la cpead JeTed ¢
pasnuuHbiMKU THIamu MIIC.
. OlIEHEHa paclpPOCTPAHEHHOCTb KapAHOBACKYJISPHBIX HapylleHWH (OT pOXAEHHS
A0 Onmxaillero 3aperucTpMpoBaHHOrO B MCTOPHUHU Gone3Hu oOcnenoBaHHUs), BKIIOYas
KapJMOMHOIIaTHIO, I[IaTOJIOTHIO KJAallaHHOIO amnmnapara cepaua, apTepHalbHYIo
TMNepTeH3uIo, HapyllIeHHH pUuTMa cepaua.
. NpoBe/leHa OLEHKa pe3ynbTaToB (epMEHTO3aMECTUTENIbHOW Tepanmuu _Ha
COCTOSIHHE CepAEYHO - COCYTUCTOH U AbIXaTenbHoi cucteM y nauveHton ¢ MIIC.
. M3y4eHbl NapaMeTpbl HOUHOrO CHa METOJOM MOJHCOMHOrpadHHu ¥ yCTaHOBJIEHO
UX U3MeHeHHe B 3aBUcuMocTH oT Thna MIIC.
. yCTaHOBJIEHa YacTOTa MaTOJIOTMH PeCITMpaTOpHOH cucTeMs! y naunenToB ¢ MIIC;
BbISIBJIEHBI (aKTOpbl, MPUBOJSAIIME K THIOBEHTHJIALMU M CHUHAPOMY OOCTPYKTHBHOIO
arHod CHa.

Bnepsbie B PoccHn H B MHPOBO# NpaKTHKe
. npoBefeHo HccienoBaHue ypoBHa — NT-proBNP kax mapkepa cepaeyHow
HEeIOCTaTOYHOCTH Yy nNauueHToB ¢ pasnuuHbiMM  Tunamu MIIC. Tlauuentsr ¢

KapJHOMHoONaTHel nmeny Bolcokue 3HaueHHss NT-proBNP.
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. INPOBEAEHO MOJICKYJIAPDHO-T€HETHYECKOI0 HUCCJieJOBaHUE l'lOHHMOpd)I/BMOB I'CHOB
CHCTCMBI CBéprIBaeMOCTl/l KpOBH M KOMIUIEKCHOE UCCJIEIOBAHHE NOKa3aTeled CUCTEMBI
remMocCTasa, IMo3BOJIAKollee CIIPOrHO3UpPOBAaTh H Npe€AOTBPAaTUTh pa3BHUTUE TAXENBIX

TPOMOOTHYECKHX OCIIOXHEHHUH y nauueHToB ¢ MIIC.

Teopernyeckas H NpaKTHYeCKast 3HAYHMOCTL PaGoThI

[TonyueHHble AaHHBIE TOMOTYT CYLUECTBEHHO YJIYUYILIUTh KA4€CTBO MeAMLMHCKOM
MOMOLLM NalKeHTaM C 3a00j1€BaHMAMH M3 IPYINIbl MYKONOJHCaXapHI030B: H30eXaTh
Pa3BHUTHsA JXU3HEYIPOXAIOUIMX OCJIOXXHEHUH CO CTOPOHOH CEpAECYHO - COCYAMCTON U
JbIXaTEJbHOH CHCTEM Y JeTeH, NpeJOTBPATUTh pPa3BUTHE TSKEJBIX IbIXaTENbHBIX
HapyLIE€HWH, CBA3aHHBIX C CHHAPOMOM OOCTPYKTMBHOI'O aIllHO3 CHa, CYLIECTBEHHO
CHHU3UTb DHUCK pPa3BHUTHUSA TPOMOO30B, YNYYLIHTh KauyeCTBO XH3HH IMALMEHTOB U MX
CEMEH.

Wcnone3oBaHHe KOMMYECTBEHHbIX MapKEPOB CeplEYHOW HEeNOCTaTOYHOCTH
NO3BOJIUT Oojiee  TOYHO MNPOBOAUTH  JOWArHOCTMKY M YJYYIIHTH  MCXOJBI
KapaHOJIOTHYECKUX OCJIOKHEHHUH Y OOJIBHBIX C MYKONOJIUCaXapHUAO30M.

Heo6xonrMo npoBejieHHe MeAUKO-FreHeTHUECKOro KOHCYJIbTUPOBAHHS B CEMbSIX,
MMEIOILMX JeTeHd, CTpajaloliuX 3a0ojeBaHUSMH M3 TpYyNNbl MYKOIOJHCAXapHA030B.
IloBpllIeHHWe HMHPOPMUPOBAHHOCTHM Bpaueld M MALUEHTOB M HMX ceMeH O Tume
HacJyieloBaHHs 3a0oneBaHHs, BO3MOXHOCTAX NpeHaTaIbHOH W NpeAHMMILIaHTaUHOHHOH
reHeTH4eckod JHarHOCTHKH MNOMOXeT Hu3bexaTh poxxaeHHs OonbHOro pebG€Hka B
CEMbSX C OTATOLUEHHBIM aHaMHe30M. PaHHee BbisiBIeHHE NMOPAXXEHHBIX POJACTBEHHHKOB
B OTATOLIEHHBIX CEMbSAX IO3BOJUT CBOEBPEMEHHO HayaTh CrieMpHYecKyro Tepaluio H
NpeOTBPATUTh Pa3BUTHE TSDKENbIX OCIOXHEHHH, YIy4lIUTh KaueCTBO KU3HH pebEHKa
W BCEH CEMBH.

Heobxonumo co3naHue nporpamMmsl CeJIEKTHBHOIO CKPMHHMHIa C LIeJIbl0 paHHEH
JIMarHOCTHKH 3a00JIeBaHUI U3 IPYNINbl MYKONOJMCaxapyA030B Y NallHEHTOB B BO3pacTe

J0 ABYX JieT, Haxonswuxcs B otneneHusx JIOP, xupypruu, neavaTtpuu s OeTeH
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MJIaaliero BO3pacTa B CBA3HM € 4YaCTbIMHM OTHUTAMHU, 6pOHXPlTaMPl, PHHOCHHYCHTaMH,

peLUMAMBUPYIOLIMMH IPHDKAMH.

IonoxeHnus, BLIHOCUMbIe HA 3ALIHTY
1. IosiBnenne >dhexTHBHON NaTOreHeTHYeCKO#W Tepanmuu  yiydlluaroliei
KayeCTBO JXHM3HM IAUMEHTOB CMOCOOCTBOBalO  paHHeMy BbisBieHHio MIIC B
Poccuiickoit ®Peaepaumy BKIOYas pefKHe THNBl (B pe3yjbTaTe MOBBILUIEHHUS

MH(QOPMHPOBAaHHOCTH MEIULIMHCKUX PabOTHUKOB).

2. Y nauuentoB ¢ MIIC uMeer MecTo BbICOKAas 4acTOTa KapAMOBAaCKYJIAPHBIX
OCJIOXXHEHUWH, BKJItOYas NATOJIONMIO KJIAaNaHHOTO amnmapara cepiua, apTepHalibHYIO
TMIEPTEH3UI0 W KapAMOMHONATHIO, BbISBIIEHHE KOTOPBIX SBJSETCS Ba)XXHBIM

(haKkTOpOM NPOrHO3a TSXKECTH TedeHHs 3abosieBaHus NpH pasznuyHbiX Tunax MIIC.

3. Onpenenenne ypoBHsS HaTpUHYpeTHYECKOro MeNnTHAa BbICOKO HHPOpMaTHBHO

AJ11 IHAarHOCTHKH cep,uelmoﬁ HENOCTATOYHOCTHU H OLUCHKH pE3YyNbTAaTOB JIEYEHHUA.

4. OnpeneneHue TXXECTH HapyLIeHHs [AbIXaHHUsS NpPH Pa3sBUTHH y NAlLMEHTOB C
MIIC cungpoMa OGCTPYKTHMBHOrO anHO3 CHa HeoOXOAWMO Ul OLIEHKH CTeNeHH

BEHTHJISILLMOHHON HEJJOCTAaTOYHOCTH H KOppE€KLUHH TEPAIIHH.

5. Ha ocHoBe B3aMMOCBs3U NMONUMOPGU3MOB T'€HOB CHCTEMbl CBEPTHIBAEMOCTH
KPOBH M YacCTOTbl TPOMOOTHYECKHX OCJIOXHEHWH y nauueHtoB ¢ MIIC MoxHO
co3JaTh MaTeMaTH4YeCKYyl0 MOJeNb NMPOTHO3UPOBAHMs apTepHalibHbIX, BEHO3HBIX H

CMelllaHHbIX TPOMOO030B.

6. TsxecTh KIMHHYECKMX TMPOSBIEHHUH CO CTOPOHBI CEpPAEYHO-COCYAUCTOH H
AbIXaTebHON CHCTEM SBJSETCS MPOTHOCTHYECKHM (DaKTOpPOM COCTOSIHHs pebeHka u

Pa3sBHUTHA XXU3HEYTIDOXKAKIIHX COCTOSIHUH.
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CooTBeTcTBHE NHCCEPTALHH NACNOPTY HAYYHOIH CNELHANBHOCTH
B coorBetcTBHH ¢ GOpMYNHpOBKO# crieunansHocTH «14.01.08 — Tleauatpus» -
00nacTb KIMHMYECKOH MEIMLMHBI, M3y4alollas 310poBbe pebeHKa B IpoLecce ero
pa3BUTHs, QU3HONOTHIO ¥ MATOJIOTHIO JETCKOrO BO3pacTa, a TakXke pazpabaThiBaroLiast
MeTOAbl AWAarHOCTHKHM, NpOoQWIaKTHKM W Jie4eHHs [OeTCKuX Oone3Heit. O6nacThb
MCCIIeIOBAaHHH - KIIMHHMKA, AUAaTHOCTHKA W JieYeHHE BPOXXAEHHBIX M HACJeACTBEHHBIX

Oone3HeH, BHyTpeHHHe OONe3HHU Y AeTeM.

AnpofGauus pe3yjibTaTOB HCCJIEJOBAHHSA

OcHoBHble MONOXEHMA aMccepTaluuMu nonoxkeHsl Ha XVI-XX Konrpeccax
neadatpoB Poccun «AxktyanbHble npobGnembl neauatpuu» (Mocksa, 2012-2018 rr);
BcepoccHACKMX — Hay4yHO-NIpaKTHYeCKMX  KOHGepeHumsx «®dapmakorepanus B
neadarpun» (2013-2017 rr). XVII-XVIII Cse3ne neauatpos Poccun (Mocksa, 2013;
2017;) 5-m, 6-m, 7-M, 8-m Europaediatrics (Vienna, 2011, Glasgow, 2013, Florence,
2015, Bucharest, 2017); XXVII u XXVIII International Congress of Pediatrics
(Melbourne, Australia, 2013 r., Vancouver, Canada, 2016 r.); 11,12 u 13-M Annual
WORLD Symposium of Lysosomal Diseases (Florida, USA, 2015; San-Diego, USA,
2014 r., 2016 r.); Kondepenuuu cneunanucros no MIIC, Cankr-Iletepbypr, 2012; 2-
ol ApMsAHCKOH KOHbepeHUMH IO peakuM OosiesHAM U ApmsaHo-Poccuiickon
xoH¢pepeHuun no MIIC, EpeBan, Apmenus, 2012; KoHdpepeHuus «CoBpeMeHHBble
NOAXOAbl K AMArHOCTHKe M neueHHto nauveHToB ¢ MIIC», Anma-Atbl, Kaszaxcran,
2013; Hay4yHo-npakTH4yecKoH KOH(¢EpEeHUHH ¢ MeXIyHapOAHbIM ydyacTHeM, XapbKOB,
VYxpauna, 2013; 13th International Symposium on mucopolysaccharidosis and related
diseases, 13-17 aBryctra, San-Paulo, Brasil, 2014; VII Konrpecce I'py3uHckon
neauatpuyeckord accounauuy «llpaBunpHOEe KIMHHMYECKOE pelIeHHE B IE€HaTpHH,
Tounucu, [pysus, 2015; PecnyOGnukaHCKOH Hay4HO-IPaKTH4YeCKOW KOHGepeHUHH
«AKTyasbHble BOIPOCHl OpraHHU3allMH OKa3aHHMs MEeAHLMHCKOHN MOMOLUM MaLMEeHTaM ¢
pelKMMH reHeTHUECKUMH 3aboneBaHusMu», MuHck, benapycs, 2016; MexayHapoaHoM

CUMIO3HyMe Mo peaKuM 3aboneBaHuaM «B 30He ocoboro BHMMaHusa», Mocksa, Poccus,
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2016; VII koHrpecce ¢ MeXAyHapOAHBIM YuacTHeM «DKOJIOTHS M 3[0POBbE YeJIOBEKa
Ha ceBepe», AxkyTtck, 2016. «Society for the Study of Inborn Errors of Metabolismy,
Adunbl, I'penus, 2018; KoHdepeHuus «AxkryanbHsle Bompochl neavatpuu. llaru k
310pOBbIO», AcTpaxaHb, Poccus, 2018; MexayHapoaHass HaydHO-IIpaKkTHYecKas
koHdepeHuus «Mnuzaposckue urteHus», Kypran, Poccus, 2018; KoudepeHuuu c
MEXAYHapOIHBIM Y4acTHEM «AKTYaslbHble BONMPOCHl HEBPOJIOTMH W peaOdHIMTONIOrHU
AeTckoro Bo3pacta», TromeHs, Poccus, 2018; Cosewanue sxcneproB «Read The MPS 1
Code», Kacabnanka, Mapokko, 2018; DxcnepTHbiit coBeT «OpraHu3auus MeaULUHCKON

NMOMOLIM TMallMeHTaM C JIM30COMHBLIMH OoOne3HsIMHU HaKOIUJICHUA», Mocxsa, POCCI/UI,

2018.

JInuHoe yyacTHe aBTOpa B BbINOJIHEHHH HCCJIEA0BAHHS

ABTOpOM JIMYHO NPOBEeJEHb] BCe KIMHUUYECKHE ITalbl HccneaoBaHus. PazpaboTka
uJeH, onpeereHHe Lelu JUcCCepTallMOHHOrO UCCieIOBaHUs U 3aJlay, BbIOOp METONOB U
MaTepHaa /sl NpoBeleH!sl HayYHOro HCCleIOBaHUs OpraHH3allis U UCTIOJIHEHUE BceX
3TalnoB  McCeloBaHMA, CTaTUcTHYeckas oOpaboTka Marepuana, aHanM3 H
MHTepIpeTauuss MOJYYEeHHBIX pe3yNbTAaTOB BBIMIOJHEHBI aBTOPOM JIMYHO. ABTOPOM
NpoaHaJM3UpOBaHa COBpeMeHHas 3apy0e)kHas U OTeYeCTBEHHas JMTepaTypa IO Teme
JMccepTalMM, TpOBeJeH CTAaTUCTHYECKUH aHanu3 JaHHBIX, CQHOPMYJIHPOBaHbI
pe3yabTaTbl W BbIBOJBI. ABTOD CaMOCTOSITENIBHO MM B COAaBTOPCTBE IOATOTOBHMII
MaTepuanbl MO JUCCepTalMOHHOW paboTe K nNyOAMKaUMsM B pEUEH3UPYEMbBIX

XypHamax.

BHeapeHue pe3yJbTaToB paboThl B KIMHHYECKYIO IPAKTHKY
OcHoBHble HayyHble TIOJIOXKEHHs, BBIBOABI M PEKOMEHIAUMM HACTOSLLErO
UCCIeIOBaHUS BHeJpeHbl B TNPAKTHKY KOHCYIbTaTMBHO-AMAarHOCTHYECKOro LEHTpa
(KJU), a Takxe MCMOJb3YIOTCA B HayuyHO# M KiMHH4eckod pabore oTaenennd HUU

neaAMaTpuu (j)euepanbﬂoro rocyaapCTBEHHOTO ABTOHOMHOIO YUYpEIXKACHHUS
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«HauvoHanpHbBIi  MEAMLIMHCKMI  HCCNIeNOBaTeNbCKMM  LEHTP 3J0pOBbS  JeTeil»
MunucrepctBa 3apaBooxpaHenus Poccuiickoli ®epepauun. Kpome Toro, martepuaisl
paboTbl BKIIOYEHBI B JIEKLMOHHBIH Kypc Kadelpbl (aKylbTETCKON IeauaTpuu
neauatpudeckoro  dakynasreta IBOY  BIIO  «Poccuiickuii  HaLMOHaNbHBIM

MCCIeIOBAaTeIbCKUH MeAMUMHCKMH yHuBepcuTeT UM. H.M.Iluporosa» MuH3apasa

Poccuu.

Ily6ankauuun
PesynbTaTel MccnenoBanus onybnukoBanbl B 46 paborax (M3 HMX 23 cTateii B
pexomeHaoBaHHbIX BAK MuHoOpHayku P® xypHanax), Bkiatouas 24 mnyOnukauudd B

MEXAYHapOJHBIX U3JaHUSAX; I'JIaBbl B MOHOI’pa(bl/Il/I.

O6beM H CcTPYKTYpa AHCCEPTALIHH
Hucceprauns usnoxena Ha 306 crpaHHuax MallMHONMCHOro TekcTta. Pabota
BKJIIOUYaeT pa3feibl: BBeeHHe, 0030p NUTepaTyphl, 00beM W METOIbl HcCaeNOBaHus, 7
rmaB  CcoOCTBEHHBIX  MCCNENOBaHMH, O0OCyXAeHHe TOJY4YeHHbIX  pe3yJbTaToOB,
3aK/Il0YeHHe, BBIBOABI, IPaKTHUYECKUE PEKOMEHJalliH, CIIUCOK JIUTepaTyphl, COCTOSIUMH
u3 18 oreuecTBeHHBIX U 382 3apyGeXxHbIX HCTOYHHKOB. PaboTa umntoctpupoBana 112

tabnuuamu, 20 pucyHKaMHu.



17
I'TABA 1. COBPEMEHHBIE IPEACTABJIEHUSA O
MYJIbTUANCIUUIIJIMHAPHOM NOAXOAE K BBEAEHHIO Y
JETEN C MYKOIIOJIMCAXAPUIO3AMHU
(OB30OP JIMTEPATYPHI)

[lepBrie cBeieHst O TM30COMHBIX GOJIE3HAX HAKOMIEHMs MOSBUIHCH B KOHLE 19
Beka, koraa B 1881 u 1882 rr. Bnepsrle Gblnu onucaHbl 6one3Hs Tes-Cakca v 6ose3Hb
['owte. JlanHble 3a6oneBaHust OblIM Ha3BaHbl B uecTh Bpauell Yoppen Tay, Bepnapaa
Cakca [124] n ¢panuysckoro aepmaronora ®ununna lowe [143]. Yepes 50 net, B
1932 r., ronnanackuit Bpay MoanH Tlommne omucan riumkoreHoByro GonesHb, Tam I,
NONYYUBLIYIO BHOCIHEACTBUM ero ums [299]. bonesns [lomne ctana mnepBbIM
HaCJIeACTBEHHbIM 3abojieBaHHEM, WACHTHUGHUUMPOBAHHBIM KaK JIM30COMHas 6oJie3Hb
HaKOMJIeHUS.

JIuzocoMel 6bUIH OTKPBITHI B KOHLE 1950-x—Hnavane 1960-x rr. Genbruickum
6uoxumukom Kprcrtuanom ne J{1oBoM u ero xosuteramu [55)]. YyeHsle YCTaHOBHIIH, YTO
JM30COMBbI — 3TO KJIETOYHbIE OpraHejnbl, OTBETCTBEHHble 3a paclieryieHue MU
YTHIM3aUHUI0 MaKpoMoJieKys. JlaHHOe Hay4yHoe OTKpbITHE T[IO3BOJIMJIO BBISBUTH
naTo(U3HONIOrHYeCKyI0 OCHOBY JIM30COMHEBIX Gone3Hel HakomeHus [201, 365]. B 1963
r. Genbruiickuii pusnonor u 6uoxumuk I'enpu [168] onybnukosan paboty, B KOTOpOit
onucan naToreHe3-pazsumﬂ IJIMKOT€HO30B M BbICKa3asl IpeAroyioKeHHe o cﬁ;md
JpYrMX HacleACTBEHHBIX 3a0oNieBaHHUH, B TOM 4YHUCJIE MYKOMNOAMCAaXapHA030B, C
HeJOCTAaTOYHOCTBIO Pa3NIMYHBIX (EPMEHTOB, YYaCTBYIOLUMX B MeTaboIMYeCKHX
npoueccax [168].

Mykononucaxapuao3bl OTHOCATCS K IpyMIe JU30COMHBIX Oose3Held HaKOIIEeHHUs.
INepBrie cBemenns o MIIC otHocstes k 1917 r., xoraa kaHaackui AQokTop Yapis3
XaHTep onucan AByx 6paTtheB B Bo3pacTe & M 10 €T, y KOTOPBIX UMEIUCH U3MEHEHHUS
OMOPHO-ABUraTeIbHOrO annapara, renaTroclnjaeHOMeranHts, TYroyxXxocTb, H3MEHEHUs
CYCTaBOB, a TaK)Xe He3HauMTelIbHOE CHH)XeHHe WHTemekTa [174]. JIsa rona cmycTs, B

1919 roay, HeMmeukuii neauatp I'eptpyna I'ypaep Habmoaana moxoxyio, Ho Goinee
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TSKEIYIO KIWHUYECKYX0 KapTUHY Yy [JBYyX [JeTeil, YbH pPOAUTENIM He OblnH
poacTBeHHUKamMu. OHa BrepBble oOpaTuia BHMMaHWE Ha TO, YTO MOMHMMO KOCTHBIX
M3MEHEHHMH 00a MaLMeHTa MMeNH YMCTBEHHYIO OTCTaOCTh M NIOMYTHEHHME POrOBMLbI
[17, 174].

TepMuH «Mykomnonucaxapuaos» 6wl npeioxken B 1952 roay yyensim G.Brante,
KOTODPBIA BBIJENINI U3 TeHeHH OONIbHBIX ¢ cHHApoMOM ['ypiiepa rIMKO3aMHHOTIMKAHBI
(T'AD') [59]. B 1968 r. 6b110 ycTaHOBIIEHO, 4TO NPUYHHOl HakomieHus [ALT B kynsType
KOXHBIX (ubpobnactoB nauueHtoB ¢ MIIC II Tuna (cunapomoM XaHTepa), ABISETCS
HapylleH1e ux Metabonn3Ma B n1u3ocoMax [156, 275].

B 1969 r. Bnepsble ony0inukoBaHa KilacCH(pUKALMUA MYKOMOJIMCAXapHUI030B,
OCHOBaHHas Ha 3KCKpelMH pasnuuHbiX ['Al' ¢ Mouoii [44, 45]. Heckonbko no3xe Obin
UAeHTHOHULHPOBaH (GepMeHT HAypoHaT-2-cynbdarasa, AeGUUUT KOTOPOro SBISETCS
NIaTOM€HETUYECKON NMpUYMHON pa3BUTUA cuHApoma XaHTepa [36]. B 3aBucumMocT ot
bepMeHTaTUBHOrO gAedekTa M THKECTH KIMHHUYECKOH CUMITOMATHKH, BBLIENSIOT
clielytollHe THUIbl MyKOMoJiMcaxapua030B (Tabn. 1.1).

bonbuwas vacte 3aboneBaHUit M3 rpynnsl MyKOMONMCaxXapHUI030B HacjelyeTcs
1o ayTocoMHo-penieccuBHoMy Tuny. Uckmouenue coctapnsetr MIIC II Tuna, koTopbii
uMeeT X-CUEMNJeHHbIH pelleCCHBHBIN THUIT Hacle10BaHUS.

MyTtauuonHas 6nokazna paboThl TU30COMHBIX (EPMEHTOB NMPUBOAMT K PE3KOMY
CHWXEHUID MM OTCYTCTBHIO HX aKTUBHOCTH, 4YTO CIIOCOOCTBYEeT = HAaKOIJIEHHIO
¢bparMeHTOB, 4acTHYHO AerpaaupoBaHHbIX I'Al" B opraHax M TKaHsX, U HX 3KCKpeUHH
¢ Mouyoii. HecmoTps Ha To, YTO NaTOreHeTHMYeCKHE MEXAHHW3MBbI, NPHBOASALIHE K
Pa3BUTHIO JIN30COMHBIX OoNe3Hel HaKOIIEHHs A0 KOHLIA He M3YYEHBI, HE BBI3bIBAET
COMHEHHS (aKT, YTO KyMYJIslUMs NPOLYKTOB HapylleHHs KaTaboinu3Ma SBJISeTCH
NPUYHHOM W3MeHeHHs MeTabonu3Mma M rubenu knetox [148, 245]. Ilo naHHBIM
Ceuterick u coasropos, npu MIIC III tuna (cunapoM CaHQHIHNNO) HAKOIIEHHE
cybcTpata B BaKyo/lsx JIM30COM MPOHUCXOAMT B KJIE€TKaX UEHTPalbHOW HEPBHOH

cucTeMsl elle Bo Il TpuMecTpe BHYTpUYTpoOHOro pa3BuTHs [45, 79].



Tabsnua 1.1 - Knaceudukauus 3aboseBanuii H3 rpynnbi mykononaucaxapugosos. Leone Al, Rigante D, 2015 [218]

Tun MIIC ®epMeHT I'en OMIM I'AI
MIIC I MIIC I H anbda-L-uaypoHnaaza IDUA | 607016 JlepMaTaHcynbdaT
I'ypnep
["'enapaHcynbdat
MIIC [ H/S anbba-L-unyponnnasa IDUA 607015 HepmaraHcynbdar
['ypnep-lleite
["enapaHcynbdar
MIIC I S lleie anbda-L-unyponuaasa IDUA 607014 HepmaTaHcynbdat
['enapaHcynbdar
MIIC II - Cungpom Xanrtepa uaypoHat-2-cynbdaraza IDS 309900 JlepMaTaHcynbgaT
["'enapaHcyabdar
MIIC I - MIIC IITA renapaH-N-cynbdaTassl SGSH 252900 ["enapaHcynbdat
Cunapom MIIC IIIB N-auetun-a-D- rioko3aMHHMaa3a NAGLU | 252920 ["enapaHcynbdar
Candununno MIIC ITIC renapas - o - rJIrOKo3aMuHUA N- HGSNAT | 252930 ['enapaHcynbdar
aleTHJITpaHchepasa
MIIC ITID N-aueTuarioko3aMuH-6-cynbharaza GNS 252940 ["enapaHcynbdat
MIIC V- MIIC IVA rajakTo3aMHuH-6- cyabdaraza GALNS | 253010 Keparancynbdar
Cunapom MIIC IVB B-ranakro3upaza GLBI 253000 Kepatancynbsdar
Mopkuno
MIIC VI - Cunapom Mapoto- N- aueTHnaranakTo3aMuH-4-cynbdarasa ARSB | 253200 HlepmaraHcynbdar
Jlamu
MIIC VII - Cnas cunapom B-rmroxypoHHaaza GUSB | 253220 JlepMaTaHcynbdaT
["enapaHcynbdar
MIIC IX rMajypoHuaasa HYAL1 | 601492

61
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I 1MKO3aMHMHOIIMKaHBl - 3TO TreTeponoJiMCaxaphibl, BXOAAIIHME B COCTaB
NPOTEOTIMKAHOB, BICOKOMOJIEKYJIAPHBIX COeIMHEHUH, cocToswmux nomumo AT, ewe
13 6e1KoBOro KoMnoHeHTa (5-10%). Panblue nx Ha3bIBanu MyKonoiucaxapuaaMH, Tak
KaK OHM OOHapy>XMBAlHCh B CIM3HCTBIX CeKpeTax (MyKo3a) W MPUAABAIH UM BSA3KHE,
cMma3ouHble cBoMcTBa. IlpoTeornukansl BMmecte ¢ Al sBhsioTcs 06s3aTeNbHBIMU
KOMIIOHEHTAMH MEXKJIETOYHOIO MaTpPHKCa, UrPalOT BaXKHYIO POJib B MEXKJIETOYHOM
B3aMMOJIEHCTBHH, (QOPMHUPOBAaHMHM W MNOAAEPXAaHUH (GOPMBbI KIETOK W OPraHoB,
obpa3zoBaHMHK Kapkaca NpH (opMHUpPOBaHUM TKaHei, crieliMPHUYECKH B3aMMOAEHCTBYIOT
C KOJJIareHOM, 3J1aCTHHOM, (QUOPOHEKTHMHOM, JIaMHHMHOM M JpPYTrMMH OejiKaMH
MEXKIETOYHOrO MaTrpHkca. SBassach NONMAHMOHAMH, OHU MOTYT NPHCOEIUHSATS,
NOMHMMO BOABI, bosnblIMe KonuyecTBa kaTMOHOB (Na+, K+, Ca2+) u takuMm obpazom
y4acTBOBaTb B (GOpPMHPOBAaHMM Typropa pa3fiW4HbIX TKaHe#l, MpensITCTBYIOT
pacrpoCTPaHEeHUIO NaTOreHHbIX MUKpoopraHu3moB [ 122, 307, 353, 354, 392,].

B HacTosliee BpeMs M3BeCTHO 6 OCHOBHBIX KJIacCOB INIMKO3aMHHOTJIMKaHOB:
XOHAPOUTHH-4-cynbdar  (xoHApoUTHHCYNbdaT  A),  XOHAPOHUTHH-6-cynbdaT
(xonmpoutuHcynbdar C), nepmataHcynbdar, kepaTaHcynbdar, renapaHcynbpaT H
rHajlypoOHOBas KHCJOTa.

HaunbGonee uacto BcTpeualroTcss XOHApoUTHHcynbdaTbl. OHH cojep)kaTcs B
pOroOBHlIE rjia3a, apTepUsX, KOXe, COeMHHTENbHON TKaHH, CYXOXHIIHUSAX, CBsA3Kax. B
opraHM3Me 4YejoBeKa BCTpeHaloTCs 2 BHJA XOHAPOHWTHHCYNb(}ATOB: XOHIAPOWTHH-4-
cynb¢aT U XOHAPOUTHH-6-cynbdar [ 106, 396].

KepartancyneoaTsl npeacTaBieHbl KepaTaHCynb(aToM I, KOTOpbIH HaXOAUTCS B
poroBule Ijaza, W KepaTaHcynbdatom II, KOTOpeIi COAEPXMTCA B XpsLIEBOH H
KOCTHOH TKaHH, BKJIOUYasi MeXIMO3BOHOYHbIE TUCKH [225, 396].

IepMaTaHcynbdaT BXOAUT B COCTaB KOXH, KPOBEHOCHBIX COCYOB, CEpAEYHbBIX
K/IaNaHoOB, a TAKXe B CTPYKTYPY XpsLIeBOH TKaHH MEXMO3BOHOYHBIX AMckoB [303,
351]. WccnenoBaHWA MOKa3bIBAlOT, 4YTO JepMaTaHCylb(paT MOXET BbI3BaTb
BOCManeHHe, BCTynmas BO B3auMMojeHcTBHe C (AaKTOpOM HeEKpo3a OIyXolied |

TNIPUBOJMTH K MO annonTHYecKHX Teslell XOHAPOUHUTOB [352].
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I'enapancynbgar (I'C), B oTHuMe OT renapyHa, COAEPXKUTCS B M1a3MaTHYECKUX
MeMOpaHax pa3lM4YHbIX KJIETOK M B MEXKIETOYHOM MaTtpukce. Kak W gpyrue
nojauMepsl 3toro kiacca, I'C npeacraBiser reTeporeHHOe CEMENCTBO MaKpOMOJEKY
[327]. On BcTpeyaeTcss BO MHOTMX OpraHax M TKaHAX, BXOJHWT B COCTaB
NPOTEOTIMKaHOB ©0a3anbHBIX MeMOpaH M SBNSETCA IMOCTOSAHHBIM KOMIIOHEHTOM
KJIeTOYHOM MeMOpaHbl. ['enapaHcynbhaTcoaepxalliie NpoTeorIMKaHbl CIOCOOCTBYIOT
CO3JaHHI0 (QUABTpaUUOHHOro Oapbepa B INouYkax, BMECTE C JAepMaTaHCyIbhaToM
obecnieuMBalOT TMpO3PayHOCTh pOroBHUbLI. ['emapuH cHHTe3UpyeTcs TY4YHBIMH
KIeTKaMH M SBASETCA BaXXHbIM KOMIIOHEHTOM IIPOTHBOCBEPTHIBAIOLIEH CHCTEMBbI
KPOBH, B HEOOJBLLIOM KOIMYECTBE OOHAPYXKUBAETCs B JIETKUX, NIEYEHU U KOXeE.

N-auetunranakrozamuH-4-cynb¢arassl (Apunbcynbsgdaraza B) Bxoaut B coctas
COEIMHHUTENbHON TKaHH, BXOASAILHM B CTPYKTYPY Pa3lM4HbIX OPraHOB U TKaHEH, B TOM
YyHUCJle KOXH, CYXOXKHJIHH, ceplilla U KPOBEHOCHBIX COCYJOB, a TaKXe AbIXaTeJIbHBIX
nyTem.

M36piTOyHOE HaKoIUlIeHHE TJIMKO3aMHHOIJIMKAHOB B OpraHax M TKaHAX
NPHBOAMT K NMOPAXEHHIO U YBEJIIMYEHUIO OPraHOB, COAEPXKALUHUX OOMbIIOE KOJIUYECTBO
BHEKJIETOYHOrO MaTpHkca. B snuM3ocoMax npH 3TOM HakalHBalOTCH HE TMOJIHOCTHIO
pa3pylieHHble TTHKO3aMHUHOITIMKaHB!, a X OJMrocaxapuiHble (parMeHThl, KOTOpble

BbIJENAIOTCA C MOYOH.

1.1. Mykonoauncaxapuao3 I Tuna
Myxkononucaxapuno3 (MIIC) I Tuna (MKB10: E 76.0) passuBaercs BCieaCTBHE
OTCYTCTBHS HJIM PE3KOr0 CHHXXEHHS aKTUBHOCTH ¢epmeHTa a-L-uaypoHnaassl,
o6ycnosneHHoro Mmytauusamu B reHe IDUA. 'eH kapTMpoBaH Ha KOPOTKOM Ij€qe
xpomocoMmbl 4 — 4p16.3. MyraunoHHas 6nokaga paboTbl depmeHTa CHOCOOCTBYET
XpPOHMYECKOMY IpOrpeccHpylolleMy TeueHHIo 3abojeBaHMs C  TOPXCHHEM
pa3sNMYHBIX OpPraHOB M CHCTEM: CKeJleTHOM, cepaeuyHo-cocyaucroid, LIHC,

odranbMosiornyeckoi naronoruu [165, 199, 264].
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YactoTa BCTpeyaeMOCTH AaHHOroO 3abosieBaHus BapbHpyeT oT 1:100 000-1:140
000 nns cunopoma Iypnepa, go 1:300 000 u 1:640 000 HOBOPOXIEHHBIX ISt
cunapoma llleite u Mopxkwuo [272, 273, 264].

B 1919 r. Hemeuxuit neamatp Ieptpyna [ypnep onucana mauMeHTOB ¢
XapaKTEePHbIM TMOPAXEHHWEM CKEJIETHOM CHCTEeMBl, YMCTBEHHOH OTCTaJOCTBIO H
NOMYTHEHHEM POTrOBULI. B nanbHeileM, 3TOT THN 3a00NeBaHHs NONYyUYHl Ha3BaHHe
«cuHapom Ildaynmnepa-I'ypnepa» [174]. M3-3a BHewmHero cxoacTsa (eHOTHMNA
GonbHBIX ¢ roprysbaMu anrauiickuit Bpau P. Dmuc (R. Ellis) B 1936 r. npennoxun
Apyroe HasBaHue Gonesnu «raproumnusm». B 1962 r. poxtop llleite, opransmonor,
OMnucajl MaluMeHTa ¢ NMOMYTHEHHMEM pPOrOBHLbBI M OYeHb MATKOHM (HOPMOH CHHApOMA.
3aboseBanne Ha3Banu cHHApoM llledie ¥ HEKOTOpOe BpeMs CYMTANM, YTO 3TO Apyras
¢dopma myxononucaxapumposa [333]). Opnako, B 1971 I. BBIACHMAM, YTO CHHAPOM
Lleiie u cunapom I'ypiaep UMeEIOT OfHY M Ty e NPUYMHY - CHHXKEHHE aKTHBHOCTH
depmenTta anbdpa—-L-uayponunassl. Ilozxe ObUIM ONMCaHbl HECKOJBLKO CIIy4YaeB C
NPOMEXYTOYHBIMH (popMamH 3aboneBaHHs. OHM He MOAXOAMIM HH K TAXKEIOM, HH K
nerxkoi ¢opme M OblLIM KiIaccudUUMpoBaHbl Kak cuHapoM ['ypnep-llleiie. Ceiiyac
CTajl0 U3BECTHO, YTO KiuMHH4YeckHue npossiaeHus MIIC I tuna oueHs pa3sHoOGpa3HHI,
HECMOTpPs Ha TO, YTO NMPHYMHON MX BOSHMKHOBEHHUS SBAAIOTCA MyTalliM B OJHOM U
TOM JKe TeHe.

TakuM oOpa3oM, B Hacroslliee BpeMs ONHMCaHbl TpH (EeHOoTHNa AAHHOTO
3aboneBanus: cuHapom ['ypnep (MIIC IH Ttuna - Tsxenas ¢opma); cuaapom llleiie
(MIIC IS - nerkas dopma); cunapom I'ypnep-lleite (MIIC I H/S - npomexyToynas
¢opma). BrisBneHo 6onee 90 myrtauum B reHe a-L-uayponupasel (IDUA). Ilpwu
JeduuuTte o-L-HaypoHMAassl B JIM30COMaxX HaKalUIMBAKOTCsA JepMaTaHCylabdar H
renapaHcyab®aT, YTO NPUBOJMT K MOPAXEHHIO Pa3MYHBIX OPraHoB M cHcTeM [49,
241, 349]. Ilpu cunppome ['ypnep nepBble NpHU3HaKK 3ab0NeBaHUs NPOSBIIAIOTCS yXKe
Ha nepBoM roay >kxu3HU. OCHOBHble KJIIMHHYECKHE NpPOsBIEeHUs 3ab0oneBaHMsA: HU3KUH
POCT INpd TNpOMOPLMOHANBHOM TeJNOCHOXEHHH, KOpoTKas 1ues, ckadouedanus,
Makpoluedanus, rpybble 4epThl JHMLA, NOJHblE TyObl, WIMPOKHE HO3ApH, 3anaslias

NepeHoCcHua, runepTejIopusM rijas, MaJiEHbKHE pEAKHE 3y61>l, MaKpOrjioccus (q)eHOTHH
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['ypiep), renatocrieHoMeranys, HapyllieHHe CiyXa, TyNno4YHas W/UIM NaxoBas IPhIKH.
[lo3xe pa3BHBaeTcs riyOokas AeMEHLMs, TYTOMOABMXXHOCTD B MEJNKHX M KpPYIHBIX
CycTaBax, CKOJMO3, KM(03, HapyllleHHe CllyXa M 3peHHsl, MPUCOENUHAETCS CHHAPOM
OOCTPYKTHBHOTO amHO3 M CepAevyHas HeNOCTaTOYHOCTb. B CBA3M ¢ GBICTPHIM
MpOrpeccHpoBaHueM 3a00NieBaHMs, JIeTaIbHBIH MCXOA BO3MOXEH Ha [E€pPBOM
JEeCATUNETHH XU3HH [174, 275].

Cungpom Illefte uMeeT MSArKyl0 KIMHMYECKYlO KapTMHY. 3abGoseBaHue
ne6rotupyeT B BozpacTe 3-5 niet. OCHOBHBIE NPOSBIEHUS GONE3HHU: MPOrPeCCUPYIOLIHE
KOCTHbIE Ne(pOpMALMHM, OrpaHHYEHHE [BW)KEHHMS B CYCTaBaX BEPXHUX M HHKHHX
KOHE4HOCTEH, JIETKOoe orpybieHue uept nuua. Hanbonee BoipakeHHBIMH KIIHHHYECKHE
NpPOSABJIEHHUS CTAHOBSATCS K MEPHUOAY MOJIOBOro co3peBaHus [258].

Ilpomexytounas ¢opma MIIC IH/S Ttuna (cungpom T@'ypnep-llleite)
XapaKTEPHU3YEeTCsl TYTOMOABM)XKHOCTBIO CYCTABOB, HH3KHM pOCTOM, IIOMYTHEHUEM
porosuusl [258]. IlepBrle cumnToMbl Oone3HH mosBAAIOTCS B Bo3pacTe 3-8 er:
CHWXaeTcss Temnbl pocta. OCHOBHblE KJIWHHMYEeCKHe TNposiBIeHUs 3aboyieBaHUs:
JUCTIPONOPLIMOHANIBHOE TENIOC/IOXKEHHE, YMepeHHass TYrOoNnoABHXHOCThL CYCTaBOB,
HerpyOble ckeneTHble AepopMaluy, KWIeBUAHAs rpylaHas KIeTka, KU(hOoCKonHos,
ckapouedanusa, Makpouedanus. IlauueHTsl uacTo OoneloT pecnUpaTOPHBIMH
3a00JIeBaHUsIMH, OTUTaMH, OpOHX0006CTPYKTHBHBIM cuHApoMoM. Co ctoponsl LTHC u
nepudepryeckoll HepBHOH CHCTEMbI y OONBbHBIX HabNMIONAIOTCS: yMepeHHas 3aJepKKa
IICUXOPEUYEBOr0 Pa3BUTHs, KapnalbHbli TYHHENbHbIH CUHAPOM (CHHAPOM 3aMsCTHOrO
KaHaja), cooblarouiascs ruapouedanus, Takxe XapaKTepHbl renaTocrle HOMeranus,

NaXx0BO-MOLLOHOYHbIE M Myno4Hble rpbhxH [29, 37, 275, 295, 341].

1.2. Mykonoaucaxapugo3s Il Tuna
Mykononucaxapunos 11 tuna (Cunapom Xanrtepa) (MKB10: E 76.1) Taxenoe,
nporpeccupyolee 3aboneBaHue, BO3HMKalOLIee BCIEACTBUM HENOCTATOYHOCTH

depMmeHTa MaypoHar-2-cynbdarasbl. Tum  HacnenoBaHuss - X-CLEMUIEHHBIH
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peLieCCHBHBIA, MO3TOMY OONEIOT, B OCHOBHOM, NuMUa MyXcKoro nona. OmHaKo,
ONMHCaHbl €NWHWYHbIE Clly4au CUHApoMa XaHTepa Y IKEHILIMH, SBJSIOLIMecs
pesynbTaToM MyTauuu reHa IDS nHa martepuHckoi X-XpoMOCOMe M acCUMETPHHHOIM
MHaKTHBAaLMH OTLOBCKOH X-XpoMocoMmbl [94, 366].

Yactota BcTpewaemoctn MIIC I TMna cpenn HOBOPOXAEHHBIX Malb4YHKOB
cocrapisieT ot 1:100 000 mo 1:132 000 [273]. Schaap and Bach B 1980 roay nposenu
MCCJICIOBAHHE YAaCTOThl BCTPEYa€MOCTH MaJbYMKOB C CHHOPOMOM XaHTepa B
HM3pawuse, koTopas cocraBuna 1:34 000 HoBopoxaéHHBIX [332].

I'en IDS kapTupoBaH Ha mIMHHOM Muleye X-XpomocoMsl Xq28. Cnektp
MYTaUHWH, BBISBISEMBIX NPH CHHIApPOMe XaHTepa, OOCTATOYHO GOJBLIOH, OJHAKO
YeTKOH KOppEeNsALMHY MEXAY MyTalMsAMH U KITUHHYECKUM (PEHOTHUIIOM He 0GHApYyXeHO
[25, 83, 135, 136, 219].

OrcyTcTBHE MM pe3Koe CHH)XXEHHE aKTHBHOCTH (epMeHTa INPHBOOMT K
HaKOIUICHUIO TJIMKO3aMHMHOITIMKAHOB (ZAepMaTaHcynbdaTa M remapaHcyinbdara) B
opraHax M TKaHsix. 3aboneBaHHe MaHH(ECTHUPYET B MepBble TOMAbl )XM3HH YaCThIMH
pPECNMpPATOPHBIMH ~ MHQEKUHAMH, OTHTaMHM, OpOHXUTaMH, rpbDkamu. [lanee
NPOUCXOAMT OrpybsieHHe uepT nuua, (opMHUpyeTcs rypieponoJoOHbIH (eHOTHIL.
IlocTeneHHO BO3HHMKAIOT HapyUIeHHWs KOODAMHALUMHM JBW)XXEHWUH, HW3MEHseTCH
NoBe[eHHe, NeTH CTAHOBATCS arpecCHBHbIMU. B Gonee cTapiuem Bo3pacTe BO3HMKAIOT
TYroyXoCTb, OTpaHM4€HHE NOABHXXHOCTH U KOHTPaKTYpb! cycTaBoB. Hakonnenune I'AI’
B OpraHax M TKaHAX MPHUBOAMT K TNPOTrpeccCHpylolleMy TMOpaXeHHIO pa3IMYHBIX
OpraHOB M CHCTEM: pa3BUTHIO BTODHUYHOM KapAHMOMHOMNATHH, HEAOCTaTOYHOCTH
MUTPAJIbHOIO M aOpTIBHOTO KJIAMaHOB HW/MAM WX CTEHO3Y, BO3HMKHOBEHHIO
0OCTPYKTHBHBIX 3a00N€eBaHUH AbIXaTeNbHBIX MMyTeH, renaTocrieHoOMeralui, 3aepxKe
TNCHXOPEYEeBOro pa3sBUTHS C NMOC/EAYIOLINM perpeccom HaBblkoB [84, 391, 393, 394].

Ilpn tsaxenoi ¢opme MIIC Il Tuna y mnauMeHTOB B nNeEpBYIO oOudepelb
npoucxoaut Tspkenoe nopaxeHue ITHC. BonpHbple norubaroT Ha nepBOM-BTOPOM
JIECATUIIETUH XXU3HH [136].

[lpu nerkoit ¢opme 3aboneBaHuss NeOIOT KIMHUYECKUX TPOSBIECHHUH

npoucxoaut B 7-10 ner. MHTe/mlekT y mMauMeHTOB, KaK IpaBHJIO, He CHMXeH. B
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OTAC/NbHBIX Cly4dasgX BO3MOX>XHAa YMCTBEHHAass OTCTAJOCTh JIETKOH CTerneHU. BosibHble

Hepeako noxuBatoT Ao 30 u 6onee net [24, 47, 80, 183, 237, 275, 334, 387, 388].

1.3. Mykonoaucaxapuaos I1I tuna

Knunnueckyro xaptuny MIIC HI Ttuna - cunppoma Candununmno, BrnepBble
Onucajla y NauHeHTa C HapylUeHHeM MOBEACHHs M DErpeccoM ICUXO0-PEYEBOro
pa3BuTHs B 1963 r. amepukaHckuii neanatp Cunseectpa Canbununno.

HactoTa BcTpeuaemoct MIIC III tuna Bapbupyer ot 1:58 000 go 1:100 000
ans MIIC IITA u MIIC 11IB [273].

B HacTosimiee BpeMs M3BeCTHO 4eThipe MOATHMNA 3a60JieBaHHsA, 00YCIOBIEHHBIX
nebuuuTOM (epMEHTOB, yHacTBYIOLMX B JerpaJaluy renapaHcyibgara: renapad N-
cynbdartassl (cynbbamuaasbr) npu MIIC IITA THIA, asbga-N-
auetunrialokoszamuuuaassl  npu  MIIC  IIIB, auetun-KoA-a-rmoxozamunua-N-
aneruntpancoepassl — npu MIIC IIIC u N-anetunrnoko3aMuH 6-cynbdartasbl Npu
MIIC 1D [40, 70]. 3aboneBaHue o0OyCNOBNEHO MYTalUAMH 4ETHIPEX TEHOB,
KOAMPYIOILHX AaHHble (EPMEHTBI: TU30COMHOM a-N-aneTunariokozaMuHuaassl (MIIC
IITA Ttuna) - reH kaptupoBaH Ha 17q25.3, auetun-KoA- a -rmoxozaMHHUA-N-
auetuntpancoepassl (MIIC I1IB tina - ren kaptupoBaH Ha 17q21.2, nu3ocomHoMi N-
alleTUNTII0K03aMUH-6-cynbdarassl (MIIC I1IC tuna - ren kapTupoBaH Ha 8 pll.2-
pll.1, cynbpamupazsi (MIIC IIID Ttuna) - ren kxaptupoBaH Ha 12ql4.3. Bce
bepMeHTH Y4acTBYIOT B MeTaboJii3Me renapaHcyib¢ara, €ero HakoljaeHHe NMpUBOAUT
K Tsxenomy nopaxenuto LIHC. B panHbIX reHax omucansl 6onee 200 MyTtaiuu,
NPUBOLIMX K pa3BUTHIO pasnuyHelXx dopm MIIC III Tna, ¥ Ux YKCIO NpoLOSIKAET
yBenuuuBaTheca [41, 48, 49, 320, 368].

OcHoBHble kaHHWYeckue nposienenus MIIC 111 tuna: nporpeccupyloluee
ropaxeHHe UEHTPAJIbHOH HEepBHOH CHCTEMBbl, NEMEHTHBIM CHHIPOM, BblpaXX€HHbIE
HapyleHus noeaeHus [28, 206, 207, 247, 369, 370, 383]. VY nauneHTOB pa3BUBaeTCs

HeHpOCEHCOpHas TyrOyXOCThb, KOHTPAKTYphl B CyCTaBaX, yMepeHHoe orpy6neHue 4epT
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muua [275, 370]. B pannem Bo3pacTe neTH 60J€IOT HACTLIMM PECTMPATOPHBIMHU
3a00/I€BAHUAMH, OJHAKO, MOCTENEHHO AaHHas CHMIITOMATHMKa perpeccupyet [370].
MaHundecTauus 60ne3HH yale BCEro NPOUCXOAUT Ha BTOPOM TOAY XH3HHU. M3BecTen
cny4ai nebroTa 3ab6oneBaHHs Ha TpeTbeM AecsTunetuu [44]. Y maunenrtos ¢ MIIC 111

THUIa Yallle BCTpe4aeTCs rernaTomerasms, 4eM crijieHoMeranus [368, 381]

1.4. Mykononucaxapunos IV thna

Myxkononucaxapunos, IV tuna (Cungpom Mopkuo) BrepBble OMMCaN
ypyrBanckuii neaumatp Morquio L. u anrnuiickuii Bpau Brailsford J. F. B 1929 r. B
HacTosllee  BpeMs  HM3BECTHO MHOrO  Ha3BaHWii  JaHHOro  3aboJieBaHUs:
CMOHAWNONMU(U3apHAs  JUCIUIA3Us, XOHAPOOCTEOAMCTPOdHs, AedhOpMHUpYIOLIas
OCTEOXOHIpPOAMCTPOdHs, Mopkuo-bpaitnchopma cunapom, Mopkuo-Yiabpuxa
cunapoMm, K - Mykononucaxapuaos, 3KCLEHTPOXOHApOMasus, CUHApoM Jlyrse-
Menxuopa-Knaysena.

3aboneBaHue obycrnoBieHo HEeJ0CTaTOYHOCTBIO depmeHTa N-
aleTH/IrajlakTo3aMUH-6-cynbpaT—cynbdarassl BeiaeacTBie Mytauuu reHa GALNS -
(MIIC IVA THna) - reH kaptupoBaH Ha 16q24.3, meduuurtoM B-rajiakTo3uja3ssl
Bcneactsie Mytauui B reie GLB1 (MIIC IVB tuna) - ren xaptupoBaH Ha 3p22.3.
JanHble  ¢depMeHTHl  yyacTBYloT B MeTabonusMe — KepaTaHcyabdata U
XOHIPOHUTHHCYNbdaTa.

Yactota BcTpeyaeMocTH 3aboneBaHus BapbHupyeT oT 1: 76 000 B CeepHoii
Wpnanauu go 1:640 000 HoBopoXxaAeHHBIX B ABcTpanuu [272, 273].

Tun HacnenoBaHMs - ayTOCOMHO—peLleCCHBHbIA. B HacTosluee Bpems B reHe
GALNS onucano 6onee 220 MyTauui, NpUBOAAIIMX K pa3BUTHIO 3aboneBaHus [259].

OcHOBHbIE KIMHHYECKHE NPOSBIEHUs 3a00eBaHUA: HU3KHIA pOCT, KHIeBHAHAA
nedopMauus TpyAHO# Ki1eTkH, AedopMalus CKejeTa, TMnepMOOHIBHOCTb MEJKHX
CycTaBOB. BaXHO OTMETHTb, YTO OETH C CHHAPOMOM MOpPKHO MMEIOT HOpMallbHBIA

uHTestekT [31, 100, 107, 160, 256]. ¥ nauuMeHTOB BbLIABIAIOTCS CHMXXEHHUE 3pEHHS U
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CllyXa, rernaToMeraius, MopaXeHHe AbIXaTeSbHOW M CepaeYHO-COCYAMCTON CHUCTEM
[160, 167, 256].

Host 3a6onesanus MIIC 1V Tuna xapakTepHbl KOPOTKHE W LIMPOKHE KOCTH
3an5CTh C KOHMYECKHM CYXXE€HMEM IMPOKCHUMANBHBIX OTAEOB, HCKPUBIEHHE KOCTEMH
3aniCThs, OKPYIJICHHE KpbUIbEB TMMOJAB3AOIIHON KOCTH, AMCIUIa3Hsi BEPTIIYXKHOM
BI1aIMHBI, BAJIbTYCHOE MOJIOXXEHUE IEHKH 6eIpeHHOM KOCTH, BalbrycHas JehopMauus
KOJICHHBIX CyCTaBoB, AeopMauus pebep U KOPOTKHE, YyTOJIIEHHbIE KIYULEL. [166].
[lo peHTreHorpaMmam No3BOHOYHHKA Oblla ONKCaHa aHOMalbHas (OpMa TMO3BOHKOB C
K/IIOBOBUAHOH JAeopMauveil B 3afHedl 4acTH, IJIATMCMIOHAWINA, OIOHTOMIHAS
TUNoruasus, NosCHUYHO-TpyAHOH kH}o3. OCHOBHOM Npu3Hak cHHIpoMa MopkKHO, He
BCTpevarowuics npu apyrux suaax MIIC - runepMoGUIBHOCTE MENKUX CYCTaBOB M
nedopmanus 3ansactuii [31].

Y 6onbHbix ¢ MIIC IV THna 4acTo BCTpeuyaeTcsl NOABBIBUX Ta300e ApeHHBIX
CYCTaBOB M HeCTaOMJIBHOCTBH KOJIEHHBIX cycTaBoB. OJOHTOWAHas TUIIOIUIa3Ms B
COYETAaHHMH €O  cjJaboCTbIO  CBA30YHOIO  amnmapata MOXeT MPUBECTH K
aTJIaHTOaKCHANIbHON HecTaOUIBbHOCTH, BMOCIEACTBUH - K CYXXEHHIO CIIMHHOMO3IOBOI'O
KaHaja ¥ KOMIIpecCHH CITIHHHOro Mo3ra [347].

VY GoJbLIMHCTBA NMAaLIMEHTOB BBISABISAETCS KJacCHuYeckHit peHOTHN 3aboneBaHus,
OJIHAaKO y 4YacCTH OOJBHBIX, NPH OTCYTCTBUU THUITHYHBIX BHELUHMX MpPOSBIEHUH, MOTYT
Pa3BHUBATHCS TsXKeNble MOpPaXKeHUs APYTUX CUCTEM, HanpUMep, KapAHOpeCcIMpaTOpHble
HapyweHHus [363].

INponomxurensHOCTh XHU3HU nauneHToB ¢ MIIC IV tuna Bapeupyercs ot 10 no
20 netr, omHaKoO YacTh MAaLHEHTOB MAOXHMBAeT [0 IpPEKJIOHHOro Bo3pacTa [363].
HapylweHne abpixaTenbHOH (YHKLUMH — OAHA M3 TIJaBHBIX NpobneM y OONBHBIX C
cuHagpomoM  Mopkno. OHO MoXeT OBbITh  BBI3BAHO  OOCTPYKTHBHBIMM U
PECTPUKTHBHBIMU TmpoueccaMu [52, 256]. PecTpuxTuBHBIE 3a00N€BaHUS MOIYT
pPa3BHBaTLCS B CBA3M C YKOpPOUEHHEM H AedopMaliMell TpyHOH KIIETKH, HapylLlIEHHEM
NOABMXKHOCTH auadparmbl [52]. OnmHMM W3 MNepBbIX TNPHU3HAKOB TNOpaXKE€HHS
IbIXaTeNbHON CHUCTEMBbI ABIAETCA CHHApOM obcTpykTHBHOro amnHod cHa (COAC)

[165].
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o pansem Christian J. Hendriksz ¢ coaBTopamMu y mauueHToB ¢ G0j€3HbIO
MopkHo TopakeHHe CepaedYHO-COCYAMCTOH CHCTEMBI He3HauuTenbHo. Tak, y
B3pOCJIBIX TNALUMEHTOB OMWCaHa aHomaubHO Bbicokas YCC u  aprepuanbHas
runeprensus [165]. JlpIxatensHble HapylleHHs, XapaKTepHsle s 3Toro Tuna MIIC,
MOTyT NPHUBOAWTL K KapJHOBACKYJSPHBIM OCIOXHEHHSM, HallpUMep — K JIETOYHOM

TMIICPTCH3HH C NOCAEAYIOILINUM PA3BUTUEM JIETOYHOIO cepaua.

1.5. Mykonoaucaxapunos VI Tuna

INauuenter ¢ MIIC VI Tuna (cungpomom Mapoto-JlamMu) BnepBble GbLTH
onucansl B 1963 rogy nokropamu Ilbepom Mapoto (Pierre Maroteaux) u Mopucom
Jlamu (Maurice Lamy) [236].

Yactora BcTpewaeMOCTH JaHHoOro 3aboseBaHus cocrtaBiaser 1:320 000
HOBOPOXXJIEHHBIX, POAUBLUMXCS XHUBLIMHU [4, 87, 273].

Pacnpoctpanennocts MIIC VI THna cpean maumMeHTOB ¢ pa3jiM4HLIMH THUIAMH
MIIC Bapesupyer ot 2 - 4% B CxanauHaBuu (LlIseuns, Hopserus u Janus) [231, 232]
no 8 % B Hunepnanpgax [301]. Ilo pe3ynbraTaM CcejJeKTMBHOrO CKpPHUHMHTA,
nposeaeHHoro B bpasunun u CesepHoit [lopTyranuu, BBISIBIEH BBICOKHUH PHCK
poxxaeHus Aeteil ¢ cuHapomoM Maporo—Jlamu. Ilaunentsr ¢ MIIC VI tuna B 3THX
CTpaHax OblnM avarHocTupoBaHbl B 18,5 u 16% cnywyaeB cpeau naiueHTOB C
pasnuuHbiMH THIaMH MITC [295, 389, 400].

Tun HacnenoBaHMs - ayTOCOMHO-peLleCCHBHBIN. 3aboneBaHHe 0O0yCIIOBJIEHO
MyTauusmu B reHe ARSB. I'eH kapTUpoBaH Ha JUIMHHOM Miede 5 XxpomocoMs! (5q13-
5ql4). UzeectHo OGonee 130 myrauui B reHe ARSB, npuBoasumx K pa3BUTHIO
3aboneBanus. OTCyTCTBME MM CHH)XXKEHHE AaKTUBHOCTH apuicyinbgartassl B (N-
aleTUITajlakTo3aMHH-4-cynbdaTa3bl) TPUBOAUT K OTJIOXKEHHIO B  JIM30COMax
nepmartaHcyibdarta [8, 11, 189, 221].  XonapoutuH 4-cynpdaT Tak Xe sABiIgeTCS
raToreHeTH4YeckuM pakTopoM pa3BuTHi 3abonesanus [91, 172, 223].

ApunscynetpaTtaza B aBigercs BaxHBIM (EepMEHTOM, OTBEYAlOLIUM 3a
CTPYKTYpPY COeAMHUTENbHON TKaHH. IIpu ee HeNOCTaTOMHOCTH BO3HMKAET MATONIOTHA

KOCTHO-CyCTaBHOﬁ CHUCTEMBI, cepala U KPOBEHOCHLIX COCYNOB, a TAKX€ AbIXATECJIBHBIX
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[To maHdbiM Christian J. Hendriksz ¢ COaBTOpaMH Yy MalMEHTOB ¢ 0O0JIE3HbIO
MopKHO TOPaXECHUE CEpAEYHO-COCYAUCTON CHCTEMBI He3HauuTenbHO. Tak, y
B3pOCJBIX TAUHEHTOB OMNHCaHa aHoManbHO Beicokass UCC wu aprepuanbHas
runepTeHsus [165]. [lpixaTenbHele HapyleHus, xapakTepHble ais storo thna MIIC,
MOTYT NMPUBOJMTL K KapAHOBACKYNAPHBIM OCJIOXKHEHHSIM, HAaNpUMep — K JIETOYHOM

rUnepTeH3nH C NMOCJICAYIOIHHM pa3BUTHEM JIETOYHOIO ceépaua.

1.5. Mykononuncaxapuaos VI Tuna

[Maunentst ¢ MIIC VI tuna (cuHapoMom Mapoto-Jlamu) Briepsble OblaM
onucansl B 1963 rony nokropamm ITbepom Maporo (Pierre Maroteaux) u Mopucom
Jlamu (Maurice Lamy) [236].

YacToTa BCTpEe4aeMOCTH J[aHHOro 3aboneBaHus cocrasiaser 1:320 000
HOBOPOXXIEHHBIX, POAMBLUUXCS XXUBbIMHU [4, 87, 273].

PacnpocrpanenHocts MIIC VI thna cpeam nauueHToB ¢ pa3nMyHBIMU THIAMU
MIIC Bapeupyert ot 2 - 4% B CxanaunaBuu (LLIBenus, Hopeerus u Janus) [231, 232]
no 8 % B Hunepnanpax [301]. [lo pe3ynbratam CeNeKTHBHOTO CKpPUHMHIA,
npoeAeHHoro B bpasunun u CeBepHod IlopTyranuu, BbIsIBNEH BBICOKMH pPHCK
poxaenus peteit ¢ cunapomoMm Maporo—Jlamu. Ilaunentsr ¢ MIIC VI tuna B 3THX
CcTpaHax OblnM AuarHocTHpoBaHbl B 18,5 u 16% cnyuyaeB cpeau nauMEeHTOB C
pasnuuHbiMd THnamu MIIC [295, 389, 400].

Tun HacnemoBaHMs - ayTOCOMHO-pelleCCHBHBbIH. 3aboneBaHue 0O0yCIOB/IEHO
MyTauusiMu B reHe ARSB. ['eH kapTHpoBaH Ha JAJIMHHOM Iuieye 5 Xpomocomsl (5q13-
5q14). HzBectHo Gonee 130 myrauuit B reHe ARSB, npuBoasmmx X pa3sBUTHIO
3aboneBanusa. OTCYTCTBHME WJIM CHMIKEHHE aKTHBHOCTHM apuicynbdaTassl B (N-
aleTUNranakro3aMuH-4-cynb¢arasbl) MNPUBOAMT K OTJIOXKEHHIO B JIM30COMax
AepMaTaHcynbdarta [8, 11, 189,221]. XoHapouTHH 4-cynbdaT TaK e SABISETCH
naToreHeTH4YecKUM (hakTopom pa3BUTHs 3abonesanus [91, 172, 223].

Apunbscynbbataza B sBnsercs BaXHBIM (EPMEHTOM, OTBEYaIOLLMM 32
CTPYKTYpY COeAMHUTENbHON TKaHW. IIpH ee HeNOCTaTOYHOCTH BO3HMKAeT MaToJOrus

KOCTHO-CyCTaBHOﬁ CHUCTEMbI, CepAlla U KPOBEHOCHBIX COCYIOB, a TaK)XXE AbIXaTECJIbHbIX
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nyted. MccneqoBaHus, MPOBEIEHHbIE IPYNNaMK aBTOPOB, OKA3aH, YTO HaKOIIEeHHe
JepMaTaHcynb(ara CrocOoBCTBYeT pa3sBUTHIO MNATONOTMH  CepAeHYHO-COCYAUCTOM
CHCTEMBI U TMOpaXKeHHIO cycTaBoB [19, 72, 179, 344, 345, 346, 352].

Jlnst NOCTaHOBKM [MAarHo3a, IOMMMO CHHXXEHHsl aKTUBHOCTH apuicynbgarassl B
no <10% OT HOpMBI B KI€TKaX KyJbTUBHpYeMbIX (HOpo6iacToB MnM JeHKOLMTAX
nepupepryecKod  KpOBH, HeOOXOAMMO  OMNpelefieHMe aKTWBHOCTH  JPYroro
cynp(aTa3zHOro (epMeHTa C LeNbl0 MCKIIOYEHHS MHOXECTBEHHOH cynb(aTasHoM
HEJOCTATOYHOCTH. Ilomumo MHOXECTBEHHOTO aepuumTa cynbdarassl,
audpQpepeHUHaNbHBIH IHarHo3 NpoBoAMTCs ¢ ApyrMMHU ¢opmamu MIIC, cuanuao3om u
mykonunuaosom [106, 380].

Knunnueckue nmposiBjieHHss 3aboneBaHUs TreTeporeHHbl, BO3pacT Havana
3a00JIeBaHUs BapbUPYET OT HECKOJBKMX MECSLEB A0 IMEepBOro AECATHIETHS >XU3HH
[348]. IlepBrie cumnTOMBI 3a60s€BaHusl, KaK NPaBUJIO, BBIABISAIOTCS Ha MIEPBOM Oy
)KH3HH, OZIHAKO, U3BECTHBI ClTy4an MeAJEHHOro nporpeccupoBanus 3abonesanus [132,
164, 294, 364].

Ilpu ObicTpo mporpeccupyroleM TeyeHUHM cHHApoMma Maporo-JlamMu vy
MauMeHTOB BBISABISAETCS BbIpa)KeHHas 3ajiepXkka pocTa, pebeHOK nepectaeT pacTH k 3-4
roay u3Hu, pocturas 120 cm [357]. IlocteneHHO HapacTaeT TYronoABHXXHOCTb B
KPYNMHBIX W MeEJKMX CyCTaBaX, JbIXaTeJbHasg HEAOCTAaTOYHOCTb, CepAevYHas
HEJJOCTaTOYHOCTh. JIOCTaTOYHO paHO NPOMCXOAMT OrpybieHHe 4epT jauua 1O THUITY
raprouiausma: BbicTynarolue JioOHble Oyrpbl, 3anaBllias NepeHOCHLIa, MaKpOTJIOCCHs,
runeptpodus OeceH, 3alepxXka mpope3biBaHMA 3y6oB. [lpakTHueckn y Beex
NalUMeHTOB HabII0Jal0TCA THIIEPTPUX03, AedopMaLlHs IPyAHON KIETKH, KOHTPAKTYPBI,
CKOJIMO3 MM KH(]O3, TrenaTtocryieHOMeranus, INyNnodHas WIW/M MaxoBas TIPbIXH,
LIYMHO€ JIbIXaHHe, OAbIILIKA, YaCTble PUHHTBI, CHHYCHUTBI, OTHTHI.

K HapyuieHuto 3peHHs NMPHUBOAMT He TOJBKO MPOrpeccupylolliee NnoMyTHEHHE
POroBHLIbI, HO U NOpaX€HHEe 3PUTEIbHOrO HEpBa B pe3yJbTaTe €ro CAAaBJEHHS HWIIH
pasBuTHs ruagpouedanuu [202].

Ha Bropom pnecsTuneTHM pa3BHBAIOTCS TsXKeN0€ OOCTPYKTHBHOE IOpa)KeHHe

JIETKUX M JpIxXaTeJibHasE HeOOCTATOYHOCTD, Tpe6lelllaﬂ ITOCTAHOBKH TpPax€OCTOMBbI
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[158, 159]. Cnenyet OTMETHUTB, YTO MHTEJIEKTYallbHOE pa3BUTHE TaLHMEHTOB
OCTaeTCs B NpejieiaX HOpMbl.

C BO3pacTOM TNOSBIAIOTCA OCJOXHEHHs, TpebyloliMe XMPYPru4ecKoro
BMELUATENbCTBA: CTCHO3 WM peryprutauus KianaHoB cepiua, KOTopble TpebyeTt
NpoBEACHHUS JHIONPOTE3UpOBaHUA. Tspkenoe rnopakeHHe CycTaBOB, OCOGEHHO
Ta300€APEHHBIX, TpeOYeT NMpOBeNeHUs] apTPOIUIACTHKHU. [lpH nedopMallud KHUCTH MO
THIy «KOITUCTOM Jialnbl» BCIEACTBHE Pa3BUTHS KapnajibHOrO TYHHEJBLHOIO CHHApPOMa
HeobOX0IMMO NPOBEAEHHE IEKOMIIPECCUH CpeAMHHOTO HepBa [76]. BripaxxeHHas
aedopmalMs NO3BOHOYHUKA, CTEHO3 NO3BOHOYHOrO KaHana B LIEHHOM OTAENE TaKXe
TpebyeT XUpypru4yeckon koppexkuuu [275].

MeaneHHo Nporpeccupyolue ¢bopMbl CunppomMa Mapoto-Jlamu
XapakTepu3yloTcs Oonee Mno3gHed MaHUbecTalMel KIMHUYECKONH CUMIITOMATHKH.
OnHako, fAaxe MNpH MEUIEHHO IIPpOTpecCHpyIollleM Te4YeHWH IIocjie BTOpPOro
JDEeCATHIIETUS Y TMAaLMEHTOB MOIYT pa3BHUBaThCsl OpPTOMEAUWYECKHe OCJIOXKHEHHS,
AeeKThl CEpACUHBIX KJIAMaHOB, YXYALIEHHe leroyHoi pyHkuuu [374].

B nocnennee BpeMs onucaHbl IPOMEXYTOYHbIE (OpMBbI 3ab0eBaHMs, TaK Kak
HET YeTKUX OIHcaTeJIbHbIX KpUTEpUEB OMNpelelleHUs TsHKecTH 3abosieBaHMs.
HanpumMep, Tsxenas cuMnTomMaTHka MOXeT pa3BHBaTbCs B NpeesiaX OJHOH CHCTEMBI

10 CTereHH, TpebylolleH cepbe3HOro XUpypruueckoro BMewnarenbcTsa [352, 376].

1.6. Ilopaxkenue abIxaTeabHOH CUCTEMb] Y 00JIBHBIX C
MYKONOJIHCAXapPHAO3OM
PecnupatopHsie HapylieHus BcTpeyatoTcs npu Bcex Tunax MIIC. Ilatonorus
JIOP-opranos sBaseTcs OAHHMH W3 NEpPBbIX CUMIITOMOB 3aboneBanus [103, 181, 217,
222,326, 336].
Topaxenue AbIXaTebHOH CUCTEMBI obycnoBieHO HaKOIlJIEHHEM
IMIMKO3aMUHOTJIMKaHAa B KJETKaX BEPXHUX M HIKHHUX AbIXaTeIbHBIX MyTeH, 4TO

NPUBOAMT C PaHHEro BO3pacTa K YacThIM PeCNUpaTOpHbIM 3ab0sieBaHUAM. Y GONBHBIX
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HaO/MIOAAIOTCA OJBIILIKA, Kalledb, Xpal, PeUMAWBUPYIOLUME GPOHXMTHI, ITHEBMOHMH
[314]. [Ans Bcex NMaLMEHTOB C pa3iu4HbIMM Tunmamd MIIC XapakTepHO IIyMHoOe
IbIXaHWe, UYTO CBA3aHO He TOJIbKO C JedopMauMsMH JIMLIEBOTO CKejleTa, HO M C
runepTpopued JIHMPOMAHON TKAHM HOCOTJIIOTKH M pPOTOMIOTKH. PaspacTaHuio
nUMGOUAHON TKAHHM CIIOCOOCTBYIOT 4YacThle MHQeKUHU. B GonblIMHCTBE Ciy4aeB y
MalHeHTOB B paHHEM BO3pacTe BCTPEYAIOTCS PUHMTHI.

OTuTbl BO3HMKAIOT 32 CYET HAPYLIEHHS OTTOKA CIIM3M M3 Ma3yX W 3aKyNOpKH
eBcTaxMeBblX Tpy0. PeumauBupylome OTHTBI y JeTell B COYETAaHMH C
HeMPOCEHCOPHOH TYyrOyXOCTbIO NPUBOAAT K BOSHHKHOBEHHIO CMELIAHHOM TYrOyXOCTH
[269, 291]. DTOoMy cnocobcTBYeT M runeprpodus ageHouaoB. YacThIM OCI0XXHEHHEM
3abosIeBaHUs ABJIAETCA 3KCCYNAaTHUBHBIA CpeHUH OTHUT. JI0CTATOYHO YacTO BO3HHMKAET
KOHJYKTHBHas TYrOyXOCTh, a IIPH HAJIMYMH Yy NMalMeHTa HEHPOCEHCOPHOH TYroyxocTH
NaToJIOrHs MOXET HOCHTh CMeEIUaHHbI xapakTep. HelpoceHcopHass TyroyxocTb
BcTpeyaeTcs y Oonbuwied yacTH AeTel, YTO 3aMETHO YXYyALIAeT KauecTBO >XM3HH,
3aTpy[HAs U 6€3 TOro ClOXHBbIH KOHTAaKkT ¢ pebeHkoM. B cnywasx BO3HHKHOBEHMS
PEHHIMBUPYIOLIMX OTHTOB IOKa3aHa cCaHalMs oO4aroB HMHGEKUHH HOCOTJIOTKH U
poToBo# nosocTH. [To nokasanusM npoBoauTcs aaeHoToMus. CiyxonpoTe3npoBaHHe
y TNauMeHTOB ¢ pas3auyHbiMM TUnaMd MIIC oueHp YacTO He JaeT XejaeMoro
pe3yapTaTa B CBS3HM C OCOOEHHOCTSAMM IICHXHYeCKOro pa3BUTHA. OAHaKo, paHHAS
JAMarHOCTHKa HapylleHWH ciyxa [JaéT BO3MOXHOCTbL MoJobpaTh Heob6XO0AHMYIO
TEPaNuIo U MeTOAbI leJaroriuyeckoi KOppeKLMH Al COXpaHEHHs CIOCOOHOCTH AeTeH
K 00y4€HHIO U OOLIEHHIO.

Hakonnenne I'AI' npuBOOMT K MAakpoOIJIOCCHM, BbI3bIBAa€T TIHNEPTPOdHUIO
aleHoMAoB W/unuM  MuHAanuH. HMHoraa  ype3MepHoe  pa3pacTaHME  TKaHH
YepNajoOBUAHBIX Xpslleld, YepnaJoBHAHO-HAATOPTAHHBIX CKJIAJAOK TMPHBOAMT K
MOABJIEHUIO CBUCTALLETO JbIXaHWU# U HApYLIEHHIO NPOXOAWMOCTH AbIXaTEeIbHBIX NyTeH
[17, 265, 343]. V3BecTHO, uTO MOozenupytouiee BosneHcTBrue IJTHC Ha paboTy opraHos
AbIXaHWSI MPOUCXOAMT C IOMOUIBIO MeXaHHW3Ma OOpaTHOM CBA3M peryJjHpOBaHHs
HalpsOXKeHHOCTH Tra30B B apTepHalibHOM KpoBH, ypoBHeM PH u MexaHuveckumu

akTopamu paGothl nerkux. i OOCTHXKEHWS HOPMAlbHOM BEHTHIISALMM JIETKMX
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Heo6Xx0AMMa CKOOPIMHHPOBAHHAS AEATENbHOCTh IPYJHOH KJIETKH M MBI BEPXHMX
ppixatenbHbix myTed [195]. [lpu oTcyTcTBHM HOpMAaNbHOM BEHTHAALMHM NETKHX MOTYT
BO3HHMKHYTb TsDKeJIble HapyUI€HMs [bIXaHUS, B TOM 4YMCJE HWKHHMX AbIXaTeJbHbIX
myTeit. Tsbkenble OOCTPYKTHBHblE NOpaXKeHHs MOTYT TNPUBECTH K HapylUEHHIO
KHCJIOTHO-OCHOBHOI'O paBHOBECHS, TMITOKCEMHH.

Haxonnenue I'Al" B TpaxeoBpoHxHanbHOM Xpsillie YaCTO MPUBOAMT K Pa3sBUTHIO
BTOpUYHOM Tpaxeobponxomansuuu (268, 292, 336].

OO6CTpyKUMH BEPXHHMX [ObIXAaTeNbHbIX MyTeH CHOCOGCTBYIOT —yBENIHYEHME
FJIOTOYHBIX U HEOHBIX MMHAANIMH, Cy)KEHHEe TPaxen U GPOHXOB, YTOJIIEHHE TOJ0COBBIX
CBA30K W yBeqWyeHHe sA3bika [342]. ['osoc cTaHOBUTCSA XpHUILIBIM, HM3KHMM. Kpome
TOro, OOCTpYKLUMS BEpXHHMX [bIXaTeJbHBIX TyT€H MOXET CcoYeTaThCs C
pEeCTPUKTHBHBIMH  3a00N€BaHUAMHM JIETKHX, TeYeHHEe KOTOPhIX MOXET 4YacTo
oTarolaeTcsa aedopmalvien ckeneta U rpyaHoit kinetku [ 340].

OO6cTpyKLHsl BEpXHHX AbIXaTeJNbHBIX MyTeH, NPUBOALLLAA K CHHIPOMY alHO3 BO
CHe, SBJIJETCS 4acTbhIM OCJIO)XHEHHWEM Y MallMeHTOB C pa3iu4HbIMH THnamu MIIC.
ANHO® BO CHE OLEHHBAIOT C NOMOLIbIO MonucomHorpaduu. IlaToreHeTHuecKMMHU
¢baxTOpaMu pa3BUTHA OOCTPYKTHBHOMN OONE3HU ABNAIOTCSA CY)XE€HHE NPOCBeTa OPOHXOB
[340] u Tpaxeobponxomansauus. Oco6eHHOCTH (peHOTHNA NallMEHTOB: MIOCKasA CIIMHKA
HOCa, KOpOTKas lies, BbICOKO pAacClONOXEHHbIH HAArOpTaHHHK, aHOMasusl HHXXHEH
YeNIOCTH, AaHOMAaJIWW CTPOEHHs IUEHHBIX [O3BOHKOB, THIEpIUIa3us  [JIECEH,
NOBBILLIEHHAs] CEKpelLMss CIW3H U OrpaHHYeHHe TOABHXKHOCTH BEpXHEH W HMXXHEH
YENIOCTH  CNOCOOCTBYIOT  BO3HUKHOBEHHIO  XPDOHHYECKHX  PHHOCHHYCHTOB,
PEUMAUBUPYIOLLMX OTHUTOB M BBIPRXEHHBIM HApyLUEHHAM [bIXaHMSA, 4YTO TaKKe
NPUBOAUT K TMOSBIEHUIO CHHApOMa OOCTPYKTHBHOro anmHod Bo cHe [181, 216, 265,
266, 268, 340].

CnenyeT OTMETHTb, 4YTO CHHAPOM OOCTPYKTMBHOTO amnHoO? CHa elle
HeJloCTaTO4YHO H3ydeH Yy 6oabHbIX ¢ MIIC. B nuTeparype onucaHo JIMILBL HECKOJIBLKO
UCCNeNoBaHWH, MNOCBAIUEHHBIX JAaHHOM mnpobineme. HepoctatrouHo cBeaeHun o
pacrpocTpaHeHHH W TAXKECTH TE€HEHHs JAHHOTO COCTOSHHMS Y MallMEHTOB 3TOH IPYIIIb

[51,217, 246, 304].
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COAC unu AnuTeNbHas TMIOBEHTUIIALMA BbIABNseTcs Gonee, yeM y 80% NauueHTOB ¢
MIIC no panHbIM John A u Semenza GL c¢ coasropamu [181, 336]. Tlpu
HEKOPPEKTHOM JICYEHHWH NAHHOTO COCTOSHHMS THMIOBEHTHJIALUMS MOXET INPHUBECTH K
pa3BUTHIO CE€PJICHHO-JIErOYHOH HEAOCTaTOYHOCTH, KOTOpas ABJISETCA OAHOM M3 CaMbIX
pacnpOCTPaHEHHBIX NPUYHH JIETAIILHOTO MCXOJa Y MAalMEHTOB C CEpAEYHO-IErOYHOM
nartosiorueit [336].

K pecTpUKTHBHOH 00JIE3HU JIETKMX NPHUBOAMT Hanuyue AepopMalMM IpyaHON
KJIETKH, HapylueHHe €€ IMOJBMXXHOCTH, MaTOJIOTHS IMO3BOHOYHMKA B COYETAHHHM C
yBelMYEHHEM JXMBOTa. TeyeHue 3a0o0jeBaHUA OCNOXKHAETCS peEUMAMBUPYIOLIMMH
NMHEBMOHUAMH [222].

HbixaTenpHple HapylleHMs ycyrybnsiorcs 3abpocoM MHINM MM CIIOHBI B
Tpaxero M OpOHXHaNbHOE [EepeBO, YTO NPHUBOAWT K Pa3sBUTHIO PELMAHBHPYIOLIMX
acrnUpalMOHHbIX OPOHXHTOB M ITHEBMOHHMIA [3].

bonbwas yacte nauMeHtoB ¢ MIIC uMeeT aHOMalluM CTpPOEHHUs Tpaxeu:
HENpPOMNOPLHOHANBHO [UIMHHYIO Tpaxelo IO OTHOLUEHHIO K JeGOpMHpPOBaHHOMY M
YKOpPO4YE€HHOMY LUEHHOMY OTIeNy Mo3BOHOUHMKA. [lopa)keHHe LIeHHbIX MO3BOHKOB, a
TaK)Xe TIPYAHOrO MW TMOSCHHYHOrO OTAeNa II03BOHOYHHMKA MOXET TIpPUBECTH K
ocnabneHnIo AbIXaTeNbHBIX MBIIIL, YCUJIEHUIO Kalluls U YMEHbIUEHWIO BblIETeHUs
MOKpOTBI, W SBISE€TCS ONHUM H3 (AaKTOPOB BO3HUKHOBEHHS pEUUAMBUPYIOLIMX
nHeBMoHUH [375, 376]. Ilpu oueHke yeroyHoil ¢GyHKUMH HEOOXOAMMO Y4YMTHIBATh
BO3pacT MNalMeHTa. Y JdeTed MIaJllero Bo3pacTa B CBSI3M C AKTHBHBIM pOCTOM
oKa3aTesy JIero4yHOH GYHKIMH MOTYT OCTaBaThCs B Ipefieslax HOpMallbHbIX BEJIUMYHH
B Te4YeHWEe JOCTAaTOYHO MPOJOKUTENbHOro nepuoaa Bpemenu [261, 355]. [ng
obcnenoBaHMs [AbIXATENbHOM CHUCTEMBI HCIOJNB3YIOT 3HAOCKONMYECKHE METOMRI,
peHTreHorpaduio, KOMIbIOTEPHYIO ToMmorpaduio. BeinonHeHMe 4YacTH  3THX
MaHHUIYNAUMI HEeBO3MOXXHO 0e3 NpHMEHEHHs MeIMKaMEHTO3HOH ceJallMH, YTO
CBA3aHO C OlpelelieHHBIM pHCKOM BO3HHUKHOBEHHA MOOOYHBIX 3(¢eKTOB IpH
NpUMEHEeHUH aHecTeTHKa [357, 376].

IlepeHocumocTh ¢usnveckoit Harpysku y mauueHTtoB ¢ MIIC oueHuBaercs c

noMoulblo Tecta 6-MUHYTHOH MK 12-MHMHYTHOH xoab6BI [159, 161, 263, 378, 379].
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Pe3ym>TaT1>1 AAHHOI'0 TECTa MOXHO MCNOJIL30BaTh AJIS OLEHKUM BBIHOCJIMBOCTH H
KayeCTBa J>XHW3HH TIALMEHTOB, a TaKX€ B KayeCTBE JOMNOJHUTEIbLHBIX KPHUTEPUEB

olleHKH 3O PEKTUBHOCTH JieueHHs U peabunutauuu [119].

1.7. IlopakeHHe ONOPHO-ABUraTe/ILHOr0 aNNapaTa

[TaTonorusi ONOpPHO-ABUIraTeILHOrO annapara BCTPEYAETCs Y BCEX MALUEHTOB C
pasnuuHeiMU THnamu MIIC [85, 275]. CycraBHo# cunHapom y mauuentoB ¢ MIIC
BcTpeuaeTcs npumepHo B 80% cinyuyaeB [66, 128, 322]. MexaHu3Mbl pa3sBUTHS
MaToJIOrMYECKUX U3MEHEHHUH KOCTHO-CYCTaBHO# cucTeMsl npu MIIC ele 10 KoHUa He
u3yuyeHel. B HMcCneoBaHMAX Ha >KMBOTHBIX MNONy4YeHbl pe3yJibTaThl 00 y4yacTHM
BOCMAJUTENIbHBIX LUMTOKHHOB B AaHHOM Ipollecce, XOTHA KIMHUYECKHE NPU3HAKH
BocrajieHust y nauudeHToB ¢ MIIC orcytcrByroT. OCHOBHBIMM KJIMHHUYECKHMH
NpOSBIEHUAMH SABAAIOTCS U3MEHEHHUs CKeJieTa M0 THIy MHOXECTBEHHOTO JW30CTO3a,
KOHTPaKTypbl KpPYNMHbIX M MeJKHX cycTaBoB. Haubonee Tskenoe mnopaxeHHe co
CTOPOHBI CKeJIeTHOH CHCTeMbl BCTpeuaeTcs Npd cuHApoMe [ypnepa, TsxkeaoM
TeueHHe cUHApoma XaHrepa, 6one3nu Maporo-Jlamu [378, 379]. Ilpu MIIC 11l Tuna
KOCTHO-CYCTaBHble U3MEHEHUs MeHee BbIpaXXeHbl M NPOABIAIOTCS Ha Oosee MO3AHHX
stanax 3aboneBanus. Uro kacaercs MIIC IV Tuma, TOo ANs Hero XapakTepHBI
BbIpa)KeHHbIe AedopMaLUK cKelleTa U TMIepMoOUIbHOCTh cycTaBoB [ 199].

ITo nanueiM Neufeld E.F. u coaBtopos, npu nerkux ¢opmax MIIC xocTHbIE
AedopMauurH ABIAIOTCS HauboJlee paHHUM NPU3HaKoM 3aboneBanus [275].

PeHTreHonornueckue TMpOsB/IEHHUS  ONOPHO-ABMraTeIbHOro  amnmnapara Yy
NauMeHToB ¢ pa3nuyHbiMUM THnamMu MIIC nonyunny Ha3BaHME «MHOXECTBEHHBIH
AW30CTO3», KOTOPbIA pa3BHBaeTCs B Pe3y/bTaTe HapylUIEHUs 3HIOXOHAPAIbHOTO H
MeMOpaHHOro pocta [66]. THUNHYHBIMH CKEJNETHBIMH H3MEHEHHAMH SABJIAIOTCH
Makpouedanus, aHoMalbHasi ¢GopMa MO3BOHKOB, LUMPOKHE jonatoobpa3Hele pedpa,
KOPOTKHE KJIHOYHLBI, YTOJIIEHHe AUa(pHU30B, AUCIUIa3Usl TOJOBKH OepeHHON KOCTH,

BaJibrycHas naedopMalusi KOJNEHHbIX CYCTaBOB. | unepniasus nepeiHed 4acTH Tel
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1103BOHKOB W TUIOIUIa3Hs 3MHQU30B Ha IpaHHLE IPyJHOrO M MOSCHUYHOTO OT/ENOB
crioco6CTBYET GOPMHUPOBAHHIO FPYAONOSCHHYHOTO kudo3a [66].

B 6osiee no3aHeM BO3pacTe BBIABISAETCS KOMIPECCHs CIIMHHOIO MO3ra, KOTopas
ABJAETCA XM3HEYropoXxauum $pakTopoM s nauuenTa [82, 210, 378].

s BceX MaLHMEeHTOB ¢ pa3nv4HbeIMU THnamu MIIC xapakTepeH HU3KHH poOCT.
[To AaHHBIM JIKTEPATYPbl H3BECTHO, YTO COYETAHHE CTPYKTYPHBIX H3MEHEHHH B KOCTAX
M W3MEHEHHE CKOPOCTH 3HAOXOHIPHANIbHOTO OKOCTEHEHHsI NPUBOAUT K 3aMeJIEHHUIO
pocta [297]. Y NauuMeHTOB C TSXeNbIM TeYeHHeM 3aGo/ieBaHUs POCT He MpEBbIIAET
100 cm, mpu nerkux ¢opmax - 160-165 cm [345].

M3MeHeHHss €O CTOPOHBI ~ KOCTHO-CYCTaBHOM  CHCTEMBI  HEYKJIOHHO
NporpecCUpyrOT M IOCTATOYHO YacTO TpeOyIOT OornepaTUBHOrO BMellaTeNnbcTBa [358,
377, 379]). KoHTpaKTypbl B IUIeYeBbIX, JIOKTEBBIX, JIyY€3aMlsCTHBIX CYCTaBax,
crubareslbHblE KOHTPAKTYPhI NaJIbLEB U KIelIHeBUAHas AedhopMalus KHCTH NPUBOAST
K pe3KOMY OrpaHMYE€HHIO [BUraTejbHBIX BO3MOXHOCTEH NaUWEHTa, HapylIeHHIO
MEJIKOH MOTOPUKH. AKKYMYJSLHS TJMKO3aMHUHOMIMKAHOB B TE€HOCHHOBHAJILHOM
0651aCTH MNPHUBOAUT K CHABIEHHIO CpPeAMHHOrO HepBa B 3alSTCHOM KaHajle M
(GbOpMHPOBAHHIO KapNaJibHOTO TYHHEJBHOro cuHapoma [379].

IIpu tsaxensix dpopmax MIIC naronorus KOCTHO-CYCTaBHOHM CHCTEMBl MOXET
Pa3sBUTLCS Ha NEPBOM roOAY XH3HM, KOrja B pe3ynbTaTe MMNOIUIa3uy NnepeaHend 4acTH
TeJl TO3BOHKOB Ha IpaHMile FPYyAHOro M NMOSICHUYHOTO OTAE0B Y pebeHKa pa3BUBaeTCs
TSOKenbli  kudockonuos. ['pyaHas kieTka YIUIolleHa, yriy6ssercs NOsCHUYHbIN
JI0pA03, Y MalMeHTa XapaKTepHbIH BHU/: TUIEYH OMYIIEHbl BHM3 M BIepel, a XHWBOT
BbICTynaeT Bnepen. Kugos orpaHHymnBaeT AbpIXaTeNbHYIO 9KCKYPCHIO TPYAHON KIIETKH,
NOCTENeHHO CHUXAETCA XKHU3HEHHas eMKOCTb Jierkux [3, 379].

Hns  xnuHuueckod  kaptuHbl  MIIC  Takxe  xapakTepHa  JAMCILIa3us
Ta300epeHHbIX CYCTAaBOB, YTO NPHUBOAMT K BBIPAXXEHHOH MAMCIOKALMH TOJIOBKH
BeapeHHOM KOCTH 1 noTepe cnocoGHOCTH CaMOCTOATENbHO NepeaBurarses [359].

Jns BepudHUKaLMKU CKeJeTHbIX aHOMIMH y MalLMEHTOB € Pa3iMYHBIMHU THIIAMH
MIIC npumepstoTcs MeTOAbl YIbTPa3ByKOBOH NMAarHOCTHKH, PEHTIEHOJIOTHYECKHE

ucenenosanus. KommneiotepHas tomorpadpus (KT) — nHaubonee unHdpopmaTHBHBIN
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METOA  PEHTICHOJMarHOCTHKH. MarHuTHo-pe3oHaHcHas Tomorpadus (MPT)
Mo3BOHOYHHKA JOJDKHA BBINOJHATBCA OAMH pa3 B 1-3 roga ¢ 3aXBaTOM Yy4YacTKOB

MOTEHLHAIBHOTO CABJICHHS CIIMHHOIO MO3ra: 3aThUIOYHO-IUEHHBIN, IEHHO-TPYIHOM

¥ IpYAO - MOSACHUYHEIA oTAens! [210, 358, 395].

1.8. OdTanbmonoruyeckas narosorus

Haunbonee 4vactro y mnaumentoB ¢ MIIC BcTpeyaloTcs Nporpeccupyouiee
MOMYTHEHHME POrOBHIIBEI M pe(paKLMOHHbIE aHOMalUH (aCTUrMaTH3M, 6JIM30PYKOCTb,
AaJIbHO30PKOCTh). JIaHHbIE€ HU3MEHEHHs MOTYT NPUBECTH K CHU)XEHHIO OCTPOTHI 3pEHUs
M CBETOUYBCTBUTENbHOCTH [90, 160, 167, 356]. IloMyTHeHHe poroBuusl B Gosee
arpeccHBHOH ¢opme npotekaeT y nauuveHtoB ¢ MIIC I u VI tunos [30, 295]. Ilpu
cuHapoMe Mapoto-Jlamu nomyTHeHHe poroBuLbl BcTpeyaeTcs 95% cnydyaeB, U3 HUX Y
37% 3aboneBaHHe NpOTEKaeT TAXKeNO0. BrlpakeHHoe yTojllleHHe POTOBHILbI JenaeT
HEBO3MOXXHBIM OIlpe/ieJIeHHe BHYTPHUINIa3HOTO [JaBJIEHUS M OCMOTp CETYaTKH M
3puTeNbHOrO HepBa. OmnMcaHbl cly4yad HOYHOHM CJENOThl M CHHXXEHUA 3pEHHS Yy
nauMeHToB ¢ pasHbiMU THIaMu MIIC. PetnHonarus nanbosee yacTo BcTpeyaeTcs MpH
MIIC I u MIIC II tunos.

Bo3MOXXHO  coueTaHHOro TNOpaXeHWs IJa3, BKIoOYaoinMe B cebs
OZAHOBpEMEHHOEe HaJIMYHe KaTapaKThbl, rNayKoMbl, peTHMHONATHH, OTeKa M aTpopHHU
3pUTeNbHOTO Hepsa [73, 98, 175, 192, 281].

HocratouHo yacto y nmanueHToB ¢ MIIC BBIsSIBIA€TCS NMaTONIOrHsl 3pUTEIBLHOIO
Heppa: cnabblii UM yMepeHHbIH oTek BecTpedaeTcs y 50% 6onbHbix ¢ MIIC VI Tuna,
atpodus 3pUTeNbHOro HepBa quarHocTupyercs B 15% cny4daes [162]. Pexe Bo3HHKaeT
3KCKaBallMsl AKMCKa 3pUTE/IbHOrO HEpBa B CBA3M C IOBBILIEHUEM BHYTPMIJIa3HOrO
AaBneHus [356].

Otex 3puTenbHOrOo HepBa MOXET ObITb CBA3aH € TOBBLILUEHHEM

BHYTPUYEPENHOro JaBJIEHHs, HaKOIlNIEHHEM ['AI' B TraHrnMo3HBIX KJETKaxX
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3pUTEIbHOTO HEPBA MM €ro CAABJIEHHEM YTOJILEHHOM TBEPAOH MO3roBoi 060J104YKOM
no xon4y Hepsa [141]

BceM nauueHTaM ¢ pasnuyHbIMH THnamMu MIIC pekoMeHIyeTcs perysspHoe
o(TaIbMOJIOTHYECKOE OOCIEI0BaHHE B COOTBETCTBUM C THXKECThIO 3a60jeBaHMA M
BO3pacTOM MNalHeHToB [166, 167].

IloMMMO  pYTHHHBIX METOAOB MCC/IEAOBaHHUS  OQTAIBMOJOIM  aKTUBHO
MCNOJIb3YIOT OIpelle/ieHHe 3PHUTENIbHBIX BbI3BAHHBIX MOTEHLHANOB, OCOOEHHO MNpH
HEBO3MOXHOCTH OCMOTPA TJIa3HOIO [HA W IMCKa 3PUTEJILHOTO HEPBA.

Jins nedeHHs OQTanbMONOrMYECKOH MATOJOMMH Yy MALMEHTOB C Pa3IMYHBIMH
tunaMd MIIC nNpUMEHSIOTCS KOPpeKTHpPYIOLIMe OYKM, JIeKApCTBEHHbIE IPEMNaparhl,
XUpYpruuecKue BMeWIaTeNbCTBa. JIs ycTpaHeHHs BbIPQXEHHOrO TIOMYTHEHUs
pOTOBHLIBI C MOTEpeH 3PEHHs BO3MOXHA Mepecajika pOroBHLbl (NEeHeTpUpYlollas
keparoruiactika). OpHako, TpaHCIUIAHTAT pPOTrOBHMLIBI  MOXET IOJABEpPraThCs
MOBTOPHOMY NMOMYTHeHHI0 [192, 219, 363]

IIpu MoBBILIEHHH BHYTPUYEPENHOro AaBlieHHs, aTPOHIO 3PUTENIBHOTO HEpPBa U
TIOJTHY1O yTpary 3peHus MOJXXHO NpeloTBPaTHTh HaJIO)KEHHEM
BEHTPUKYJIOTIEPUTOHEAIILHOTO  LIYHTa. Take paccMaTpMBaeTcs BO3MOXKHOCTH

HEHpOXHUPYPruuecKoH AEKOMIIPECCHH 3PUTEIbHOIO HEpBa.

1.9 IlaTonorus ueHTpPaabLHOH H nNepUdepHYECKOH HEPBHOH CHCTEMbI

He6roT knuHuveckux npospieHuii co croponsl LIITHC Habnrogaercs B OCHOBHOM
Ha 2—6 roAax >KH3HH, OJIHAKO, BO3MOXHO W Oojnee paHHee MM No3AHee WX Hayano [1,
228, 257]. IlepsbiMu cuMnTOMaMH 3a00JeBaHUs ABJAIOTCA 3aJ€PXKa MOTODHOIO M
ICUXOpeyueBOro pa3BuUTHs. [Jlanee NMpPUCOEAMHANOTCS HapyLIEHHs MOBEAEHHUS (B TOM
4ucne, ayTUCTHYECKOrO CNEKTpa), HHBEPCHA CHA, TPEBOXXHOCTb, FMMNEPAKTUBHOCTS,
HapylieHue (pOpMHPOBaHKs HaBBIKOB ONpsATHOCTH [93, 267, 321, 369].

HoctatouHo uacto nopaxenue LUHC saBngercs €IMHCTBEHHbIM CHUMIITOMOM

3360HeBaHHH, IMOCKOJIbKY Cl)eHOTHI'IldlleCKHe WU3MEHEHHUS MOTYT OBbITh MHWHHMaAJIbHBIMH,
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a NOpa)X€HHs BHYTPEHHHUX OPraHOB — OTCYTCTBOBaTh. Y MalME€HTOB JAHHOW IPYIMIbI
BCTPEYAIOTCA  JIOKHOOTPHLATE/IbHBIE  pe3yNbTaThl CKPUHMHIOBBIX TECTOB  Ha
onpeaeneine I'AI' B Moue, YTO cCyllecTBEHHO 3aTpyAHSET NpPOLECC MOCTAHOBKH
auarHosa [46, 121, 275, 302].

C BO3pacTOM HEBPOJIOTMYECKHE TPOSBIEHHS MPOrPECCHPYIOT, BO3HMKAeT
CYAOPOXHBIH CHHIPOM, CHHIOPOM 3amACTHOrO KaHana, ruipouedanys, MaToJaorvs
CTMHHOTO MO3ra W KOMIIDECCHOHHBIE HEBpONATHH. Pexxe BCcTpeyaeTcs uIeHHas
MHeJIoNnaTHs, HeCcTabMIBHOCTh aTJIaHTOOKLIMITUTAJILHOTO COUJICHEHHH,
HecTabMJIBHOCTB WJIM KOMIpeCCHs CIMHHOro Mosra [170, 313, 331, 394, 395].

CvHIpOM 3aMnsCTHOro KaHaja (KapnajlbHbli TyHHEIbHbIH CUHAPOM) BbI3BaHHLIH
cIaBlIEeHHEM CPEIMHHOIO HepBa BelleACTBUE HakoruleHus AT B MbIIEYHBIX KaHajax
crubaTeyiell XapaKTepH3yeTCA OHEMEHHEM NasbleB pyK. Y MalHEHTOB ¢ pa3lIMYHbIMH
Bugamu MIIC B Bo3pacte or 5 nmo 10 ner kapnajibHBIA TOHHENBHBIH CHHIPOM
HabmoJaeTcs [NOBOJBHO YacTO, U IPH OTCYTCTBUM JIeYEHHSA MOXET IIPUBECTH K
HeoOpaTUMOH KOHTpAaKType AMCTalbHbIX Mex(allaHrOBbIX CYCTaBOB, a TaKXe K
HAapylU€HHMIO WJIM TIOJIHOH TNoOTepe YYBCTBUTENBHOCTH MajlblLEeB M K Napesy MbILLL
TeHapa. [3-3a KOTHUTHBHOH HEAOCTAaTOYHOCTH MALMEHThI HE BCeraa MOryT coodliaTh
0 6oneBbIX OLUYLIEHUAX, NMOCTENEHHO KHUCThb TepsAeT CBOM ¢yHKuuu. Ilaumentam c
HapylleHHeM (YHKLUMH KHCTEH MM C HapylleHHMeM HEpPBHOH NpPOBOAMMOCTH 110
pe3yinbTataM 3JIEKTpPOMHOrpaduu TMoOKa3aHa oOnepauus OEKOMIIDECCMHM HEPBHBIX
CTBOJIOB, KOTOpasi NPUBOAMT YJy4IIE€HHUIO GYHKLUHMHK. HacToTa peuHIMBOB KaprajibHOro
TOHHEJIBHOTO CHHApPOMAa y MNalUMeHTOB ¢ pa3nuuHeiMM THNamMu MIIC HeusBecTHa.
[378].

[ToBbllleHMe BHYTpHuepenHoro naBineHHs y nauuenToB ¢ MIIC cBasaHo ¢
YTOJIIlEHHEM TBepAOH Mo3roBod 000/10YKH H IUchYHKUMEH pecHHYeK IMayTMHHOM
obonouku. Hanbosnee yacto y meteil pasBuBaeTcs ruapouedanus, Kkotopas ABISeTCS
JNOCTaTOYHO TPO3HBIM OCJIOXXKHEHHEeM 3abosieBaHusA. JIMarHo3 BLICTABIIAETCS Ha
OCHOBaHMH JaHHBIX KOMIblOTepHON ToMorpaduu unu MPT ronosHoro mo3sra. Mnoraa
BO3HHMKalOT OosibluMe 3aTpyJHEHHss B €ro IOCTAHOBKE, TMOCKOJBLKY pacluHpeHHe

XKeJlyIOUYKOB MOXET ObITh CBA3aHO C APYroH NMaToJlorueil, BO3HUKalouleH y nauueHToB
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J@HHO#M TpYNIel, a KIMHHYECKHE MpPOSBNEeHHs ruapouedanyy obblYHO OTCYTCTBYIOT
[40,41].

Y naunentoB ¢ MIIC wyacTo BcTpeuaeTcs KOMNpecCHOHHas MHeENONaTHs
weiHOro oTAeNa MO3BOHOYHHKA, XOTHA OMHCAHO MOpaXeHHWe W APYTHX OTAENOB
cnuHHoro Mosra. [locTeneHHO BO3HHMKaeT cnabocTh B KOHEYHOCTAX, HHXKHHIA
cnacTHyeckuii napanapes [77, 218, 350]. Hanuune muenonatuu TpebyeT TIIATENBHOTO
HabnloleHUsl, U B psAAE Cly4aeB - OMNEPAaTHBHOrO BMeLIATeNbCTBA. AKKyMyJaLHs
[IMKO3aMHHOIJIHKAHOB B 00/1aCcTH 3yOOBHAHOIO OTPOCTKA  ABJIAETCS MPUYMHOM
CTEHO3a M KOMIPECCHMHM CMHHHOTO MoO3ra B LIEHHOM OTAeNle MO3BOHOYHHUKA.
[TocTeneHHo MOXeT ¢popmupoBaThes TeTpanapes [377, 379, 389].

bonbluas 4acTh nauMeHToB ¢ pa3nuuHbeiMM THamu MIIC uMeeT BbipakeHHble
NOBEJEHYECKHE HapyWEeHHs, a TakKXe HWHTe/JIEKTYAIbHYI0 HeJ0CTaTOYHOCTh
pa3IM4HOMN CTENEHM BIPAXXEHHOCTH. B ocHoBHOM, 310 Aetu ¢ MIIC 11, MIIC 111, pexe
— ¢ 1xénpiMu dopmamu MIIC I, MIIC VI tuna. IlauueHTbl pacTOPMOXEHBI,
THTIEPAaKTHBHBI, arpecCUBHBI. Y 4acTH nauuveHToB, npeumyuiectBeHHo ¢ MIIC III u
MIIC II TnoB, BO3HHKAeT perpecc MOTOPHOIO U MICUXOPEYEBOro Pa3BUTHS, BIJIOTh J10
NOJIHOM yTpaThl HaBblkoB [338].

JlocTaTouHO TsKebIM U MPOrHOCTUYECKHU HeOGNaronpUsTHBIM OCJIOXHEHHEM CO
cropoHsl LTHC sBnsieTcs cynopoxxHbiit cuHapoM [54, 308, 330]. YV Gonblueil yacTH
NalLMeHTOB Pa3BUBAIOTCA reHepalM30BaHHblE TOHUKO-KIOHHHUYECKHe NpHUCTynbl. Ilo
JaHHbIM JIUTEpaTyphl, Y nauueHToB B Bo3pacte a0 Tpéx jer ¢ MIIC 11l tuna 33T
bonpcTBOBaHMS  COOTBETCTBOBajla  Bo3pacTHoii  HopMme  [23]. Tlo  Mepe
nporpeccUpoBaHHsi 3a6o0JieBaHHs MOSBISUIMCh BblpaXXeHHble M3MeHeHHMs Ha OOT,
nporpeccupyioue ¢ BoszpactoM. Y uacti mnauveHtoB ¢ MIIC IIIA, unmerommx
BhIpa)XK€HHblE HapyllleHHs MOBEAEHUS U paccTpoiicTBa CHa, BblBIE€HA HOYHas JIOOHas
snunencuss. Ha O3 3To peructpupyeTcs MOSIBIEHHEM JIMHIENTHQOPMHON
aKTUBHOCTH B JIOOHOM Nlojsie yacToTol 2,5 'l B BHJle CIaliK-BOJIHOBOM aKTUBHOCTHU BO

BpeMs 6oapcTBoBaHus [330].
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Bcem nauueHtam ¢ pasnuuHbiMH Tumamu MIIC, ocobeHHO, npH TsXenoM
TeueHUM 3a00J€BaHMA, HEOOXOAMMO NPOBENEHMS TMOJHOTO HEBPONOTHYECKOro M
0¢)TaNbMOJIOTM4ECKOro 0OC/Ie0BaHMs He MEHee OHOTO pasa B ro.

[IpoBeneHue MPT TOJIOBHOTO MO3ra, MPT NO3BOHOYHHKa,
271eKTPOGU3MONOTHYECKUX TECTOB VISl OLIEHKM CHHAPOMA 3amsACTHOro KaHana, 3T,
BkIt04ad BUACO DI -MOHMTODHMHT, NMPOBOAMTCA B COOTBETCTBHH C KIHHHYECKMMH
N0Ka3aHHUAMH U BO3pacTOM NallHEHTa.

Tepanus HeBPONOTMYECKHUX HapylUEHHH NMPH MYKOMOJMCAaXapua03axX BKIIOYAET
B ceba XMUpypruueckHe MeETOAbl KOpPPEKUMH CHHAPOMA 3alaCTHOrO KaHana,
KOMIIPECCUM  CNMHHOro Mosra. B psge ciayyaeB mnoka3aHO LUYHTHpPOBaHHE
ruapouedanuu. Takxke npoBoAMTCS MeAMKaMEHTO3Has Tepanus CYAOPOXXKHOro
CHMHApOMa M MOBEJIeHYECKHX HapylueHui [43].

Ilpu cpeaHeTsXeaoM U TAXeJIOM TedeHHH 60oJie3HH OrpaHHuYeHHe NIOABHKHOCTH
HIKHEH 4YeNIIOCTH, B COYETaHMHM ¢ TsxenasiM nopaxenuem UHC, npuBoaut k
HapylUEHHUIO TJIOTaHUsA. Y NalUMeHTOB pa3BHBAIOTCS INpPH3HAKH NceBAoOynbOGapHOro

unu 6ynbbapHoro cunapoma [309].

1.10. TlopaxeHnne cepae4HO-COCYAHCTOH CHCTEMbI

B nepBbix coobimennsax o cuuapome ['ypnepa u cuHapoMe XaHTepa nopaxxeHHe
cepaua He Oblo onucaHo. Hauunas ¢ 1940-50rr. 6b1nM ony6nukoBaHbl AeTajlbHble
NaTo/IoroaHaTOMUYECKHE HCCNeloBaHUs cepiaua Yy TMalMeHTOB C KIMHHYECKUM
anarHozom MIIC (paHHee WMeHOBaBLUMMCS «raprounusm») [116, 223]. JlaHHble
MOpP(}ONOrHYeCKUX HCCIIeJOBaHWH TNOABHWIMCH 3al0Aro A0 TOro, Kak Obljga OTKpbITA
OroxuMHuyeckas ocHOBa Mykonoaucaxapuao3oB. B 1965 roay Victor McKusick,
KapaHoJor no ChneuMaJbHOCTH, OAMH W3 OCHOBaTesleil COBPEMEHHOH KIMHHMYECKOMH
FeHeTHKH, co3aan knaccudpukauio MIIC, rae BblaeNHn  KapAMOJNOTHYECKHE
HapyuleHus npu ©Oone3Hax HakomjeHus [243, 244]. TlepBbie HccieloBaHMA

nopaxkxeHus cepaua 6si1K nposeneHsl y 15 naurentos ¢ MIIC 1 u 11 Tunos., y xoTopsix
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auarHo3 Obll MOATBEPXIEH C MOMOWIBIO 3H3uMoanarHocTHku [208]. Renteria VG u
aBTopbl B 1976 roay omnucanu nopaxeHue cepaua Yy 5 MauueHToB C CHHAPOMOM
['ypnepa, Y KOTOPbIX ObLIM BbISBIEHbl M3MEHEHHs KOPOHApHBIX apTepuil, Bcex
cepIe4YHBbIX KJIallaHOB U CTEHOK MHoKapaa [310].

B HacTosulee Bpems H3BECTHO, YTO KapAUOBACKYJAPHbIE HW3MEHEHMsS
BCTPEYAIOTCA MPH BCEX THUMAX MYKOMOJMCAXapHI030B, HO OCOBEHHO 4YacTO OHH
poisiBastoTes ipu MIIC 1, 11 m VI tunos, pexe - npu MIIC 11l u IV THnoB, a yactoTy
BCTpe4aeMOCTH JaHHO# mnartonoruu npu MIIC VII Tuna cnoxHO OLEHHUTh BBHUAY
pa300LIEHHOCTH JaHHBIX.

B ocHoBe martoreHesa W3MEHEHHH CepAEYHO-COCYIUCTOM CHMCTEMBI JIEXKMT
Nporpeccupylolliee HaKorjeH1e rinvukozaMuHoraukaoB ([CAlT) B o6yacTi KJ1anaHHOTo
anmnapata, B MHOKap/le M D3HOOKapAe, B CTEHKaxXx KOPOHApHBIX apTepud WU
MarucTpajbHbIX cocynoB. IlaToreHes B Hacrosiilee BpeMs OCTaeTCA HEH3BECTHBIM.
BeposiTHO, TIJIMKO3aMMHOTJIMKaHbl WHULMUHUPYIOT BOCHAJUTENbHBIH IpoOLECC MyTeM
axtHBauuu Toll-nogobHoro peuentopa 4, 4To MPUBOAMT K MOBBILIEHHIO AKTUBHOCTH
npoteas [61, 65, 213, 344].

Benencteue otnoxenus ['AlT kianmaHbl cepalla  yToLAlOTCS, BO3HHKAET
peryprutauus, Jnaubo cteHo3. B psage cnyyaeB BO3MOXHO (OpMHpOBaHHE
runepTpopyuyu MbIILIEYHOH TKaHU cep/illa, YMEHbIIEHHE €€ 3JTaCTUYHOCTH, HapylLleH’e
NPOBOAMMOCTH, [TOpaXkeHHe KOpOHapHbIX apTepuii [155, 213].

B nocnenHee BpeMs  OCHOBHOM  MPHYMHOM  pa3BUTHA  CEpAEYHOM
HEeJJOCTaTOYHOCTH CHMTAIOT HaKOIUIeHHe AepMaTtaHcynbdara B cepAle U KPOBEHOCHBIX
cocyZax, OH SABNSIOTCS KOMIIOHEHTOM TKaHM cepAua. BeiaeacTsrue BoICOKOH TPOMMHOCTH
AepMaTaHCyb(daTa K TKaHAM cepAua o0sAcHseTcs Tshkenas narojorus Bcaydae MIIC
I, IT, VI Tunos [213].

Ilpy nopaxxeHWH MHTPaNbHOTO KjalnaHa €ro CTBOPKH  3HA4YMTEJIBHO
YTOJIWIAIOTCS, NpPEUMYUIECTBEHHO IO KpasM, M NpHoOpeTaroT MJIOTHOCTh, KakK Yy
Xpsuwed. B nogknanaHHoM annapare MUTpajlbHOTO KjlalnaHa NPOMCXOAUT yKOPOYEHHE
CYXOXHIIbHBIX XOPJ M YTOJILIEHHE MaNUIIAPHBIX MBILIL, YTO MPUBOAMT K U3MEHEHHIO

pa3MepoB, ¢opMbl M TUIOXOH TIOABHXXHOCTH CTBOPOK KiaamaHa. OTnoxeHus
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kaJbLUH(UKATOB OOBIYHO BO3HMKAIOT B 06GNacTH KoNbLia MUTPAIbHOrO KiamaHa.
AOpTalbHBIH KJanaH MMEET CXOIHYIO KapTHHY IpOrpecCHPYIOILEr0 IMOpPaXXeHUs U
auchynkuuu [310, 362].

[TopakeHHe KOpPOHapHBIX COCY[OB OCTAeTCs HaMMeHee M3YueHHOH MaToyorHeit
B Hacrosiee Bpema. Hakonnenne I'AI' B uHTHMe 6onbuMX 3MHKapAHANbHBIX
KOPOHApHbIX apTePHi NpH OBICTPO Mporpeccupyrowux Gpopmax 60e3HH NPUBOAUT K
A Py3HOMY CYXKEHHIO MPOCBETa apTepUH, MUTAIOLMX HEMOCPEACTBEHHO CaMy TKaHb
cepaua. [lndpdysHas uuTHManbHas nponudepauns us-3a ornoxenuii FAIT B KpynHBIX
3NUKapAHalbHBIX KOPOHAPHBIX apTEPUAX MOXET BO3HUKAaTh PaHO, OCOGEHHO IpH
ObICTPO MpOrpeccHpylolleM THMe, 00YCNOBMBas CHIIBHOE CY)XKEHHE TpOCBETa, YTO
MO>XeT NOTpeboBaTh XMPypruyeckoe BMELIATe/bCTBO. B CBA3M C Cy)XeHHEM apTepwii,
y TakuxX TAlLMEHTOB TOABIAIOTCA KIMHHYECKH BBIpaXeHHas apTepualbHas
runepTeHsus [61, 169, 387]; Bo3moxHO paciuvpeHHe BOCXOASLIEH YacTH aopThl, H
3HAUMTEIbHOE YMEHbIUIEHHE 3JaCTUYHOCTH CTEHOK aopThl. 'Al’ BNHsAeT Ha CHHTE3
TpOMNO3JIaCTHHA, YTO BEAET K YMEHBIIEHHMIO CHHTe3a 3JIaCTHHAa W W3MEHEHHIO ero
cTpykTyps! [387, 169].

Braunlin EA ¢ coaBropamu (1992) ony6nukoBanu JaHHbIe CTEHO3a KOPOHAPHBIX
cocyaoB y mnauueHTtoB ¢ MIIC, AMarHoCTHpPOBaHHBIX IMOCMEPTHO, YTO TOJABHIIIO
BpaueH MNpOBOIUTL CEJIEKTHBHYIO KOpoHaporpaduio AeTsM ¢ cuHapomom [yprepa
nepen TI'CK [60, 62, 63].

Kettles DI ¢ coaBropamu onucanyu ciayyail NeTaJbHOIO MCXOAA y Majb4HKa C
CUHIAPOM XaHTepa, MMEIOILEro B aHaMHe3e, NOMHMO IOpaXX€HHs MHUTpPaJIbHOrO H
aopTanbHOrO KJanaHOB, aHEBPHU3MYy Ha BEpXyLUKE JIEBOTO JKeIyJouykKa, XOTs IpH
XKM3HU TNaTOJIOTHsi KOPOHAapHBIX COCYAOB He Oblna obHapyxeHna [195]. Oudit GY nu
KOJIeKTUB aBTOpoB onucanu aHespusmy JDK y 22 neTHero mononoro yesoseka ¢
cuHapoMom Mapoto-Jlamu [285].

Marucrtpansieie cocyapl y nauveHtoB ¢ MIIC MoryT MMeTh yTOJIIEHHBIE
CTEHKM, HO NpH I3TOM ObITb CYXXEHHBIMM WM AuWjaTHpoBaHHBIMM [228, 307].
Ob6cnenosanus, nposeneHHble Ha HeGonploi BeIGOpke nauueHtoB ¢ MIIC I u II

THINOB, Moka3anu, 4to B 30% y nmeTei BblABAseTCsS AP GY3HOE CyXeHHe TpyIHOro U
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GpIOLIHOrO OTJeNa a0pThl. YMeEHbUIEHHe NpPOCBETa MOXET pa3BUBAThCA B YCThe
aopThl, THINHYHOH JIOKAUMM [1s KoapkTauuu. [laHHas maTonorus yacto TpebyeT
XHpYprH4eCcKOro BMELIATENbCTBA. Takxe, M3-3a Cy)XeHUs apTepHii, y NaLUEHTOB C
MIIC 1 u Il THNOB pa3BUBaeTCsA CHCTEMHas TMNEPTEH3MsA. 3HAYMTENHLHO peXe OHa
pcTpedaeTcs npu Apyrux tunax MIIC [246, 383, 359].

PaboTbl, NOCBALUEHHBIE MATOJOTMH CEPAEYHO-COCYAMCTON CHUCTEMBI IIpH
MIIC III u IV THna, BcTpevaroTes peako. OnMcaHbl Cily4au cOYeTaHUs TUMepTpoduu
MHOKap/a JIEBOro XXeJlylouKa W CTeHO3a aopTalbHOro kjanaHa y nauueHta ¢ MIIC
[1I1B Tina, a Takxe pa3BuTHe GUOpHIISALMY Npeacepauit [16, 367].

Van Hove wu coasr. B 2003 roay onucanu ciyyam ¢ MEAJEHHO
nporpeccupyrom tedyenueM MIIC I11A tuna. Y GonpHoro B 45 seT GbUIH BLISAB/IEHBI
apTepHajibHas FMINEPTEH3UsA, KOHLUEHTPUYECKas HeOOCTPYKTUBHAs KapAHOMHOIATHA U
¢ubpunnsauusa  npeacepauii. B cBA3M ¢ OBICTPBIM  NPOrpecCHpPOBaHHEM
KapAMOJOTHYECKUX TIpOsABIEHUH, B 53 roxa nauueHTy IpoBeJeHa YpeCcKOXXHas
3HJOMHUOKapAHanbHasi OHUONCHs, KOTOpas BbIsIBUJIA YBeJIWUe€HHE KapJHOMMOLIMTOB C
MOBBILLIEHHBIM COAEP)KaHHEM KHCIBIX MYKOIOJHCaxapuaoB. Y MalHeHTa He OblIo
M3MEHEeHHH (eHOoTUNna, HeBPOJOrMyecKod AMCQYHKLHH, TNaTOJOrMU CKeJeTa,
pOroBHlbl, BUCLIEPOMETAINH, OJHAKO, AaKTUBHOCTh ()€PMEHTOB B KpPOBM ObljIa pe3ko
cHmxeHa. [{uarno3 MIIC Il Tuna coMHeHHs He BbI3bIBaJl. DTO NMpUMEp MMaLUEHTa C
cuHapoMoM CaHdununno, KJIMHUYecKas KapTHHa 6one3HM KoToporo Oblia
npeAcTaBieHa KapAHOMHONATHENR U OTCYTCTBHEM HeBposornieckoro aeduuuta [370].

HapylieHust mpoBOOAMMOCTH M CHHYCHas TaxMKapaus onucanel y 44%
nauueHtoB ¢ MIIC VI tuna u y 7% neteit cuuapoMoM XaHTepa [34]. B HexoTopsix
MCTOpHAX GOMNe3HH 3aMKCUPOBAHO pa3BUTHE MOJHOIO aTPHOBEHTPUKYJIAPHOTro 6/10Ka
C Heo6XOAWMOCTHIO KApAMOCTUMYNALMH M HacTyIUIEHHE BHE3alHOW CMepTH. Y
ogHoro mnauuenta ¢ MIIC VI Tunma (Mcxond - BHe3alHas cMepTb) Obul OOHapyXeH
¢ubpo3 nposomsieii cucteMsl ¢ uHpuabTpauueir AT [108,186, 193]. Cuctemnyto
THNEPTEeH3HI0 B aHamMHe3e MMeaH Jullb 2% MalUeHTOB He INOJy4YaBLIMX JIeUYEHHeE.
Onnako, koutpons AJl B MomeHT BkatoueHus nauueHtoB B HOS (Hunter Outcome

Survey) BbiaBuA, uTo 25% nauueHToB A0 18 JIeT MMeNW HealeKBaTHO BBLICOKOE s
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cpoero Bo3pacta AJl. XoTa eauHHuHBI nogbeM AJl He TroBOpPUT O AMarHose
rUNEPTEH3UH, 3TO JNOJDKHO OBITh CHTHANOM AN AaNbHEHIero HaGIroJeHMs TaKMx
MauMeHTOB, MOTOMY 4YTO THUNEPTEeH3Hs noajaeTcs JeueHuro. IloBeleHHOe AJl
criocobCTBYET YBEIMYEHHIO KapAMOBACKYJAPHOrO PHUCKa M Pa3sBUTHIO 3a0o0jeBaHMi
moyek y B3pocibix moied 6e3 cunapoma XaHnrtepa [84, 187], HO ee BiIMAHHE Ha
JONrOCPOYHOE BOBJICYEHHE CEPAEYHO-COCYAUCTON CHCTEMBI NMPH JaHHOM MaTOJOrHH
HEHW3BECTHO.

CornacHo pekomeHiauusM Esponefickoro ofuwlectBa KapavoJOroB IO
AMarHocTHKe W Jieyenuto, kapavomuonatiu (KMII) - sto reteporeHHas rpynna
3aboneBaHUH MHOKapJa ¢ HalMYUEM CTPYKTYPHBIX U GYHKLMOHANBHBIX HAPYILUEHHH,
KOTOpble He OOBACHAIOTCA OrpaHHYEHHEM KpPOBOTOKAa BCIEACTBHE HILIEMHYECKOM
Gos1e3HM cepAaLa WK MOBBILIEHHOM Harpy3koi naesnenuem [ 114, 234].

Ilpy KapAMOMHMOMNATHH BBIABJIAETCS TUNepTpPodHs MHOKapAa WM AWJiaTalus
KaMep cepjlla, BO3HHMKarollas BCJAEACTBHE pa3jiMYHBIX NPUYMH, 4acTO HMerollas
reHeTU4eCKYH NPUpony.

Ilo nanHeIM KiaccubuKauuy KapauoMHonaTHH, npeanoxxeHHod B 2006 rony
aMEepHKaHCKOM accoliMauued KapAMOJIOroB, TEPMHUH «INepBUYHOe 3aboyieBaHue
MHOKapa» HCIOJNb3yeTCs B Cllyyae, eClid cepaue fABIfeTcs €eAUHCTBEHHBIM HIIH
NPEHMyILIECTBEHHO IOPAa)XX€HHbIM OpPraHoM, B OCTalbHBIX CllyyasgX HUMeEET MECTO -
BTOpHYHas kapauomuonartus [234]. JlanHas xnaccubukanus tpeboBana nopaboTky,
TaK KaK MpH NEepBUYHBIX KapJAHOMHOMATHAX MOIYT BCTpeYaThCsa IKCTpaKapAHalbHbie
nposieiieHusi, a npu BropuuHblx KMII MoxeT HMMeTh MeCTO NaToNOrds TOJBKO
cepAeuHo-cocyaucToit cucteMsl [2]. Tlpy mocTaHOBKe AMarHo3a runeprpopuyeckas
KapAMOMHONATHA CJIOKHO pa3fielIiTh COCTOSIHUS, OOYCIIOBJIEHHblE runepTpoduen
KapIMOMHOUMTOB OT 3abojieBaHMi, NPHU KOTOPbIX WHOMWIBTPAaLMi MHTEPCTHLUS WM
BHYTPUKJIETOYHOE OTJIOXKEHHE TNPOAYKTOB MeTaboiuM3Ma NPUBOIUT K YBEJIMYEHHIO
TonmKHbl cteHok JIDK M macchl MHokapaa. HeuMHBa3suBHBIE METOIBI HCClle JOBaHHSA
(OxoKI' unu MPT) B nmaHHOM ciy4yae Mano HH@opMmaTHBHbBL. M3-3a ouarosoro
XapakTepa NMOpa)KeHHs CepAeYHOM MBbIILLB! FTMCTONIOTMYECKME MCCIIEI0OBAHUA TOXE He

BCeraa nomorawT B BepuMKaLuu aAuarsosa [2, 297, 336]. Seward J.B. coaBTopamu
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NpeNoXHI TePMHH HMHOQUIbTpaTHBHAs KapauomuonaTus. OHa XapaKTepH3yeTcs
OTII0EHNEM «CYOCTpaTa», B TOMUMHY cTenkn JDK, unu aunataumeii kamep cepaua,
HanpuMep - NP aMHJIOM 03¢, 0OpPa30BaHHEM aHeBPM3M, HAaNpUMep - MPH CapKOUA03e
[336].

BaXHO TNOAYEPKHYTb, 4YTO TONIIMHA CTEHKH He 00s3aTeNbHO sBIfeTCS
nokasartejieM THNepTpopun. HHuNbTpaTHBHBIE paccTpoicTBa € HaKOIUIEHHEM
aHOM&JIBHBIX BELIECTB B MHOLMTaX WM MHTEPCTHLMH MHOKapAa MOTYT NPHBECTH K
YBENTMYEHHIO TONIIMHBI CTeHKH Ge3 ¢akThuyeckodl runeprpodun MuouuToB. Ilpu
UHOUIBTPATUBHOM KapAMOMHOMATHU YAacTO BCTPEYAETCs HU3KOBOJBTHBIH KOMILUIEKC

QRS. WHounsTpaTHBHBIe 3ab0neBaHMs  cepaua OBGBLIYHO  XapaKTEpHU3YHOTCS

Mporpeccupylolled  OHacTONMYEeCKOM  auchyHKuMe#, KoTopas mnpeaulecTBYeT
Pa3BUTHIO CUCTOJIMYECKON AMCGOYHKIMHU. YBeJIMueHHe Macchl MUOKapAa, XapakTepHoe
ans GONbIUMHCTBA HMHOHWIBTPATHBHBIX 3a00N€BaHMil, Kak MpaBWIO, He ABIAETCS
onpenensoIUM GaKTopoM BbKHBaHUA. [336 ]

Ta6sanna 1.2 - KpaTkoe n3jokeHHe reHeTHKH HacJieACTBEHHbIX

KapauoMuonartuii [239]

HacneacteeHHas 3abonepaHus IIponykT HakonneHus Tun I'en
HH(UNbTPaTHBHAA HacneloBaHUS
KapAHOMHONaTUA
OKcTpakapavaibHas
Amunonnos cepaua, aMHJIOH103 aMHJIONA AyTOoCOMHO- TTR
TPaHCTHPETHH- JOMHHaHTHBIH
06ycNoBNEHHBIH
HacnencreeHHbIM Hapyiwenue )Keneso AyTOCOMHO- HFE (tun 1)
reMoxpoMaTos obmMeHa xenesa peuecCHBHBIN HJV, HAMP
(Tunsr 1-3) (Tun 2)
AyTOCOMHO- TFR2 (tun 3)
JIOMHUHAHTHbIH SLC40A1 (Tun
(tnn 4) 4)
IepBuuHas Hapywenne OKcanaT KaJlbLus AyTOCOMHO- AGXT (tun 1)
runepokcanypus MeTabonnima PELECCHBHBIN GRHPR (tun
(okcano3 cepaua) FJIMOKCHIIaTa 2)
HOGA (tun 3)
WHTpakaananbHas
Atakcua Qpenpeiixa Hapyuwenue xenes3o AyTOCOMHO- FXN
obMeHa xenesa peLeCCHBHBIM
Myxononucaxapunmm JIn3ocomHble ITHKO3aMHHOTJIMKaHbI AyTOCOMHO- IDUA (1)
bones3nn peLleCCHBHBIN IDS (1I)
HaKOIUIEHHA (tunst 1, 111, 1V, SGSH,
VI, VII, 1X) NAGLU,
X-cuenyeHHbIN HGSNAT,
peueccHBHBIN - GNS (1)
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THn 11 GLANS, GLBI
(V)
ARSB (VI])
GUSB (VII)
HYALI (1X)
Bone3ub Pabpu JInzocomumie FITMKOCHHUHIONIMITU b X-cuenneHHbi GLA
Gonesnu (rnobotpuasunuepamua) | perieccuBRbl
HaKOTUICHH s
Bonesus JlaHon bonesun IJIHKOT€H X-cuenjeHHbli LAMP2
ayrogaruu PELECCHBHBIA
PRKAG?2 cuHapom Bonesun IIIHKOT€H AyTOCOMHO- PRKAG2
(HedOCTaTO4YHOCTb HAKOIJICHHUA JAOMMHAHTHBIA
cepAe4HOH [JIMKOreHa
docdopunas KHHa3bl)

Iponomkenne Tabauusi 1.2

CornacHO NpeANOXEHHON KIacCHPHKAlMH, BHYTPHKIETOYHOE HaKOIUIEHHE
MeTabOJNMTOB HE MCKIIIOYaeT [uarHosa runeprpodpuyeckas KapAHMOMHOMATHA,
KPUTEPHEM KOTOPOH SABJIAETCA YBEIHUYEHHE TOLIMHBI CTEHKHM MJIM MacChl XKETYA0YKOB
0e3 reMoOMHaMHYECKOM IEperpy3ku (apTepuanbHOW THIEPTEH3HWH, KJIanaHHOM
NaTOJIOTHH), OJHAKO [Uld JaHHOM rpynnbl 3aboneBaHMM Haubojee MpaBUIBHO

HUCIIOJIb30BaTh TCPMHH «HH(bHJ'IpraTI/lBHaﬂ KapaAHOMHOIIATHSD?.

Knaccudpukauus KMII npeanoxennas Maron B.J. [234] B 2013 . nomonHeHa
cnegyromiumu noHsatusmu cucremMsl MOGE(S) (MopdodyHKuMoHanbHbIA (QeHOoTHN
(M- morphofunctional phenotype), nopaxenue oprano (O- organ(s) involvement),
reHeTuyeckoe HacieaoBanue (G- genetic inheritance pattern), 3THOJIOTHYECKYIO
an”otauuio (E- etiological annotation), Bkito4as FeHETHUECKUH AeQEKT MIIH JIEXKaLUH
B €r0 OCHOBe 3a0oneBaHue / cybcTpar U QyHKUMOHaNbHOE cocTosiHMe (S- functional
status) 3abosieBaHMA ¢ HCHOJb30BaHHEM CTaJHH AMEPHKAaHCKOro KOJUIeKa
KapAMONoruy /AMepHKaHCKOHW KapAHOJOTHYECKOH acCOLMaukd ¥ (QYHKLMOHAILHOTO
KJlacca Hb}o-ﬁopxcxoﬁ KapAHOJIOTHYECKON accouualuu). B Hacrosmee Bpems
AWarHo3 KapAWOMHOMATHA CTAaBUTCA HAa OCHOBAaHHH MNOJIYYEHHBIX KIHWHHYECKHX,
TeHETHYeCKHX, MOP(ONIOTHYECKHX U3MEHEHHH PE3yNIbTaTOB Y KOHKPETHOTO MalMeHTa
[27].

Teyenne  cepmeunoit  HemocratouHocth  (CH) mpu  MIIC  umeer
NporpeccHpyrouinii xapaktep. TpyAHOCTH JHAaTHOCTHKHM 3TOFO COCTOSHHS CBA3AHHBIM

C HeCﬂequ:)H‘lHOCTb}O KJIMHUYECKOH  CUMITOMAaTUKH, OTCYTCTBUEM )Ka.ﬂ06,
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xapaKTepHbIX TNPHU3HAaKOB HApYIIEHHs: KpoBOOOpallleHMs Ha paHHUX JTanax ee
pa3BUTHs, BbI3bIBAaCT OCOOBIA MHTepec. BMmecTe ¢ TeM auarHocTvka BaxkHa IS
CBOEBPEMEHHOIrO Ha3HAYEHHs TEpanuu C Ue/bl0 TMpefOTBpallieHUs JAajibHeHIero
NpOrpecCUpOBaHMs CPeAEYHON HEAOCTATOYHOCTH.

B nmocneiHWe Troibl B KauyecTBE MapKepa paHHeH CTafuM XpPOHMYECKOl
cepAeYHOH HEJOCTAaTOYHOCTH MCMONb3YeTCs OMNpefesieHHe HaTpUHypeTHYeCKUX
nenTHAOB. OHHU SIBISIIOTCS €CTECTBEHHBIMH aHTArOHUCTAMM PEHHWH-aHTHOTEH3WHOBO
¥ CHMIATHKO-aJPEHANIOBOH CHCTEM, a TaKXe€ albJOCTEPOHA M Ba30ONpPECCHHA. DTH
BEILIECTBA CHHTE3NPYIOTCA B KIETKaXx MHOKapAa, OTKyAa BbICBOOOXOAOTCS B
pesynbTaTe pacTSDKEHHs CTeHKM IKenyaouka. Bbeixogs wu3  knetku, proBNP
paculenseTcs Ha Ouosornueckd axkTUBHbIE BNP W WHAKTUBHBIH N-TepMHHaNbHBIN
¢parment (NT-proBNP). [58, 196, 381, 396]. O6bemHas neperpyska npeacepaHii u
NOBbLILUEHHE HANPSXKEHWS MHOKap/a SIBISIETCS CTHMYJIOM TMOBBLILICHHOW CeKpeLHnH
[148].

HaTpuitypeTHueckue nenTvabl CYMTAIOTCS aHTarOHUCTaMH aHruoTeH3uHa II.
OHM CTHMY/IMPYIOT CEKpEUHIO albJOCTEPOHa, YCHAWBAIOT peabcopOLMH HATpHUs H
MOBBILLAIOT COCYAMCTBIA TOHYC. [loBbllIeHHMe alblOCTEpOHAa M pEHUHA NPHUBOAMT K
PeMOZEIMPOBAHHIO JIEBOTO )XEy10uKa U HaKOIUIeHHI0 PUOPO3HOH TKaHU B MHOKapIe,
Janee HapyllaeTcs [AMACTOJIMYecKas M CHUcTolMuyeckas (yHKUMS W pa3BUBaeTCH
ceplieyHast HelocTaTo4HOCTh [ 192, 229, 292]. B nepBble AHM >XXM3HM KOHLIEHTpauUMs
NT-proBNP yBenuuuBaetcs B 5—-10 pa3, oaHako, K 1-4 Mecsily [AOCTHraetcs
CTabUNIBbHBIA YpOBeHb, KOTOpBIH ONM30K K MOKasaTeslsM B3pOCiol nomyisuMd. B
NOAPOCTKOBOM mnepuone (mpumepHo B 13 ner) coaepxanve BNP u NT-proBNP
3aBMCHUT OT M0Jia U CTAHOBMUTCA Gosiee HU3KUM Y ManbuukoB [10, 276]. BeposiTHo, 3TO
CBA3aHO C TMOBBLIILEHHWEM YPOBHS 3CTPOr€HOB, KOTOpbl€ CTHMYJIMPYIOT BbLIpabOTKY
HAaTPUHYpeTHYECKHUX MENTHIOB Yepe3 perysliMio YpOBHS MOJIOBbIX MOPMOHOB H C
NMOBLIIIEHHEM aHAPOreHOB, KOTOpble, CHHXalOT KoHUeHTpauuio NT-npoBNP [10,
252]. Tlpu punatauMOHHOM KapJAMOMHOINATHH, MUTPalIbHON HEAOCTATOYHOCTH,
KENYI04KOBOH AUCQYHKUMH, THIIONIIAa3HK JIEBOTO HKETy/I04Ka, BPOXKAEHHBIX MOPOKaX

cepaua ypoeHb BNP u N-proBNP npsMo koppenupyeT ¢ TSXeCTbiO CepAeqYHOMH
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nepoctatouroctu [10, 74, 181, 213, 251, 252, 259, 292]. Tlpu 3THX COCTOSHMAX Y
NaLKeHTOB YacTO Hab/MiONaeTCs NOBbIIEHHE YPOBHS HATpHilypeTHYECKHX TENTHIOB,
4TO AB/MAETCS BaXXHBIM [UISl IMArHOCTHKH U NPOTHO3a TeueHus 3abosnesanus [10, 251].

BaxHO OTMETHTB, YTO BO3MOXHOCTb MCIIOJIb30BAHUS 3THX KOJHYECTBEHHBIX
MapKepoB JI1 ONpPENEIEHHsI CEPACYHONH HENOCTaTOYHOCTH HMKOTJa HE M3YYalMCh Yy

nanueros ¢ MIIC.

1.11 Bo3MO’KHOCTH Tepanuu pa3IHYHbIX THIOB MyKONOJIHCAXAPHA030B

Ha cerogHAIUHWIA O€Hb B MHpe 3aperdcTPUPOBAHO [BAa NAaTOrEHETHUECKUX
meTona JiedeHus naudeHToB ¢ MIIC: TpaHcnnaHTaums reMonosTHYecKUX CTBOJIOBBIX
wietok (TI'CK), wumeromas onpeaeneHHsle OrpaHHYEHHs TPUMEHEHMs, U
depmeHTO3aMecTUTeNbHas Tepanus (DP3T). 3a nocnemguue 35 ner TICK 6buia
YCTIELIHO BHEApEHa B IMPAKTUKY s jedeHus Tsxenbix dopm MIIC I tuna. JlaHHbi#
METOJ  TePanWH 3HAYUTENIBHO TIOBBICHI  JOJTOCPOYHYIO  BBDKMBAEMOCTb M
NpeAOTBPAaTHI pa3BUTHE TSKEJIOH HEBPOJIOrMYECKOH CUMIITOMAaTHUKUM Yy JOEeTeH C
cunapomoM I'ypnepa. DddextuBHocts TI'CK npu apyrux tunax MIIC He nokasaHa.
Puckn, cBazannele ¢ TI'CK, pocraToyHo BBICOKM MW JaHHas npoueaypa
paccMaTpUBaeTCs KaK CTaHAApPTHBI METOJ jeuyeHHs TONbKO AN Haubosee ObICTpO
nporpeccupyroux dopm MIIC I tuna [63, 65, 153, 281].

TpaHcnnaHTauuss KOCTHOrO MO3ra, KOTOpas MpPOBOAMTCS [0 JAOCTHXKEHMA
NaluxMeHTaMH Bo3pacTa 2,5 JieT, BeeT K YMEHBILEHHIO Pa3MEPOB MEYEHHU U CEJIE3EHKH,
YNy4lleHHI0 GYHKUMH AbIXaTelbHOH M CepAeYHO—COCYAMCTOH CHCTEM. YCHeElIHOoe
HCTIOJIb30BaHHUE NaHHOTO METOAA B LIEJIOM psAZie Cly4yaeB IpeAOTBpalllaeT pa3BUTHE
TSDKEJIOH HEBPOJIOTMYECKOH CHUMITOMATHKH M ABJSETCS ONTHMAbHBLIM IIpH YCJIOBHH
MpoBEeJlecHUs B paHHEM JeTckoM Bo3pacTe. JIOHOPCKHME KIETKH MPOAYLUHPYIOT
HeoOXonnMBIH (epMEHT, TeM CaMbIM OCTaHaB/MBas JajbHelllee pa3BUTHE GONE3HH.
AJNOreHHas TpaHCIUIaHTalMs KOCTHOTO Mo3ra OT cubca WIM aJbTepHAaTHBHOTO
RoHopa npu MIIC ynyuywiaer U cTabunusupyeT cocTosHue OONBHBIX, yBEIH4YHBas

NpONOIKUTENBHOCTh XKU3HH [128].
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o nanubIM 3. bpaynaun (Braunlin E.) uyepes rox mocne nposeneHus TI'CK
oTMe4aeTcs MONOXKUTENbHAS IHHAMUKA CO CTOPOHBI CEPAEYHO-COCYAUCTOH CHCTEMBI:
MOCTENEHHO YNy4IIaeTcs $yHKLUMS MHOKapaa, POXOAUMOCTh KOPOHApPHBIX apTepHH,
cimwkaercs  YCC, yXomsT npu3HaKKM cepleyHOii HedoCTaTOuHOCTH. OHaKo,
KiaMaHHBIA anmapar CcepAla OCTAaeTCS MHTAKTHBIM K JIEYEHHIO M TPOMCXOAMT
MeIeHHOE NTPOrpecCUpoBaHte NMOpaXXEHHs KilanaHoB cepaua [64].

I'. Mansm (G. Malm) ¢ coaBTopamn ony6nnkoBanu KIMHMYECKMil Ciyuvaii
wecTy JneTed ¢ cuHapoMom ['ypnepa, xotopeiM B IlIBeumu 6bina IpoBeJieHa
TpaHCIUIaHTalKWs FE€MOMOITUYECKHUX CTBOJIOBBIX KiIeTOK. CpeaHui Bo3pacT HeTel BO
BpeMsl MpOBEACHHs TpaHCIUIaHTauUMM coctaBun 11  MecsueB. HaGmonenune
npoBoAMIOCH B TeyeHHe 10 nerT. Y nauveHTOB He OTMEYaloCch MEHTAJIbHBIX
HapylUE€HWH, OJHAaKO, BBIABJIEHO MpOrpeccHpyiolllee NopaxeHHe KlanaHOB cepaua U
CKeJleTHbIE HapylIeHHs, Tpebyrolme Xupyprudeckoi koppekiuu [231].

HpyrumMu MccienoBartensiMu ObUIO MOKazaHO, uTO nocie npoeaenus TI'CK
NPOUCXOAUT perpecc runepTpo¢uy MHOKapAa, YTOJLIEHHE CTBOPOK KJIallaHOB
KOPPEKTHpPYETCS peXe, a CTEeHO3 M peryprutauus ocrtaeTcs 0e3 M3MEHEHHMH WU C
Bo3pacToM IporpeccupyroT. CyXeHHe M OKK/IIO3Us KOpPOHApHBbIX apTepuil H3-3a
nponudepaldy ITagKOMbILIEYHBIX KIETOK MHTHMBI NIPH OBICTPO NMpOrpeccCHpyroLeM
MIIC 1 Ttuna ocranaBnuBaetrcs nocie ycnewHoid TI'CK. 3rto sBasercsa BaXHBIM
acNeKTOM ISt IPOrHO3a MPOAO/DKUTENBHOCTH JXH3HH nanueHToB [60, 231].

B Hactoswee BpeMs nepeAd  TpaHCIJaHTallMeH KOCTHOro Mo3ra H
HEMocpeACTBEHHO MoCJie Hee, NP TPaHCIUIAaHTALMH OT IeTepO3WIOTHOrO JOHOpa NpH
HeNOJHOM  BBITECHEHMM KJIETOK peluUNUeHTa [JOHOPCKHMH  KJIE€TKaMH  JUis
BOCCTaHOBJIEHHSI HOpPMaNbHOM paboThl (epMeHTa ycnemHo ucnonbsyercss G3T [185,
111]

depmenTo3aMecTHTeNbHAs Tepanus npoBoautcs nauuentam MIIC 1, 11, IV u VI
TUNOB. AKTHMBHO BeNyTCs pa3pabOTKM IO CO3JaHHIO TNpenapaToB IS JeYeHHs
Mykononucaxapuno3os I A u Il B tunos.

B Hactosmee Bpems co3aHbl 4eTelpe MnpenapaTa ajis nposeneHus @O3T

pasnanuueix Tunos MIIC: naponunasa - ans MIIC 1 tuna, naypcynsdasa - qis MIIC 11
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tuna, raicyabdasza - gis MIIC VI Ttuna wu anocynedaza anpba - as
mykorniosucaxapunosa IVA  Tuma. OHM npeacraBnsioT cobol  3K30reHHbIe
peKOMOMHaHTHbIE (PEPMEHTBI, KOTOpble BBOAATCS NMalKUEeHTy MyTeM BHYTPHBEHHO
undysun. Koppexuus mertabonusma c¢ nomowpio 3T MPOMCXOJAUT BO MHOTHX
opraHax W TKaHSX, YTO TNPHUBOAMT K CHXeHHIO ypoBHs Al B Moye M yNydIlIEeHHIO
KIMHUYECKOH  CHMNTOMATHKM. YBENMYMBAETCS TONEPaHTHOCTh MALMEHTOB K
$Gu3M4eCKUM  HArpy3kaM,  yiay4ywlaercs  QyHKUMs  JIEFKMX,  YMEHbILIAeTCs
TyronoJBHXHOCTE M 0O/NM B CyCTaBaX, MPOMCXOAMT yBelHueHHe pocTa. CremyeT
ormeTuTh 4TO, D3T sBNsleTcs 3HaumTenbHO MeHee 3hdexTHBHOM ans cnaGo
BaCKYJISIPU3MPOBAHHBIX MK «0cobbix» otaenos (LIHC, porosuua, cycTaBHble XpsLIH
u cepieyHble knanaubl). Jlnutenbhas O3T coxpaHseT, a B HEKOTOPBIX CIYYasX MOXET
YNYUIIUTE  CUCTONMYECKYI0  (YHKLMIO JIEBOrO  JKelyJoyka M  YMEHBIIUTb
nporpeccupoBanue runeprpopun JDK y B3pocnbix u gereit ¢ MIIC I u I tunos [132,
136, 162, 279].

PesynpTatel uccaenoBanus O. Iabpuamnu (Gabrielli O.) ¢ coaBT. no3ponunu
chopMynupoBaTh MPEANOJIOKEHHe, 4YTO paHHee wucrnonb3oBaHue O3T Moxer
NpeaoTBpallaTh W/WIK CMAryaTh MOpPaXKeHHe cepAla, BKIIOYas YTOJIIEHHE KIanaHoB
W HapylleHHe ux GpyHkuui [138].

bruto noxasano, yro ®3T, uHHLMMPOBaHHAs B paHHEM BO3pacTe, CYLECTBEHHO
yAy4llaeT COCTOssHME NalyeHTOB ¢ pa3andHbiMU THIaMu MITC. lnarnos MIIC I tuna
Obl1 nocTaBaeH MaJbuMKy B TPEXJHEBHOM BO3pacTe, TEpPANMIO Hayald B 5-MecsyHeM
Bo3pacTe. Craplias cecTpa MalMeHTa Hayana MojyyaTh npenapar auib B 5 jeT. Ilpu
CPaBHEHMWHM KIMHHUKO-J1abOpPaTOPHbIX W HMHCTPYMEHTAIbHbIX OAaHHBIX TMaLMEHTa C
AaHHBIMM €ro cecTpbl B 3TOM e Bo3pacTe Oblao BbIABAEHO, yTo Hayano P3T B
PaHHeM Bo3pacTe NMpHUBENIO K OTCYTCTBHIO KJIMHHYECKOH CHMMITOMATHKH CO CTOPOHBI
BHYTPEHHUX OpPraHoOB (CIJIEHOrenaToMeraiiu), CKeleTHbIX aHOMAJIMH U MOpaXXeHHIo
CepAEYHO-COCYIUCTON CHCTEMBbI, OTMEYaJOCh YMEpeHHoe orpybeHue 4epT nHua M
JIerKoe NMoMyTHeHHe pOroBHLbI, BbIBIEHHOE Y Hero B 12 mecsaues [139].

®3T xopolo nepeHOCUTCS M 3GPEKTUBHO BO3AEHCTBYET Ha Pl KIMHUYECKHX

NposBIeHUMN 3360ﬂeBaHHH, OJHakKo, OHa HE 10O KOHLIa npeaoTBpaulaeT



51

nporpeccupoBanye 3aboneBanus. JluarHoctwka W wuMmmanus 3T B paHHeM
BO3pacTe MUMEIOT pellarolllee 3Ha4Y€HHUE TS MOBBIIUEHUS KaueCTBa )XU3HU MAaLHEHTOB C
pa3JIMYHbIMM THIIAMH MIIC [94].

[ToGouHble peakuny Ha HHQY3MHM Habmoaanuch y 55% NalUMeHTOB, Yalle BCEero
OHM TNPOMCXOOMIH B TEPBBIE HENENW JIeYeHHS B BHAE KOXHBIX BBICHIMAHMIA,
NoBbILUEHUS TEMIIEpaTyphl Tela, bponxocna3zma. Kak npasuno, naHHas cHMITOMAaTHKa
KYTNHUpYETCs aHTUTMCTAMUHHBIMHU H XXapOMOHIKAIOIKMMH NpenapaTtamu [95].

[lepcrieKTUBHBIM ~ METOAOM  JIeYEHHs  MYKOMONMCAXapHI030B  sABIAETCA
pa3paboTka TeHHOW  Tepanuu. Pe3ynbraTel  HMCNONB30BaHMA  IeHETHYECKH
MOAMGUUMPOBAHHBIX BHPYCHBIX BEKTOPOB IOKa3anu TMpeaynpexaeHHe Ppa3BUTHUs
natonoruu knanaHoB y cobax ¢ MIIC I unu VII tunos, y Meimeit ¢ MIIC 1 tuna, c
BBICOKMM YDOBHSM (DEDMEHTOB B CBIBOPOTKE T[10CJ€ HEOHATAIbHOTO BBEACHUS
PETPOBHPYCHOIO BEKTOpa, M Yy MBIH, KoTopas nonydana TI'CK-nanpaeineHHyo
reHHy1o Tepanuio [269, 322].

XUpypruueckue onepalMd IO BOCCTAaHOBJIEHMIO WM TpPaHCIUIAHTALUU
KJ1anaHoB MPOBOJAMJIMCH naureHTaM co Bcemu tunaMu MIIC [Arn P, Wraith JE, 2009].
[Iporpeccupyroliee nopaxeHHe KIanaHOB CepAlla MOXET INMPHUBECTH K BbIpaXKEHHOH
perypruTaliy HWAM CTeHO3y. 3aMeéHa MUTpPAIBHOrO KjamnaHa Oblia MpoBeAeHa Y
naupenToB MIIC 1 u II TtunoB. Coobumanocs 06 ycnewHoH TpaHCIUIaHTaLMH
aopTaJibHOrO KJlanaHa y B3pOCIbIX NALMeHTOB ¢ MeyleHHO nporpeccupytomumu MIIC
I, IV u VI tunos [61]. LllectunetHemy pebenky ¢ MIIC III tuna 6pu1a nposeleHa
MUTpaJibHas BanbBynoriactuka. [26, 204, 250]. KombuHupoBaHHas TpaHCIIJIaHTaLUs
a0pTajbHOrO W MHTPaJIBHOrO KJaNaHOB Oblla YCMELIHO MPOBEAEHa Y B3pOC/BIX H
noapoctkoB ¢ MIIC I tuna u y B3pocnbix nauueHtoB ¢ MIIC II u VI tunos. [Joktop
Fesslova V. ¢ coaBropamu coo6waoT 06 yaauHOH TpaHCMIaHTaUMM MHUTPANbHOIO M
a0pTaJIbHOr'O KJIAaNaHOB y TPeX NMalKWeHTOB ¢ CMHApoMoM lllefie U ogHOro nauueHTa ¢
MeIEHHO MpPOrpecCUpyOLMM CUHApOMOM XaHTepa. Jlpyrue xapauoXWpypruyeckue
OMepaunMy, NpoBoAMMBbIE Yy MNaLMEHTOB ¢ paznvuHeiMuM Thnamu MIIC, Bkmoyaior
WYHTHPOBAaHHE  KOPOHApHbIX  apTepui,  3aKpbITHE  OTTOYHOro  Jedexra

MEXOKENYyJ0UKOBOH Nneperopoaku. HPOBGHBHO YCTpaHEHUE KOApKTallMH aopThl IMOCJe
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TI'CK y TpeXxJIeTHero Manb4uka ¢ OwicTponporpeccupyromeit dopmoii MIIC I tuna.
[62, 126, 203, 250].

[IpoBeieHHBIH aHanu3 AaHHeIX 102 nauueHToB ¢ pasznuyHbIMH THnamu MIIC,
prmodeHHpix B HOS, nokasan, 4to Tombko 2 mauuenta MpoINM XMpypruyecKylo
NJaCTUKY WJIH NEpecaiKy KJIanaHOB, HECMOTPS Ha BBICOKYHO PaCNpOCTPAHEHHOCThb
naHHoM mnatonoruu [186). Pemenne o Xxupyprudeckoit xoppekuuu mpeanonaraet
HalW4Me BbICOKOIO MHTPAOMNEPallMOHHOTO PUCKa, CBA3aHHOrO ¢ 0011el aHecTe3uel u3-
3a MOP(OJIOTUM BEPXHUX [BIXATENbHBIX MyTeH, 3aTPyAHAIOLIEH MHTYDALHIO, @ TaKXKe
M3-3a TOCJENYIOIero OTeKa rOpTaHH, KOTOPbII MOXET NPUBECTH K OOCTPYKUHH
AbIXaTeNbHbIX nyTel [261].

Tepanus  OMOpHO-ABHMraTe/JIbHOrO  amnmapata  BKJIIOYaeT  KOPPEKUHIO
TYrOMOABHUXHOCTH CYCTAaBOB M OCaHKH C HCIMOJb30BaHHEM HEXHPYpPru4ecKux
METOJIOB, OpPTONEAHYECKHX YCTPOWCTB, (pU3MoNpouenyp, KuhHesutepanum [3].
[lpoBoouTCs  XHpypruueckas 3amMeHa Ta300epeHHOro, KOJIEHHOrOo CYCTaBa,
JeKOMITpecCHpyroLI1e ornepauuu npu CIaBleHUs CIIMHHOTO Mo3ra.
Heilpoxupypruueckas olepalus [0 [OBOJY CT€HO3a KapHajJlbHOro KaHaja

obecnieynBaeT ObICTPOE M CTOHKOE yny4lueHHe PYHKLHH KHCTH.

1.12. HacsieacTBeHHble HAapyIIEHHS KOATY/IsIlHH

ITpo6nema tpombodpunuu y naumeHtoB ¢ MIIC npakTHyeckd He H3y4eHa.
MMetoTcs ennHuyHble paboThl, MOCBALIEHHblE MpobjeMe HapyuleHHs reMocTasa y
3THX GonbHeIX. Vassili Valayannopoulos ¢ coaBropamu [366] obpaTtuin BHMMaHHKe Ha
PUCK WHOHUUMpPOBaHMs M TpoMOO3a MNpPHU MOCTAHOBKE LIEHTPAJIbHOrO BEHO3HOTO
JIoCTyna M 10pTa, ¥ COOOLIMIM O HeOOXOAMMOCTH OCBEJIOMIEHHOCTH CeMbH 00 3THX
pHcKax.

[Tpobnema o6pa3zoBaHusi TPOMOOB NMPH XUPYPrHYECKUX ONMEPALMSX WU YCTaHOBKE

nopra npu MIIC oceiaetcs B ctathe Rossella Parini [287].
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ITpu n3yueHnH remocTasa y neteit ¢ MIIC oueHb BaKHO yYHTBIBAaTh IK30TEHHBIE
u SHIOOTEHHBIE (AKTOPLI DPHCKa BO3HHKHOBEHMs Tpom6o3os [38, 314, 316]. K
K30T€HHbIM (AKTOpaM OTHOCSTCS MAJIOTIOABIKHBIH 06pa3s XM3HM, IIUTENbHBIH
MOCTENBHBIA PEXHM  WHIM MMMOGHIM3ALMA, NapaniuuM, npHeM HEKOTOPBIX
leKapCTBEHHBIX CPECTB, PUKOIUETHbIE TPOMOO3b! MPH JieYeHHH TPOMOONUTHKAMH H
aHTHUKOAryJIsIHTAMH, XHpYpPrudeckve BMeLlaTeNbCTBAa, TpaBMbl. UYTO KacaeTcs
3HAOreHHBbIX (PAaKTOPOB BOZHHKHOBEHHs TPOMGO30B - 3TO MATOJOrHsi OOMEHA BELIECTB,
Gone3HH cepiua M COCYNOB, B TOM YUC/lE€ apTepHalbHas THIEPTEH3HUs, CepiedHas
HENOCTAaTOYHOCTDb, HapyLIEHHs PUTMa Cepaua, W3MEHEHHUs] COCTaBa U PEONOrMYECKHX
cBoicTB KpoBH [122, 151, 156, 283].

['emocTa3 ynepXHBaeTCs B MNpefenax (GHU3MONOTHYECKHX KoleGaHMN Mexay
rMNo - M TUMNEpKoaryjsuued 6aaronaps B3aMMONEHCTBHIO MEXAY ABYMS 3BEHbAMHU:
KJIETOYHOr0 (COCYAMCTO — TPOMOOLMTAapHOro) M IuiasMeHHoro [68, 146, 151].
HapyweHne QyHKUMOHANBHBIX B3aHMOCBA3€l MOXET TMPHUBECTH K TSKEJBIM
COCTOSIHMSAM: TIOBBILIEHHOW KPOBOTOYMBOCTH MWIJIM MAaTOJIOTMM BHYTPHUCOCYIUCTOrO
TpoMboo6pazoBaHus [39, 122].

Tpombo3bl y neTeit BO3HMKAIOT 3HAYMTENBHO pexe, ueM Yy B3pociabiXx. Kak
NpaBWIIO, 1711 BO3HUKHOBEHHs Tpombo3a y Jerell HeoOXOOMMO coO4YeTaHHE psla
BPOXIEHHBIX U NpHoOpeTeHHBIX akTopoB [15, 208, 324].

O. Egeberg B 1965 romy omnucan aepUUHT aHTUTPOMOMHA KakK TIPHYHHY
CeMeHHBIX BeHO3HbIX TpoMmbo3oB [113]. C 3Toro MoMeHTa BBEAEHO IMOHATHE
«HacneAcTBeHHas TpoMObodunua». Jlo HaCTOALIErO BpEMEHH KOJIHUYECTBO BBISBIEHHbBIX
IedexToB (HaKTOPOB CHCTEMBI reMoOCTa3a MmocTeneHHo ysemuuusanocs [Gu L. et al,,
2014; Medina P. et al.,, 201]. Ognako, B MMpPOBOH MNpPaKTHKE HacleACTBEHHBIMH
TpOMOO(DUIUYUECKMMH COCTOSHMSMH CYMTAIOTCS JIMIUL A€QHLUT €CTECTBEHHBIX
aHTHKoAarysHToB (aHTUTpoMGHHa 111, npotenHo C u S) U nonuMopdu3Mamu B reHax
daktopos V (FV Leiden) u 11 (FII G20210A) [119]. PasButue TpomG030B
00yCIOB/IEHO Hac/eACTBEHHOM mnpeapacnonoxeHHocTeio y 30-50% nauueHTosB,
NpUOOpeTeHHOH mMaToNOrHel KIeTOK KpPOBH, a Takxke AedeKTaMH CBEPTHIBAlOLIEH

cucTeMsl kpoBH [9, 170, 211].



54

K HacneaCTBEHHBIM TPOMOOQMIMAM OTHOCATCS 3a6oneBaHHsi, BbI3BAHHBIE
noaMMOppH3MaMH B reHaxX CHCTEeMBI CBepThiBaHHs Kposu: G1691A B reHe daktopa V
(Jleitnen); G20210A B rene npotpom6una (11 dakrop cBepThiBaHMS kpoBu); C677T B
rede  MeTHiTeTparuapodonarpenykrassl  (MTI®P), a  Tarxke nedpuuuToM
ectecTBeHHbIX aHTHKOarynsHToB (AT III; nporenna C, S); noBbliieHeM aKTHBHOCTH
unyn konuuectBa VIII daktopa. OcHoBHBIE nokazaHus K MOJIEKYIAPHO-T€HETUYECKOMY
1CCJIEJOBAaHUIO T€HOB CHCTEMBI remMocTasa s nauveHtoB MIIC sSBISIOTCS yacTble
XUpYprHy€CKHe BMELIATeNbCTBa, MNMTENbHAs WMMOOMIW3aALMA, MaJONOABHKHBIM
o6pa3 >KM3HH, 4aCThle BHYTPHBEHHbIE HHY3HM.

PaznnualoT apTepuHanbHble W BEHO3Hble TpOoMGO3bl. IlpWuMHA pa3BUTHS
BEHO3HBIX TPOMOO30B - NEQULMT U CTa3 KOMIIOHEHTOB reMOCTa3a, NIpY apTepUaNbHBIX
TpoMbO3ax yallle BCEr0 HapyLIaeTCsl CTPYKTypa COCYIUCTOW CTEHKH M MPOMCXOAUT
akTUBauus TpombouurToB [119, 176, 248].

OtnnyaeTcs M naTtoreHe3 TpoMbooOpa3oBaHHMs B BeHax MW  apTepHsX.
ApTtepuanbHble TpPOMOBI COCTOSAT B OCHOBHOM M3 TpoMb6ouuToB, ¢GuUOpHHA WU
3PUTPOLIUTOB, IO3TOMY HX Ha3blBalOT «OenbiMU» TpomOaMu. BeHo3Hble - U3
«KpacHbIX» TPOMOOB, COCTOSLIMX NPEUMYILUECTBEHHO W3 JPUTPOLMUTOB H
¢ubpuHHOBBIX HUTeH [15, 220, 316, 341]. Ha coctaB TpomMba BnHseT AaBHOCTb €ro
obpa3oBaHus, HanpuMmep, NpH HHpapkTax TpoMObl B KOPOHApHBIX M MO3TOBBIX
apTepHsx Mo cocTtaBy «benbie» [98].

Ilo panubiM Llndoman D.Jkx., aprepuanbHblii TpoMO0O3 BCTpEYaeTCs pexe
BEHO3HOro, M MNpoTekaeT Oonee Tskeno. Yaiue Bcero OH JIOKalIM3yeTCs B aopre,
COHHBIX, KOPOHApHBIX W Me3eHTepallbHbIX COCYIax, apTepHsAX BHUIM3MEBa Kpyra H
KOHeyHoCTel. BeHo3Hblli TpomG0O3 monpaslensioT Ha TpombodiebuTr u
¢pneborpom603. Tpomb60GneGUT BO3HMKAaeT BTOPMYHO B pe3ylbTaTe OCTPOro
BOCMalleHUs. BeH, MPH 3TOM TPoMO, KaK NpaBMJIO, MPOYHO MPHUKPEIUIAETCsS K CTEHKe
cocyna u sm6onbl. Pne6orpomMb603 — TpoMOO3 BEH MpH OTCYTCTBUM NPH3HAKOB
BocrnianieHUs. O6bIYHO OTMEeYaeTcs B MYOOKHX BEHaX HMXXHHUX KOHEYHOCTEH, pexe — B

Apyrux Metax. ®ne6oTpoM603 pa3BUBaeTCsA MO Mepe CHUXKEHHs CKOPOCTH KPOBOTOKA,
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panmpuMep, TpH ANUTENIBHOH  HMMOOHAU3aLIKH, CEpOEYHOM HeAOCTAaTOYHOCTH,
yBeNHueHHH QYHKUMOHAJIBHOM aKTUBHOCTH TpomGouuTos [18, 73, 202].

Bri€t E. 1 aBTOpbI OTMEYaNH, 4TO TpPOMGO3 MOXeT Pa3sBUBATHCS U B OTCYTCTBHH
JOTIONHUTENBHBIX (aKTOpoB pucka. Ilpu BbisBneHHH Tpombo3a B Bo3pacTe A0 45 jneT
cnelyeT HWCKaTh HACNeACTBEHHYIXO TNPEAPACIONOXEHHOCTh K 3aboseBaHui0. YacTele
TpoM603bl y B3POCJIBIX HJIH TPOMOO3 B IETCKOM BO3pacTe Takke MOIYT yKa3blBaTh Ha
HacneCTBEHHbIE NeDEKTHI Koarynsuuu [66).

Gachet ¢ coaBTOpaMH OTME€YallH, YTO HAC/lEACTBEHHYIO TPOMOODHIMIO CleayeT
3aM0J03PUTh, €CIM Yy TNallMeHTa H/WIM €ro KPOBHOTO pOJACTBEHHHKA MMENHCh
tpoMboTHUECKHE 3a601eBaHus B MoloaoM Bo3spacte [ 140].

Anany3 Ha BbISBJIEHHE T€HHOro mnoludopMH3Ma BKIIOYAET HCCIIEJOBaHUE
donaTHOro LUMKJIa M HaCJIEACTBEHHOH TpoMbopuInu.

IMonumopgusm 20210 G->A B rere nporpomouna (F2) Gbin Bnepsbie onucaH
Poort ¢ coaBTopamu B 1996 roxy. OH sBNseTCS OAHUM U3 BaXKHBIX ()AaKTOPOB Pa3BUTHS
Tpom6030B. TlpoTpoMbun (koarynsuuoHHbli daktop 11 unu F2) cunrtesupyercs B
neyeHH M ABnsercs BUTaMMH  K-3aBucuMbIM  mMkonporeMHoM. B xogze
pepMeHTaTHBHOrO  paculemyieHdss MNpoTpombuHa  obOpasyeTcs  TpoMOWH, OH
npeobpasyer ¢ubpuHoren B (GUOpPMH ¢ panbHeHUWIMM 0Opa3sOBaHHEM KpPOBSHOIO
CTYCTKa, CTHMYJHpYeT arperalqi TpOMOOLMTOB M  aKTHBHpyeT (aKTOphI
ceepteiBanus V, VII, VIII, XI u XIII. TpomOuH Tarke MHrubupyer Koarynsuuio
nytem akTHBauuu npoterHa C [210].

I"'eTepo3urotHsiMu HOCHUTEJSAMH nonumopousMa ABIIAIOTCS 2-3%
npeAcTaBUTenei epponeickoi packl [133]. JlaHHbIH MONMMOPQH3M B COYETAHUH C
MyTauuei JlelimeH sBnseTcs 4YacTOM IPUYHHON BO3HMKHOBEHHs TpombOo30B. [lo
nanHbeiM Emmerich J. u Rosendaal F. nosinmopgusm rena nporpombnna G20210A
BbIsIBNISIETCS y 2—4 % 370pOBBIX Jtoaei Uy 6—8 % 60/bHBIX C BEHO3HBIM TPOMOO30OM
[117]). Haubonee wacTo NaHHbIA NOAMMOP(YH3M BBIABIAICS NPH BO3ZHUKHOBEHHH
BEHO3HBIX TPOMOO30B.

Butt C. coasropamu nposenu ob6cienopanue 500 nauueHToB ¢ MHGAPKTOM

MHOKapaa M 500 340pOBbIX AOHOPOB, MO pe3y/bTaTaM KOTOPOTO ObUIO BbISBIEHO



56

onee ueM INATHKPaTHOE YBENMYEHME pHUCKA MH(ApKTa MHOKapha y MNalLMeHTOB
renotunoM 20210A monoxe 51 ropa [70].

Rosendaal F.R. v koniekTuB aBTopoB noaTepamiu NPAMYIO CBSI3b HalHYMs
nonumopdusma G20210A u noBbileHHs ypoBHS NPOTPoMGHHA B KpoBU. B rpynne
MaUHEeHTOB C NEPBbIM MHPAPKTOM MHOKapa (BospacT 18-44 net), BapuanT G20210A
BCTpeYalICs B YETHIPE pasa 4valle, 4YeM y 3[0pOBbIX NauueHToB. COOTBETCTBEHHO, 3TO
NPUBOAWIO YBEJIMYEHUIO pUCKa MHQapkTa B 4 pasa B MonomoMm Bo3spacTe. Ilpu
¥CCIeJOBaHHH TNAaLWEHTOB C OTATOLIEHHBIM CeMEeHHBIM aHaMHE30M BEHO3HOIO
TpoMB03a M KOHTPOJNbHOH IPYNMNbl 3J0POBBIX JOHOPOB OOGHAPYXKEHO, YTO HATHYMe
nonumopusma G20210A NPUBOAMT K TPEXKPAaTHOMY yBENHUYEHHIO PHCKA BEHO3ZHOTO
tpombo3a [317].

[onmumopdusm G1691A (myrauus Jleiinen) B rene paxropa V (F5).
Hccneposanue nonumopdusma 1691G->A rena F5, Tak HaspiBaeMoM «MyTalMu
Jleiinen», ¥MeeT BaXHOE€ TNPOTHOCTHYECKOE 3HA4yeHHe, IO3BOJIAIOIIEE OMNpeAeHTD
PHCK pa3BUTHsA 3a00JIeBaHHH CEPAEYHO-COCYUCTOM CUCTEMBI BCIIEACTBUE HAPYILEHHH
B CBEpPThIBAaIOLLIEN CHCTEME KPOBH.

I'en akTopa V nokann3oBaH Ha ATMHHOM Iulede XpoMocomsl 1 (1g-21-25) [91,
110]. T'en F5 xomupyer Oenok ¢akTop V, KOTOpbI SBISETCS BaKHEHIIHUM
KOMIIOHEHTOM CHCTeMBI CBepThiBaHMs kpoBH. G/A - rerepo3urotHas ¢opma
nonumopdu3Ma, CBsA3aHHasg C PHCKOM pa3BUTHA TpoMmbo3oB. ['eotun A/A -
NaTOre€HHbIH BapHaHT, CBSA3aHHBIN C BHICOKUM PUCKOM TSDKENIBIX TPOMOO30B.

Qynkuuu O6enka FS5 3akiiouaeTcs B aKTHBH3aUMM peakUUMH oOOpa3oBaHHUA
TpoMOHMHa M3 mpoTpoMbGuHa. HocuTenu roMo3uroTHoOro BapHaHTa reHa ob6najaroT
TMOBBILUEHHOHW CKJIOHHOCTBIO K Pa3BHTHIO COCYAMCTBIX TPOMOO30B, SIBIAIOLUMXCS
hakTOpoM prcka BeHO3HBIX M apTepHanbHbIX TPOME603MOONHH, HHbapKTa MHOKapaa H
HHcynbTa [101, 109, 232]. PacnpocTpaHeHHOCTb MOJHMOpGHU3Ma B €BpPONEHCKUX
nonynsauusx cocrasnger 2-7% [144]. Ilpu Hanuuyuu nonuMopdH3mMa reHa B
TOMO3HIOTHOM COCTOSIHMHM, KaTeTepu3alus LEHTpalbHbIX BEH TMOBBIIIAET PHCK
TpoMOo3a rny6okux BeH 2-3 pasza [233, 371]. CneayeT OTMETHTb, YTO PUCK Pa3BHUTHSA

BCHO3HBIX TpOMGO30B yBeNHuHMBaeTcs Oojee yeM B BOCEMb pa3, €CiM y TNalMeHTa
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momMuMo MyTauuM JlefijeHa, Takxke uMeercs nonumopobusm C677T rena
meTunTeTparuapodonarpeykrass [310].

['oMO3MTHOE HOCHTEJLCTBO JaHHOTO MOJIMMOPGHOrOHOro BapHaHTa reHa F V
CBA3aHO C BBICOKHM DHCKOM Da3BUTHs BEHO3HOH TpomGosmbonuu [130, 315, 316,
338]. Ilo maHHeIM Aaron R. M aBTOpoB B TeueHHe 8 NeT B HecCKONbKUX LEeHTpax
NPOBOAMJIOCH MCCIIEIOBaHHe Oonee 337 nauuMeHTOB C BEHO3HOI Tpomboambonuei, B
x0le KOTOPOro ObL1 yCTaHOB/IEH MOBBILIEHHbIN 3,7 - KpaTHBIH puck TpomGo3a mpu
Hannuuy MyTtauuu Jleiaen [130].

Noanmopduim —455 G->A rena pu6punorena FBG.

®uUOpUHOreH  CHHTE3HWpYeTCSs B  INeuyeHH. PacTBopuMblii  gubpHHOreH
mpeBpalllaeTcss B HepacTBOPHMBIA (QUOpPHMH noA HelcTBHeM TpoMbuHa M ¢akTopa
Xllla, Bnocneactsuu obpasyeT Tpom6, 3aBepiias npouecc cBepThiBaHUsA. Van't Hooft
FM coaBTOpaMH B CBOEM MCCJIENOBaHUM IPYMNIbI 30POBBIX JOHOPOB YCTAHOBHII, YTO
HanuuMe nonuMopopusMa - 455G>A NpHUBOAMT K TMOBBILIEHHOMY COJAEPXAHHIO
¢ubpunorena B kposu [ 104, 372].

HccnenoBanue noaumopdusma reHa FGB umeeT mporHoctuueckoe 3HaueHHE
NpH OLIEHKE PHUCKOB apTepHalbHOro TpomM0o3a, MHCY/IbTa Ha (OHe MOBBILLIEHHOIO
apTepyanbHOro AamjieHus. Yactora BcTpeuaeMoOCTH nojiuMopdHoro BapuaHta A/A B
Esponeiickoii nonmynsunu coctaenset 1-6% [22, 103]. UccnenoBanus noxasbiBaioT,
yTo HocuTenu nonumopdusMoB G/A M A/A MMEIOT BBICOKMH DHCK pPa3BUTHs
MIIEMHYEeCKOro MHCYJIbTA, OCOOEHHO MNpH HalM4YUMM B aHaMHe3e Al', yBenHuyeHHe
YPOBHS I'TIOKO3bl B KpoBU. [ToBbIIIEHHBIH ypoBeHb GUOPHHOreHa B KPOBH MPUBOJMT K
aTePOCKIEPOTHYECKUM HW3MEHEHHsAM B COCyAax TOJIOBHOIO MO3ra, BbI3bIBas TEM
CaMbIM MHCYNbTHI [238, 277].

Kuraiickue yuensie (Luo M. c¢ coaBTopamH) TIpOBENH HCCleOBaHHe
COYETAHHOTO BJIMSHHSA MOJNMMOP(HU3IMOB TE€HOB CHUCTEMbI CBEPTBHIBAHHS KpOBH -
MeTuneHTeTparuapodonarpenykrassl (MTHFR) C677T, 6eta-¢pubpunorena (PI'b, B-
FG) A455G u T148C - na pa3putue TPOMOGOTHHYECKHX OCIIOXKHEHHH. Bblo BBIsABIEHO,
YTO KOMOMHALMKM HaHHBIX MOJUMOPGHBIX BAPHAHTOB MOTYT NMPHUBECTH K 3HAYHUTEJILHO

bosnee BricokoMy pHCKY pa3BHTHS HILEMHUYECKOrO MHCYNbTa [ 183,226].
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B xpynHomacwtabHoM uccrnenosanuu Eurostroke 6b110 YCTAHOBIIEHO, YTO PHCK
MHCYJIbTA (MILIEMHYECKOrO WIIM FeMOpPard4eckoro) MoBbllLlaeTcs B 2-3 pasa INpH
yBeIHYEHNN ColepXkaHust GpubprHoreHa KpoBU. PHCK 10MONHUTENBHO yBEINUMBAETCS
MIpH MOBBILIEHHOM CHCTOJIMYECKOM AaBiieHuH (>160 MM prT. cT.) [55].

Honmamoppusm  —675  4G/SG  (5G->4G) wuuru6uTopa aKTHBATOpa
naa3MHUHOTeHa.

TxaneBo# aktHBarop muasmuHorena (PLAT, t-PA) — ¢ocdonunonporenn, -
KOTOPBIH SBJAETCA CEKPETUPYEMOH TNpoTea3ol M KaTalu3UpyeT IpeBpallleHHe
niasMUHOT€Ha B TUIa3MHH, WIpaeT KIOYEBYIO poib B ¢(ubpuHonusze. CKOpoCThb
BbICBOOOXAEHHA t-PA 3HIOTENHANBHBIMY KJIETKAMH ONpeAENsseT TPOMOOIUTUYECKHI
noTeHuuMan opraiusma [116].

BrniepBrle Hac/neACTBEHHBIA AeQULMT TKAHEBOTO aKTHBaTOpa Mja3MHUHOreHa (t-
PA) onucan Johansson B 1978 r, koraa y 4jeHOB OOHONM CeMbH, CTpPafarOLIMX
TpoM6030M riTyO0KHX BeH, OBl BbIABIIEH CHHXKEHHBIH ypoBeHb t-PA. [327, 328]

IlpoBeneHo obcnenoBaHne 18 uneHOB W3 OOHOM CEeMbH, CTpaaKOILUMX
TpoMbo3aMH TyOOKHX BeH. BbIsBIEHO CHW)XeHHMe ypoBHS aHTHTpomGuHa III. U3
BbllleyKa3aHHBIX 18 wyenoBek Kkaxaplii MMeN, MO KpaiHeill Mepe, OOWH 3MH30[
TpoMbo3MObonuu. I'oMo3uroTHelii BapuaHT 4G nonumopdusma —675 4G/5G saBnsercs
(pakTOpoM pHcka pa3BUTHS TPoMOO30B W MH(ApKTa MHOKapaa. PacnpocTpaHeHHOCTb
rOMO3UIrOTHOM (OpMbl JaHHOrO BapHaHTa B €BPONEHCKHUX MOMYIAUUAX COCTaB/AET 5-
8%. benok MHrubOMpyeT TKaHeBbIi M ypOKMHa3HBIH aKTMBaTOphbl MUIa3MUHOIEHaA, W,
COOTBETCTBEHHO, MIpaeT Ba)KHYIO pojib B NaToreHeze TpoMOOGMMIMHM y NMaUUEHTOB C
KapauoBacKyNsspHbIMM 3aboneBaHusMHU [42, 100]. Ilpu ob6cnenoBanun 107 mMonoabix
NaluMeHToB, IepeHeclUWX HWHGapKT MHOKapAa M 95 300pOBBIX HCHBITYEMEIX,
YCTaHOBWJIHM, 4TO CpeAd MNalMEeHTOB ¢ HWHQPAPKTOM 4acToTa MOBBIILIEHHUSA
nonuMopdusMa t-PA B roMO3MroTHOM COCTOSHUMM ObL1a Ha 21% Bblllle, YeM Cpeld
3noposeix mopaed [100]. JaHHbIA nosiHMOpoU3M acCOLMMPOBAH C PUCKOM pa3BUTHs
apTepHanbHbIX TPOMOO30B M, B NMepBYIO ouyepelb, C OCTPbIM HH(bapKTOM MHOKapha.
Onnako, HEKOTOpPbIE aBTOPBI ONKCAIH AOCTOBEPHYIO CBsI3b HOCUTENBCTBA ajens 4G ¢

puckom Tpom6o3a B BeHO3HOM pycie [124]. Balta G.coaBropamu pnokxasanu, 4TO
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Haji4YMe [aHHOTO TOJUMOPGH3Ma B TOMO3MIOTHOM COCTOSHMM NPUBOJUT K
yBeJTHUYEHHIO PUCKa TPOMOO03a NOPTANBHOI BeHbl M BeH BHYTPEHHUX OpraHoB B 1,7 pa3
[42].

Monanmopdpuzm  677C>T B reme MeTunenterparnapodonaTpenykTasa
(MTHFR) urpaeT Kmo4eBylo poib B MeTaGonu3Me TOMOLMCTEHHA, (OIHEeBOH
xucnotel [175]. JlaHHbIA (epMeHT y4yacTByeT B MeTabojM3Me TOMOLMCTEHHa, a
UMEHHO - DPEMHMTHIIMDOBAHHM TOMOLMCTEMHAa B MeTHOHMH. Hapywenue paGoTsl
¢epMeHTa NPUBOAMT K M3OBITOYHOMY HAKOIIEHWIO FOMOLMCTEMHA B IUIa3Me KPOBH
[88]. I'en MTHFR «xaptipoBan Ha xpomocome 1p36.3. M3BecTHO oKono ABYX
AECATKOB MYTallMH 3TOro reHa, Hapywatromux GyHkumio gpepmenta. HanGonee uyacto,
B 33-35% ciayuaeB, BcTpedaercs mosumopdusm C677T [84, 304, 334]. JledekTnl B
JaHHOM TreHe 4acTO NMPHUBOAAT K DPAa3jIMYHBIM 3a00JI€BaHUAM C LUMPOKMM CIIEKTPOM
KIMHUYECKHX CcUMNTOMOB. Ilpu o6cnenoBaHuM [AOCTaTOYHO 6GONBILOH TIPYNIEI
manveHToB Obulo OOHapyXeHO, YTO MOAMMOP(HU3M B TOMO3MIOTHOM COCTOSHHH
T677T BcTpeuaeTcs Tropasfo 4valle Yy MNAlMEeHTOB C  KapAMOBACKYJISPHBIMH
3abo/IeBaHHAMH, YeM Y 3I0POBbIX OHOpPOB [77, 199].

Iosumopdusm 2756A>G B rene MernoHuHcuHTassl (MTR).

MeTHonnHcHHTa3a (MTR) - oauH U3 KkimoyeBbIX GEPMEHTOB, YYaCTBYIOLIUX B
meTabonyu3Me romMouucTedHa. BBLICOKMI ypOBeHb aKTHBHOCTH METHOHHMCHHTA3bI
MPUBOAMT K CHHXEHMIO TOMOLMTHMHa masMmbl. Zhang ¢ KoyjleramMM NpOBENH
HCCIIeIOBaHUE BIMSHHUS MONUMOpGdHU3Ma B reHe METUOHMHCHHTa3bl Ha 3 (EeKTUBHOCTh
Tepanuu OeHasenpuioM cpeld 726 MauveHTOB C apTepHalbHOM TUMEpTeH3ueH B
KMTaHCKoW nonynsuuu. B xozme uccienoBaHys OblIN BBIABIEHBI CIEAYHOIME YAaCTOThI
reHotunoB: AA-75.9%, AG-22.8% u GG -1.3%. TIlocne 16 nneBHOro npHema
npenapara, ObUIM HCClIE0BaHbl TapaMeTphl apTepHalIbHOrO AaBJIEHHS Yy MalMEeHTOB
o0cnefoBanHoi rpynnsl. B pesynbTate OblNO BbIABIEHO pnocToBepHoe (P=0.010)
chmxenne AJ] B rpynne nauueHToB ¢ reHotunamMu AG u GG, no cpasHeHHIO C

rpynno# ¢ renotunom AA [397, 398].
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IMoaumoppusm 677 C->T B reHe MeTHOHMH-CHHTa3a peaykrasel (MTRR)
TaK)Ke BJIHAET Ha OOMEH TOMOLMCTEMHa W TakKuM 00pa3oM yBeNMYHMBaET PHUCK
TpoMb030B.

Momumopdusm  176T>C  TpomGountaporo peuentopa ¢ubGpHHOreHa
(ITGB3).

JlaHHbIH TIONMMOPOM3M OKa3biBaeT BIMSAHHE HA TOBBILEHHYIO aAre3Hio
TpOMOOUKMTOB U NPUBOAHT K YBEIMYEHHIO PUCKA Pa3BUTHS KOPOHAPHBIX 3a60JIeBaHMIA.
[Ipy HalMYMHM JAHHOTO MOJMMOP(HOro BapHaHTa y MalMEHTOB YacTO OTMEYaeTrcs
MOHXeHHast 5PPEeKTHBHOCTb aCIMPHHA Kak TPoMBoNUTHYecKoro npenapata. YactoTa
BCTpeuaeMoCTH nonanmopeusma 176T>C B eBponeiickux nomynsuusix coctasiset 10-
25%. BblsiBlIeHa KOppensuus MeXIy HalWyheM JaHHOTO MOJMMOpP(HOro BapHaHTa C
pa3BUTHEM apTEpHANIbHON THIEPTEH3MH, HIIEMHYECKOTO MHCYJIbTa, HHPapKTa
MHOKapAa.  YCTaHOBJICHO €ro BIMAHME Ha 30(EKTUBHOCTL  HEKOTOPhIX
aHtharperasTos [7, 13, 270].

F12 (®akrop Xaremana).

Koarynsunonnsii  ¢axtop 12 (daktop Xaremana) mnpeacrasiseT coboii
FNMUKONPOTENH, UMPKY/IMPYIOIIMHA B MM1a3Me KPOBH B BHAE HEAKTHMBHOIO 3MMOreHa.
®aktop XaremMaHa CIY>XHT aKTHBaTOpoM (HOpHHONM3a M KaK Obl HHULMHPYET
BHYTPHCOCYUCTYIO koarynsuuto [188].

Qaktop XII unnu ¢akrop Xaremana HBII}.ICTCH OJHMM M3 KIIOYEBBIX
KOMIIOHEHTOB ~ WHTErpallMM OCHOBHBIX 3allMTHBIX CBOMCTB CHCTEM KpOBH,
BKJIIOYaloKK GUOPHHOIN3, CHCTEMY KOMIUIEMEHTA U BOCNIAJIEHHeE. Heob6xoaumo
OTMETHTb, YTO BEPOATHOCTh TPOMOO(MIMYECKHX COCTOSSHMH OCOOEHHO BBICOKA MNpH
HaJIHYUM HECKONbKUX (PaKTOPOB pHCKa CEpAEHHO-COCYAMCThIX 3aboneBanui [129].
llpy Hanmmumnm y naumenta nonuMopdHU3MOB TI'eHOB CBEPTHIBAEMOCTH KPOBH,
HeoOXOAMM 0COGBIA MOAXOJ K TaKTHMKe BeleHWs M MOArOTOBKE K ONEepaTHBHBIM
BMEILATENIbCTBAM, a TaKXe 10 yXOA4Y 3a NallMeHTaMH, HaXOJAIMMMCS Ha JUTMTEILHOM
NOCTEJIbHOM peXHMe B CBA3M C PHCKOM pa3BHTHA TIOTEHLHANbHO OIACHOTO
runepkoarynsuuodHoro cratyca [143]. ¥V naumentos ¢ MIIC nccnenoBanus reHoB

TpoMbBoo6GpazoBanus paHHee He MPOBOAMIIHCE.
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OpHako, HY B OAHOH M3 MyGNMKAUMK Mbl HE BCTPETHIN KOMIUIEKCHOH OLEHKH T10
eMHOMY MPOTOKOJY C pasnu4yHbIMU popmamu MIIC uTo M omnpesenuno uenu U 3a4adu
Hallero UcciaeaoBaHMA.

B gpoxyce meduyuHel 6yoyugezo cmaHo8uUmMcs 6ajNCHO MAKMUKA UHOUBUOYANLHOO
nodxo0a K nayuenmy, onpedeneHue NpoHOCMUYeCKux Kpumepueé u hakmoposé pucka
pazeumus. GONE3HU U CONYMCMEYIOUUX OCAONCHEHUU, MYTbMUOUCYUNTUHAPHBIU NOOX00 K
npobneme  compyoHuiecmea c bonenviM. Myxononucaxapudosel OmMHOCAMCA K 2pynne
npozpeccupyoujux 3abonesanuil. CoomeemcmeenHo, npu omcymcmeuu
namozeHemuyeckou mepanuu uiu ee NO30OHeM Hayane, Kozo0a yxce umeemcs nopaxceHue
L[HC, kocmHO-CycmagHOU, OblXamenbHOU, CepOeYHO - COCYOUCMOU CUCMEMbL COCMOAHUE
pebenka byoem  HEYKNIOHHO — YxyOulamoCs, HNpU€oOs K  pAzeumuio  MAdiCensix
scusHeyepoxcarouux cocmosanuu. Pannee eviaenenus u  OuazHocmuxku paxkmopos,
npueodAujue K NpOZPECCUPYIOUEM) YXYOUIEHUIO COCMOAHUA NAYyueHmos, eedeHue
nayueHmog8  MynemuOUCYUNIUHAPDHOU KOMAHOOU, NO6bICUMb  KAYecmeo OKA3aHUA

meouyuckot nhomowu nayuernmom ¢ MIIC.



62

[JIABA 2. MATEPHUAJIBI U METO/IbI UCCJIEJAOBAHMUS

Pabota npoBoaunack Ha 6Gase ¢enepansHoro roCyiapCTBEHHOTO aBTOHOMHOI'O
yupexxaeHns: "HallMOHanbHbIH MeAMUMHCKMH HccnenoBaTeNbeKyil UEHTp 310pOBbA
peteii” MMUHHUCTEPCTBA 31paBoOXpaHeHus Poccuiickoii ®enepauum, (aupekTop —

npodeccop, A.M.H. Pucenko A.IL).

2.1. XapakrepHcTHKa BLIGOPKH NaUHEHTOB

B nccnenosanue 6p110 BKitoyeHo 117 nauvenTos: 30 neBoyex M 87 MaJbYUKOB C
pasNMYHBIMHM THNIAMHM MYKOIIOJMCAaXapyua030B B Bo3pacTe oT 6 Mecsaues Ao 17 ner. U3
HuX - 23 (19,6 %) pebenka ¢ MIIC I tuna, 55 (47 %) nauuentos - ¢ MIIC II tuna, 24
(20,5 %) - ¢ MIIC III tuna, 7 (6%) nere#i - ¢ MIIC IV tuna u 8 (7%) nauueHToB ¢
MIIC VI tuna.

KpuTepHnu BKJIIOYEHHSI B HCCIEA0BAHHE:
1. IlauuenTs! B Bo3pacte 1o 18 net
2. TauwuenTsl, MMeloLMe NOATBEPXXACHHBIN AMarHo3 MyKomojucaxapuaosa: [ tuma,
II Tuna, III Tuma, IV Ttuna, VI tuna nHaxopsiumecs Ha ¢epMeHTO3aMECTHUTENbLHOM

TEpAIlMH UJIKM HE MoJy4yalollue ee.

Hccnenyemas rpynna 167 peredt (117 maumentoB ¢ MIIC +.50 ycnoBHO
3I0POBBIX feTeH)

MIIC I tuna = 23 maumenrtos, MIIC II Tuna = 55 naunentos, MIIC III Tuna = 24
nauneHTos, MIIC IV tuna = 7 nmauuenros, MIIC VI tuna = 8 nauneHTOB
Bepudukauus nMarHosa B COOTBETCTBUH MEXAYHAPOJHBIMM PEKOMEH JaLlHAMMU:
onpeneneHue AT, 3H3UMOAHArHOCTHKA, MOJIEKYJISIDHO-T€HETHYECKOE
MIOATBEPXKAEHHE.

Oran I
Miyyenne naromorun cepaeyHo-cocyauctoi cucremsl (DXOKI, OKT,
xonrepoBckoe MouutopupoBaHHe OKI, CMAJl, peHtreHorpadus TrpyaHoOH
KJIETKH) Ansl OonpefesieHUs] TaKTMKM KODPEKLMH BBISBJICHHBIX HapyLIEHHH H
KOHTPOJIs BBIABJIEHHBIX HApYyLLIEHUH cepleYHO-COCY IMCTOH CUCTEMBI.

(N=117)

9ran 11
M3yyenue cuctempl remocrasa ¥ BIMAHHS TOJIUMOPOHU3IMOB T'E€HOB CHCTEMBI
CBEPTHIBAEMOCTH KpDOBM Ha pa3BUTHE TPOMOOTHYECKHX OCJOXHEHHH y
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nauuentoB ¢ MIIC (N-113). I'pynna cpashenms: ycnoBHO 340pOBble [eTH

| (N=50)
ran III

M3yueHne KapAMODECTIMPATOPHBIX HapylEeHWH, 4YacToTa pa3BHTHS CHHAPOMA
06CTPYKTHBHOIO allHO3 BO CHE Y MAaUMEHTOB ¢ pa3nnuHbiMU Tunamu MIIC (N =
51).

Iran IV
AHanu3 B3aUMOCBS3H HapyIIEHHH CepAeYHO-COCYAMCTBIX, JbIXaTelbHOH |

cepAeyHO-cOCYNHCTON cucTeMbl. Co3naHMe WHCTpYMeHTa NpPOrHo3a TEUYeHMs
MIIC.

Pucynok 2.1 - luzaiin uccienoBaHus

Bce nmauyneHThl, BKIIIOUEHHBIE B HCCTIE0BaHHE, FOCMUTAIN3HPOBAIHNCEH B KIIMHUKH
1 pa3 B 6-12 Mec. [IpoBoanIICS peTPOCNEKTUBHBINA aHAINW3 UCTOPUH 6ONE3HH C OLIEHKOM
*asn06, METOJJOB HHCTPYMEHTANILHOTO 00C/IeI0BaHuUS.

CocTosiHMe MalMEHTa OCHOBBIBAJIOCH Ha JAaHHBIX (M3MKAJIBHOTO OCMOTpa H
cyOBEKTHUBHBIX KaJ100 poaHTesel U NauHeHTOB.

Jlns cpaBHEHHs pe3yAbTaTOB HaMHM McHoNb30oBalack mnporpamma WHO
ANTHRO, 2009 (BO3 AHTpo) ¢ onpeaeneHueM BelHUUH Z-score. [Toka3zatenu pocta U
Beca ObUIM B3ATHI U3 aMOyJNaTOPHBIX KapT W/MIM U3 CTalMOHApHBIX UCTOPHM OONE3HU
nauueHToB. [l OlLleHKH Moka3aTenel QU3WYeCKOro pa3BUTHA MAUUEHTOB HaMH ObUIH
MCTOJIb30BaHBI CiIeAyIOLIME MOKa3aTeNu: WAZ (Weight-for-Age Z-score) —
Macca Tena Juis Bozpacta (HopMa ot -2SD no +2SD); HAZ (Height-for-Age 2Z-
score) — nIuHa Tena (poct) Ans Bo3pacTta (HopMa oT -2SD no +28D); BAZ (BMI-for-
Age Z-score) — uHJEKC MaccChl Teja Ajs Bo3pacta (Hopma ot -2 SD o +1SD).

INpu 3HaYeHUAX MHIEKCOB HMXKEe HOPMBI JMAarHOCTHPOBAIH AePUUMT MacChl Teja
(3amepxky npubasku maccel Tena; WAZ < -2), Huskopociocts (HAZ < -2) w/unu
HeOCTaTOYHOCTh NHUTaHus (BAZ < -2), Bbllle HOPMbI — H3OBITOYHYIO Maccy Tena
(WAZ> 2; +1 <BAZ <+2) unu oxupenne (WAZ> 2; BAZ> 2) u/unu BbICOKOPOCIOCTh
(HAZ> 2), Z-score Macca Tena/pocT M HHIEKCa Macchl Tena/Bo3pacT - oT -1SD 1o
+1SD. Iloxazarenu, BhIXOAAILME 33 YKa3aHHbIE NpEJEbl, KaK B CTOPOHY MOBBILIEHHS,
TaK M CHW)XKEHHS, - paCLleHUBAJIUCh KAaK OTKJIOHEHHS OT HOPMBI.

INpy ananuze 4YacTOTbl TPOMOOTHYECKMX COOBITMH YUYMTBIBAJIUCHL CllyYaH

BHYTpHCEpAe4HOro/BHYTPHCOCYAUCTOr0 TpoM6006pa3oBaHus, IMArHOCTHPOBAHHBIE BO
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ppeMsl FTOCIMTAIM3ALUNN B OTACIICHHE, a TaK)Xe aHHble MEAULIMHCKON NOKYMEHTALUH O

tpomb03aX pasUYHON  JIOKAIM3allMK, 3abUKCHUPOBAHHLIX TNpH HaOMIONEHHH B

cTalMOHape Mo MECTY XHUTEJbCTBA.

2.2. MeToan! ucciie0BaHUS

Bcem nauMeHTaM MpPOBOAMIOCH OOIIENPHHATOE B MEAWATPUYECKON TNpPaKTHKe
nabopaTopHOe U MHCTpYMEHTaJIbHOe 00cieioBaHHe.
1. KnuHU4YecKMH aHaJiu3 KpOBU (CONEpXaHHe TreMOrnoOHHa, YHCIO IPUTPOLIUTOB,
NeAKOLUTOB, JHMGOUMUTOB, TpoMObOLMTOB, neiikouutapHas d¢opmyna, COD) ¢
NOMOLILIO aBTOMATHYECKOrO aHajiM3aTopa M ONTHYECKOH MMKPOCKONMHMH Ma3ka
npenapara nepudepruiecKoil KpOBH; CKOPOCTb OCEeJaHHMs IPUTPOLIMTOB OINpejensnach
no Metony Becteprpena; buoxumuueckoe uccnefoBaHHe KpoBH (onpeaelieHHe
CHIBOPOTOYHOM KOHLIEHTPallUH MOYEBHHBI, KpeaTHHWHA, MOYEBOH KHCJIOTHI, OOILEro
6unupy6uHa, Kanus, HaTpus, Kanbuus, Gocdopa, wenoyHol ¢pocdaraspl, XoaecTepuHa,
HOHH3UPOBaHHOIO KanbLus, aJJaHMHaMHHOTpaHcdepasbl (AJIT),
acrapraTaMMHOTpaHc¢epa3bl (ACT), KpeaTHHGOPOKHHA3BI (KDK),
nakrataerugporesassl (JIAI)) Ha 6a3ze oTaeneHHss MHCTPYMEHTAlIbHOM AMAarHOCTHKH
(3aB. na6. — a.M.H. O.B. KoxxeBHHKOBA), KIHHHKO-IMarHOCTHYECKOH JlabopaTopuH (3aB.
AMH. E.JI. CeMukuna) u nabopaTopus 3KCIEPHUMEHTAJbHOH HWMMYHOJIOTHH H
BUpyconoruu (3aB n1ab., A.M.H., npod. H.A. Masuckuit) B HM Ileqnatpuu OI'AY
«HMMULI 3pn0poBbs neteit » Munsapasa Poccun Ha annaparax: Avida 2120 (Siemence,
I'epmanns) u Sysmex XS 2000i (Sysmex Corporation, SInonus), Cobas C311 (Roche,
®panuus), Unicel DxC 800 (Beckman Coulter, CILIA), Rapid Point 500 (Siemens,
CIIA), StaCompact (Stago, ®panuus).
2. UmMmynonoruueckoe HccnenobaHue (ONpeesieHHe CHIBOPOTOYHOH KOHLEHTPaUWH
UMMyHor06ynuHoB A, M, G, C-peakTuBHOro O6enka, PEBMaTOMAHOrO (¢akrtopa)
OCYILECTBAANOCH METOAOM Na3epHOM HedenomeTpuH Ha aHanu3atope «Immage»

(Bekman Coulter, USA) Ha 6a3e na0opaTopuH KIHHHUYECKOH BHMPYCOJOTHH H
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cepoJIorH4eckoH auarHocTuku ®I'AY «HMML spopoebs meteit» M3P® (3aB. nab. —
a.M.H. Masackun H.A.).
3. MccinenosaHue TOKasaTeNel CBEPThIBAHMS KPOBM (OLEHKA BHYTPEHHEro INyTH
cBepThIBAEMOCTH KPOBH, IJIa3MEHHOTO reMOCTa3a, TPOMOOLIMTAPHOTO 3BEHa, arperaluu
Tpomﬁoul/ITOB) Ha aHanu3aTtope Multiplate, (I'epManus) B KIMHMKO-IMArHOCTHYECKOM
naboparopu (3aB. nab. — a.M.H. EJI. Cemukuna). Ina c6opa u XpaHeHHs oGpasLOB
KpOBM MCIOJIb30BA/IM CTEPUIIbHBIE BaKyyMHble npobupku BD Vacutainer Univac
(Becton, Dickinson and Company, CHIA), 10 MHMHYT  IPOBOAMJIOCH
LeHTpU(yrupoBaHHe KpoBH Ha ckopocTh 2500 060poToB B 1 MUHYTY.
4. KonuuyectBeHHoe onpeneneHe A" ¢ mowoit mnpoBogunocs B nabopatopuu
JKCTIEPUMEHTANIbHOH MMMYHOJIOTMHM W BUpYCOJOrMM (3aB. 1ab. - a.M.H. MasHckud H.
A.). DOH3MMOJMAarHOCTHKAa  OCYIUECTBAANACh [OBYMsS METOAaMH: OIpedelieHHe
aKTUBHOCTH JIM30COMHBIX (EPDMEHTOB B CyXHMX MNsATHax KpoBd metoaoM TMC wu
onpefie/ieHHe aKTHBHOCTH (EPMEHTOB B JIEHKOLMTAaX rnepudepruueckoii KpoBH B
nabopaTOpHH 3KCNEPHUMEHTaIbHON MMMYHOJIOTMH M BUPYCOJIOrMH (3aB. J1ab. - A.M.H.
MasHckun H. A.), 1abopatopuu MonekynspHOH reHETHKH U KJIETOYHOH OHOJIOrHH (3aB.
nab. - k.6.H. CaBocThsHOB K. B.).
5. MonekynsapHo-reHeTH4YeCKOe IOATBEPXKAEHHE [HarHo3a NPOBOAUJIOCH METOJIOM
MpsIMOrO aBTOMAaTUYeCKOTO CEKBEHUPOBaHHs B JabopaTOpHH MONEKY/NSpHOH Me€HETHKH
v knetoyHoH Ouonoruu OI'AY «HMMHL] 3poposbs aerei» M3P® (3aBeayromui -
k.0.H. CaBoctbaHoB K. B.). I'enoMHas JIHK u3 oOpa3noB LenbHOH BEHO3HOH KpPOBH
bbu1a BblJeJieHa B aBTOMaTHYECKOH CTaHUMH BbIJIe/IEHUS
IHK QIAQUBE (QUIAGEN), COTJIacHO NpOTOKONY, PEKOMEH1yeMOMY
npousBoauTeneM https://www.qiagen.com. M3 obpasuoB cyxux nared xposu [JHK
BbIIENsNIaCh  MeToAoM  (GeHON -  XJOpPO(GOPMHOH  3KCTpaKUMHM. PparMeHThI
aHaIM3MpyeMBIX TEHOB, COJEpXXalue BCe KOAMPYIOUIME YYaCTKH C MpHJIEraloliMMH
HHTPOHHBIMM 06JIaCTAMM, OBIIM MNOJMy4YeHbl C TOMOLUBIO TIOJMMEPA3HON LEMHOM
peakuuu (ITLIP) ¢ ucnonb3oBanreM cneun$UYHBIX MPaHMEPOB. YYaCTKH HCCIIENYEMBIX
FeHOB aMnIMUUHpOBany ¢ Hcnonb3oBaHueM MeTtona IMLP Ha Tepmoumkiepe Bio-Rad

T100 (CLLIA) B 20 Mxn peakLMOHHOH cMecH crnedylouero coctaBa: 70 MM 6ydep
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Tpuc-HCl (pH=8.,8), 16,6 MM cynbdar ammonus, 0,01% Teun-20, 2 MM xnopun
martus, 200 HMonb kaxnoro dNTP, 500 umons npaiivepor («Esporen», Poccus),
1,5en. Taq IOHK- nomumepassi («Esporen», Poccus), 20-50 ur renmomuoi JHK.
yenosusa TTLIP: 95 °C/2 mun — 1-it umxn; 94 °C, 10 ¢, 54-66 °C, 60 ¢ — 40 uuknos.
VzeHTHGUKALUMIO IPONYKTOB PeakUHK NPOBOAMIM B arapo3Hom reje. [locie 3toro Bce
dparMeHTbl  OBUIM  NPOAHANHM3WPOBaHbl METOJAOM NpPAMOrO  aBTOMAaTHYECKOIo
CeKBEHHPOBAaHMSA C MCMOJb30BaHHeM Habopa BigDye Terminator Cycle Sequencing
Ready Reaction kit (Applied Biosystems, Foster City, CA, CILIA) Ha aBTOMaTHYECKOM
cexpenatope JIHK ABI 3500 XL (Applied Biosystems, CIlIA). TlonyueHHsle
NocneoBaTeIbHOCTH  OblIM  HaloXKeHbl Ha pedepeHcHble MOCIEeN0BaTeIbHOCTH
RefSeqGene wu3 ©6a3pl  paHHBIX HaumoHanbHoro ueHTpa OHOTEXHOJOrHYeCKOM
MHpOPMALIHH.
6. MeToAOM NOJIMMEPa3sHOH LIEMHON peakLMH B PeXHMe peaibHOro BpeMeHH Oblnu
onpe/ieNIeHbl TEHOTUNBI NONMMOPOHEBIX MapkepoB ¢.1691G>A rena F5, kogupyroliero
KoaryasiuMoHHBIH dakrop F5, ¢.20210G>A reHa F2 , koaupyrolero KoaryasuuMOHHbIHA
daktop F5, c.1565T>C rena ITGB3, xoaupytouero cyObeOUHHLY HWHTErpHHa
tpombouuToB, 5G(- 675) 4G rena PLANHI, koaupyouero MHrMOMTOp aKkTUBaTOpa
nnasmuHoreHa, tuma 1, G(—455) A rena FGB, xomupylouero Oerta-¢pubpuHores,
c.677C>T rena MTHFR, xonupyrouero peaykrasy 5, 10— metunenretparuapocgonara.
7.  YnpTpa3BykoBOoe  HcCleOBaHHE OpraHoB  OpIOLIHOM  MONOCTH, MOYEK,
HaJANOYeYHUKOB, LIUTOBHIHOM dXese3bl, OblIO mpoBeneHo Ha mnpubope Voluson E8
Expert (GE, CILIA) nuHeHHBIM M KOHBEKCHBIM MYJbTHYACTOTHBIMM JaTYHKaMH 110
CTAHAApPTHOM MeETOJMKe B OTAede YNbTpa3BYKOBOH [HMarHOCTHKH (3aBeNYIOLUHH
OTHENIOM - K.M.H. PeByHenkos I'.B.).
8. OnekrpoHeiipomuorpadus (OMI') npooamnack Ha anmnapare «Viking IV (Nicolet,
CIIA) B oTmeneHMH NCHXOHEBPOJOTHM M ICHXOCOMAaTHYECKOH NaTOJIOTHM, MI.M.H.
Kypenkxoseim A.JI. (3aBemyrolHii oTaeneHHeM — pod., A.M.H. Kysenkosa JL.M.)
9. MPT ronoBHOro mosra, i€ HOro OTAEJ MO3BOHOYHHMKA, OMOPHO-IBHraTElbHOIO
anmnaparta, BHYTPeHHHX OpraHoB MpOBOAMAMCh Ha Tomorpade ¢upmel GE Medical

Systems (CILIA), Optima 450w — 1,5 T u Discovery MR750 — 3.0 Tn (ompenensnu
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CTPYKTYpHblE M QYHKUHMOHANbHbIE OCOGEHHOCTH TIOJIOBHOMO MO3ra, BKIIOYAs
HeHpONpPOTOKOMbI M “3MU™ PexHMBI). KoMNbIoTepHas ToMorpadus opraHoB IpyaHO# U
OpIOIUHOH  TIOJIOCTH,  CYCTaBOB, [O3BOHOYHHKA MpPOBOAMNAch B  OTACJEHHH
KOMNBLIOTEPHON TOMOrpaduu Ha anmapatax skcneprTHoro knacca DISCOVERY CT750
HD, npoussoactsa General Electric (GE). Uccnenoanus mpoBoauiuch B OTAENEHHH
Ny4eBO# AMaTHOCTHKH (3aB. OTAENEHHEM — K.M.H. AHUKHH A.B.).

10. Peructpauns OKI' mposoaunack Ha 12-kamansHom ELT 350 Mortara (CLLA).
XonrepoBckoe MoHHTOpHpoBaHHe OKI' (XM 3KI') Ha annapate ¢upmsl Mortara
(CUIA) apanTHpOBaHHBIMH K AETCKOMY BO3DPAacTy OAHOPA30BBIMH 3JIeKTpoAaMu. Ilpu
3TOM OLEHHUBAIHM PETYISAPHOCTh M YAaCTOTy CEepAEYHBIX COKpAlUEHHH, ONpeleicHUE
HCTOYHMKA BO3OYXAEHHs, OleHKAa (YHKLUHMH NPOBOAWMOCTH, OLIEHKA MpeACEpPAHOro
sybua P, ananus xommiekca QRS, cermenta RS-T, 3ybua T, unrepsana Q-T,
KOJTMYECTBO 3MH300B CHHYCOBOH TaxMKapauM M Opagvkapauy, NpeacepAHble H
XenynouKkoBble apUTMUU. KoMOHMHHpOBaHHBINA cyTouHbli MOHMTOpUHT OKIT u Al
MO3BONAIOLIMIA 0ONErYuTh W YCKOPHUTH MAHArHOCTHYECKHH mpouecc Yy pebeHka
npoBoaunack anmnapatoM Meditech card (X) plore (Benrpus). OTH auarHoctudeckue
MeToAbl OCYHIECTBIsNACh B OTHENEHUM (YHKUHOHaNbHOH auarHoctikd HMMUIL
310poBbs Aeted MuH3apaBa Poccun (3aB. — a.M.H. KoxxeBHukosa O.B.).

11. Tlpyu rocnuranusauu¥ B KJIMHHKY BCeM InauueHTOM mpoBoaunack Oxo-KI' Ha
annapate Vivid E9, VividE9 (GE Healthcare, CIIIA). Mcnoas3oBancs anmapar ¢
CEKTOPHBIMH  AaTYHWKaMM, paboTaoluuMH MO METOAMKAaM B COOTBETCTBHM C
OTEYECTBEHHBIMH W 3apyGeXXHbIMH DYKOBOACTBaMH H peKoMeHmaumsamu [225].
M3Mepsany KOHEYHO-AMACTONMUYECKYIO TOJIUMHY MEXOKeIyA0YKOBOH IEepEropoaKH
(MXITI, cM), xoHeuyHo-cuctonnueckuit (KCP, cM) u xoHeuHo-mnactonuueckui (KP,
CM) pa3Mephl JIEBOTrO XeJyA0uKa, KOHEYHO-IHaCTOIHYECKYIO TOJNIUHHY 3aJHEH CTEHKH
nesoro senynouka (3CJDK, cMm), anameTtp nonoctd nesoro npeiacepaust (JIII, cM) u
paccunThIiBanu koHeuHo-cuctonuueckuit (KCO JDK, mn), KOHEYHO-AHMACTONHYECKHH
(KOO JDK, M) u ynaphslit 06beMbl J1€BOTO Xenyaodka no ypasHeHusm L. Teichholz u
Simpson. Ins pacuera yuuThiBajiach CTeneHb nepefiHe - 3aaHero ykopodenus JDK

(cootHowenne KO/KCO). Pacuer no ¢opmyne L.Teicholz: V=7,0/(2,4+D) x D’, rae
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V obbeM J1eBOro xenyaouka u D nepeane - 3agumii pasmep JDK. YO onpenensercs xak
pasuuua KJIO 1 KCO, a ®B kax otHowenne YO x KJIO. Bonee Tounsble pe3ysbTaThl
ns BBIMMCIEHHS I0banbHoN cokpatumocTy JDK MOryT GBITh MONyueHbl MO METOAY
Simpson, OCHOBaHHOMY Ha TIaHMMETPUYECKOM OINpeleieHHM M CyMMMpPOBaHHMH
nonepe4Hblx cpe3oB JDK Ha pasHbix ypoBHsx. DxoKI NPOBOJAUJIOCH B PEXHME
MMITYJIbCHO-BOJIHOBOTO, NOCTOSHHO-BOJIHOBOIO JOIIUIEPOB 14 LIBETOBOT'O
JONIJIEPOBCKOro  KapTHposaHus. IlpoBoaumas nonmueporpadus knanaHoB cepaua
03B0JIsJIa TOYHO ONPENECTHTh KiaNaHHbIA CTEHO3 WM PErypruTauyio, HampabieHHe
KpOBOTOKa 4epe3 KialaH, IpajleHT MNaBi€HUs OO0 M MOCNE CYXEHHUs, a TaKke
cepAeUHbIH BRIOPOC U NaBieHHE B NPaBOM XeJlyA04YKe/Iero4HON apTepHH.

Macca myokapna nesoro xenyanouka (MMJDK) paccumthiBanace nmo ¢opmyie
MMJDK=0,8 [1,04(TMXIT+KOP+T3CJIK)® — KJIP3] +0,6. (Devereux R. B. u Alonso
D.R). Mupexc maccel Muokapaa nesoro >xenynouka (MMMIDK) paccuntsiBancsl
OTHOCUTENBHO IIouaau nosepxHoctu tena: UMMIDK = MMJDK/TIIIT.

Juactonnyeckyro GYHKUMIO OLEHMBAIM MO pe3yibTaTaM MCCJIEI0BaHUS
TPaHCMHTPAIBHOTO KPOBOTOKA B HMIIyJbCHOM JONNJIEPOrpahUyeckoM peXHMeE.
Onpenensnu: 1. MakcuManbHyl0 CKOPOCTh paHHEro IIMKa JUHaCTOJIMYECKOro
HanonHeHus (E); 2. MakcumanbHY10 CKOPOCTh TPaHCMUTPAJIbHOI'O KPOBOTOKA BO BpeMsl
cuctonbl jneBoro npeacepaus (A); 3. Iliowans nmox kpHBO# (MHTErpajg CKOpPOCTH)
paHHero auactonunyeckoro HanosHeHus (E) u npeacepaHoi cuctonsl (A); 4. Bpems
M30BOMIOMETpUYecKkoro paccinabnenus JDK (u3mepsercs TIpH  OJHOBPEMEHHOH
perucTpanuy aopTajbHOrO W TPAaHCMHUTPAIBHOIO KPOBOTOKA B MOCTOSIHHO-BOJIHOBOM
pexXuMme K3 anuKanbHOro AOCTyNa).

YuuThIBasg AeTCKHH BO3pacT M 3aBUCHMOCTh OT POCTO — BECOBBIX MapaMeTpoOB,
OLeHKa 3Xorpa¢M4ecKHX IapaMeTpoB CepAla NpPOBOAMIACE B OTHOCHTENbHBIX Z
eIMHHUaX. B HopMe nokasaTenb He AOKEH NPEBBIIATL 2 JOMYCTUMBIX OTKJIOHEHHH
Bbllle cpeaHero (Z-score 2) [187]. 3a He3HayWTENbHOE OTKJIOHEHHE OT HOPMBI
NPUHUMANKCh 3HaueHUs Z-score oT 2 A0 4, yMepeHHoe - oT 4 0 7, BblpaXkeHHoe >7 Z-

score [187, 225].
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CorniacHO COBPEMEHHbBIM PDEKOMEHIAUMAM, THArHo3 jieroyHas runepTensus (JIIN)
yCTaHAB/IMBAETCS NPH YPOBHE CPENIHErO NaBNEHHMs B JIETOYHOH apTepHUM > 25 MM.PT.CT.
B MOKOE MO AAaHHBIM MaHOMETDHH NpPOBEJEHHON BO BpeMs KaTeTepH3alMH INPaBbIX
otaenoB cepaua [14]. V3-3a cl0oXHOCTH NpoBeleHUs aHECTE3UONOrHYECKOTO nocobus,
petaM ¢ MIIC nuarHo3 ycraHaBnuBanu npu nomoww DxoKI. C nomomuipio
JIONIIEPOBCKOTO  HCCJIENI0BAHHA MOXHO ObINO BBISBUTH M3MeHEHHE (GOpPMBI NOTOKA
kpoBH B BblHOCALIEM TpakTte IDK 1 B ycThe xinanana nerounoit aprepun (JIA). Ilpu JII
dbopmMa MOTOKa KPOBH CTAHOBHMTCS TPEYTOJIbHOH MIM ABYyXNHKOBOH (B Hopme dopma
Kynon006pa3Haﬂ). KonnyectBeHHOe ompeaeneHne cHUCTONHUYECKOro nasieHWs B JIA
NPOBOJM/IN C MCMOJNB30BAaHHEM MOCTOSHHO-BOJHOBOIO AOMILIEPOBCKOTO HCCIEA0BaHHS
TPUKYCIUAAJIbHOM peryprutaumu. M3 nuHelHbIX pa3MepoB, npexae BCEro, OLIEHUBAIH
AMaMeTpbl  BBIHOCSALLUErO0  TpakTa IIpaBOro O KedyJoyka (CHUCTOJIMYECKOrO M
auactonuyeckoro). Ho, Heob6xooMMo oTMEeTHTH, YTO y MauUMeHTOB ¢ AedopMauueii
rpyaHOH KIIETKH 3TH pa3sMepbl! ObUIH HCKaXXeHbl. ToniuHy ¢cBOGOAHON CTEHKH NPaBOro
Xenyno4yKa HM3MepsaiM M3 cyOKocTalbHOro AocTyna. JIns omnpefieneHHs [aBieHHs B
NEroYHOM apTepuUH HCIMOJNB30BaNu yrpolleHHyro ¢opMyny bBepHynnu. Cpeanuit
rpafiMeHT JaBJieHHs Ha JieroyHoMm knanaHe AP= 4V? (rme V —3To CKOpPOCTh CTpyH
peryprutaly Ha JIerouHOM KjanaHe B Hayajle QUacTOJIbl).

12. B xiIMHHYeCKOH TMpaKTHKe Ul CTaHAAPTH3aUMH OLEHKH COCTOSHHUS OONBHBIX
HCMONB3YIOTCS  pa3iuuHele  knaccubukaumy.  OOmenpusHaHHOH B MHpe
kiaccudukaurel GONbHBIX C XPOHMYECKOH cepAeyHoi HemocraTouHocThio (XCH)
sBnsetcs knaccuduxarms Heto-HMopkekoii kapauonoruyeckoi accounaunu NYHA,

OCHOBaHHOW Ha (YHKUMOHANLHOM MpPHHLMIE OLEHKH TSHKECTH COCTOSHHsA OGOJIBHBIX €
XCH 6e3 xapakTepuCTHKH MOpdOIOrH4eckKHX HM3MEHEHMH MW  HapylUIeHHH
reMOAMHAMMKM B GONBLIOM M MajoM Kpyre kpoBoobpaiueHus [360). ¥V nered ans
ONpelieNIeHUsl CTEMNEHH TAXECTH CepAECYHOH HENOCTaTOYHOCTH HCMOJB3YIOT NYHA B
Moaudukauun Ross R.D. [318). OueHka cepie4yHOH AeATENbHOCTH NMPOBOJAMNIACH IO

MeXayHapoaHo# 1kaine Ross.
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Tabauna 2.1 - Knaceuduxanus dynkunonanshoro knacea XPOHHY€eCKOi

cepae4HoH HeaocTaToynoctn no Ross R.D. (1987)

Knacc Hutepniperanus

I HeTt cumnTomoB

Heb6onpluoe TaxMNHO3 UM NOTIMBOCTE NPpH KOPMJIEHHH Y TPYJIHBIX
1l JeTeH.

JIMCITHOD NpM Harpyske y CTapIlMX AeTei.

BripaxxeHHOE TaXMNHO® WM MOTIMBOCTEH Npd KOPMJIEHHH Y
TPYAHBIX JeTeH. Y UIMHEHHOE BpeMs KOpMJIEHHS, 3ajlepXKa pocTa
BCJIEICTBHE CEPAEYHOH HENOCTATOYHOCTH. BhipaxkeHHOe AMCIHO3
NpH Harpys3ke y CTapluux JeTeii.

I11

B nokoe uMeroTcs Takue CHMIITOMBI KaK TaxXHUIIHO3, BTSAXXEHHE
v MBI, «XPHOKAHBE», NOTIHUBOCTh.

Tabauna 2.2 - Onenka creneHu cepae4yHol HeJOCTATOYHOCTH

dbynkunonanbHblii knacc no Ross R.D.

bannel | 0 | 1 I 2
0-3 mecsineB
ObbeM KopMeHHUs > 100 mn 70-100 mMn > 70 mn
Bpems kopmnenus >20Mmn - 20-40 > 40 mn
(MuH)
Onpbliika Hert Taxunuos Yuyactue
BCIIOMOTaTe/IbHOH
MYCKYJIaTyphl
Y1/ MuH <50 50-60 >60
YCC/mun <160 160-170 ' >170
ITepudepryeckuii Hopma YMeHblleH IIloxoBoe cocTosiHUE
KPOBOTOK
l'enaromeranus <2 2-3 >3
(B cMm)
NT-proBNP <450 450-1.700 > 1,700
(nr/mn) ]
L DB% <50 30-50 >30
AB- OrcyTcTBYET Cnabas YMepeHHas/cuibHas
HENOCTATOYHOCTh
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e 4-12 mec
O61beM NMHUTAHUS Hopwma CHUXeH 30HI0BOE MUTAHHE
'unotpodus Her 1-2 cT 3cT
Onpiluka Her TTaxunHos Yuactue
BCIIOMOraTeJIbHOH
MYCKYJIaTyphbl
YJI/mMHH <40 40-50 >50
YCC/MuH <120 120-130 >130
I[Neprudepuieckun Hopma YMeHbLIEH IlloxoBoe cocTOsAHHUE
KpPOBOTOK
ﬁ"enaromeranm <2 2-3 >3
(B cM)
NT-proBNP <450 450-1,700 > 1,700
(nr/ma)
®B% <50 30-50 >30
AB- OtcyTcTBYeT Cnabas YMepeHHas/cuibHas
HEJIOCTaTOYHOCTh
1-3 roaa
O6beM NMUTaHUS Hopma CHmxeH 30HOOBOE NMHTaHHE
Poct Hopma CHmxeHMe Beca Kaxekcus
Onpiuika Het TaxunHos Yyactue
BCIIOMOraTe/IbHON
MYCKYJIaTyphl
YJI/MuH <30 30-40 >40
UCC/mMuH <110 110-120 >120
Iepudepuueckuii Hopma YMeHsblIeH IlloxoBoe
KPOBOTOK COCTOsIHUE
I'enatomeranus (B <2 2-3 >3
cM) .
NT-proBNP <450 450-1,700 > 1,700
(nr/min)
PB% <50 30-50 >30
AB- OtcyrcTBYeT Cnabas YMepeHHas/cHbHAsA
HEIOCTaTOYHOCTh
4-8 ner
TouwHoTa/pBOTA OrcyTcTBYET [lepnoanuecku YacTo
Poct Hopma CHuxeHHe Beca Kaxekcus
Onpluika Her TaxunHos Yuactue
BCNIOMOraTebHOH
MYCKYJaTyphbl
Hponomxenne Tadanusbi 2.2
YJ1/MuH <25 25-35 >35
YCC/Muu <100 90-100 >100
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[epudepuyecKui Hopma YMeHbLIeH I1lokoBoe cocTosiHHE
KpPOBOTOK
IenaroMeranus (B <2 2-3 >3
CM)
NT-proBNP <300 300-1,500 > 1,500
(ir/ma)
DB% <50 30-50 >3()
AB- OtcyTcTBYeT Cnabas YMepeHHast/cuNbHas
HeJOCTaTOYHOCTh
9-18 ner
TowHoTa/pBOTA OtcyTcTBYeT Ilepuoanuecku Yacto
% ot >80 60-80 <60
MaKCHUMaJIbHOTO
NpeAnoaaraeMoro
notpebynenus O2
OnplilKa Her Taxunuos Yuactue
BCIIOMOTraTeNbHOM
MYCKYJIaTypbl
YJl/mun <30 30-40 >40
YCC/mun <110 110-120 >120
IMepudepuueckuit | Hopma YMeHblIEH [1lokoBO€E COCTOsIHHE
KPOBOTOK
I'enatomeranusa (B | <2 2-3 >3
CM)
NT-proBNP <450 450-1,700 > 1,700
(nr/mn)
®B% <50 30-50 >30
AB- OrcyTtcTBYeT Cnabas YMepeHHas/cunbHas
HEeJO0CTAaTOYHOCTD

IIpoposkenne TabaHIBI 2.2
Jns xaxgaoro Bo3pacTa likona BkaodaeT 10 NMyHKTOB, KOJIMYECTBO HMTOrOBBIX
HabpanHbIX Gayutos ot 0 go 20, rae 0-5 cootBetcTBYeT I DK no Ross, 6-10 — IT ®K no
Ross, 11-15 6annos — 111 ®K no Ross, 16-20 6annos — 1V @K no Ross.
13. Tlonrcomuorpadus npoBoAHIack B yCIOBHSX KOHCYIbTaTHBHO-AWArHOCTHYECKOTO
UEHTpa B CrellManbHO 06OpYA0BAHHOM NMOMEUIEHHH Ha Npubope KCriepTHOro Kiacca
Embla S7000 (CILIA) (3aB. ota. a.M.H. KoxesHukosa O.B). [lonucomuorpagunyeckas
3aNHCh MNpOM3BOAMNACh B TeyeHHe BCero BpeMeHM HouHoro cHa. Hauano
HCClleoBaHMs onpeaensanock OOBIYHBIM JUls pebeHka BpeMeHeM OTXOAa KO CHY

(21.30-22.30); koHel  MCClENOBaHHS  ONPENENANCS  TaKXKe  eCTEeCTBEHHBIM
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npobyXXIEHHEM pebenka (8:00-9:00). Ouenxa napaMeTpoB MNpOBOAMJIACH B
COOTBETCTBHH C MEXIYHAPOAHBIMH PEKOMEH NALMSMHU ¥ KPHTEPHSMH.

JIns OUEHKH TAKECTH MABIXATENbHbIX HapylleHHHi B TeyeHHe CHAa HaMHU
HCII01b30BAIUCE CNIENyIOILME OCHOBHbIE MOHATHS MOHUTOPHHIA HOYHOTO CHa:

1) AnNHO3 — OCTaHOBKA JbIXaHHsl C HONHBIM MpPEKpallleHHeM TIOTOKA BO3AyXa B
JBIXaTeNbHbIX MyTAX He MeHee 10 c;

2) TrUMOMHO3 — YMEHBIIEHHE TOTOKa AbiXaHus Ha 50% unu  Goree,
CONPOBOXX/AIOIIEECs NOHHXEHHEM HaChILLIEHHS] KPOBH KUCJIOPOOM Ha 4% u bonee;

3) MHZAEKC anHO3/TMINOMHO3 - YHCJO 3MM30J0B 3HAUYMMOTO arHO3/TUIIONHOD B
TeyeHHe 1 yaca cHa;

4) HMHAEKC JecaTypalliM - YHCIO 3MU30J0B CHW)KEHHS HAaCbIILEHHA

OKCHreMOrJIoOHHa KpOBH KHCJIopoAoM Gonee yeM Ha 4%, CBS3aHHBIX C 3MH30JaMU
paccTpoHcTB AbixaHusa 3a 1 yac cHa. Crenenr Tsxkecth COAC olleHHMBanach Io
uHIeKcy anHo3-runonHod (MAIDN). Brigensnuce tpu crenenu tsoxecth COAC: nerkas
popma npu MAI" 1,5-5/4, ymepennas ¢dopma 5-10/4, u Tsxenas dopma npu UAT
oonee 10/4.
14. Bce nauneHTs! NpoxoAniH obciieqoBaHUe Y oTojlapuHronora. OueHUBalU cTeNeHb
runeprpodun HeOHON MHUHOANUHBL: | cTeneHs — 10 1/3 paccTosiHUA OT Kpas nepeaHel
HeOHOH myxkdH Oo s3bika, Il crenenp — go 2/3 storo paccrosHus, III creneHs —
MHHJAJIMHA JOXOJUT OO A3bluKa MArkoro Heba; CreneHb runepTpo@uu aaeHoUaoB: |
CTeneHb — 3akpbiBalOT 1/3 cowHuka; II cteneHs — 3akpbiBaloT 2/3 counuka; III
CTeNEHb — 3aKPbIBAalOT COLUHUK MOJHOCTBIO.

Bce nmanueHThl, BKIIOYEHHBIE B UCCllelOBaHHE, NIPOXOAUIH OCMOTpP HEBPOJIOra,
Bpavya-reHeTHka, odTasbMonora, oproneja, raCTpoOIHTEpOIora, XMpypra, Kapauosora
Y ApYrUX CrieHUaJlMCTOB M0 HEOOXOAHUMOCTH.

DdusmnkansHoe obcnenoBaHue, MHCTpyMEHTaJIbHOE obcnenoBaHue,
nabopaTopHbie TecTh! BBIMONHAINCH MPH MEPBUYHON TOCHHTANM3allMM, a TaKXe BO

BPEMsl IOBTOPHBIX rOCMUTaNU3aLIMH.
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I'JIABA 3. OBLLIASI XAPAKTEPUCTUKA BHIBOPKH
NAIIMEHTOB C PA3JIMYHBIMHN TUIIAMU
MYKOIIOJINCAXAPU03A, BKJIIOUEHHBIX B
NCCIIEAOBAHUE

3.1. Pacnpejeienne NAUMEHTOB ¢ Pa3/IHYHLIMH THIIAMH MYKONOJIMCAXapH103a
N0 PErHOHY NMpPOKHBAHHSA

B uccnenosanue 6b110 BKtoyeHo 117 neteit ¢ BepudHUMpPOBaHHBIM IMATHO30M
«MYyKOIIOJIMCaXapui0o3», KOTOPbIH ObLT yCTaHOBJIEH Ha OCHOBaHMHM KJIMHHUYECKOM
KapTHHBl 3a00JI€BaHMs, KOJIMYECTBEHHOro ompejeieHus ypoBHs A B Moue,
AKTUBHOCTH JIM30COMHBIX (EPMEHTOB B CYXMX [ATHaX KPOBH M pE3YJIbTATOB
MOJIEKYJIIPHO-T€HETHYECKOro 0bcneAoBaHUS.

[TauueHTsl, BKIIOYEHHBIE B [aHHbBIE HCClIeOBaHHWe, HaNpaBlsIMCh B KIMHUKY
NpaKTH4eCKH M3 BceX perMoHoB P®. Haubonbluee xonuyecTBo Aeteil mocrtynano u3
MockBbl — 26 denoBek M MockoBckoi obnactu -11 udenosek. [lo pernonam PO -
HauboJpluee KoNU4ecTBO aAeTedl Obuio u3 Huxeropoackod obnacty, Yysammuwy,

baumkoproctana, Bnagumupckoi obnactu u KpacHogapckoro xpasi.



m MockBa m MockoBckasi o6nactb m KonomHa m balkopraocraH

m KpacHogap Lbenropog m [larecTaH m EkatepuH6ypr

| YNIbSAHOBCK m TankukuctaH m OpueHbypr m TIOMEHb

= CapaHck m XabapoBck m Caparos m Tyna

| PAa3saHb m Jluneyk u [lepmb m Cumdepononb

m CtaBponofnb m TBepb m Bosrorpag n Hosropog

u MypmaHckK m KypraH MNepmb m Hanbumk
Kanyra m YeyeHckas pecnybnnka — m Agbirest u MUHBOAbI

m XaHTbl-MaHcuiick = Tam60B n Kypck O TatapcTaH

m YyBawms m HoBocmbmpck Bnagumunp m OpnoBckas 06nactb
Coun m Huxeropogckasa obnacte m Komu m VIpKyTCK

m XabapoBck

PucyHok 3.1 - PacnpegeneHue nayneHToB € pasinyHbiMu Tunamun MIC no

pernoHam P® n ctpaHam CHI



76

3.2. Pacnpeae/ieHHE NAUHEHTOB € Pa3IMYHBLIMH THNAMH MYKONOJIMCAXapPHA03a
10 BO3pPACTy M noay
Hamu Gb110 06cnenosano 87 (74%) mansuuxos u 30 (26%) neBouek. Bricokwuii
IpOLEHT MATbYMKOB, BKIIIOYEHHBIX B HCCNe0OBaHHUe, cBsi3aH ¢ TeM, yto MIIC Il Tuna
yMeeT ayTOCOMHO - PELECCUBHBIN TUI HACIIEAOBaHMUS, 1 UM GONEIOT B OCHOBHOM JIHLA
My’KCKOT'O TI01a, 33 Pe/IKUM UCKIIIoueHHeM (Tabn. 3.1.).
Ta6anua 3.1 - XapakrepucTHka nauHeHTOB ¢ MYKONOJIHCAXapHAO030M,

BKJ/IOYCHHLIX B HCCJ1I€lO0BaHHE

Tuner MIIC Manp4nku HeBouxu Bospacr, roast JUTHTENbHOCTD
Me (25; 75) 3aboJeBaHus,
roasl Me (25; 75)
MIIC 1 12 11 6(2;11) 5(0;7)
n=23
MIIC 11 55 0 7(4;9) 4(1;7)
n=55
MIIC 111 12 12 6(4;9) 2(1;5)
n=24
MIIC IV 6 1 7(7;9) 3(2;3)
n=7
MIIC VI 2 6 8,5 (7,25; 14,75) 3 (0,25; 9,25)
n=8
Bceron=117 87 30 7(4;9,5) 3(1;7)

B rpynne nauuenros ¢ MIIC I tuna, cunapom I'ypnep 6bu1 AMarHoCTUpPOBaH y
14 neteit (61%), y 6 (26%) - cungpom ['ypnepa-llleite, 3 naumnentos (13%) umenu
KIMHHKO-nabopaTopHele mposBienus cuHapoma Illeiie. C muarnozom MIIC 11
(cungpom Xanrtepa) Habmopanuce 55 uwenoek. MIIC, tun III  (cunapom
Candunnunno) 6uin BeIsBNEH y 24 aeTel, u3 HUX y 4-x aetedt (16,6%) - MIIC 111 B, y
ocTanbHeIX 20 (83,4%) — MIIC 1II A. Beero y 7 nauuentos nontsepxaed MIIC IVA
mna (Cunapom Mopkuo). MIIC VI tuna (cunapom Mapoto-JlaMn) BBIABIEH 'y 8
Aetedl. MennaHa Bo3pacTa MalLMEHTOB HAa MOMEHT BKJIIOYEHHS COCTaBHJIA 7 net (4;
9.5), nnutensHoCTs Gostesnu 3 (1; 7) roza.

Hapo ormeruts, uro B HacTosliee BpeMs B Poccnu No NaHHBIM PETHCTpa

IMarHOCTHPOBaHbI 0KoJ10 350 nauuenTos ¢ pasnuudbiMu THNamu MIIC. Ha 1 snBaps
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2018 r., mo oueHke Pocctata, B Poccun 6o 3apeructpupoBaHo 146 877 088
TOCTOSIHHBIX T'PaXXIaHHWHA, TaKUM ob6pazom, OPUCHTHPOBOYHas PacClNpOCTPAaHEHHOCTh
saboneBaHusa coctaBinsget 1:419 649 skuteneii, To ects B Poccuu JaHHas rpymnna
3a60/1€BAHUH BCTPEYAETCA 3HAYMTENBHO pexe, ueM B EBpomneiickux CTpaHax, YTO
MOXET OBITb CBA3aHO C HEJOCTATOYHOH OCBEIOMIIEHHOCTEIO BpayeGHOro coobiuectpa
0 MyKOIO/IMCaXapH103aX U UX THIOAHArHOCTHKOIA.

Cpeanuii BO3pacT NOCTAHOBKM AMArHo3a [jisi NALUMEHTOB C PasiWYHbIMA TUIIAMH
MIIC coctaBun 46,61 + 2,99 mec. (3 roga 10 mec.). {ns naunentos ¢ MIIC 1 TUMa, B
CBA3M C HaIMYMEM Tskesoi ¢opmbl 3aboneBanns — cunapoma ['ypnep, Bospact
pepu(dHKaLMKM AHArHO3a OblN1 3HAYMTENBHO HHXXE M COCTAaBMUI B cpenem 30,83+ 6,4
mec. (2 rona 6 mec.). MIIC Il tuna B cpennem muardoctuposanu B 45,35 +4,04 mec. (3
roga 9 mec.), MIIC IlI Tuna - B 50,88 +5,77 (4 roma 2 mec.), MIIC IV u VI tuna - B
65,43£14,64 (Snet u 5 mec.) u B 60,38 £10,39 (8 5 net) cootBeTcTBeHHO. (Tabn. 3.2.)

Ta6anna 3.2 - Cpeanuii BO3pacT NOCTAHOBKH AHArH032a Y MAIIHEHTOB €

pasanunbiMu THnamMu MIIC (mec.)

Bospact nocranoBku auarnosa (Mec.) | Itun | II tun |III tun |IV tun | VI tun
n 23 55 124,00 7 8

Cpennee 30,83 | 45,35150,88 | 65,43 | 60,38

Cra. omunbka cpegHero - 6,40 4,04 5,77 | 14,64 10,39

CTth. oTKJIOHEHHE 30,69 | 29,98 | 28,26 | 38,73 29,38

MuHuMyMm 4,00 2,00 | 11,00 | 27,00 18,00

MaxkcumyMm 136,00 | 141,00(123,00 {144,00| 97,00

IlpoueHntunu 25 11,00 | 24,00 |32,75 36,00 | 39,75

50 17,00 | 38,00 (43,00 | 64,00 51,00

75 53,00 | 62,00 59,50 | 72,00 | 93,25

Vcxons u3 naHHbIX, NpeACTaBACHHBIX B Tabnuue 3.2, MOXHO C/ienaTh BbIBOX O

TOM, ut0o 6Gonee penxo sctpewatowmecs tunst MIIC (I1I-VI) nnarnoctupytotes
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3Ha4YMTENBHO MO3XKE, BEPOATHO, B BUAY HU3KON MHGOPMHUPOBAaHHOCTH M POAMTENEH, U
MeHLIMHCKOTO COOOIECTBa. A Takke 0 TOM, YTo BO3pacT NOCTaHOBKM JMarHosa y
MauMeHToB C PA3IMYHBIMH  THnamMu MIIC Hanpsmylo cBf3aH ¢ TAXKECTBIO
KIMHUYECKHX TIPOSBNEHUA 3aboneBanus y pebenka. Ilpn Tkenbix dopmax

3aboneBaHusA, HAIPUMED, NpH cuHApoMe ['yprnep, 3a6oneBanue BISBIANOCDH yxe Ha 1-

2 rojax XH3HH.

3.3. Pacnpenesienne nauneHToB ¢ pa3iInYHLIMH THIAMH

MYKONOJIHCAXapH1032 B 3aBHCHMOCTH OT HalpaBJ/idlOLIero peruona

Hetn ¢ pasnuyHbIMH THnamu MIIC 6sinn HanpaBnewst 8 HMHL] 310poBBs
JeTeit MuH3apaBa Poccuy ¢ Lesblo npoBeieHUs AHArHOCTHYECKOro obcuenoBanus, a
TakXe Ha3HaueHusa crneuu¢uyeckoi Tepanuud. CpeaHui BoO3pacT IepBOi
rocnuranu3auMy coctaBun 86,65 = 10,57 wmec. (7 ner 2 wMec.), mns OeTew,
npoxuBaromiux B Mockse, 72,09 + 14,84 mec. (6 ner) — ans MaUMEHTOB M3
MockoBckoii obnactu U 86,64+5,46 mec. (7 net 1 Mec.) — g MalMEHTOB U3 PETHOHOB
P® u ctpan CHI'.

Cpenu nmauueHTOB, HanpaBieHHBIX W3 I'. MOCKBBI, MaKCUMallbHOE KOJIMYECTBO
6b110 ¢ MIIC I Tvna - 15 yenosek, ¢ MIIC I tuna — 5 nauuenros, ¢ MIIC 11l tuna — 4
yeroBeKa, W ABoe feTell ¢ cuHapomoM Mapoto-Jlamu. M3 MockoBckod obnactu
TaK)XKe MaKCHUMaJIbHOe KOoJIM4ecTBO maiueHtoB O6pu10 ¢ MIIC II Tunma - 6 4denosek, ¢
MIIC 1] Tuna - 5 nauueHTOB.

Jlns npoBesieHHs KOMILIEKCHOrO 00CIeOBaHMA H TOYHOH BepH(HKalLHUH
AMarHo3a B KNMHHUKY HANpaBIs/HCh AETH U3 PasNiMYHBIX perHoHoB PP: 34 peberka ¢

MIIC 1I tuna, 18 - ¢ MIIC I tuna, 15 - MIIC 1II tuna, 6 - ¢ MIIC VI tuna u 7
nauuentoB ¢ MIIC IV tuna (Ta6n. 3.3.).



Tab6auua 3.3 - Pacnpene.nemle HNAUHEHTOB C PA3JIHYHBIMH THIIAMH MIIC B 3aBHCHMOCTH OT HANpaBJIAKOLIEro peruoHa

MockBa MO Hpyrue MockBa+MO p
n=26 n=11 PETHOHbI n=37
n=80
Bospact ripu 86,65+10,57 72,09+14,84 86,64+5,46 82,32+8,59
rOCNUTAIM3aLUH (3-193) (11-179) (10-223) (3-193) i
=117 20/6 9/2 58/22 29/8
p=0,006 p=0,035 p=0 p=0,001
MIIC 1 1-3 p=0,007
n=23 > 0 18 > 3-4 p=0,007
1-2 p=0,050
MESSII 15 6 34 21 1-3 p=0,007
n 2-3 p=0
MIIC I11 1-3 p=0,012
n=24 4 > 15 0 2-3 p=0,025
MIIC IV 0 0 7 0 .
n=7
MFIC8VI 2 0 6 2 P>0,05
n —

1-Mockea, 2-Mockosckaa obnacme, 3- Opyzue pezuonst, 4-Mockea u Mockosckasn obnacms.

6L
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Haubosiee 4acTO Ha TOCNHTANM3ALUMIO MNoOCTynand nauuvents: ¢ MIIC I tuna. B
60BLIMHCTBE CIIy4aeB 3TO CBS3aHO C BBICOKOM YacTOTON BCTpEYaeMOCTH CHHApOMaA

XanTepa 1o CPaBHEHHIO C APYTrUMH THamu MIIC.

3.4. Pacnipenienenne nauneHToB ¢ pa3sMYHbIMH THIAMH
MYKOMOJIHCAXapHA03a N0 BO3PacTy NOCTAHOBKH AHATHO3a M HAYAJY

npoBefeHHs (PePMEHTO3aMeCTHTENbLHON TepanuH

MBbI MpoBeH cpaBHEHHE BO3pacTa MOCTaHOBKU AWArHO3a MyKOIOJAHCAaXapHUI030B
pa3nH4HBIX THIIOB B MockBe, MockoBckoit o61actu u apyrux cy6bexrax P®. Bospact
NMOCTAaHOBKH [MarHo3a He MMEET CTaTUCTHYECKH AOCTOBEPHOM 3aBUCHMMOCTH OT MecCTa
npoxuBaHUs pebeHka M cocTaBnseT: B Mockse - 44,65 + 6,32 mec. (3 rona 7 mec.), B
MO - 33,82 + 8,01 mec. (2 roma 8 mec.), B peroHax - 48,8 + 3,59 mec. (4 roma)
(P>0,05).

Bo3spact Hayana ¢epMeHTO3aMecTHTeNbHOH Teparmuu s MIIC I, MIIC 11 u
MIIC VI TunoB Toxe MOCTOBEpPHO He pa3iuyalcs B 3aBUCUMOCTH OT pErHoOHa
NpoXXMBaHUs MallieHTOB ¥ cocTaBui: B MO - 48,5 + 13,83 mec. (4 roga), B Mockse -
74,38 + 11,41 mec. (6 net 2 Mec.), B perioHax P® - 82,62 +8 ,32 mec. (6,8 mec.).

Ha MoMeHT nepBoii rocmuranu3alMi NpPaKTHYE€CKH HHUKTO M3 TalHeHTOB W3
pErMoHoB P® c JIHarHO30M MYKOMNOJHCaxapHa03 He nosy4an
bepMeHTO3aMeCTHTENBHYIO TEpaNHIO, OHH MOCTYNaIN B KIHHMKY s obcenoBanus 1
ninumanun ®3T. Tepepsisbl B nposeaedun O3T u 6pin y AByx aeted 13 MO ny 17

NaUMeHTOB U3 pa3iM4HbIX pernoHos PD. (Tabn. 3.4.).
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Ta6anua 3.4 - Bo3pacT nocTanoBku Anaruosa u nposenenne ®3T y NaLHEHTOB I.

MockBbi, MockoBcKkoii 06/1acTH 1 Pa3jHYHBIX perHoHOB P®

Mocksa MO Apyrue Mocksa+MO
n=26 n=11 PErHMOHBI _ P
n=117 =80 n=37
20/6 972 58/22 29/8
p=0,006 | p=0,035 p=0 p=0001 | 700
Bo3spacTt
NOCTaHOBKH 44,65+6,32 |33,82+8,01 | 48,8+3,59 | 41,43+5,05
MarHosa (3-123) | (10-108) | (2-144) | (3-123) P>0,05
=117
2‘;‘;1? 74,38+11,41 |48,5+13,83 | 82,62+8,32 | 68,63+9.51
(6-193) (13-90) (6-206) (6-193) P>0,05
Tepanuu _ _
1=69 n=21 n=6 n=42 n=27
He nonyuanu
Tepanuio 5 5 38 10 ;-3 pig’g;ﬁJ
n=48 o
[lepepriB B 0
O3T 2 17 2 P>0,05
n=19

1-Mockea, 2-Mockoeckaa obnacmo, 3- Opyzue pezuonwsl, 4-Mockea u Mockoeckaa obaacmbo.

B rpynny pereil, He nonydyaBUIMX (EPMEHTO3aMECTHUTENBHYIO TEPAIHIO, BOLLIH
nauredtsl ¢ MIIC III Thna, ans KoToporo noka He paspaboTans! 30 eKTUBHBIE METOBI
TepanuH, et ¢ MIIC IV Ttuna, ans xKoToporo Ipernapar rnoka He 3aperMCTpUpOBaH B
P®, u naumentsl ¢ cungpomom [yprep, mocie NpOBeAeHHS TPAHCIUIAHTALMH
remonoatudeckux ctBosioBbiX kinetok (TI'CK), a Takxke [O€TH, KOTOpble HE MOryT

MOJIYYHTH npernapar B CBA3U ¢ OTCYTCTBHEM q)HHaHCI/IPOBaHHH B PErHOHAXx.

Kak Poccuu Havana

M3BECTHO, (pepMEHTO3aMeCTUTE/IbHas Tepanui B

npoBoauThcd ¢ koHua 2008 roma. Mbl cuMTaeM, 4TO HMEHHO C O3THM CBA33aHHO
NOBbILIEHHE HWHGOPMHUPOBAHHOCTH MEJMLIUHCKOrO coofliecTBa O MAAHHOH Trpymnne
3aboneBaHui.

M-e1

NOCTAaHOBKH JHarHo3sa

IIPOBEIH CpaBHECHHC CpeaHEero BO3pacTa

MyKonosnucaxapuposa Mexay NauHeHTaMH, pOXAEHHBIMK N0 H rocie 2008 ropa. U3

HCClienoBanus ObIIM UCKIIIOYEHBI AETH, POXAEHHBIE B IPYTHX rocyjapcTBax.
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Ta6anua 3.5 - CpeHUH BO3PACT NOCTAHOBKH AMATHO3a y NALMEHTOB, POKAEHHBIX

no u nocae 2008 roaa

Tun MIIC n Cpeanee; Cra. p (t-kputepuit) | Cpennmii p
omubka panr | (Kpurepui
cpeaHero ManHa-
I YUTHH)
Itun | 1,00 |11]47,455| 10,677 0,009 16,182 0,005
2,00 [12]15,583| 4,218 8,167

Nran| 1,00 {33]56,697| 5,243 0,000 33,742 0,000
2,00 (19122211} 2,864 13,921

I tun| 1,00 [14] 65,786 | 8,846 0,011 15,143 0,030
2,00 110/37,200| 4,923 8,800

IVrunj 1,00 4187500 18,910 0,073 5,500 0,034
2,00 [3]36,000] 5,196 2,000

Vitan| 1,00 |7 ]66,429| 9,749 - 5,000 0,127
2,00 |1} 18,000 1,000

1,00 - posrcoennvie 0o 2008 zooa, 2,00 - posxcoennsie c 2008 200a

BhIABI€Hb CTaTUCTHYECKH 3HAa4YyMMble pa3fM4yMs [0 BO3pacTy IOCTAHOBKH
[MarHo3a cpely AeTei, poxaeHHbIX a0 u nocne 2008 r. npu 1, 11 u Il Tunax MIIC, npu
IV Tune mo kputreputo ManHa-Yuthid u mpu I, II u III Tunax no t-kpurepuio
CrblofieHTa.

Hanuuve 3 deKTHBHBIX METOOB JIEUEHHS, TAKHX KaK (epMEeHTO3aMeCTHTElbHAs
Tepanus, NOBBIAET HHPOPMHUPOBAHHOCTh Bpauell pasNMYHBIX CrEUHalbHOCTEH O
JaHHOW rpynne 3aboneBaHui. CKPHHHUHIOBbIE NpPOrpamMMbl JHAarHOCTHKH JTaHHOM
rpynnsl 3a601€BaHMi Aal0T BO3MOXXHOCTb OBICTPO, €llle B paHHEM BO3pacTe NOCTaBHTh
[MarHo3 ¥ HanpaBuTh peGeHka B (efiepalbHBIH UEHTP /s OOC/IENOBaHHA H TOYHOM

BepUpHKaUUH AMarHosa.
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3.5. Bepnduxkauus auarsosa MYKOMNOJHCaxapHA03 BpayaMu NMepBHYHOro

3BeHa

OnHOH M3 BaXHBIX NMPOONEM paHHe#d [MarHocTHka 3aGoNeBaHMl W3 IPyIIBI
MyKOIIOJIHCaXapHI030B ABSCTCA OCBEIOMIEHHOCTh W KBanM(pUUUpOBaHHAs paboTa
ppaueil NIepBUYHOro 3BeHa. OueHb YacTo nepsble cumnTomsl MITC HecrneuudpruyHbl U
NoXoXH Ha TpPOABIEHUS JNPYrMX 3aboneBaHui. PeGeHox MoxeT mnonroe Bpems
Ha6/110J1aThCA Y3KONPOOHIBHBIMK CHELMANUCTaAMK (HEBPOMATONOroM, KapAHONOrOM,
OTO/IADMHIOJIOTOM,  XMDYPrOM, OQTalbMONOroM), MOCKONbKY —(eHOTHIHYECKHE
nposBJIEHHs HE BCET1a 3aMETHBI BpayaM, H, K COXaNeHHIO, IPOXOAUT MHOTO BPEMEHH,
npexJe YeM MaLUEHT MOMajeT Ha NPUEM K Bpayy-reHeTHKY.

[TonnopraHHbIA XapakTep MOpPaXeHHs M TAXKECTh KIMHHUYECKOH CHMMITOMATHKU
00yCIIOBIHBAIOT HEOOXOAMMOCTb MYJIbTHAMCUIUIMHAPDHOTO MOAXOJAa K TaKTHKe
BeJIEHHS CIIOXKHBIX MalHEHTOB, MMEIOIIMX NTOpaXKEHUE HECKOJIbKUX OPraHOB U CHUCTEM,
0co6eHHO B COYETAaHUH C NIPOrPECCUPYIOLINM TeYeHHeM 3a00JieBaHuUS.

[Ipyn aHanu3e MeOUUHMHCKOHW AoKyMeHTauud 113 mauueHTOB ObLIO BBIABIEHO,
YTO yalle BCEro [MarHo3 HacjeACTBEHHOro 3aboneBaHus Obul 3amoJl03peH BpavyoM
HeBposioroM (26%), a ewme B 20% cnyuaeB Ha MeOMKO-T€HETHYECKOM
KOHCYJIbTUPOBaHUM HaCTaWBalX POJMTENH, OCOOEHHO B ClydasX MPOrpeCCHPYIOLIEro
TeuyeHHs 3a00JieBaHHsA U OTATOLEHHON pOAOCIOBHOM.

Obpaluaet Ha ce6s BHMMaHUe TOT (aKT, 4TO NMeAUaTps! avub B 11 % cinyyaes
OTNpaBAs/IK AeTed Ha KOHCYJIbTalMIO K Bpayy-reéHETHKY INpH JOCTATOYHO YacTOM
obpallleHHH 3TUX JeTed 3a MeAHaTpUYecKOH IOMOLIBIO, KaK B CBS3M C 4YaCThIMH
OTHTaMM, 6pOHXMTAMH, IIYMHBIM [bIXaHHEM, TPbDKaMH, TaK M C NpoQUIaKTHYECKOH

uensio (Puc. 3.2.).
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PucyHok 3.2 - CneumanncTbl, 3ano403puBLLINE AMAarHo3 MyKonoamcaxapumzaos

3.6. OTAroWEHHbIN ceMelHbI aHaMHe3 Yy NauneHToB C pa3MYyHbIMU
TMnamn Mykonosucaxapugosa
[loCTaTOYHO 4acTo B CemMbAX 00CNefOoBaHHbIX HaMW [eTeil yxe BCTpeyanuchb
cnyyam 3abofneBaHMs  MyKOMonuMcaxapugo3oM Cpeau  POACTBEHHMKOB. W3 117
nauveHtoB y 33 uyenosek (30%) wumMenucb 65M3KMEe POACTBEHHWUKMW, CTpagarolime
[aHHbIM 3aboneBaHMeM (pofgHO GpaT wnm cectpa npobaHaa, AAAs, ABOOPOAHbIE

6patba nnu cectpbl) (Tabn. 3.6.).

Tabnuya 3.6 - CeMbMn C OTATOW,EHHbIM CEMENHBIM aHaMHE30M Y NaLneHTOB

MyKononucaxapuao3aMm pasinyHbix TUMNOB

Tunel MIMNC Cembu ¢ % Bo3pacT nocTaHOBKM
n OTArOLLEHHbLIM AanarHosa (mec.)
aHaMHe3oMm M L
n=33
MIMC | n =23 4 12% 9,750 3,276
MMAC Il n=5 21 64% 44,571 7,390
MIC 1l n =24 6 18% 46.333 3,997

MIC IV n=7 2 6% 90,00 54,00
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Cpenn OOC/I€IOBaHHBIX MALMEHTOB NOCTATOYHO HacTO BBIABISJIMCH CJIyYaH C
OTArOLIEHHBIM CEMEHHBIM aHaMHe30M, oflHako, B 71 % ciyyaeB 3aboJieBaHHe He Ob1Io
3aMKCHPOBAHO HH Yy KOTO0 M3 pOJICTBEHHUKOB mamueHTa. Haubonee uacTo
oTArOLLEHHBIA aHaMHe3 CeMBbH BCTpevascs y nauuentos ¢ MIIC II tuma: 22 ciyyas
(40%) u3 55 ceMeil. B 6 cembsax u3 24 cpenu maumentos ¢ MIIC 11l Tuma uMenuch
cly4ad HETOPOXKIEHHA CHOCOB ¢ [laHHBIM 3a60NeBaHHeM, Takke BBISBIEH OJMH
cyyai JIByX MOPaXXEHHBIX AeTeH B onHOH cembe ¢ MIIC 1V tuna u y 4-X MalMKEHTOB C
MIIC 1 tunma. CrnenyeT OTMETHTh, 4YTO HaMM He BBISBIEHO CTATHCTHYECKH
NOCTOBEPHBIX PAa3NHUYMii MEeXIy BO3PAaCTOM [MOCTAHOBKM JAMarHosa y JAeTell ¢
orsrouleHHbIM (43,42 + 6,02 mec.) u HeoTsrowenHsIM (47,69 + 3,34 Mec.) ceMeiiHbIM
aHaMHe30M. OJTO CBS3aHHO C HH3KOM WHGOPMHPOBAaHHOCTHIO CeMeil O THMax
HacleloBaHHA  3abo0JieBaHMS, HENOCTATOYHOM MCIOJB30BAaHMHM  BO3MOXHOCTEM
JOpOAOBOM U npeAUMILIaHTallHOHHOMN reHEeTHYECKOM JIMaTHOCTHUKH,
NCHXOJIOTHYECKMMH (aKTOpaMM, a TakKe MO3[AHWM MOATBEPXJAEHHEM AMAarHo3a y
cTapuiMX OpaThbeB M cecTep NpH 3a00JIeBaHMAX C AyTOCOMHO-PELIECCHBHBIM THIIOM
HacJleIOBaHHs.

Kak npaBuno, B cembsx, otaromeHHbx no MIIC II tuna, 66111 60nbHBI O9a4
WIH [BOIOpOAHbIe OpaThss NpoOaHOOB MO MaTEpPUHCKOHW JMHHH. DTO JaeT Bpauam
BO3MOXHOCTbh JOCTaTOYHO OBICTPO, €llle Ha NepBOM ToAy >XW3HM, BepHULMPOBATH
3aboneBanue. B cempsax, ortaromennrix no MIIC I u MIIC III tunos, kak npaBuio,
0onbHBI cecTpsl M GpaTha npobanga. OueHb YacTo MIAAIIMH peOGeHOK pOXAAEeTCs A0
TOr0, Kak IOATBEPXKJAEH AMarHo3 crapuieMy cHOCy, NMO3TOMYy HEPEINKO JHarHo3s
MYKOMOJNMCAXapua03 YyCTaHaBAMBaeTCA M CTapieMy, M MiagmieMy pebeHky
OZIHOBPEMEHHO.

Hanee ™Mbl nposenu cpaBHeHHE MEXAY CPEAHMM BO3pacTOM I1OCTaHOBKH

AWarnosay JETEN C OTATOLLEHHBIM U HE OTArOLLIEHHBIM CEMENHBIM aHAMHE30M.



Tabauua 3.7 - Bo3pacT NMOCTAHOBKH THArH03a MYKONOJIHCAXAPHAO03 B CEMbAX € OTANOIMEHHbIM H HE OTArOLIEHHBIM

ceMeHHbIM aHAMHE30M

Tynot Bce nauueHTh! AHaMHe3 OTAroleH AHaMHe3 He OTArouleH P (aHamMHe3
MIIC N Bospact N Bo3spact Bospact OTSAroLleH/He
n
M+m c M+m c M+m o OTATOLLEH)

Bcero | 117 46,47+2,93 31,70 | 33 43,42+6,02 34,61 | 84 47,69+3,34 30,62 0,517

| 23 30,83+6,40 30,69 | 4 9,75+3,28 6,55 | 19 35,26+7,34 32,00 0,134

I1 55 45,35+4,04 29,98 | 21 44,57+£7,39 33,87 | 34 45,82+4,78 27,85 0,882

I11 24 53,88+6,20 30,35| 6 46,33+4,00 9,79 | 18 56,39+8,14 34,52 0,279

IV 7 65,43+14,64 | 38,73 | 2 90,00+54,00 76,37 | 5 55,60+8,59 19,22 0,638

\"! 8 60,38+10,39 | 29,38 | 0 - - 8 60,38+10,39 29,38 -

n — konuyecmso HabnwdeHull, M — cpedHee sHayeHue, m — owubka cpedHezo, 0 — CMaHdapmHoe omxnoHeHue, P*- omazouwjeH/HeomA20uieH.

98



B 4 cnyyasax gunarHo3 MIC | Tuna 6bin ycTaHoBMeH paHblle (9,75 + 3,28 mec.) B

CeMbAX C OTAroweHHbIMm aHaMHE3OM, 4YeM Yy TnalyMeHToB C HEOTFIFOLLI,GHHOVI

HacneacTBeHHocTblo 35,26 + 7,34 mec. (2 roga 11 mec.).

T™n MIMC

PucyHok 3.3 - Bo3pacT nocTaHOBKM AMarHo3a B CeMbSAX NaLnUeHTOB C

OTATOLWEHHONM W He OTArOLWEHHON HACNeACTBEHHOCTbIO

B cemMbsX, C OTArOWEHHbIM CeMelHbIM aHamHe3om no MIC Il Tuna, Bo3pacT
MOCTAHOBKM AMarHosa He OTaMYanca OT Apyrux naunmeHToB UM COOTBETCTBEHHO
coctaBun 44,57 + 7,39 mec. n 4582 + 4,78 mec. B cembsix, MMeOWMX AeTein ¢
Mykornonmcaxapugosom Il Tuna, Takke He NOAYYeHO AOCTOBEPHbIX pasinyunii B
BO3pacTe MOCTAHOBKM AMarHo3a Mexay CeMbfMU C OTArOWEHHbIM U He OTArOLEHHbIM
CeMeiHbIM aHaMHe30M. Y [BYX MauueHTOB W3 OAHOW cembe C 601e3Hb0 MOpKMo
[varHo3 6bln LOCTaTOYHO MO3AHO M3-3a MPOXMBAHUA B CENIbCKOM MECTHOCTM, TAe Bpayn

OblM HEOCTATOMHO OCBEAOM/IEHbI O XapakKTepe 3ab0neBaHNS.
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Ta6auna 3.8 - CpaBHeHue cpegnero BO3pacTa NOCTAHOBKH AHArHO3a
MYKOTOJIMCAXaPHA032 Pa3/IHYHBLIX THIIOB B CEMbAX C OTANOLIEHHBIM H He

OTATroleHHBIM AaHAMHE30M

] ~ ~
Tun MIIC| Otsroietnbi# | i |CpelHuii BO3paCT NOCTaHOBKH t- Kputepui
aHaMHe3 avarsosa (M+m) kputep| Manna-YUTHH
it

TMIIC1 | Ja 4 9,750+3,276 0,134 0,056
Her 19 35,263+7,342

MIIC 11 | Ha 21 44,571+7,390 0,882 0,742
Her 34 45,824+4,775

MIIC 11 Ha 6 46,333+3,997 0,279 0,973
Her 18 56,389+8,136

He BBIABIEHO CTAaTUCTHYECKH 3HA4YMMBIX pa3jMyMi CpedHero Bo3pacta
[JOCTAHOBKH [MarHo3a y OONBHBIX B CEMbSX C OTATOLIEHHBIM M HEOTATOUIEHHBIM
anamue3oM (npu MIIC | Tuna pasnuuus 61M3KM K 3HAaUMMBIM INIPH HCIOJNB30BaHHH

kpuTepus MaHHa-YUTHH).

3.7. Pacnpene/ieHHe NAHEHTOB ¢ Pa3JHYHLIMH THIIAMH
MYKOIOJIMCAXapH/032a N0 BO3pacTy Havyaja depMeHTO3aMeCTHTENLHON Tepanuu
Jns 3¢b¢eKTUBHOrO HCMOIb30BaHHUA (bepMeHTO3aMECTHTENBHON Tepanuyi U

NpeAoTBpAllICHUs pa3BHUTHA KJIMHUYECKOH KapTHHBI 3a00yieBaHUsl OUE€Hb BaXXHBIM

sBsercs Bo3pacT Hauana O3T.



Tabunua 3.9 - Bospacr Hayana ¢pepmenTozamecTuTenbHo# Tepanun y nauuentos ¢ MIIC I, II, VI tunos

Tunet MIIC

Cpenuee

Cta. ominbka
CpeJHero

Crn.
OTKJIOHEHHE

Min

Max

[Tpouentnnu

25 50

75

I Tun
BO3pacT MOCTAHOBKH JHArHo3a
n=23

30,83

6,40

30,69

4,00

136,00

11,00 17,00

53,00

I Tun
Bo3pacT Havana O3T
n=17

65,47

13,63

56,20

3,00

206,00

21,00 | 57,00

106,00

I Tun
avardos — Havasno O©3T
n=16

30,13

11,41

45,62

0,00

179,00

3,00 11,00

49,25

II Tun
BO3pacT MNOCTAaHOBKH AHarHo3a
n=56

47,11

4,34

32,50

2,00

144,00

24,50 | 38,50

67,25

II Tin
Bo3pacT Hauana P3T
n=45

74,09

7,09

47,54

4,00

197,00

37,00 | 66,00

98,50

Il Tun
auardos — Havasnso ®3T
n=43

35,51

5,58

36,60

2,00

155,00

7,00 20,00

60,00

VI tun
Bo3pacT Havyana ®3T
n=7

121,71

23,06

61,01

35,00

202,00

85,00 | 102,00

193,00

VI tun
auartos — Havasno ®3T
n=7

66,43

18,17

48,08

14,00

137,00

17,00 | 47,00

107,00

68



®3T nonyyann 17 naumeHTos ¢ MIMC | TMna. MUHYMaNbHLIA BO3pacT Hadana
®3T coctaBun 3 Mmec. CpeaHuii BO3pacT NOCTaHOBKW AuarHosa 65,47 mec. (5 net 4
Mec.). BpemeHHOM OTpe30OK C MOMeHTa MOCTaHOBKM [marHo3a [0 Hayana Tepanuu
coctasun 30,13 mec. (2 roga 5 mec.).

MaymeHTol ¢ MIMC 11 Tna Hayanu nony4yats Tepanuito B 74,09 mec. (6 net 1
Mec.), Npu 3TOM [AMarHo3 um 6bln YCTaHOB/IEH B cpefHem B 3 roga 9 mec. Takum
06pa3om, C MOMeHTa MOCTaHOBKWN anarHosa fo Havana ®3T npowso 35,51 mec. (2 roga
9 mec.). MaymeHTbl ¢ MIMC VI Tnna HaunHanm ®3T Tepanuio B 121,71 mec. (10 net 1
Mec.), CpefiHMIA BO3pacT NOCTaHOBKM AuarHosa y aTux Aeteil coctasun 66,43 mec. (5,5

Mec.).

Tvn MMC

PucyHok 3.4 - Beputhunkaunsa guarHosa y naymentos ¢ MIC I, Il, VI Tunos

n Bo3pacT Hayana ®3T
Mo3gHee Hayano ®3T OT MOMEHTa MNOCTAHOBKW AMarHosa y MauneHToB C
pasIMyHbIMKM  TUNaMKU  MYKOMOMMCaxapnio30B, Kak MpaBWio, CBS3aHO, C HU3KOWA
NH(OPMUPOBAHHOCTLIO Bpayeil 0 BO3MOXHOCTAX (DEPMEHTO3aMeCTUTE/IbHON Tepanuu,
39KOHOMUYECKUMU TPYLHOCTAMMW, HEMOHUMAHWEM poAMTeNneil He0BX04MMOCTU NeYeHUs,

OCOGEHHO Y NaUMeHTOB C erkum TeveHmem MIIC.
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Ta6.auua 3.10 - CpaBHenne Bozpacta nauana ®3T mexay NalHEHTAMH ¢

pasauunsivMu THnamu MIIC

Tuns! MIIC Bospact Hauana ®3T Juarnos — navano ®3T
Iull [ TuVI[IuVI| Iull [1uVI[IIaVI
" Kpurepuit U Manna-Yutan 330,000 | 30,000/86,500 | 261,500 | 26,500 | 89,500

ACHMIIT. 3HAaYHMOCTbh 0,407 0,061 | 0,057 0,159 0,049 | 0,088

wnﬁ paBeHcTBa cpennux | -0,605 | -2,176{-2,375 | -0,470 | -1,729 |-1,985
3Ha4YHUMOCTh 0,547 | 0,041 | 0,021 | 0,640 0,099 | 0,053

'-oeyxcmopmnm

BrIsBI€HBl CTATUCTHYECKH 3HAYHMMBble pa3nuuus Mexay Bo3pacTom Hadana ®3T
y NallieHTOB C MIIC I u MIIC VI, MIIC II u MIIC VI tunos.

[TpoROKUTENbHBIA BPEMEHHOH OTPE30K MEXAY BO3pacTOM TNOCTaHOBKH
guarHoza W HavanoM 3T mpexiae Bcero cBs3aH ¢ TPYAHOCTIMH TOJYy4YEHHS
NpenaparoB, HENOCTAaTOYHOM OCBEJOMIICHHOCTBIO Bpayed M CeMeH TNalneHTOB 06
sbpextBHOCTH P3T, OTCYTCTBHEM MYNBTHAMCUILIHHAPHOrO MOAXOA2 K BEACHHIO
NAUMEHTOB C PEeIKHMH GONe3HAMH, HeIOCTAaTOYHOH MHGOPMHPOBAHHOCTH Bpaied o

nocneacTBusax nosaxero Hauana ®O3T (Tabauua 3.11.).



Tabumna 3.11 - 3T y nauuenToB ¢ pasanuHbiMH THRaMu MIIC

Tuner MIIC Hetn, nonyyaswne ®3T (n=70)
Hetu, nonyuaswne O3T HeperynspHo
Bospact Hayana ®3T Bospact otmenst ®3T | Ilepepri 3T (mec.)
(Mec.) (Mmec.)
I Tun n 17 4 4
Cpennee 3HaueHue 65,76 120,75 2,00
CraHgapTHOE OTKJIOHEHHE 55,92 70,70 0,82
CranpgapTHas omnMbka cpeHero 13,56 35,35 0,41
3HaYeHHus
Munumym 6,00 59,00 1,00
Maxkcumym 206,00 207,00 3,00
[l Tun n 46 12 12
CpenHee 3Ha4eHHE 73,83 97,42 3,08
CranpgapTHOe OTKJIOHEHHE 46,69 47,26 1,68
CraHpapTHas owmnbka cpegHero 6,88 13,64 0,48
3HaYeHHUs
MuHHMYM 6,00 24,00 1,00
Makcumym 197,00 158,00 6,00

6



VI tun n 7 3 3
CpenHee 3HaYeHHE 121,71 158,67 3,00
CraHpapTHOE OTKJIOHEHHS 61,01 65,65 1,00
CranpapTHas omnbKa cpeHero 23,06 37,90 0,58
3HauYeHHUs
MuHHUMYM 35,00 99,00 2,00
Makcumym 202,00 229,00 4,00
Bcero n 70 19 19
CpenHee 3HaueHHe 76,66 112,00 2,84
CranpaapTHOe OTKJIOHEHHE 52,07 56,56 1,46
CraHgapTHas omMOKa cpeiHero 6,22 12,97 0,34
3HAYEHHUA
MuHumMym 6,00 24,00 1,00
Makcumym 206,00 229,00 6,00

Ilpoxosxenue Tadanus 3.11

£6
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K coxaleHulO, HE BCe NauMeHThl nomyyaror O3T HEMNpepbIBHO. JTO
CBS3aHHO, KaK TPABUJIO, C O3KOHOMMYECKUMH M OPraHW3alMOHHBIMH (aKTOpaMH.
[lepepbiBbl B IEYEHHH OT 1 no 7 mMecsues 6bn y 3 peteit ¢ MIIC VI THMNa, 12 peteii ¢
MIIC 11 tama u 5 GoneHeIX ¢ MIIC 1 Tuma. Ilpn oTcyTtcTBMM cneuuduyeckoro
neyeHus y Bcex mnaudeHToB (100%) cnyyaeB BhissBNEeHbI YXYAOLIEHHUsT B COCTOSHHH:
HapylUeHHE CHa AUarHOCTUPOBAHO y 5 AeTe, GbicTpas yToMiseMocTh M HapacTaHHe
cnaboctd - y 13 HeTed, HapylieHMe moxonku - y 9 peteil, yTpata ABHMIaTe/bHbIX
HaBBIKOB - Y 2 GONBHBIX, yTpaTa peud - y 3 nerei, nceBnoOyns6apHeIii CUHAPOM - y 3

NaLMEHTOB.

3.8. Ouenka HyTPHTHBHOIO CTATYCa Y NAUHEHTOB € PAa3JHYHLIMH THIIAMH
MYKOMNOJIHCAXaPHI030B

OueHka HYTPUTHUBHOrO CTaTyca MalMEHTOB C MYKOIOJIMCAaXapUA030M
ABNAETCA OYE€Hb BaXHBIM IPOTHOCTHYECKUM (aKTOPOM TeueHUs 3aboseBaHUS.
YxyauleHHe HyTPUTHBHOIO cTaTyca y JeTeil ¢ JaHHOH MaToJIOTHER TeCHO CBA3aHO C
TSDKECTBIO TeueHHUs 3abosieBaHUs, MOPaXXeHHEM CepAEeYHO-COCYIUCTOH, AbIXaTeJIbHOM
cucrem ¥ LUHC.

[lpu c6bope aHaMHECTHYECKHUX NAHHBIX Mbl YTOYHSUIM: COCTOSHME 310POBbA
poauTened, OCOOEHHOCTH TMpoTekaHHs OepeMeHHOCTH M poaoB. TeueHue
0epeMEHHOCTH M POJOB OKa3biBaeT 0OJIbLIOE BIMSHHE HE TOJNBKO Ha (GYHKLHOHATIbHOE
COCTOSHHE BHYTpUYTpOOHO peGeHka, HO M Ha OCODEHHOCTH pa3sBUTHS TMocie
poxaeHus.

Hetu ¢ pasnmuuneiMi Tunamu MIIC, poxaanuch, npeHMyIIECTBEHHO,
IOHOUleHHBIMH (95%) ¢ Maccoif Tejla H  pOCTOM, COOTBETCTBOBAaBLUMMH
CpeaHeBO3pacTHRIM NnokazaTedsM. Tonbko 1 pebeHok uMeN Maccy Tesa NpH poXAEHUH
2490 r. CamocTosTeNbHO pozbl paspewnnuck y GonbwuHcTBa (79%) Marepei,
OonepaTUBHBIM myTeM - B 21% cny4aeB. Huskue ouenku no uikane APGAR ot 1 o 6

bannos oTMeuens y 2 neTeil, peaHMMalMOHHbIE MEPOMPUATHS, HCKYCCTBEHHas
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peHTH/IALMA JIETKUX TIOCNIEe POXICHUS NOTpe6oBanuch 4 GoNbHBIM M3 NaHHOM TpYIIIbI
nanyeHTOB.

O6111en3BECTHO, HTO MNOKa3aTenu (U3UUECKOTO pasBUTHS HOBOPOXAEHHBIX
ymetoT 0OJIBLIOE 3HAUCHHE AT €T0 a[anTalkK B HEOHaTalbHOM Nepuoze. Hamu 6b11u
npoaHa/M3MpOBaHbl TOKA3aTelH poCTa, Beca M MHAekca Maccel Tena (MIMT) y
[aUMeHTOB C pa3iu4HbIMH TumamMH MIIC, kxax npu poxaeHMH, Tak ¥ Ha MOMEHT
NOCTYN/I€HHH B KIIMHHUKY.

Jlns IMarHOCTHKH OTKJIOHEHHH BEJIMYMH aHTPOIIOMETPHYECKHX MOKa3aTelel
oT MeAMaHbl CTaHAAPTHOH MOMYJSUMH ONpEfeNeHbl OTPEe3HblE TOYKHU Z-3HAYeHHH.
JleyUMT Macchl Tela MM HE/JOCTaTOYHas JUIMHA TeNla pebGeHKa AWarHOCTHPYIOTCS
npyd BeJMYMHE COOTBETCTBYHOWIErO Z-3HaueHWs MeHblle -2, BBHICOKME IOKa3aTelH
dusuueckoro pasBUTHs - Gonee +2. M3bbltounas Macca Tena XapaKTepH3oBalach
TaK)Xe MHJEKCOM MAaccChl TeNla K Bo3pacTy Gonee +1.

[Moxasarenn ¢u3HYeCKOro pa3BUTHS Y TNaUMEHTOB obOcCiefyeMoll HaMu
rpynnbl [IpH pOXAEHUH NpeAcTaBieHs! B Tabnuue 3.12.

CpenHue 3HayeHHs MacChl Tena M JIMHBI TPH POXIAEHUHU Y OOJNBIIMHCTBA
nauneHToB ¢ MIIC cooTBeTcTBOBasia CpeAHEBO3pacTHBIM MOKa3aTeNsAM 3J0pOBBIX
nered. CpeHss Macca Tella COCTaBHa Y MajbuukoB - 3609 + 500 r, neBouex - 3420 +
120 r. ¥V pereit ¢ MIIC I tuna macca npu poxxaeHuu - 3480 + 50 r, anvna — 52 cm. Y
Malp4YHMKOB C OoJie3HbI0 XaHTepa Macca Tejla NpeBblllajia HOpMajlbHbIE MOKa3aTeNln —
3700 + 490 r, nauna 53 £ 2,98 cm. Y nauuenTos ¢ 111 u I'V tunamu MIIC noxazatenu
¢usHueckoro paspuTus Gty B npenenax Hopmsl. Jetw ¢ MIIC VI tuna mpu
poXXaeHHH UMeNn Maccy 3890 + 510 r u anuny 54,88 £+ 1,98 cMm.

JIns cpaBHEHMs aHTPOIIOMETPHYECKHX JAHHBIX y JeTeH C pasMYHbIMH
THIIaMH MyKOTIONHCAaXapHI030B NPH POXIEHHH ObLT HCIONb30BaH KpuTepuit MaHHa-
YuTHY, t-kpuTepuit paBeHcTBa cpeaHuX, MpH p < 0,05 — CTaTHCTMYECKH 3Ha4UMBbIe

Pasnuuus.
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Ta6nuna 3.12 - 3Hauenns pocra, Beca u UMT V peTeii pasiH4HbIMH THNAMH

MIIC npu poxaenun. Kpurepuit Manna-Yuruu. Ipu p <0,05 — craTHcTHYeCKH

3HA4YHMbI€ pa3jIHYHA

AHTpPOTIOMETPHYECKHE Macca (r) JuHa (cMm.) HUMT
JaHHble M m M m M m
™ Bce tunbl MIIC n=117 3484,783 103,435 52,478 | 0,703 {12,291/ 0,194
MIIC I n=23 3697,636 | 66,343 | 53,027 | 0,402 (12,793| 0,176
MIIC II n=55 3412,083 |146,035| 52,083 | 0,855(12,092} 0,232
MIIC I n=24 3890,714 | 158,191 | 52,857 | 0,261 {13,586 0,541
MIIC IV n=7 3887,500 |179,610| 54,875 | 0,693 {12,650 0,708
MIIC VI n=8 3484,783 |[103,435| 52,478 | 0,703 12,291 0,194

Cpennue nokasarenu pocta, Beca U MIMT y nauuenTtoB ¢ pa3nuyHBIMH THIIAMH

MIIC cooTBETCTBOBaIM CPEJHUM MoOKa3aTeNnsM 1o peruonaMm PO.




Ta6auna 3.13 - CpaBHeHHe aHTPONIOMETPHYECKHX JaHHBIX AeTeil ¢ pazauyHbIiMu Tunamu MIIC npu poxaenuu

Tunbi Macca | JnunHa | UMT Macca | [Inuna | UMT
MIIC
[-II | Kpurepnit U Manna-Yutun | 481,50 | 560,00 (540,5 | I-II | t-kpurepwmii paBeHcTBa cpeauux | -1,723 |-0,719 | -1,879
AcumMmnr. 3H4. (2-ctoponHss) | 0,079 | 0,361 | 0,264 3Ha4yuMocCTh (2-ctopoHHss) | 0,089 | 0,474 | 0,065
[-IIl | Kputepuit U Manna-Yutan (260,50 | 260,00 248,5 |I-III | t-xkpurepwuii paBeHcTBa cpeanux| 0,653 | 0,571 | 0,883
AcumMnT. 314. (2-cToponHss) | 0,577 | 0,567 | 0,420 3HaunmMocTs (2-ctoponHss) | 0,517 | 0,571 | 0,382
[-IV | Kputepuii U Manna-Yutau | 43,00 | 63,500 36,00 |I-IV | t-kpuTepuii paBeHcTBa cpeanux | -1,957 [-0,506 | -2,831
AcuMnT. 3H4. (2-cToponHss) | 0,066 0,398 | 0,029 3Ha4YMMOCTh-(2CTOPOHHSIA) 0,060 | 0,617 0,008
I-VI | Kpurepnit U ManHa-Yutuu 49,00 | 42,500 (69,00 [I-VI | t-xpuTepuii paBeHCTBa cpeanux | -1,966 |-1,891 | -0,488
AcuMmnT. 3H4. (2-ctopoHHsis) | 0,052 | 0,024 | 0,298 3HaYUMOCTh (2-CTOPOHHSIA) 0,059 { 0,069 0,638
II-11I | KputepuitU ManHa-Yuthu (499,50 | 563,50 |487,0 | II-III| t-xpuTepwmit paBeHcTBa cpeaHux | 2,037 | 1,446 2,511
Acumnrt. 3H4. (2-ctopoHHss) | 0,040 | 0,160 | 0,029 3HauyumocTh (2-ctoponuss) | 0,050 | 0,152 | 0,014
[I-1V | Kputepuit U Manna-Yutan 150,000 | 182,000 131,0 |II-IV |t-kpuTepuii paBeHcTBa cpeanux | -1,018 | 0,358 | -1,534
Acumnrt. 3H4. (2-ctoponnss) | 0,314 | 0,757 | 0,155 3HAYMMOCTb (2-CTOPOHHSA) 0,313 | 0,722 | 0,130
[I-VI | Kpurepuit U Manna-Yutau |166,50 | 136,50(223,0 |II-VI |t-kpuTepuii paBeHcTBa cpeaHux | -1,043 [-1,710 | 0,179
AcuMnNT. 3HY. (2-cToponHss) | 0,243 0,073 | 0,984 3HaYUMOCTb (2-CTOPOHHSIS) 0,301 | 0,092 | 0,863
I1I-1V| Kpurtepnit U Manna-Yutun |48,500 | 64,000 | 32,50 [II-IV |t-xpuTepui paBeHcTBa cpeaHux | -1,790 -0,620 | -2,982
AcuMnT. 3H4. (2-cToponnss) | 0,075 | 0,279 | 0,012 3HaYUMOCTb (2-CTOPOHHSIS) 0,084 | 0,540 | 0,006
111-VI| Kpurepuit U Manna-Yutuu | 55,000 | 47,000 | 75,00 [II-VI |t-kputepu# papeHcTBa cpeanux | -1,855 -1,927 | -0,844
AcumnT. 3H4. (2-ctoponHss) | 0,059 | 0,025 | 0,293 3HA4YUMOCTb (2-CTOPOHHSISA) 0,073 | 0,063 | 0,421
IV-VI| Kpurepuit UManna-Yuruu | 25,000 | 9,500 | 24,00 [V-VI|t-kpuTepHi paBeHCTBa CPEAHMX 0,013 [-2,578 | 1,025
Acumnr. 3n4. (2-cToponnsis) | 0,728 {0,028 | 0,643 3HaYUMOCTh (2-CTOPOHHSIS) 0,990 | 0,023 | 0,324

L6
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BbisBNCHB CTATHCTUMECKH I0CTOBEPHBIE pa3nuuus no UMT Mexay rpynnamu
pereit ¢ MIIC 1 u MIIC 1V, MIIC II u MIIC 11 u MIIC Il u MIIC IV Ttumos. B
pesy/lbTaTe MPOBEACHHOTO MCCICN0BaHHA, Takke OblIM HalieHbl CTATHCTHYECKH

3HaYUMbIE PA3IHYUA MEXIy NOKa3aTe/IAMH pOCTa NP PoXAeHHWH y nanueHToB ¢ MIIC

[ 4 MIIC VI, MIIC 111 1 MIIC VI, MIIC IV 1 MIIC VI trmos.

Jlns OLEHKH COOTBETCTBHA MACChl TeJla U POCTa, a TAKXKE MACChl Tela K POCTY U
OLIEHKH PacrpOCTPaHEHHOCTH H3OBITOYHOTO/HENOCTATOYHOrO MHUTAHHS MCIIONB30BAIH
nokasatenb Z-score (Z-3HaueHMs), KOTOPBIM NpeACTaBiaseT co6GOi OTKIOHEHHE
3Ha4yeHHH MHAWBHAYAJIPHOTO NOKa3satess (Macchl Tena, pocTa) OT CPEJHEr0 3HAauYeHUs

s llaHHOﬁ NOITYJIAUHH, ACJICHHOE Ha CTAHAAPTHOE OTKJIOHEHUE CpPE€AHETO 3HAYCHUA.

YCTaHOBIIEHO, UTO Macca TeJjla NpU pOXAEHHM y OoJjbluel 4acTH NauMeHTOB C
MIIC (WAZ) 6bu1a B npeAenax AOMYCTUMBIX 3HayeHui (oT -2 go +2) - 108 yenosek
(92%), Hu3kas Macca tena (WAZ < -2) BblsBNeHa TONBKO y Tpex mered (2,6%),
u30biTOoyHas macca tena (WAZ> +2) bsu1a otmevena y 6 (5,1%) nereit. Inaexc maccsl
Tena Ans Bodpacta (BAZ) Obin B npenenax HOpMalbHBIX BENTUUHMH NPAaKTUYECKH y BCex
nayueHtoB ¢ MIIC - 99 (85%). HepocrtatouHocTs mnuTanus (BAZ < -2)
auarHoctupoBaHa y 15 (13 %) neteit, u3bpTounas macca tena (BAZ or +1 go +2) y 3-x
neteit (2 %). Macca Tena ans Bospacta (WAZ) y neteit ¢ pasnuyHeiMH THnamu MIIC

TaKxe Oblyia B npeaeiax Ao0nyCcTuMbIX 3HaYE€HHUH.

Ilo naHHBIM mNpOBEJEHHBIX HCCIENOBaHHH HaMU BbIABJIEHO nNpeobianaHue
HOBOPOXIEHHBIX ¢ BbICOKMM pocToM cpeau aeteit ¢ MIIC VI Tuna -7 uenosek (87,
3%), ¢ MIIC IV tuna - 5 uenosek (71,4%) u y 33 uenoex (60%) ¢ MIIC II Tuna.
Munekc maccwl Tema ans BospacTa 6GbU1 3HAUHTENLHO CHUXEH y 3-x netedt (37,5%) ¢

MIIC VI, u y kaxgoro yerseproro HosopoxaetHoro ¢ MIIC III tuna (6 u3 24).



Ta6sinua 3.14 - CpaBHHTe1bHAS OLleHKA NoKa3aTeJiell Z-scores GU3IMYECKOro Pa3BUTHS NAUNEHTOB ¢ PA3/IMYHBLIMH THIIAMH

MIIC npu poxaeHun

Tunst MIIC Z=score <-2SD Ot -2 no -1SD Ot-1 no +1SD Ot +110 +28D >+2 SD n
Macca /Bo3pact 1 3 ! 66 3> L L
% 2,6 6,0 56,4 29.9 5,1 100,0
Bce Poct/Bo3pact 2 3 0 33 17 o L
% 2,6 0 28,2 14,5 54,7 100,0
n 15 31 68 2 1 117
HUMT/Bo3pact % 12.8 26.5 58,1 1,7 0,9 100,0
Macca /Bo3pact 2 ] 1 16 ! l =
P % 43 43 69,6 17,4 43 100,0
n 1 0 9 3 10 23
MIIC 1 Poct/BO3pact % 13 0 39,1 13,0 43,5 100,0
n 3 5 15 0 0 23
HUMT/Bozpact % 13,0 21,7 65,2 0 0 100,0
M / n 1 2 31 18 3 55
acca /Bo3pact % 1.8 3.6 56,4 32,7 5,5 100,0
n i 0 15 6 33 55
MIIC II Poct/BO3pact % 18 0 27.3 10,9 60,0 100,0
n 3 18 32 1 1 55
NMT/Bo3pacT % 55 32.7 58,2 1,8 1,8 100,0
n 1 4 13 5 1 24
Macca /Bo3pact % 42 16.7 54,2 20,8 4,2 100,0
n 1 0 9 5 9 24
MIIC 111 Poct/BO3pact 9 42 0 37,5 20,8 37,5 100,0
n 6 6 12 0 0 24
WMT/Bo3pact % 25.0 25.0 50, 0 0 100,0
n 0 0 3 3 1 7
MIIC IV Macca /Bo3pact % 0 0 42,9 429 14,3 100,0

66



Poct/Bo3pact - 0 0 0 2 2 L
% 0 0 0 28,6 71,4 100,0
0 2 4 1 0 7
UMT/ :
T/Bo3pact % 0 8.6 57.1 14,3 0 100,0
n 0 0 3 5 0 8
Macca /Bo3pact % 0 0 375 62.5 0 100,0
n 0 0 0 1 7 8
MIIC VI Poct/Bo3pact % 0 0 0 12.5 87,5 100,0
n 3 0 5 0 0 8
WMT/Bo3pact % 375 0 62,5 0 0 100,0
Macca /Bo3pact n 1 ! 2 - 1 o
P % 7.1 64,3 14,3 7,1 100,0
n 1 0 6 1 6 14
I'ypnep Poct/Bo3pacT % 71 0 429 71 42,9 100,0
n 1 3 10 0 0 14
HWMT/Bo3pact % 71 21,4 71.4 0 0 100,0
M / n 0 0 7 2 0 9
acca /so3pact % 0 0 77.8 222 0 100,0
Weiie Poct/BO3pact 2 0 0 3 : : ;
I'ypaep-llleiie p % 0 0 333 22, 44,4 100,0
n 2 2 5 0 0 9
UMT/Bo3pact % 22, 222 55.6 0 0 100,0

IIpoaoaxenne Tabanun 3.14
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lakMm 06pa3om, aHasm3 aHTPOMOMETPUYECKUX [AaHHbIX Y [eTell C pas/IMyHbIMM
Tmnamy MIC npu poXaeHUM B LENOM W B rpynnax no pasnavyHbiM Tunam MIC He
BbISBW/T CTATUCTUYECKM 3HAYMMBIX PasfMymin Mexxay naupeHtamv ¢ MMNC v cpegHUMM

3Ha4YeHNAMMN gna HOBOPOXKAEHHbLIX.
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PucyHok 3.5 - lMokasaTenun Beca 1 pocTa y AeTelt ¢ pa3NnyHbIMU TUNamu
MTC
Kak M3BeCTHO, MyKonosmcaxapugosbl - rpynna 3aboseBaHuin, UMerLmX
nporpeccupytollee TeyeHue, MO3TOMY HaMuM MNPOBOAMNACL OLEHKa HYTPUTUBHOIO
cTatyca fieTeil Ha MOMEHT MOCNefHeNn rocnuTann3aummn B KIMHUKY, KOrga 'y naumeHToB
Y)XXe UMeNochb NopaxKeHune cepaeyHO-COCYANUCTON, AblxaTenbHoi cuctem, LIHC v gpyrve

KNMHNYECKNE TPOABNEHNA 3ab0/1eBaHus.



Ta6imua 3.15 - CpaBHuTeILHAA OLlEHKA NoKa3aTeseii Z-scores pU3H4YeCKOro pa3BUTHS NAIMEHTOB ¢ PA3JIHYHLIMU TUNAMW

MIIC npu nocaeaneii rocnuTa u3auumn

Tun MIIC Z=score <-2S8D Ot -2 no -1SD Ot -1 10 +1SD Ot +1 0o +28D >+2 8D n
Bce Macca /Bo3pacT n 6 8 38 12 12 76
% 7,9 10,5 50,0 15,88 15,8 100,0
Poct/Bo3pact n 48 17 38 9 5 117
% 41,0 14,5 32,5 7,7 4,3 100,0
HUMT/Bo3pact n 8 5 47 27 30 117
% 6,8 4,3 40,2 23,1 25,6 100,0
MIIC 1 Macca /Bo3pact n 0 3 11 1 1 16
% 0 18,8 68,8 6,3 6,3 100,0
Poct/BO3pact n 12 3 6 0 2 23
% 52,2 13,0 26,1 0 8,7 100,0
HUMT/Bo3pact n 0 1 14 4 4 23
% 0 43 60,9 17,4 17,4 100,0
MIIC 1T Macca /Bo3pact n 3 0 18 7 6 34
% 8.8 0 52,9 20,6 17,6 100,0
Poct/BO3pact n 17 10 21 4 3 55
% 30,9 18,2 38,2 7,3 5,5 100,0
HUMT/Bozpact n 3 0 22 16 14 55
% 5,5 0 40,0 29,1 25,5 100
MIIC 11 Macca /Bo3pact n 0 1 6 4 5 16
% 0 6,3 37,5 25,0 31,3 100
Poct/BO3pact n 6 3 10 5 0 24
% 25,0 12,5 41,7 20,8 0 100
WUMT/Bo3pact n 3 4 6 4 7 24
% 12,5 16,7 41,7 20,8 0 100,0
MIIC IV Macca /Bo3pact n 1 3 1 0 0 5
% 20,0 60,0 20,0 0 0 100,0

201



Poct/Bo3pact n 7 0 0 0 0 7
% 100,0 0 0 0 0 100,0
HUMT/Bo3pact n 1 0 2 0 4 7
% 14,3 0 28,6 0 57,1 100,0
MIIC VI Macca /Bo3pact n 2 1 2 0 0 5
% 40,0 20,0 40,0 0 0 100,0
Poct/Bo3pact n 6 1 1 0 0 8
% 75,0 12,5 12,5 0 0 100,0
UMT/Bo3pact n 1 0 3 3 3 8
% 12,5 0 37,5 37,5 12,5 100,0
['ypnep Macca /Bozpact n 0 2 8 1 1 12
% 0 16,7 66,7 8,3 8,3 100,0
Poct/Bo3pact n 7 2 3 0 2 14
% 50,0 14,3 21,4 0 14,3 100,0
HUMT/Bo3pact n 0 0 8 2 4 14
% 0 0 57,1 14,3 28,6 100,0
Lleite Macca /Bo3pact n 0 1 3 0 0 4
[ypnep-Llleite % 0 25,0 75,0 0 0 100,0
Poct/BO3pact n 5 1 3 0 0 9
% 55,6 11,1 33,3 0 0 100,0
HNMT/Bo3pact n 0 1 6 2 0 9

IIpononxenne Tabanusb 3.15
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[na Bcex 06cnefoBaHHbIX [AeTeW C pas/IMdHbIiMKM Tunamm MICAC mccnegyemble
MoKasare/m Z-score MMenn A0CTaTOYHO 060MbLUOW Anana3oH KonebaHuin: macca Tena
A Bospacta (WAZ) y 58 60/bHbIX ¢ MITC 13 76 (76%) 6blnia B npefgenax HopMbl (OT -
2 10 +2), Hu3Kaa Macca Tena (WAZ < -2) BblisiBneHa y 6 pgeteit (7,9%), n3bbITOUHasA
vecca Tena (WAZ> +2) 6blia oTmedeHa y 12 (15,8%) petein.

PacueT nokasaTensa pocta azns Bo3pacTa (HAZ) nokasan, 4To To/bKO 55% (64 13
117) peTeiA Menn AONYCTUMbIe 3HadeHUs (0T -2 Ao +2). Huskuii poct (HAZ < -2)
Habnmancst y 48 nauymeHToB (41% cnydaeB), BbICOKWIA POCT UMeNnM Bcero 5 aeten
(4,3% (Tabn. 6).

HopmasbHble 3HaueHna (MMT ot -2 go +1) otmedeHbl Y 44 % petein (52 u3 117).
HepoctatouHocts nutaHna (MMT < -2) guarHoctupoBaHa nuuwb y 8 (6,8%) peteid, a
m3bbIToyHaa Macca Tena (MMT oT +1 o +2) BbisBrieHa 'y 27 (23%) geTeid.

Y 12 (52,2%) nauveHTOB C MyKonosucaxapmgosom | Tuna Habnwoganacb

HM3KOPOC/IOCTb, Y 8 fAeTel (34,8%) BbisiBNIeHa U3bbITOUHass Macca Tena (MMT >1).

MTIC | Tnna

BO3pacT (Mec)

= 1lmwn 3 10 25 50 75 90 97



Bo3pacT (Mec)

1 3 10 25 50 75 90 97

Cpem NnauyeHToOB ¢ MyKonosncaxapuaosom Il TMna CHMXeHWe pocTa BbisBIEHO y 17
nauyeHToB (30,9%0), n3bbiToUHaa macca Tena (BAZ ot +1 o +2) - y 16 getein (29,1%),
OK/peHre - y 14 netein (25,5%).

MTIC Il Tmna

BO3pacT (Mec)



Bo3pacTt (mec)

- 3 10 25 50 75 90 97

[MNpaKTnyecKn y BCeX NaumeHToB ¢ MyKornonucaxapugosom Il Tuna macca Tena 6bi1a B
Mpegesiax BO3PacTHOM HOPMbI, OAHAKO, Y KaXAoro 4YeTBepTOro nauueHTa BblsB/eHa

HM3KOPOC/I0CTb (6 4enoBek).

MTIC Ill TMna

BO3pacT (Mec)



BO3pacT (mec)

Y 3 10 25 50 A J— 97

Bee nauyieHTbl ¢ MINC 1V Tuna u 6onblian yactb getent ¢ MITC VI Tnna (75%) nmenn
H¥3KopocnocTb (HAZ < -2).

MT1C IV Tuna

(0] 12 24 36 48 60 72 84 96 108 120 132 144 156 168 180 192 204

Bo3pacT (mec)



BO3pacrT (nnec)

4 Tun »10 X J— 50 75 -90

MTIC VI Tuna

Bo3pacT (mec)

97



Bo3pacT (mec)

R 7] R— 3 10 25 50 75 90 97

PucyHok 3.6 - [loKasaTtenn gnnHbl U Maccbl Tena naymeHToB C Pa3/IMYHbIMU
Tunamu MTM1C B 3aBUCMMOCTU OT BO3pacTa

B pesynbTaTe NpPoBeAeHHOro WCCnefoBaHUsA, Hamu Obl10 MOKas3aHO, YTO BCe
JETV C pasIMYHLIMW  TuUNaMmy MYKOMoAncaxapuiosos npu pPo>KAEHUUN UMenT
HOpMa/bHble, @ MHOrAa W BbICOKME TMoKasaTenn pocTa W Beca, OAHAKO MO Mepe
nporpeccvpoBaHNs 3ab0neBaHUsA, PoOCT feTel 3amMeansieTCA W CTaHOBUTCA HUXKe
HOPMbI Y>Ke B TMepBble ToAbl >XU3HW. Hanbosnee Bblpa>kKeHHas 3afep>kka pocTa
HabnofaeTea y naymeHTos ¢ MIMC IV u MIMC VI Tunos. Hannune 60nbLIOM0
KonmMyecTBa [JeTel C  M3bbITOYHOMW Maccoil Tena CBSA3AHHO C  MOBbILUEHHbIM
anneTuToM, HapyLleHeM MULLLEBOTO MOBEAEeHUSA, U ManonoABUXKHbLIM 006pa3oM >KU3HU
naupeHToB. OgHako K 10 rody >XKM3HM y 6GONbLUMHCTBA NauneHTOB HabnogaeTcs

NnocTerneHHoOE CHM>XeHne MacCbl TeJjla B CBA3N C Pa3BUTUEM TSOKENON KAMHNYECKON

KapTVHbI 3200/1€BaHNA.
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I''IABA 4. KIMHUYECKUE NNPOABJIEHUSA
MYKOHNOJJIMCAXAPUAO30B PA3JIMYHbLIX TUIIOB

4.1. KiHHHYecKMe NPOsABJICHMS MYKOMOJIMCAXapPHA030B pa3jIHYHbIX THNOB B
nepBble FOAbI )KM3HH

B 3aBHCMMOCTH OT THNa MYKOMNOJHCaXapH[03a U TXKECTH ero KJIHMHHYECKHUX
nposAB/IeHHH BCTPEYAIOTCA Pa3jIMYHbIE BAPHAHTHI TeYeHHs 3a60neBaHUsA: OT OTCYTCTBHS
KIHHHYECKOH ~ CHMNTOMATHKH [0  TAXENOro MNOpaXeHus  KOCTHO-CYCTaBHOI,
bIXaTeNIbHOH, CepaeYHO-cocyaucTom cucrem, ITHC.

Ha nepBom roany xusHu y 82% nauuedtoB ¢ MIIC 1 Tuna O6bUIH BbISIBIEHbBI
KIHHHYECKHE MNPOSABAE€HHA MYKOIIOJIHCaXapua03a, U3 HUX Y 16 G0nbHBIX C CHHAPOMOM

l'ypnep u y 3 neteit ¢ cuiapomom I'ypnep — Llleite.

Ta6aunua 4.1 - KnuunyeckHe NposiBjieHUsS HA NMEPBOM oAy KH3HH y AeTeil
¢ MIIC I Tuna

KnuHnueckue NpOsABIICHUA
TyronoaBuxHocTh CycTaBoB
deHoTHNHYECKHE M3MEHEHHS
Yacteie OPU
['peixcu
KocTHble n3menenus
Hunapes
[laTonorus cepaua
[TomMyTHeHHe poroBuLbl
3anepxKa MCHXOMOTOPHOTO
pa3BUTHA
lenatocnnenomeranis

n=10| n=7 n=6 | n=14 | n=9 n=>5 n=2 n=4 n=10 n=4

T 3| (30%) | 26%)] (619%)| (39%)| 229)(8, 5%) (179%)| @3%) | (17%)

Haubonee uacto BcTpeuanuchk rpebkH (61%), TyronoaBHXXHOCTH B CyCTaBax
(43%), 3amepka MCHXOMOTOPHOro pa3BUTHA (43%), H3MeHeHUs cKeneTa U
nedpopmans rpyaHoii kneTku (39%). M3MeHeHHs nvua no TUNY raprounusma Gblau
BbigBNneHb! y 7 nauveHToB (30 %). Kaxawli TpeTHi pebeHOK B AaHHOH rpynmne Ha

epBoM rony o>xu3HM 4acto 6onen OPH. Pexe Bcrpeuanucs, pauapes (22%),




renarocrvieHomerama (17%) n nomyTHeHune porosuubl (17%). lMatonorms cepaua B
B/E MOPadKeHMA KanaHHOoro annapara u runepTponyeckon Kapaunommonatumn bbina

BobHBEHA Y 2-X NauueHToB ¢ cMHApoMoM [yprepa.

®m TYyronoABUXHOCTb B CycTaBax m ®deHOTUN m Yactele OPU

| [pbIXN m KOCTHble U3MeHeHus m HapyuweHue ctyna
m [latonoruda cepaua m [loMyTHEHWEe POroBuLbl 3MMP

m [enatomeranus

PucyHokK 4.1 - OCHOBHbIe K/IMHUYecKkue npoasneHna MIC | Tunay fetei
Ha NePBOM TOLY XU3HU
Kaxgbli BTOpoM pebeHOK C CUHAPOMOM  XaHTepa WMeN XapakTepHble
K/MHAYECKMe MPU3HaKW YyXXe Ha MepBOM rofy >XMU3HW. 10 AaHHbIM MeLMLMHCKOM
[OKYMEHTaLMW, 3TU MauueHTbl YyacTo 601esm pecnupaTopHbIMK 3abonesaHnsamun (31 %),
obpal/Icb K XMPypry no noBoAy MaxoBor W/Mam nynovHon rpbbkn (27%), KadKabIn

ML NauveHT Ha6MAancs y HeBposiora C  /[JMArHo3oM 3aepXXKa TeMmroB

MNCNXOMOTOPHOIo PasBnUTUA.



Ta6nuua 4.2 - KNnnHn4YecKne NposiB/ieHUA Ha MepBOM oAy XXU3HKU Yy geTein ¢ MIC

Il Tna
(D)
® be) = 2
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I = = & _ a C
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n=6 n=6 n=17 n=15 n=7 n=6 n=6 n=11 n=8

(11%) (119%) (31%) (27%) (13%) (11%) (11%) (20%) (14,5%0)

"enaTomerasing BbissBNanace y 14,5% nauyueHTOB, CUHAPOM pas3fpadkKEHHOro
KMLeyHka — Yy 11%. [Odeopmauyma rpyaHoOM  KAETKW, KUo3 U CKONO3
aMarHocTnpoBaHbl y 13% peTeid, 11 % peTerd mmennm TYronoAaBWIKHOCTb B CycTaBax,

XapPaKTeEPHbE CbeHOTVII'IVIl-IeCKVIe M3IMEHEHNA W MNaTONONNKO KJ/larlaHHOro arnapara

CepaLa

MIIC Il Tna
m TYyronofBWXHOCTb B cycTaBax m ®deHotun m Yactele OPU
m [pbIXu m KOCTHble N3MeHeHMuA m HapyweHuna XKT
Matonorua cepgua m 3MPP fenatocnieHomeranms

PucyHoK 4.2 - OCHOBHble KNnHunyeckne nposisneHmna MrIC Il Tunay getei

Ha NepPBOM roay >XU3HU
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B rpynne geTed ¢ MyKononucaxapuao3om Il THna u3MeHeHus Ha NepBOM roay
xu3HH ObLTH BBISABNIEHE! B 17 % cnyuaes B Buae 3anepxku NMCHXOMOTOPHOTO pa3BUTHA,
a yacTble peCNHpaTOpHble HHbeKkUMH - y 12% neteii. I3 7 nmauLMeHTOB CHHOPOMOM
MopKHO TOJILKO Y OTHOr0O peO&€HKa Ha NepBOM ro/ly XH3HH GbIIH BBISBJIEHBI NATONOTH
co CTOPOHbI ONOPHO-ABHUTaTeNbHOIro annapara. MHTepecen Tot ¢akr, urto y 37,5% c
cunpoMoM MapoTto-JlaMn  Ha nepBOM oAy JKH3HM 6bUIH AUarHoCTHPOBaHBbI
H3MEHEHHS CO CTOPOHBI CEepAEYHO-COCYAUCTOH CHCTEMBI B BHUAE HEIOCTAaTOYHOCTH
xranaHoB. OnuH pebenok Habmonancs y opronena ¢ aucruiazueit TEC.

Ha BTOpOM roay >H3HH IM€pBble KIHHHUYECKHE TNpOsiBIeHHUs 3abosieBaHUs —
TyronoJBHXHOCTb CYCTaBOB - BblsiBJieHbl Y 1 pebenka MIIC I tuna (cunapom I'yprnepa-
lllefte). Tak xe Ha BTOPOM TroAy >XH3HH 3abonieBaHne MaHubecTHpoBano y 19 aereit ¢

CHHAPOMOM XaHTepa.

Tab6auna 4.3 - KnuHH4yecKHe NPOsIBJIEHHA HA BTOPOM roOy KH3HH y AeTei ¢

MIIC II Tuna
S
0 (3]
= L =~ o) =)
g § § g = E g. < ; b
s £ | 2 8|2 E| S | 5| 5| 8 |E & E 5
F o5 S o = 2 %) X =3 = a. £ = 5
= 4 g 5 E o 4 3. S = o 2 o =
T 3| o 2 |leg = 5 o S S 5 & 8 S
= A E O S @ g 8 S 2 A 8
2 5 g 5 = g 5 2
g‘ '8' E = 5
—
o n=>5 n=10 n=11 [ n=12 | n=3 n=2 n=11 n=8
n:
(26%) (52%) [(57%) |(63%)|(16%)|(10%) (58%) (37%)

Haubonee yacro, B 63% cnydaeB, BCTpeHaJIUCh MaxoBas U NYNOYHas TI'PBDKH.
bonee nonosuHbl neteil MMenu 3aJepXKy ICHXOpeuyeBOro pa3BUTHs (58%), yacThle
pecnupaTopHble 3abojieBaHHS - OTHTBHI, PHHHUTBHI, TUNEepTpopHs aAeHOHWOOB H

MHHJaNHH, GpoHXUTHI (57%).




B TYyronoABUXHOCTb ®m 3MEHeHUa peHoTuna m yactele OPU
B PbIXK m snapes m natonorus CCC

m 3[1PP B renatocnneHomeranus

PucyHok 4.3 - OCHOBHbIe KNMHNYECKWE MPOAB/IEHNA HA BTOPOM oAy YXU3HU

y nayneHtos ¢ MIC Il Tnna

XapaKTepHbli  (beHOTUN BbISIBNEH Yy  52% fgeTeil. Pexke BbISBASNNUCD
renarocnseHomeranua (37%), TyronogBuXXHOCTb B cycTaBax (26%o), anapes (16%o).

B rpynne getei ¢ MIMC 1l Tunay 5 feTteir 3a6oneBaHe MaHU(ECTMPOBA/IO Ha
BTOPOM FOAY >KU3HMW.

Tabnuua 4.4 - KNMHN4YecKne NpoABAEHNSA Ha BTOPOM oAy XXWU3HWU Yy AeTel ¢
MIIC 11l Tnna

§

gg &>
5 % ; Q $ £ /
X @ § S
1T By 5 spld
§ g %é X & 8 4, :
5 & , o %
H

n= m— n=2 n=2 n=3 n=2
(4 %) (8%0) (8%0) (12,5%) (8%)
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Tpoe nmeted (12,5%) Habmonanuce y HeBposora B CBS3M C 3al€PXKKOH
NCHXOPEYEBOT0 M MOTOPHOTO Dpa3BHTHS, HapylLU€HHEM IIOBEAEHHS ayTHCTHYECKOTO
crekTpa, JETCKUM  UepeOpalibHBIM  mnapanuyoM. DeHOTHNHYECKHE H3MEHEHHs
pbIBJICHBl Y 2-X JeTeH, renarocrnjieHoMeraaus — y 2-x paerted, TYronoaBHXXHOCTb
CycTaBOB — Y OJIHOrO pebeHKa.

Ha BTOpOM roay >H3HHM Yy 2-X nauueHToB ¢ MIIC 1V TuHna 6bl10 BBISBIECHO
ji3MEHEHHe I'pyIHOH KJIETKH B BHJ€ KHJIEBHIAHOM Aedbopmauru. Y oAHOro MajlbuHKa C
MIIC VI THna - TYronoABH>XXHOCTh B CycTaBax M KH(}03, H3MEHEHHE JIMLAa MO THUILY
rapronyii3Ma, pEUMAUBHPYIOILHME IPHIXKH.

Takum 00pa3oM, NepBble CHMNTOMBI 3a00JieBaHHA: TOpaXK€HHE IbIXaTeJbHOM
CHCTEMBI, B TOM 4YHCJI€ 4YaCTbl€ OTHTBI, PEUMIAMBHUPYIOLIHE TPbDKH, OrpyOJieHHe 4epT
NHL@, U3BMEHEHHS CO CTOPOHBI KOCTHO-CYCTaBHOM CHCTEMBI, 3afiep)KKa ICHXOMOTOPHOIO
pa3BHTHA BO3HMKANIM Yy OOJBLIIMHCTBaA MalMeHTOB ¢ pa3nuyHeiMH THnamu MIIC. Ilo
pesyabTaTaM NPOBENEHHOrOo HaMM obciieoBaHHs, Haubosee 4acTO Ha INEPBOM roay
#H3HH 3a0oneBaHHe MaHUecTHpoBasio Y nanreHToB ¢ MIIC I tTuna (cungpom I'ypnep)
H y nmaumeHtoB ¢ MIIC II Ttnna. Ha BTOpoM roay >XHM3HM IepBbl€é CHMIITOMbI
3abonesaHuss B BuAe naronorun LIHC, Hapymenud noBeneHus Haubosiee 4acTo
Habmopanuce y naureHToB ¢ MIIC III. IlaTonorus cepaeyHo-cOCyAUCTOH CHUCTEMBI B

nebrote 3a6oneBaHus yalle BcTpeyanack y nauueHtToB ¢ MIIC VI tuna.

4.2. [IopaxxeHHe OpraHa 3peHHs y NAUHEHTOB ¢ pa3JIMYHbIMH THNAMH
MYKOMNOJIMCAXapHA030B

IlopaxxeHne opraHoB 3peHHs 4acTO BCTPEYAeTCs y MAUHEHTOB C pa3IMYHBIMH

mnamMd  MIIC. Tak, BcTrpedanucs peruHonatus (37%), acturmatusm (37%),

NMOMyTHEHHE pOroBHLb! 66110 AHarHocTHpoBaHo y 26% ¢ MIIC 1 u MIIC VI tunos.
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Ta6auua 4.5 - IlaTonorus opranos 3penus y naurenros ¢ MIIC

=
o = = = = S
= | £3| 5| § = 5 = S z
p = = o 5 = = e = S S oz;')
Q a3 [ o oot = = —
= S5 o5 3% = o S = = §
& R R < o 2 o 3 D
[ MIIC 1
18 1
(n=23) 1 2 6 0 3 3 3
MIIC 11
2 1
(n=55) 1 33 11 5 22 6 0
MIIC 111
2
(n=24) 0 4 8 6 0 12 3 0
MICIV ] 5 0 0 0 2 1 4 0 1
(n=7)
MIIC VI
(n=8) 5 1 2 0 0 3 2 1 2
oo | 30 3 g8 | 43 25 o | 43 | 13| 6
(%) (26%) [(2,5%) | (7%) | (37%) | (21%) | (8%) | (37%) |(11%)| (5%)
YA3H: vacmuunaa ampoua 3pumenviozo Hepsa
['unepmerponus BbisiBreHa y 21% mnauueHTOB, MerajokopHea - y 11 %,

kepatonaTtus - y 9 %, kocornasue - y 7%, yacTudHas atpo¢us 3pUTEILHOIO HEpBaA - Y
5% u nereHepauus cetyaTtki - y 2,5% 6o0nsHbIX ¢ MIIC. [ naykoma nMarHocTupoBaHa y
OJIHOrO MallMeHTa, B OAHOM ciiyuae Obl1a 3anoo3peHa KaTapakra.

Orek OucKa 3pUTENBHOrO HepBa OOHapyxeH y oaHoro nauueHTta MIIC I Ttuna c
TAXeIbIM TeHeHHeM 3a00JieBaHUA H Y ABYX nauueﬁTOB ¢ MIIC II Tuna npu ocMoTpe B
peaHHMaLIMOHHOM OTEeJIEHUH.

[Tonnas ytpara 3peHus Hactynuiaa y naumeHTkd ¢ MIIC I tuna nocne nageHus u

YepenHO-MO3roBoii TpaBMbl, M Yy nauveHTku c¢ MIIC VI tna ¢ mnosgHo
JHarHOCTUPOBaHHbIM 3a00JIeBaHHEM M TSXKEJIbIM T€UEHHEM OOJIE3HH.
CnenyeTr OTMETHUThb, YTO TIOBBILIEHHE BHYTPHIJIA3HOIO [aBJIEHHWS 4acTo

BcTpeyaeTcss y GosibHBIX ¢ pa3nauuHbiMH THnamu MIIC, onnako u3-3a yTonuieHHs

porosom 060JI0YKH MOXKET JaBaThb JIOKHO BBICOKHE ITOKa3aTEJIN.
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Yy4HuTbIBasA MpOrpecCcUpYyolliee TeyeHHe 3abosieBaHuA, HaMH Obin
NpoaHANIW3HPOBAH  CIIEKTP OdTaNbMOJIOrMYECKOH MAaTOJOTHH y TMalHeHTOB C

pa3HYHBIMH THIIAMH MIIC npu nepeH4HOI H NOBTOPHO# FrOCIIHTAIH3ALMH.

Ta6nuua 4.6 - [lopaskenne OpraHoB 3peHHs y NALIMEHTOB ¢ Pa3THYHbIMH

THnaMH MIIC npu nepBHYHONi ¥ NOBTOPHO#H rOCMUTANH3ALMH

2 L S = b S
&) T 5 = S = x ™ 2
c = z = § S 2. s = s &
5 = £ 8 5 S 5 5 g > =
> (=) = L o = o
: = | 28| & | E 2 | E| E| | =
2 = == =2 5 2 - 5 5
&) A = = < s
= | MIIC 1 9 0 1 2 0 2 2 0
g MIIC 11 0 1 19 8 3 13 0 4
. 5 MTIC 111 2 ] 5 4 0 6 0 2
~ & [MOCIV 0 0 0 1 1 2 1 0
£ |[MIIC VI 4 ] 0 0 2 ] 1 0
e Bcero 15 3 25 15 6 24 4 6
< | MIIC1 17 1 1 4 2 2 2 0
= [MIIC 1I 0 2 21 10 3 17 1 6
S [MOCII| 2 1 7 5 0 9 0 2
-~
& é MIICIV | 0 1 2 1 1 1 0
S [MIIC VI 6 0 0 1 1 1 0
= Bcero 25 5 31 21 7 32 5 8
P 0,021 | 0,625 |0,109| 0,031 1 0,039

[Ipn noBTOpHOM rocnuTanu3alUH BBISIBJICHO [JOCTOBEPHOE YBENHYEHHE 4YHCJIA
NaMEHTOB, UMEIOIIMX NMOMYTHEHHE pPOTOBHLbI, B OCHOBHOM 3a cyeT Jeteit ¢ MIIC I u

VI tunos (p=0,021), runepmetponuto (p= 0,031) u acturmatusm (p= 0,039).



m l-garocnurtanmsayns W 2-4 rocnutanmsauunsg

* p<0,05

PucyHoK 4.4 - CrieKTp 0(pTa/IbMO/IOrMYECKON NaTonorum y naLneHToB ¢
pasnnyHbiMu Tunamu MrI1C
Takvv 06pas3om, MaToNorMsa OpraHoB 3PeHUs Yy MNauMeHTOB C pasINYHbIMU TUNamMu
MIC “MeeT NporpeccupyroLmini xapakTep TeYeHUS M B OCHOBHOM MpescTaB/ieHa
acTUrMaTm3mMoM, peTuHonaTueid, MNOMYTHEHWEM pPOroBULbI U TUMNEPMETPOMNUEN.
[MoMyTHeHMe  porosuubl  ABNAETCA  AOCTATOYHO  CEepPbe3HbIM  MPOABIEHNEM
3ab0/1eBaHNA B CBA3W C ObICTPbIM MPOrpeccMpoBaHeM, BO3MOXHOCTbIO Pa3BUTUSA

TSDKENbIX OC/TOXHEHWA BM/I0Tb A0 MOIHOM NOTepu 3peHUS.

4.3. MNopaxeHne opraHoB c/ayxa y nauueHToB C pa3IMYHbIMU TUNamMmn
MyKoOMnonmMcaxapuao3os

HactopoxeHHocTb JTOP-Bpayeit wurpaeT CyLLECTBEHHYIO PO/l B pPaHHein

ANarHoCTUKe fAaHHOW rpynnbl  3aboneBaHuin. [lopaXeHwe cryxa BbISABNSAETCA

NPaKTNYECKN Y BCEX MaUMEHTOB C pPas3/IM4HbIMN TUMNaMn MI1C.
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B nebrote 3abosieBaHUs PELMANBUPYIOIUHMH OTHTAMHU ctpaganu 55 (47%) us
obcielOBAaHHBIX HaMM nauueHTOB. Haubojiee 4acTo OTHTHI

naumentos ¢ MIIC I (61%), MIIC 11 (54,5%) u MIIC VI (62,5%) THOB.

BCTPEYAINUCh Yy

Ta6nuua 4.7 - [lopakeHHe opraHoB cjiyxa y NalHEHTOB ¢ Pa3IHYHbLIMH THIIAMH

MIIC
Tunst MIIC P Konayxrusnas | Heficencopnas | CMewmanHas
TyroyXOCTb TYroyxocTb TYTrOyXOCTb
MIIC 14 1 6
(n=23) (61%) (3%) 0 (26%)
MIICII 30 6 . 8
(n=55) (54,5%) (11%) 14 (25%) (14,5%)
MIICII 4 5 1 3
(n=24) (16,6%) (21%) (4%) (12,5%)
\Y
MIIC I 2. 0 0 3
(n=7) (28,5%) (43%)
MIIC VI 5 3 0 0
(n=8) (62,5%) (37,5%)
fjﬁ‘; 55 14 15 14
%) (47%) (12%) (13%) (12%)

[lo Mepe mnporpeccupoBaHus 3abosieBaHHUs 4acTble HHQPEKUHMH BEPXHHUX
ABIXaTeNbHBIX ITyTEH MOryT NPUBOAUTDL K YaCTUYHOH HJIM MOJIHOM NoTepe ciyXa.

IIpy HHcTpyMeHTalbHOM o0OCleJOBaHHMH Y TMAaLUHEHTOB, BKJIIOYEHHBLIX B
HCcclleloBaHue, KOH}:[yKTuBﬁax H CMeLUeHHash TYroyXoCTh BCTpe4yajloch C OIMHAaKOBOH
yactoToil - 12 % oT oOuiero yucia nauMeHToB. Yaue KOHAYKTHBHAas TYroyXxocCThb
BcTpeuanacek y geteit ¢ MIIC VI tuna (37,5%) u MIIC III tuna (21%), cMemaHHas
TYroyxocts — y nauveHtoB ¢ MIIC IV tuna (43%) u MIIC 1 Ttuna (26%).
Hefipocencopnass Tyroyxocts auarHoctuposaHa y 13 % 6GonpHeix ¢ MIIC Bcex

THIIOB, Oosnbllas yacTh U3 HUX OBLIM MAaLlHEHTHI C CHHIPOMOM XaHTepa.

B c¢Bsa3u ¢ XapakTepoM 3a0oJjieBaHMs, HaJlU4YHEM

NpOorpecCcUpyroIUM
KOHCEPBaTUBHOIO M XUPYPruyecKoro JIEYEHMs, a TaKXe AN 4acTH MNalUeHTOB —

®3T, Hamu Gblna npoBeeHa OLleHKa COCTOSIHHUS AeTeH NpH NepBUYHONI W MOBTOPHOMH

rocnuTaan3aluu.
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Ta6anua 4.8 - IlaTosiorus opranos ciyxa y naineHToB ¢ Pa3JIHYHbIMH

THnamMH MIIC npu nepBH4HOlN U NOBTOPHOI FOCNHTAIH3AUHH

O S -Q § A ® .4
E = 5 5 g 5 = 5
= o Q =] T @)
—_ = g x S s X
2 S S S B 3 2
E § et 8. fas 02’ [t
) o (2‘ »= E—>:' @) (Z‘
= T
* MIIC I (n) 4 0 0 4
=x
§ MIIC 11 (n) 18 3 8 5
z MIIC I (n) 2 2 1 2
=
= MIIC IV (n) 0 0 0 2
(&4
E MIIC VI (n) 2 1 0 0
- Bcero (n) 26 6 9 13
MIIC I (n) 3 0 0 5
=®
5 MIIC 1I (n) 13 2 11 6
5 MITIC 111 (n) 2 3 2 2
[
= MIIC IV (n) 0 1 0 2
E MITIC VI (n) 2 1 0 0
N Beero (n) 20 7 13 15
P P>0,05 P>0,05 P>0,05 P>0,05

Ha d¢one npoBoaumoii ¢epMeHTO3aMECTHTENBbHONH TepanuH HECKOJIBKO
CHH3HJIACh KOJIMYECTBO MalLlUEHTOB, CTPAJaroIHX OTHTAMH.

Peunausupyroliye OTHTBI B  COYETAaHHMM C  YacTbIMH  HHQEKUHsAMH
AbIXaTeNbHbIX MYTEH SABJSIOTCA OAHHUM H3 BaXKHbIX CHUMIITOMOB, YKa3bIBalOLUMX Ha

BO3MO’XHO€ HAJTUYHE Y pe6eHKa 3abo0JieBaHHUA U3 rpynnsl MyYKonoJimcaxapruao30B.




121

4.4. [1aTos10rHsA OPraHoOB OPIOIIHOM NMOJOCTH, GPIOIHONH CTEHKH H KOXKHBIX
NOKPOBOB y NAIIHEHTOB € PA3JIHYHLIMH THIAMH MYKOINOJIMCAXAapPHUA03a
K nposiB/I€eHHsM CO CTOPOHB! OPraHOB GPIOLIHOMN MOJTOCTH M GPIOIIHON CTEHKH
y NauUeHTOB C pa3iIMiHbIMH TUNIaMu MIIC oTHocsTCS MynouHble, NaxoBble IPHIXH,
renaToMeraivsd, CrJIECHOMETalusd U JApyras [MaToJIOTHsS >KeNyJo4YHO-KHUIEYHOro

TpaKTa.

Ta6auua 4.9 - IlaTos10rus opranoB GpPIOWIHON NOJIOCTH U GPIOLIHOMN CTEHKH Y

NAUHEHTOB ¢ pa3aH4YHbiMH THNamu MIIC

)
§ = oz |z | & g
= o= 3 E E S =~ A
= 2. a. ) g > o E
— < g = g o < =
= = < e 2 2 T S
= = o < L = S o
= 5 S a. = 5
— &) - = =
MIIC I (n=23) 7 2 18 14 8 12 6
MIIC II (n=55) 18 7 46 42 6 30 12
MIIC III (n=24) 7 4 23 21 17 12 4
MIIC IV (n=7) 1 0 4 2 0 1
MIIC VI (n=8) 2 1 8 4 0 7 4
Bcero 36 14 99 83 23 62 26
n=117 (%) (B1%) | (12%) | (85%) | (71%) | (20%) | (53%) (22%)

Y nauueHToB ¢ pa3nuyHbIMH TunamMu MIIC Haubonee yacTo BCTpeyasHCh
renatoMeranus (85% cayuyaeB) W cruieHoMmeranusa (71%). IlynoyHas rpeixa
BelBsNach B 53% cnyuyaeB, naxoBas rpeka — B 22% ciy4aeB, HHOTJa OHHU MMeEJIH
peuUHIMBHpYIOLIHI XapakTep. Onepalus no nosoay rpebxecedyeHys 6blia nposeaeHa
KaXI0My nATOMY peOeHKY.

Y aeteH paHHEro Bo3pacTa 4YaCcTO BCTpEYAJIOCh HaApYWEHHE (byHKlIHH

KHWeYHHKa B BUAe yacToro crtyiua (31%), ocobenHo y nauveHtoB ¢ MIIC II tuna. B
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NMoAPOCTKOBOM BO3pacTe, OCOOEHHO NPH OrpaHHWYeHHH ABUIraTeNbHOH AKTHBHOCTH,

qabmoaanuch 3anopsl (12%).

Ta6auua 4.10 - IlaTo10rus opranos GprouIHO# NOIOCTH U GPIOIIHOMN CTEHKH Y

NAUHEHTOB € pa3jIH4YHbLIMH THHaMH MIIC npu nepeHYHOH U NOBTOPHOM

FoOCInHTAJIH3allHH
= § = E
Tunet MIIC Qg)- § § ‘E F %% % §
= |8 8| 8|8 BlE Bl g
= 2 |= = A
© S =
MIIC I (n) 1 0 4 2 2 2 2
=
5 | MIICII(n) | 15 | 4 28 | 26 | 21 8 11
§ MIIC 111 (n) 4 2 13 12 8 1 0
=]
= | MIICVI(n) | 1 0 3 2 0 0
E MIICIV(n) | © 0 3 0 2 1 0
-~ Becero(n) |21 | 6 | 51 | 42 | 33 12 13
MTIC I (n) 1 1 2 2 1 0 3
=
S5 | MIICII(n) | 5 8 20 | 16 17 7 12
™M
= | MICII(n) | © 3 14 | 12 8 1 0
E MIICIV() | 1 | 0 | 2 1 0 0 0
E MIICIV(n) | © 0 1 1 1 1 0
~ " Beero(m) | 7 | 12 | 39 | 32 | 27 9 15
P 0,001| 0,07 | 0,008 0,031 0,07 | 0,375 | 0,625

Ilpn noBTOpHO! rocnuTasM3auuH y NMAUUMEHTOB C pa3HYHbIMH THNaMH MIIC
AOCTOBEPHO peXke BCTPEYAJIUCh AMapes, renaroMeraius, M CIJIEHOMeraiaus, B
OCHOBHOM 3TO HaGmwonanocs y nauveHToB ¢ MIIC II Tuna, monywaBummx ®3T.

yBEJ’IH‘-lHHOCb YHUCJIO NAaUHUECHTOB C JIHC(l)yHKuHeﬁ TOJICTOIO KHLI€YHHUKA.
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HM3meHEHHs CO CTOPOHBI KOXHBIX MOKPOBOB B OCHOBHOM GbUIH NpeACTaBIEHbI
rUpCYTH3MOM W JIMXeHHHKauueH (1larpeHeBoi Koxeil) y nauueHTOB c 00Je3HbIO

Xantepa (y 8 neteit u3 55).

4.5. I1aToJIOrMsi KOCTHO-CYCTABHOH CHMCTEMBbI y NANHEHTOB Pa3JIMYHbIMHU
THNAMH MYKOIOJIMCAXApPHA03a
OCHOBHBIMHM KIIMHUYECKHMH MNPOSBIEHUAMH 3abonesanuii u3 rpynnsl MIIC
ABNAIOTCA HU3KHH PpOCT, nedopmalus MNO3BOHOYHHKA (CKONHO3, KH(OCKONIHO3),
gepopMaurs TPYAHOH KIIETKH, KOHTPAKTYpbl KPYIMHBIX H MeEJIKHX CYCTABOB H
HapyLLIeHHE MOXOAKH.
Tab6anua 4.11 - OcHoBHBIE KIIHHHYECKHE NMPOSIBJIEHHS NATOJOIHHM KOCTHO-

cyctaBHoM cucremsbl y aeter ¢ MIIC I, MIIC 11, MIIC III u MIIC VI tunos

3]
=
= 35 =
2 LS pla] < >=< > 8
> A (=) =~ T = Q
o X T T 5 < =
= O =1 % ol = £
2= 2 SH 2 = S = o
=% | Sg| 28| =5 | z8 €| &t
Tuns MIIC S 4 = 5 e =z a; o = 5 é“?é
o £ s 9 c 2 > S ~ S = o=
= & = =85! 25|89 ©| 8¢
e & Q. 2 S = . S
n Q = e [ - ~
v QO L (o) = o =
3 2 = N2 S 2 Q
x © =
T
MIIC I (n=23) 14/5 10 21 18 17 15 11
MIIC II (n=55) 35/8 21 50 49 45 25 18
MIIC 111 (n=24) 12/7 7 22 16 10 8 1
MIIC VI (n=8) 5/3 5 8 5 8 7 3
Bcero n=110 66/23 43 101 78 80 55 33
(abc, %) (81%) (39%) | (92%) (71%) | (72%)[(50%)] (30%)
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Y 89 (81%) neteii 6b110 BHIABIEHO HapyleHHUe NMOXOAKH, BIJIOTH A0 YTpaThl
cnocoOHOCTH ~ CaMOCTOSITENILHON  Xoas6b1  (20%). KoHTpakTypbl HHXXHHX
KOHEYHOCTEH Pa3HOH CTENEeHH BLIPAXKEHHOCTH GbIIM o6HapyxkeHsl Yy 101 nauueHTa
(92 %), BEpXHHX KOHEeYHOCTeH — y 78 nmereit (71%), Menkux cyctaBoB KMCTH — y 80
yenosek (72%). JlepopMaums KMCTH NO THMy «KOITHCTOM Nambl» Habmoaanack y
30% meteit ¢ MIIC. Hapyumienue ocanku B Buae ckonmosa/kugosa pasHO#M CTeneHH
BbLIABJIEHO Y KaXX[I0Ir0 BTOPOro pedeHka — 55 uenosek. JlehopMauus rpyJHOH KIETKH
nabmoganacs y 43 nereii (39%).

OtnenbHO creayeT cCKa3aTb O CKeJeTHBIX JAedopMauusX M TOpaKEHHH
CYyCTaBOB Y NAaLlMEHTOB C CHHAPOMOM MopkHo. ¥ Bcex nalMeHTOB Obljia BhIABIIEHA
runepMoOHJILHOCTE MEJIKMX CYCTaBOB, JehOopMalus 3ansacTHi, HapylLlEHHE MEJKO
MOTOPMKH, BajibrycHass JAedopmanus H HecTabMIBHOCTL KOJIEHHBIX CYCTaBOB,
HapylUEHHE TMOXOAKH, naedopMaLMs TO3BOHOYHHMKA, KHJIEBHAHas Jaedopmauus

TpyAHOH KJIETKH.

Ta6banua 4.12 - [lopaskeHHe KOCTHO-CYCTABHOM CHCTEMbI Yy [ieTeH ¢ pa3/IHYHbIMH

Tunamu MIIC
gl s | Z 5
=~ t:o:( ; E — § <
T El e X E3| &5 2 o S
S22l ES| BS| =5l 25| 28| 8| =
Tuns MIIC ==l 3% 5| 48] Ag| ¢ S| &
oSS 2% oo| &8 28| £ g ¢
TE SE| £5| SE £5| 58| 9| E
= gl T S| 22 g2 <E S
3! 3 T =
< 3
= | = ~ =
Q
_[ MncIm 1 3 6 6 6 3 3 | 2
S| MICI(m) | 11 | 18 | 22 | 35 | 35 25 | 13| 5
(38
= | MIIC III (n) 2 11 3 14 14 6 510
=
S| MIICIV(m) | 5 5 2 3 3 2 3 | 1
Q
S [ MIIC VI(n) | 1 1 0 3 3 3 2 | 1
~ [ Beero(m) | 20 | 38 | 33 | 61 | 61 39 | 26 | 9
x| MICT (n) 4 6 6 6 6 6 6 | s
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MIIC II (n) 16 22 27 36 36 26 21 17
MIIC I1I (n) 3 12 7 14 14 6 7 2
MIIC IV (n) 5 5 3 3 3 2 3 1
MIIC VI (n) 1 1 0 3 3 3 3 2
Bcero (n) 29 46 43 62 62 43 40 | 27
P 0,012 | 0,039 | 0,002 1 1 0,219 0 0

Ilpoaoakenne Tabauubt 4.12

[lo Mepe nporpeccupoBanHus 3aboneBaHHs OOCTOBEPHO YBEJIWYHIIOCH
KOJMYECTBO MNAUHEHTOB C HapylleHHeM noxoaku. K MOMeHTy nOBTOpHO#
roCMTaNH3alMHd YTPaTHJIM CHOCOOHOCTH xoauTh 10 neteit, nedopmaums rpyaHOi
KIeTKH cTajna 6ojiee BelpakeHHOH y 29 nauueHToB. KonuyecTBo nereii, MMEIOIMX
cKonHo3, BbIpocsio no 40 4yenoBek, nmporpeccHpoBana ae¢opMalMs KHCTH IO THITY
«KOTTHCTOH J1amnbl».

CnenyeT OTMETHTB, UTO NOpa)keHHe KOCTHO-CYCTAaBHOM CHUCTEMBI Y MALHEHTOB

¢ MIIC ¢ Bo3pacToM HEYKJIOHHO NPOrpeccHpyeT, He 3aBUCHMO OT THIa 3aboJieBaHUA.

4.6. TlopaxceHHe MEeHTPAJIbLHOI HEPBHOI CHCTeMbl H NepHdepHIecKoii
HEPBHOH CHCTeMBbl Y NALIHEHTOB € PA3JIHYHbIMH THIIAMH MYKOIOJIHCAXAapHA03a
Ilatonorus ueHTpansHOH W nepHdepHyecKOH HEPBHOH CHCTEM sABIsETCS
OMHMM H3 OCHOBHBIX KJIMHHYECKHX NposBiaeHHH 3aboneBaHuit u3 rpynnsi MIIC.
TaxecTs KIMHHYECKMX MPOSBJEHHH 3aBHCHT OT THUNa MYKOIOJHCaXxapHao3a,
AIHTENBHOCTH 3a001eBaHHA, CONYTCTBYIOLLEH MaTOJIOTHH.
OnHuM H3 haKTOpPOB, KOTOPBIH MO>XET MPHUBECTH K YTIXKEJIEHHIO KIHHHYECKHX

nposineHust co crtopons! IIHC sBnsercs y MX maTepeil OTATrOLUEHHBIH aKyLlepcKHH

dHaMHe3, B YaCTHOCTH yrpo3a npe€pbiBaHHA 6epemeHHocrn.
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Tabsmua 4.13 - Yrposa npepbiBanus GepeMeHHOCTH M THXKECTh

HEBPOJIOrHY4ECKHX MPOSIBJICHHH Y NAallHEHTOB ¢ pa3JH4YHbIMH THHamu MIIC

r( CTeneHs TsXKeCTH HEBPOJIOrHYECKUX
npo %
Tunesr MIIC pOTBTCHH
Jlerkas Cpennetsixenas | Tsaxenas
n=8 n=37 n=72
Yrpo3a npepeiBaHUs
MIIC I GepeMiHHOCTH 1 5 6
n=12
n=23 B
€3 NaToJIOTUH 5 3 6
n=11
Yrpo3a npepbiBaHHUsA 0 5
MIIC II | 6epeMeHHOCTH N=25 20
n=55 be3 naTtonoruun
=30 4 6 20
Yrpo3a npepblBaHUsA
MIIC 111 68peMe_HHOCTH - 1 10
n=11
n=24
be3 naronoruu
_ - 3 10
n=13
¥Yrpo3a npepblBaHUS
OepeMeHHOCTH - 3 -
MIIC IV n=3
n=7
be3 naTtonoruun
- 4 -
n=4
Yrpo3a npeprIBaHUS
MIIC VI 6epemeimocn»1 1 3 -
_ n=4
n=8
be3 natosoruun
0 4 -
n=4
¥Yrpo3a npepblBaHUsA
Bce OepeMeHHOCTH 2 17 36
n=117 n=55
0,
(%) Bes l'la_TOJIOI‘PlH 6 20 36
n=62

CtaTHCTHYECKH JOCTOBEPHbIX pa3jIMUMi B Ipynmnax NMauHeHTOB C pa3lH4yHOM
CTENEHBIO TSXKECTH HEBPOJIOTHYECKHX [POsIBJIEHHH, HMMEBLIMX W He HMMEBIUHX
OTArMOLIEHHBIN aKyllI€epCKHUH aHaMHE3, He BbIABJIEHO.

OnHako, cneayeT OTMETHTh, YTO NPAKTHYECKH B MNOJIOBHHE ciy4aeB (55 u3
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117), GepeMeHHOCTb y MaTepei aeteid ¢ MIIC npoxoauna c yrpo30ii npepblBaHHsA Ha
pa3IHYHbIX CPOKaX.
OCHOBHBPIM KIMHHYECKMM INpOsiBieHHeM 3aboneBaHus co cropoHbl I[HC
ABJIANIaCh HHTEJUIEKTYallbHasd HEIOCTATOYHOCTD Pa3JIMYHONM CTENEHH THKECTH.
3aiepXKKy NMCHXOPEYEeBOro pa3BUTHs uMenu 67 % nauuenros ¢ MIIC I, 11 u 111,
mub 43,5% GoNbHBIX MMenu ¢pazoBylo peus. B 77 cnyuasx ux 117 (66%) y nereii

0TMeYaJICsl PErPECC HaBBIKOB C 2-8 NET XHU3HHU U AEMEHTHBIN CHHIPOM.

Tabanua 4.14 - HeBposioruieckHe nposiBjieHus y 60JbLHBIX ¢ Pa3JIMYHbIMH

Tanamu MIIC
~ .
= | o
;M =} X
z g ] S | £ %
g 2| 2 3 s | 5 > i
| 2| E| 8 < 2 | 2| 3|8 & 2
1) > 5] o Q o & S 2
8. et = b 0 > o~ =] 53 < ] =
g S| e 3 5 s _5_5 < =) = 5 S - §
3 2| 2| 3| 8|8 |CE|5 ||| B|= |T|E
= S| 2B | 5| & e [ &g 2|2 | ol 2|5 B & am
) =| o = = = S S ) Q = = T o =
3 3l T| g £ | E v | T | o e | S| & = S o
3 | £ ¢ % X = w 5| © = 3| S 8 = = 5
g x| 2| o = o | X %‘5_ o o 5| 8 2 = g =
= 8. »= = 5 g % _e_f__)_ »" ‘5 5 o ; 5 o
ol 3| = = as] > (5] T s = 1) an o
q| = =4 oot — :E =3 = = 5 =) =
] IR =] = =) = L oo < ;‘ 5
Ol §l 2| o 8. |88 & |8 g
£ 8‘ O = = - =] O O P
1% = ] o = o,
]
2 2 = | & =
L &
=
MIICI [ 3 | 4 | 12 13 4 8 13/5 3 3 1 1 4 (-11 3/3
n=23
MIICII|{ 8 [ 19| 31 39 | 31 38 143/13| 9 5 2 8 12 25 5/13
n=54
MIICIII| 5 | 3 15 | 23 9 17 | 20/6 3 2 0 4 4 2 2/3
n=24
MIICIV| 0 | 1 2 0 0 1 1/0 2 0 0 1 0 7 0/0
=7
MIIC VI
n=8 113 3 0 0 4 6/4 4 2 1 5 1 6 2/0
e o e s 5888 -Fa08.3-8-5-§229
SR EFEEES R HEE B EFEE R EEE

lIPP- ncuxopeuesoe paseumue
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Hapywmenue cHa Habmonanoce y 68 nereit (58%), ruapouedanus — y 83 netef
(71%). TlceBnoOynpbapHblii cHHApPOM 6Bl AuMarHocTHpoBan y 21 pebenka,
cnacTHYeCKHH TeTpanapes — y 19, ueHTpanbHbIN TeTpanapes BhIsSBIEH y 4 AeTeil.
CyROpOXHBIH CHHIPOM  Dpa3BHBAaeTCA, KaK IpaBWIO, TMNpU TKEIOM HIIH
cpeIHETSKEJIOM Te4eHHHU 3a60sieBaHusA, OH ObIn BhisBieH y 17 neteit (14,5%).

HefipoceHCOpHasi TyroyxocTe Oblla aQuUarHocTdpoBaHa B 16% ciyuaes,
NaToJIOTHs 3pUTENBHBIX HEPBOB — B 10%.

KapnansHblH TOHHEJIbHBLIA CHHAPOM Obln BbisiBieH y 30 nerteit (26%). H3-3a
HHTEJUIEKTYyalbHOro Ae(HLHTa MMalHeHThl PeAKO coob1any o 60/1eBbIX OLLYIIEHHSX,
YTO YacTO 3aTPYAHSJIO AMAarHOCTUKY 3aboyieBaHUA.

Ilpy caaBneHHMH WEHHOro oTAeNla CIIMHHOTO MO3ra YTOJIIUEHHOH TBepaoi
mMo3roBoil obOosloukoil 3a cyeT omnoxeHus B Heih ['AI’ uam BciaeacTBHe
HecTabUIBHOCTH aTJIAaHTOAKCHAJIBHOIO CyCTaBa, BO3HHKaJla KJIHHHYECKas KapTHHa
werHOH Muenonatuu. OHa BeisiBWIach y 18 % nereii ¢ MIIC.

[Iatn maupeHram c¢ MIIC II, MIIC III MIIC VI tunos 6bl10 mpoBeAeHO
ollepaTHBHOE BMELIATENHLCTBO 10 NMOBOAY LIYHTHPOBaHMUs ruapouedanuu.

B c¢BsA3M C nporpeccCHpylOlIMMH TedyeHHeM 3abosieBaHHII W3 TIpyMNIbI
MYKOIOJIMCaXxapHA030B HaMH Obl1 NpoBeleH CPaBHUTEJIbHBIN aHajlM3 OCHOBHBLIX
KIHHHYECKUX NposABAeHUH 3abosieBaHus co cropoHbl ITHC u nepudepuyeckoi

HepBHOﬁ CHCTEMBI ¥ O6CJ’Ie,ZIOBaHHbIX HaMH NNauueHTOB B IHHAMHKE.
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Tabauna 4.15 - HeBpoJioruueckue npospieHus y NaHeHTOB C

pa3an4HbIMH THIIAaMH MIIC npu nepBH4YHOl M NOBTOPHOI FOCHHTAIM3ALHH

[ < j
2 = 2
2ls | 8 s |8 |¢ &
=l =1 E_| & 2| g| B |58 e2g5¢g 3| =,
= S| 22l 2y 2 = o | B3 25 25 3| B
x S e~ o i = < 2 = s == 5 o T - L 8‘
S | 5 2| £l 2a& I g s |8 8§28 & | £5
1| E g S 5l o 9 3 < = S8 <9 8o ] = a
= = 5 = = 4 Q =3 > &l 3 & A 0 =
3) —~ g > = = 2 = S o] £ 8 3 = g R
o ) =% 4 (3 = s Sz s 8 88 N O
- & <) 3 a. I o = = ] s
> X > ~ g | © O =4
O e 2. s | S S
= = = 3
s = =
MTIIC 1 2
1 3
@ 1 ] ] 0 ] 0 0 0 0
MIIC 11 26
w |3 19 |32 | 27 20 23 . 3 5 6 3
MIC I - 7 12 14 5 10 13 1, ] 2 3
= (n) 3
~ [MIIC 1V 1
w | 2 0 0 0 1 0 2 3 0 1
MIIC VI 3
-~ 0 1 1 0 0 1 > 1 1 0 0
Bcero 45
®) 5 32 (46 | 42 |26 | 35 | 3| 8 |10 8 7
MICT) s | 3 2 1 1 2 0| 2 0 0
(n) 1
MICI 50 1 22 [ 31 ] 26 |14 ] 22 | 3% o [ 17| 15 8
(n) 14
MIIC 1II 14
4 9 13 14 4 13 3 ] 4 2
(f, (n) ;
MICIV] 4 0 0 0 0 3 3 0 1
(n) 0
MIC VI 1 0 0 0 0 2 1 2 0 0
(n) 1
Beero | yel 41 | a7 | 42 | 19| 36 | @ | 17|25 19 | 1
(n) 21
P 0,125
0,003 0,012| 1 1 (0,039 1 0,012(0,000| 0,001 | 0,289

Kak BuaHO u3 Tabnuusl 4.15 BBISBIEHO CTATUCTHYECKH JOCTOBEPHOE yBEIHYEHHE
YHC/la NAaUMEHTOB, CTPAJalOLIMX CYJAOPOXHBIM CHHAPOMOM, C HapylleHHEM MEJIKOM

MOTOPHKH NpH MOBTOpPHOI rocnuranusauvu. I'lo nanneiMm MPT kapTuHa cTeHo3a M
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MHEJIONaTHH LIEHHOro OTAesa NMO3BOHOYHMKA BCTPEYAJOCh AOCTOBEPHO Halle IO
Mepe POTPECCHPOBaHNs 3a005ieBaHus. JIOCTOBEPHO yBENTHYHIIOCH YHCIIO NMALHEHTOB
¢ nceno0yab6apHbIM CHHAPOMOM.

Hesponoruueckne HapyLIeHHs HEyKJIOHHO nporpeccupyior. Ilopaxxenne LIHC
H nepHbEpHYECKOii HEPBHOH CHCTEMBI SIBIIIETCS OCHOBHBIM (PAKTOPOM, KOTOPBIH
NPUBOAMT K PA3BHUTHIO TSXKEJIBIX COCTOSHMH Yy MallMEHTOB C pa3/IMYHBIMH TUIIAMH

MIIC, k HHBaNMAM3alMH1 NNAUHUEHTOB, a B YaCTH CJIY4aeB, - K JIETAJIbHOMY HCXOMY.

4.7. IlopakeHHe AbIXaTEeJbLHOM CHCTEMBbI Y MAHEHTOB C PA3JIHYHbLIMHU THIIAMH
MYKOIIOJIHCAXapHa03a

Ha MOMEHT NOCTyNnJieHHs B KIMHHKY 44% nalnueHTOB CTpajalli 4acTbIMH
pecnpaTopHBIMH 3a00JIEBAHUAMM, aIEHOTOMMS K 3TOMY BpEMEHH Oblila NMpoBeieHa Y
20% netel. BrlpaxkeHHas runepTpodust aqeHOMAHONH TKaHH U MHHAAJIHH BbISIBJICHA Y
kaxgoro natoro nauveHra ¢ MIIC. Hanbonee yacto 3Ta nmarosorusi BcTpeyasnach y
aereit ¢ MIIC I Tuna.

Makpornoccus ormedena y 46 us 117 nauuentoB (39%). Hanbonee yacto
Makporioccus Bctpedasnach y aereit ¢ MIIC II tuna (69% cnyuaes), MIIC VI tuna
(62,5 %), MIIC I Tuna (56,5%) (y Bcex nauueHToB ¢ cuHapoMmoM ['ypnepa (100%) u
66% c I'ypnepa-llieiie).

Ta6anua 4.16 - I1aTo10rMs BEpXHMX AbIXaTeJbHbIX NyTeH y eTel ¢ pa3HbIMH
Tunamu MIIC

Tunsl MIIC
Makpornoccus
AneHounsl | crenenu
AzncHouabl 2 cTenexu
AneHounei 3 crenexu
['mneprpodus Munganun
YacTble puHHTHI
AneHoromus

13 2 8 7 15 15 4
(56,5%) (8,7%) (35%) (30%) (65%) (65%) | (17%)

'MIIC [ n=23
(abc, %)
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MIIC 1l n=55 38 15 20 10 8 21 8
(abc, %) (69%) (27%) (36%) (18%) (14,5%) (38) | (14,5%)
'MIIC 11l n=24 3 8 10 3 8 3 8
(abc, %) (12,5%) | (33,3%) (42%) (12,5%) | (33,3%) |(33,3%) | (33,3%)
MIIC IV n=7 0 0 3 2 . . .
(abc, %) (43%) (28,5%)
MIIC VI n=8 5 3 3 1 3 2 3
(abc, %) (62,5%) | (37,5%) | (37.5%) | (12,5%) | (37.5%) | (25%) | (37,5%)
Bceron=117 46 28 44 23 23 52 23
(abc, %) (39%) (24%) (38%) (20%) (20%) (44%) | (20%)

IIponoskeHne Tabauubt 4.16

%08 CPaBHHJIM 4YaCTOTY IIaTOJIOTHYECKHX H3MEHEHUM BEPXHHUX AObIXAaTCJIbHbIX

MmyTe# npH NEPBUYHOMN U MOBTOPHOM roCNUTaIN3alHUH NTAaLlMEHTOB.

Tabauua 4.17 - IlaTos10rusi BepXHUX AbIXaTeJbHBIX NyTel NpU NepBUYHON H

NOBTOPHOH rOCNMTA/IM3AalHH NALHEHTOB ¢ pa3auyHbIMU THHamu MIIC

~ = = = =
% S S 5 - Z S
= = = = = = e =
] | O ) [ & ot = =3 =
§ = S 2 o o o > 3
s | = g - = = = 2 5 S
5| & < = S S 3) & e
o p == = o < o) 5
~ = = = o > O
< < < g =
—
I MICI 2 0 2 1 3 0 0
(n)
MIIC 11 26 11 12 3 20 4 12
()
MIIC I 1 6 5 1 8 4 6
(n)
MIIC 1V 0 0 2 1 0 0 0
(n)
MIC V] 3 2 0 ] 1 0 0
(n)
Bcero (n) | 32 19 21 7 32 8 18
2-5 | MIC I 3 ] 1 2 1 1 0




(n)

'V"(jrg I 26 1 10 3 13 7 1
MrIc i 3 4 6 3 8 4 6
Mr(lrg W,
0 0 3 0 1 1 2
(n)
'V"_('r(s Vi 2 2 0 1 0 0 0
Bcero () 34 18 20 9 23 13 19
0 0625 1000 1,000 0687 0012 0,063 1,000

MpoposmkeHne Tabnuubl 4.17
Ha choHe nposoanmont ®3T y naymeHtoB ¢ MIIC |, MIC 1l n MINC VI Tunos
[0CTOBEPHO CHM3WMACh YacToTa pecnmpaTopHbIX MHpekumn (p=0,012).

70
60
50
40 H
30
20

10 A

y A y o/
K
<*

1-9 rocnutanusauns m 2-4 rocnurannsauus

* p<0,05

PuUcyHok 4.4 - KnnHnyeckme NposaB/IeHNS CO CTOPOHbI BEPXHUX AbIXaTeNIbHbIX

nyTeid y nauMeHTOB ¢ pa3iMuyHbIMK Tunamm MIC

[MaTonorus ,qblxaTeanoM CNCTEMbI, KaK N KapanoBaCKynApHbIE HapyLUeHUA,

ABJTAETCA OAHOVI N3 rnaBHbIX MPUYNH 3a60/1eBaeMoCTU " CMEPTHOCTUN Y NaUNEHTOB C
MIIC.
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Y kaXJ0ro BTOPOro pebeHKa NpH MOCTYNJIEHUH B KIMHHUKY ObLIO BBISBIEHO
V)
urymMHoe Abixanue (51%). Ilpu atom anHos auarnocTuposano y 40 % naunenTos (47

u3 117). Hanbonee penko anHos BCTpeyanock y NalMeHTOB ¢ CHHAPOMOM MopKHO.

Ta6sanua 4.18 - Ilopakenue AbIXaTeILHO# cucTembl y naunenTos ¢ MIIC

Tunu MIIC XpoHu4ecKHH | AnHo3 ITHeBMOHUH HlymHoe
OpoHXUT IbIXaHUe
MIIC I n=23 3 10 6 12
(abc, %) (13%) (43%) (26%) (52%)
MIIC II n=55 10 27 9 33
(abc, %) (18%) (49%) (16%) (60%)
MIIC III n=24 3 4 4 10
(abc, %) (13%) (17 %) (17%) (42%)
MIIC IV n=7 0 1 0 1
(abc, %) (14%) (14%)
MIIC VI n=8 1 5 2 4
(abc, %) (12,5%) (62%) (25%) (50%)
Bceron=117 17 47 21 60
(abc, %) (14,5%) (40%) (18%) (51%)

[Ipy aHajM3e nNaToOJIOrMM HWXXKHHUX JAblXaTeJIbHBIX NyTed Haunbosee dyacto
BCTpEYaJHUCh IMTHEBMOHHUM (4allle aclIMpallHOHHbIe) H XpOHHYEeCKH# OpOHXHT - 21% u
14,5% coorBeTcTBeHHO. IIHEBMOHHMM, B TOM uMCJie acCNUpPalUMOHHBLIE YacToO

BeIABNANKCE Yy aeTe ¢ MITC 1 Thuna, noBTopHble MHEBMOHHHU y 60nbHBIX ¢ MIIC VI,

XpoHuyeckuit 6ponxut — y nauveHtoB ¢ MIIC II Tuna.

Ta6auua 4.19 - IIaTosiorusi AbIXaTeJAbLHOH CHCTEMbI Y NAUHEHTOB €

pasianuynbiMu TunamMi MIIC npy nepBHYHOH H MOBTOPHOH IrOCIIHTAJIM3AUHH

N'ocnuranuzauus
Tuner MIIC
XpoHHUeCKHi

OpOHXHUT
AnHo3
[THeBMOHUHU
N
llymHuoe apixanue

1-5 MIIC 1
(n)
MIIC 11
(n)

o
N

[\
o

15 9

(V)]
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MIIC 111 )
(n) 3 3 6
MIIC IV 0 )
() 0 0
MIIC VI 0 1
() 1 ]
Beero 7 21 14 29
B (n)
2-1 MIIC 1
0
() 3 0 3
MIIC 11 10 17 4 21
(n)
MIIC 111
2 3
(o 3 6
MIIC 1V
0 0
o 0 0
MIIC VI
0 1 0 1
(n)
Beero 12 24 7 31
(n)
P 0,063 0.453 0,039 0.625

IIpoaokenne Tadauusi 4.19

BhIBIEeHO CTaTHCTHYECKM [OOCTOBEpHOE CHH)XKE€HHE B [IWHAaMHKe 4ucia
nauueHToB, OONEOIIMX MHEBMOHUSAMH, PELUHAUBHPYIOIIMMH OOCTPYKTHBHBIMH
HapylIeHHUsIMH, B OCHOBHOM 3TO OblnH OOJibHBIE C cCMHApoMOoM XaHTepa Ha (oOHe
O3T.

Ilamonozus OvixamenvHOll cucmembsl MOJCEmM Npueooums K pa3euUmMuro
MANCENBIX, HCUSHEYZPONCAIOWUX COCMOAHUIL Y NAYUEHMO8 C PA3NUYHbIMU MUnamu
MIIC. Pannsaa ouaznocmuxa zabonesamuil OaHHOU 2pynnbl U pAaHHee HA3HAYEHUe
@3T uzpaiom eadsicHyl0 poNb 8 pA38UMUU CEPbE3HbIX OCNONCHEHUU CO CMOPOHbI

0p2anos ObIXaHus y NayueHmoe OaHHOU 2PYNnbl.
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I'TABA 5. TIATOJIOT'USI CEPJIEYHO-COCYIUCTOMN
CHUCTEMBI ¥ JETEN C MYKOIIOJUCAXAPUIO3AMHU

Mbl MpOBEJIH PETPOCNEKTHUBHBIH aHalIW3 KapAHOBaCKYJISPHBIX HapYLUEHHH Y
NMaUMeHTOB € pasIMYHbIMH THNIaMu MIIC. OcHoBHy10 rpynny HcciaenoBaHHsl COCTABUIIH
117 naurenToB ¢ MIIC: 87 (74%) manbumnkos u 30 (26%) neBouex.

CemerHBIH aHaMHe3 MO 3a00JIeBaHHAM CEpPAEYHO-COCYNUCTOM CHCTEMBI ObL
oraroweH y 10% GonbHbIX. ¥ 1% netell BbIsiBIeHbl BPOXAEHHbIE TOPOKH cepaua: y 2-X
- geeKT MEXNpeacepAHON MNeEpPeropoakH, y 1-ro - nedekT Mexokeslya04KOBOM
neperopoAkM, TakXKe OblH OOHapy»eHbl: y 1-ro KoapkTauMs aopTbl U 1-ro OTKpPBITHIH
apTepHaJIbHBIA NMPOTOK.

Ta6anua 5.1 - Pacnpenenenne nauueHToB ¢ pasninunbimu tunamu MIIC no noay,

BO3pacTy H aHTPONNOMETPHYECCKHM XapaKTEepHCTHKaM

Manpuuku JleBoukH p
XapakTepucTHKa =87 30
Bo3spact (mec) 83,53+48,23 90,33+54,46
p (3-207) 5,17 (6-223) 9,94
PocT (cM) 109,85+18,08 110,83+19,07
(63-167) 1,94 (63-146) 3,48
Macca tena (xr) 23,76£9,12 22,3+7,41 p>0,05
(6-67) 0,98 (6-40) 1,35
0,85+0,22 0,82+0,20
2 ’ ’ ’ >
T (M) (0,32-1,76) 0,02 (0,32-1,18) 0,04
19,12+3,22 17,84+3,01
2 ’ ’ ’ s
MMT (1/M7) (12,07-31,24) 0,35 | (11,26-25,2) 0,55
Ha MOMECHT HNOCTYNJ€EHHA B KIIMHUKY )aJioObl co CTOPOHBI pozmTeneﬁ

NaUMeHTOB BKIOYanu B cebsa oabliuky (22 %), cnabocte U yromiasieMocTs (41%),

cepauebuenune (14%), Hanmuuue

OTCTaBaHWe B (U3HYECKOM pa3BUTHH (22%),

nepopanbHoro uvaHosza (5%), nedopmaunio rpynHor kinetkd (31%). Cnenyert

OTMETHTBH, YTO HE€ Bceraa 3TH ’>KaioObl MOX>XHO OTHECTH HUCKJIOYHUTEJIBHO K MaTOJIOTHH

CepAEYHO-COCYAMCTOM CHUCTEMBI, OHH MOTYT OBITh NpPOSBIEHHEM NOpaKEHHUs

Pa3NiMYHBIX OPraHOB M TKaHeH HepaclUuenJeHHbIM CybcTpaTom.
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Mpl M3y4YalnH  pacnpoCTPaHEHHOCTh KapAHOBaCKyJsAPHbIX MPH3HAKOB H
CHMNTOMOB, BKJIIO4as CEPICHHYIO HENOCTATOYHOCTh, NATOJIOrHIO KJIANaHHOro anmnapara
cepaua, KapAHOMHONATHIO, HapylUI€eHHUs pHUTMa ceépaua, CHUCTEMHYIO THIIEPTEH3UIO.
(yHKUHOHANLHBIE LIYMBI HE PacCMaTPHBANUCh KaK NMPH3HAKH CepAe4YHO-COCY IUCTOM
naTolorkHy, UX BKIIIOMEHHE B aHANU3 NpHBEO 6bl K MepeoueHKe pacnpOCTPAaHEHHOCTH
HapylUEHWH B JAHHOH NOMNYJISILIUMU.

M3MeHEHHUSA CO CTOPOHBI CepAlLla BBISIBJIEHDI y 100 u3 117 nauuenToB (85%). B
psfie Clly4a€B, 3TH HapylEeHHs OblIM MHAarHOCTUPOBAHbI y AeTeil CJlydyanHbIM oOpa3om,
NpH BbINOJIHEHHH 3XOKapaHorpadum.

[lopaxxeHHe CepAeYHO-COCYAHUCTON CHUCTEMBI ObIJIO AuarHoctupoBaHo y 100%
peteii ¢ MIIC VI tuna m MIIC 1 tuna, 89% naumuentos ¢ MIIC 11 tuna, 71% peteii ¢
MIIC III Tuna 1 s y 43% nauuentoB ¢ MIIC 1V Tuna.

CpenHuit  BO3pacT BBISIBIEHHs KapAMOBAaCKyJIspHBIX HapyILIeHHi COCTaBHI
5,04£0,37ner. ¥ nauuentoB ¢ MIIC 1 tuna 4,61+0,82 ner, ¢ MIIC Il Tuma -
4,4520,47net, y nereit ¢ MIIC VI, IIl u IV TUNOB naToioruio CepAeYHO-COCYAUCTOM
CHCTEMBl IMAarHOCTHPOBAJIM 4YYTh No3xe, B 5,88+1,69neT, 6,61+0,94 net u 7,000 nert
COOTBETCTBEHHO. MMUHHMMaNIbHBIH BO3pacT BBIABIEHHUs [MEPBLIX H3MEHEHWH cepaua

3aperHCTPHMPOBaH Yy N€BOYKH ¢ CHHApOoMoOM ['ypnepa (5 mec).

Ta6anna 5.2 - Cpeanuii BO3pacT BbIABJIEHHS H3MEHEHHH CO CTOPOHBI CepAeYHO-

COCYAMCTOH CHCTEMBbl Y NALIHEHTOB ¢ pa3jH4YHbIiMH THnamu MIIC

MIIC MIICI1 | MIICII | MIIC III | MIIC IV | MIIC VI
Tuner MIIC (abc, %) | (abc, %) | (abc, %) | (abc, %) | (abc, %) | (abc, %)
n=117 n=23 n=55 n=24 n=7 n=8
Matonoruss CCC [100 (85%) 23(100%)| 49(89%) [ 17 (71%)| 3(43%) | 8(100%)
bes naronornu CCC| 17 (15%) 0 6(11%) | 7(29%) | 4(57%) 0
M+m 5,04+0,37]4,61+0,82(4,45+0,47/6,61+£0,94| 7,00£0 |[5,88+1,69
Cpe““e(ehfl*)’a“e”"e 5,04 4,61 4,45 6,59 7 5,88
CranpapTHas
omnbka cpeaHero 0,37 0,82 0,47 0,94 0 1,69
|__3HauyeHus (m)
CrannaprHas 3,68 3,95 3,3 3,79 0 4,79
OTKJIOHEHHH (T)
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[ MuHuMyM 0 0 0 0 7 1
MakcHMYyM 15 13 15 14 7 15
25 2,25 1 2 3,5 7 1,25
Ppouemunu 50 5 3 4 6 7 5.5
75 7 6 6 10,5 7 8,75

CCC - cepdeuno-cocyoucman cucmema.
IIpopos:kenue Tabiauubl 5.2

Mbl  CpPaBHHIM OeOIOT KapAMOJIOrMYECKHMX HapylUeHHH M  BBISBJICHHBIE
HapylE€HHS CO CTOPOHBI CEPACYHO-COCYAMCTON CHCTEMBI NPH NEPBOii FOCIIUTAIH3ALHH.
MHCTpyMEHTaJIbHbIE M KIIMHHYECKHE MPOSBJIEHHUS KapAWOBACKYJSAPHOH MNAaTOJIOTHH Y
naupeHToB ¢ MIIC | THna BBIABIAIMCH NOCTOBEPHO 4aule no cpaBHeHUio ¢ MIIC 1V
mina (p=0,025), npu MIIC II tTuna - yame, yem y nmauuentoB ¢ MIIC 1II u 1V Ttunos
(p<0,05). BoiaBieHbl NOCTOBEpPHBIE pa3jiMuMsg BOo3pacTa Hayasja NMOpPaXEHHUs CeplAeyHO-
cocyauctor cucteMnl (p=0,003) y mauneHTOB ¢ cuHApoMoM ['ypnep no cpaBHEHMIO C
oonee nerkumMu popmamu MIIC I tuna.

[TauneHts! ¢ cunapomoMm I'ypnep nocrtoBepHo panbiue (p=0,008) noctynanu B
MEAHLIMHCKHE YUYpeXXAeHUs OJis 0OcienoBaHHs H JICUEHHs], M, COOTBETCTBEHHO, CPEAHHUH
BO3pacT IMOCTAaHOBKH JOuarHosa cocTaBua 18,64+4,61 (5-62) mec. M CyLIECTBEHHO
oT/MYaJCa OT NauMeHTOB ¢ cunapomamu I'ypnepa-llleiie u Uleiie: 49,78+12,66 (4-136)

MEC.



Tabauua 5.3 - [1aTos10rus cepaeyHO-COCYAUCTONH CHCTEMbI Y NALIHEHTOB € pPa3au4YHbLIMH TUnamu MIIC

[Tpu3naku MIIC | P MIIC | MIIC 11 MIIC 11 MIICIV | MIIC VI MIIC P
n=23 n=49 n=17 n=3 n=8 n=100
I ['+leite
n=14 n=9
Cpennuii Bospact npu | 54,79+£12,33 |116,44+17,98 | 0,008 |78,91+11,91 | 85,00+7,26 {91,41+9,63 |90,00+£9,02 |119,00£22,39 | 87,56+5,12 [P>0,05
1-0i rocnuTanu3aLKi (6-137) (34-176) (6-176) (3-207) (46-179) (80-108) (26-223) (3-223)

Bo3spact (Mec)

[Taronorns CCC 2,79+0,79 7,44+124 | 0,003 | 4,61£0,82 | 4,45+0,47 | 6,59+0,94 | 7,44+0,02 | 5,88£1,69 | 5,04+037 | 1-4
(nebioT) (0-12) (1-13) (0-13) (0-15) (0-14) (3-14) (1-15) (0-15) 0,008
BO3pacT (T) 2-3

Cpenuuit Bospact 18,64+4,61 |49,78£12,66 | 0,014 |30,83+6,40 |45,02+4,33 |63,65+7,34 |60,33+8,01 | 60,38+10,39 |46,61+3,16 | 1-3

MOCTAHOBKH AMArxo3a (5-62) (4-136) (4-136) (2-141) (31-123) (45-72) (18-97) (2-141) | 0,002
Bospact (mec) 1-6

CCC- cepoeuno-cocyoucman cucmemst, I'- cundpom I'ypnep, T'lll- cundpom I'ypnep-Llleite, LI — leiie, I-MIIC I muna, 2-MITC
I muna, 3-MI1C 11 muna, 4- MIIC IV muna, 5- MITC VI muna.

8¢l
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5.1. [laTonorus KJaanaHoB cepaua y gereii c MYKOTOJIHCAXAPHA030M

KnanaHHble HapylleHMUs

Hauboinee HaCcTO BhIABJIsIeMas KapJAHOJIOrH4e€cKas

npobnema y netedt ¢ MIIC. B Tabnuue 5.4 npuseseHb! JaHHBIE 0 PaCIPOCTPaHEHHOCTH

H cTeNEeHHU TOKECTH PErypruTalvMM Ha MHUTpPAJILHOM, aopTaJIBHOM, TPUKYCNNHAAJILHOM H

nqeroyHOM  KJlallaHaX,

AHJ1aTallusda

aopThl,

a TakKXxe

o

HeROCTAaTOYHOCTH MHUTPAJIBHOI'O U aOpPTaJILHOIO KJjialnaHa.

CO4Y€TaHHUH

CT€CHO3a H

HOCTOBepHO Hall€ BbIsSIBJICHA }_'lHC(byHKl.IPlSl MUTpPaJIbBHOIO KJjlalilaHa B BHAOE

perypruTalMy (HEAOCTATOUHOCTH) - y 86 (73,5%) naumeHTOB, 4yTh peXXe BCTpPeuanach

HEIOCTATOYHOCTL aopTanbHOro (45%) u TpukycnuaansLHoro knanaHa (38%), peako

achyHKUMS JeroyHoro knanana (14%). Jlunarauus xopHsi aopTsl 3apUKCHpPOBaHO Y 16

% nalUeHTOB.

Tab6anna 5.4 - IlaTtostorna kaanavoro annapara cepaua npu MIIC

Tun MIIC| MP AP TP JIP | MP+MC|AP+AC|/Aunatauus P
(abc¢,%)|(abc,%)|(abc,%)[(abc,%)| (abc,%){(abc,%)| aopThl
n N n n n n MP, AP,
(abc, %)n | TP, JIP
MIIC 1 23 10 10 4 2 0 4 1-2 0,024
n=23 (100%)| (43%) | (43%) | (17%) | (9%) (17%) 1-3 0,024
1-4 0
MIIC 11 44 31 23 10 1 2 7 1-3 0,014
n=55 (80%) [ (56%) | (42%) | (18%) | (2%) (4%) (13%) 1-4 0
2-4 0,001
3-4 0,024
MIIC 111 11 7 4 0 0 0 6 p>0,05
n=24 (46%) | (29%) | (17%) (25%)
MIIC IV 2 1 1 0 0 0 0 -
n=7 (28%) | (14%) | (14%)
MIIC VI 6 4 6 2 0 0 2 p>0,05
n=8 (75%) | (50%) | (75%) | (25%) (25%)
MIIC 86 53 44 16 3 2 19 1-2 0,006
n=117 |(73,5%)| (45%) | (38%) | (14%) | (2,6%) | (2%) (16%) 1-30
1-4 0
2-40
3-40

MP ()- pesypeumayus na MumpaisnHoM Kianahna,

mpurycnuoatsnom xianawne, /1P(4)-Pezypzumayun

aopmaishozo Kranaua.

AP(2)- Pezypzumauua na aopmaisuom kKianana, TP(3)- Pezypeumayus na

na aezounom kKianane, MC—cmenos mumpaisnozo xranana, AC- cmenos
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[laronornyeckue HU3MCHEHHUs MHTpanbHOro KjlarnaHa BbIpAaXaeTcs B
perypruraunu (HeAoCTaTOYHOCTH) U/ unu CTE€HO3e, 4TO MO>XHO Jlerko
HIEHTHQHLUHUPOBaTb NpU mnomowu 2D d3XOKapauorpagud U JONMJIEPOBCKOIo
jccnenoBaHuia. MuTpanbsHas peryprurtamus 1 u 2 CTerneHu Habmoaanach OOCTOBEPHO
yaute (p <0,05) y mauuentoB ¢ MIIC (34% u 32 %), 4yeM TsKeNas CTeneHb MHTpPaJIbHOM
gegoctaTo4HOCTH (7%). OCHOBHBIE aNTO6BI NMalUEeHTOB C TAXKEJIOH CTeneHbIo
MHTP2JIbHOH HEJI0CTaTOYHOCTH BKJIIOYa/lM B ce6s yTOMIISEMOCTD, OJbILLKY, y4YallleHHOe
cepaueOUeHHe.

[lopaxxenne cepaua npu MIIC MHoOrga nposBisieTcs MHMTPalbHBIM CTEHO3O0M,
KOTOpbIH y HalUMX NMalLMEHTOB BCErja coueTalach ¢ MHMTPAJIbHONH HEAOCTATOYHOCTHIO.
[lo KIMHMUYECKHM TIPOABIIEHHSM MHUTpaibHas HeEAOCTaTOYHOCTh mNpeobiajana Han
CTeHO30M. JIMacTONMYECKHH TpagueHT AaBleHWss >5 MM pT. CT. OTME4YeH TIpH
MUTPaJIbBHOM CTE€HO3€e y 3—X mnauMeHToB. Ha MoOMeHT HabiiofeHHs B KIMHHKE Y
NMaUHEHTOB XHpYPru4eckas niacTHkKa MJIM NMpoTe3MpOBaHHe KJIalaHOB He MPOBOAHJIAC.

Ta6suua 5.5 - IlaTo10rua MUTPAILHOrO KjlanaHa y NAHEHTOB ¢ Pa3/IH4YHbIMH

Tanamu MIIC
Tuner MIIC MP (abc) P MP MC MP+MC
n=86 (abc %) (abc) (abc)
MP 1 | MP2|MP3 n=86 n=3 n=3
MIIC I 11 10 2 1-3 0,013 | 23 (100%) 2 2
n=23 . 2-3 0,021
MIIC 11 19 23 2 1-30 44 (80%) 1 1
n=55 2-30
MIIC 111 6 4 1 P>0,05 11 (46%) 0 0
n=24
MIIC 1V 2 0 0 - 2 (28,5%) 0 0
n=7
MIIC VI 2 1 3 P >0,05 6 (75%) 0 0
n=8
MIIC 40 38 8 1-30 86 3 3
n=117 (34%)K32%)(7%)| 2-30 (73,5%) (2,6%)

MP- pezypzumanua na Mumpaistiom kranane, MPI1(1)- pezypzumanqusa na Mumpaivlos Kianamne nepeoii cmenenu,
MP2 (2)- Peypzumayqua Ha Mumpaibnoym rianamne emopoii cmenenu, MP(3)- pezypzumayun na smumpaivnom

Klanane 3 cmenenu, MC- cmenos mMumpaisbiozo Kianana,
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[laTon0rus aoOpTaJIbHOTO KJlanaHa Obijia AMarHocTtupoBaHa y nauueHToB ¢ MIIC B
45% ciny4aeB. Peryprutaums nepsoii creneHu Ha aopTaJIbHOM KJjiariaHe HaOsroganach
aoctoBepHO 4Haue (y 30% 60nbHBIX), 4EM HENOCTATOYHOCTL 2 U 3 CTeNeHH (12 u 2,6%
NaUHEHTOB). Y ONHOrO pebGeHKa ¢ CHHAPOMOM XaHTepa BbisBji€HA peryprutauus 4
crenend. COYETaHHE CTEHO3a C PErypruTauMii Ha AOpPTAJAbHOM KJlanaHe OTMEYEHO Y
ABYX JETEH.

Ta6anua 5.6 - IlaTonorust aopraJjibHOroO KJjanaHa y fereii ¢ pa3JTMYHbBIMH THIIAMM

MIIC
AP P AP
Tunsl MIIC (abc, %) n=53 (abc, %) A_(; APiAC
AP1 [ AP2 [AP3 P4 n=s3 | n=
MEICI ; 3 0 o | P>0.05 [l0@3%)[ 0
n=23
1-30
MIIC 11 1-40  [31(56%)
n=55 19 2 2 |1V 1230035 2 2
2-4 0,011
(¢
Mn_c 111 s | | o | P>0.05 [7(29%) [ 0
n=24
_ o
MI:__(_I7IV | 0 0 0 114%) | 0
1)
MLISSVI 3 . 0 o | P>0.05 [4(50%) | 0
MIIC 35 14 3 1 [1-2 0,003 53 2 2
(abc, %) |(30%) [(12%) {2,6%)(1%)| 1-30 (45%) [(2%) | (2%)
n=117 ‘ 1-4 0 '
2-3 0,008
2-4 0,001

AP- pezypzumayun na aopmansuom knanane, API(1)- pezypzumayus na aopmaisiom Kianane nepsoi cmenenu,
AP2(2)- pezypzumayun na aopmansnuom knaname emopoit cmenenu, AP2(3)- pezypzumanun na aopmanstiom Kianane

mpemseis cmenenu, AP3(4)- pezypzumayus na acpmanvlom Kianaie 4Hemeepmou cmenenu, AC - cmenos

aopmanvnoeo Knanana.
HemoctaroyHOCTh Ha TPUKYCHHIAJbHOM KJjlanaHe AMAarHocTHposaHa y 37%

nauuentoB ¢ MIIC, HaubGonee yacTo oHa BcTpeyanack y nauveHtoB I, II u VI tunamu
MIIC. Peryprutauus Ha TpUKYCNUAAJbHOM KjlallaHE AOCTOBEPHO 4Yallle BCTpeyasach y
44 nauveHTOB, U3 HUX | cTemneHbl y 27 neTei, 2 CTeENEeHH —y 15, 1 y ABYX NaUMEHTOB -
3 crenenu (P < 0,05). Ilpy (pH3HKaNLHOM OCMOTPE Y NAaUHEHTOB C HEAOCTATOYHOCTHIO
TPHKYCIMAANbHOIO KjanaHa 3 CTENeHH OTMEYajIMChb YMEPEHHOEe HabyxaHHe LIEHHBIX

BCH.
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Tabauua 5.7 - [1aToNorus TPHKYCNIMAAIBHOrO KJIanaHa y NalUHEHTOB C

pa3auyHbIMH THNaMu MIIC

e TP (a6c¢) P
n=44
TC TP
Tunet M TP1 TP2 TP3 (abc %)
n=27 n=15 n=2
MI_1C I a4 5 " P >0,05 10
n=23 (43%)
MIIC 11 s o o P >0,05 23
n=55 (42%)
MIIC I 4 o o P >0,05 4
n=24 (17%)
MIIC 1V P >0,05 1
1 0 ’
n=7 0 (14%)
MIIC VI P >0,05 6
~ 3 2 1 ’
n=8 (75%)
Bcero 1-30 44
(abc, %) | 27(23%) | 15 (13%) 2(2%) |2-3 0,002 '
n=117 (38%)

TP- pezypzumayua na mpuxycnudansuom xnanane, TPI(l)-pezypzumayus na MpuKycnuoaibom
Knanane nepgoi cmenenu, TP2(2)-pezypzumanua na mpurycnudansuov kianane smopoit cmenenu, TP3(3)-
pezypzumayus 1a mpuxKycnuoaibiom Kianamne mpemsei cmenenu.

HeGonpmioe xonuyecTBo neTeil MMeNH nopakeHHe JierodHoro knanana (14 %).

Perymeaupm 1-i cTernneHn Ha JIEro4yHOM KJialnaHe BcTedasach AOCTOBEPHO 4Yalle, Y€M

HEAOCTAaTOYHOCTE 2-H cTerneHu - 12 % u 2 % COOTBETCTBEHHO.

Tabanua 5.8 - ITaTos0orusa JIEro4yHOro KJjanaHa y JeTeif ¢ pa3IHfYHbIMH THIIAMH

MIIC
JIP
— )
Tunn MIIC P n=16 (abc, %) 53 P
n=14 n=2

MIIC I (n=23) 4 (17%) 0 -
MIIC 11 (n=55) 9 (16%) 1(2%) 0,011
MIIC 111 (n=24) 0 0 -
MIIC IV (n=7) 0 0 -
MIIC VI (n=8) 1 (12,5%) 1(12,5%) P >0,05
Bcero (n=117) 14 (12%) J 2 (2%) j 0,003 ]

JII' — pezypeumanus na .1ezounoym rKnanane, JII'I(1) — pezypzumayusa na nezounom Kaaname nepeoit

tmenenu, JII'2(2) — pezypzumayuna na 1ezounoM K1anan sl 6mopoit cmenenu.
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CnaboCTb COEAMHHTENLHON TKaHM npu MIIC npUBOAMT K AMIATALIMM aopThl.
Jlannas natosiorus Oblna BbisiBNeHa y 19 nereii (16%) ¢ pa3nuuHbIMM THNaMu MIIC, 3a
HCKIIOUEHUEM TMALHEHTOB C CHHAPOMOM Mopkuo. U3 Hux 4 pebenka 6 ¢ MIIC 1
mna, 7 6onbHEIX - ¢ MIIC II TMnNa, 6 — ¢ MIIC 111 Tina u 2 - ¢ MIIC VI Tuna. Z-score
papbHpoBail OT 2,5 10 4,5. OCHOBHBIM OCJIO)KHEHHEM MpY QWJaTallkd aopThl ABIAETCA
BbICOKMH PDHCK €€ pa3pblBa M pacCiauBaHHUs, MO3TOMY JaHHas Tpynna NalMeHTOB
1pebyeT BHUMATEILHOTO HaONIOAEHHS CO CTOPOHBI JIeYallero Bpaya 1 Kapa1oJIora.

Takum 00pa3oM, NEPBHIM CUMIITOMOM MAaTOJIOTHU CEpALA npu 3abosieBaHUAX U3
Ipynnbl MYKOINOJIMCAXapHIO030B, SBJISETCsS MNPOrpeccUpylollee MMOpa)KEeHUE KJlalaHoB
(cTeHO3, HEAOCTAaTOYHOCTh, MHKCOMAaTO3). bosie3Hp 3arparuBaeT Bce KiamnaHbl CepALa.
Hanbonee 4acTo BCTpe4Yae€TCss MOPa>XE€HHME MHUTPAJILHOTO W aopTajbHOro KjarnaHa. Y
YyacTH MNALMEHTOB C perypruTtauMer Ha KJanaHaX HW3MEHEHHWs [I0JIfT0 OCTaeTcs
KOMIEHCHPOBAHHBIM 6€3  BBIPa)XEHHBIX KJIMHHUYECKUX TIPOSABICHHH CepaeyHOH
HegoctarouyHOCTH. Hambonee TunuuHas j>xanob6a npH HEAOCTAaTOYHOCTH KJIAaNaHOB -
ogbllika, Habnoganach y MNalUMEHTOB IMPU HaJIMYUH 3 CTENEHU perypruTtalvHd Ha
MHTPaJIbHOM H aOpTaJIbHOM KJ1allaHe.

[Tatonorusa cepaua npu MIIC HOCHT nporpeccHpyrolIUi XapaKkTep, CO BpEMEHEM
TOKECTh KIHMHHYECKHUX MPOsBJIEHMI Bo3pacTaer. Mbl CpaBHHIM M3MEHEHHS Ha
KlanaHax MpH MEPBHYHOH M NMOBTOPOH rocnHUTaJM3allMM y 46 NalMeHTOB C pa3HBIMH
THNamMK 3a6oneBanus. [IpoBoAMIAach OLEHKA HAJU4YMs M CTENEHH HENOCTaTOYHOCTH,
CTEHO3a WJIM YTOJILLIEHHUS] CTBOPOK KjanaHoOB. CTaTUCTHYECKH NOCTOBEPHBIX YXYAUIEHHH

HIH YIy4YII€HHMI COCTOSHMS KJIaMmaHHOTrO armnapara cepiua B o0ciieloBaHHOH rpymnmne

NAHEHTOB He BBIABUNOCKH (Tab.5.9).
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Ta6auua 5.9 - [laronorus kiaananos cepaua npH nepBoi H NOBTOPHOI

rocnuTaau3sauun y aerei ¢ MIIC I, MIIC II u MIIC VI Tunos

| Tunst MIIC MK AK TK JIK
n=46 ~
= = =
= ) = o = =
=
s| £5| g S | Eg| g s 5
= | 29| & = g & = = =
g 58| 5 s | §28| 2 5 =
>~ = o O > ©5 & > >
5 | = > = S
o a o &
1-s rocnuranusauus
8 6 2 3 1 0 4 1
MIIC I (abc)
n=8 MOBTOPHAs rOCNUTAIM3ALUS
8 6 1 2 8 0 3 1
P P>0,05
1-g rocnuTanu3auus
27 17 1 20 6 1 13 4
MIIC II (abc¢)
n=35 MMOBTOPHAs rOCMHUTAJIN3aLUA
35 20 0 23 35 0 14 3
P P>0,05
1-g rocnuTanu3lanus
3 2 0 2 8 0 3 0

MIIC VI (abc)

n=3 NMOBTOPHAs roCrinTajin3aluusa

3 3 0 3 3 0 3 1
P P>0,05

Mbl u3syyanu BausHue P3T, npoBoauMoil nmpenapataMH japoHHzasa A
MIIC I tuna, naypcynsdasa ans MIIC II tuna u rancynsdasza s MIIC VI tuna,
Ha nporpeccMpoBaHMe KjallaHHOH auMcyHkuuu. Bcero B HccieaoBaHHE BOLUIH
46 nauuentoB ¢ MIIC I tuna (7 6onbHbix), II TMna (35 6oneHeIX) U VI THNA (4
6onbHbix). Cpennuit Bo3pacT aered coctaBua 81,54+50,24 mec. CpaBHMBaNUChH

. . /
[IOKa3aTeny rnpy nepBov H rnocJsyieAHEH roCriitTajin3alHH.
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Ta6mnua 5.10 - Knanannas aucynxums y naumentos ¢ MIIC, nosyyaBiunx

P33T, npu AMHAMHYEKOM HAGII0AEHUN

r——r Bce (abc)
n=46
Tleppas IMocnenuss
KnanaHbl Peryprutauus | Flocnutanu3zanus roCrnuTaaIu3anus T-xputepun
cepaua Ha KJlannaHax (abc) (abc) YHUIIKOKCOHA
Het
29 18
peryprutaliMu
lctreneHu 7 13
AK 2CTENneHu 5 10 0,020
3cTeneHu 3 3
4cTeneHu 2 2
H
permr::;auun 40 39
JIK lcTeneHu 7 1,000
2CTErNeHH 1 0
Het 3 ;
perypruTaumu
lIcteneHu 19 11
MK 2cTeneHu 14 24 0,074
3cTeneHu 4 2
4cTeneHu 1 2
Her 31 27
perypruTalmm
TK lcrenenu 8 11 0,259
2CTE€NEeHHU 6 7
3cTeneHu 1 . 1

AK- aopmansusis knanan. J1IK- nezounsiis knanan. MK- mumpansnsiii knanan. TK- mpuxycnuoansusili knanan

Kak Buano u3 tabauue! 5.10, T-xputepuii Y HMIKOKCOHaA (HernapaMeTPHYECKHH
CTATHCTHYECKHMI KPUTEPHH, UCNOJIB3YyEMBII Ul CPAaBHEHHs IBYX MapHBIX BbIOOPOK)
0Ka3aJCs CTaTHCTHYECKH He3HaYHMBIM.

Hago oTMeTHTB, 4TO JIHTEIbHOE OECCMMIITOMHOE TeueHHe 3aboJieBaHHA
OTMEYEHO Y MALMEHTOB IPH COYETAHHOH HENOCTATOYHOCTH Ha MHTPAJbHOM H
a0pTaNbHOM kjnamaHe co cTeHo3oM. IIpu ©6ecCCMMNTOMHOM TEYEHHH TSXKEIOro
a0pPTAILHOTO CTE€HO3a COCTOSIHME MallMeHTa MOXXET OBIThb TsKejlee, YEM MOXKHO
NpeAnoNoXHUTh Ha OCHOBaHHH >xanob. [{ns onpeneneHns GyHKLHOHAILHOTIO Kjlacca
IomkHa ObITh MpOBEAEHa HArpy3ouHas npoba, oAHaKo, 3TO ObUIO HEBO3MOXXHO M3 -

33 OrpaHM4YEeHHUs [BUraTE€JbHON AKTHBHOCTH Yy OOJIbHBIX, BK/IIOYEHHBIX B
Heenenosanne.  OO6GMOpOKH,  OOYCNOBJIEHHbIE  HENOCTAaTOYHBIM  CEPAEYHBIM
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BpIOPOCOM MPH YMEPEHHOM M TSXKEJIOM aoOpTajbHOM CTeHO3e, y nauueHTtoB ¢ MIIC
He ObLIH BbISIBJICHBI.

AprepHaibHas runeprensua (AI). Ilon Al mNOHHMalOT CTOHKOE
NOBbIIIEHHE apTEPHAIbHOIO NAaBJIEHMS Bbllle 95-ro MepuEeHTHIIA AJii KOHKPETHOIO
o3pacTa M nosa pebenka. [1oBbIlIEHHE CHCTONHYECKOTO apTepHaNBLHOIO AABJICHHUS
ormeyanach y 13 ManbuukoB (137,31+6,65 mM. pT. cT.) u 4-x nesouek (135,0+10,8
MM. PT. CT.), TOBbILUEHHE AUACTOJIHMYECKOTO A/l - y 5 ManbuuKOB (84+6,52 MM.pT.CT)
i 2-x neBouyek (85 MM. pT. cT.). CHCTEMHYIO 'MIIEPTEH3HIO B aHaMHe3e (anobbl co
CTOPOHBI pOAMTENIEH WIIM BBINHCKA M3 amMOynaTOpHONI KkapThl) UMENH Bcero 4
MagueHTa NpH NOoCTymneHuH. OnaHako, npH usMepeHHH AJl B MOMEHT BKJIKOYEHHS
MalUeHTOB B HCCiIEAOBaHUE ObLIIO BBIABIEHO, 4yTOo 14,5 % nauuveHTOB A0 18 jer
uMenu BoicokHe uu@pel AJl nns cBoero Bo3spacrta. CieayeT OTMETHTD, YTO Pa3OBbIH
nogbeM A/l elle He TOBOPUT O AMAarHO3€ FUNEPTEH3HH, HO YXX€ ABJISIETCSA CUTHAJIOM
IS AanbHeHwero HaOIIONEHHsT TaKMX NalUMEeHTOB, MOTOMY YTO TIHIEPTEH3HsA
onpenensieT yBeJIMUEHHE KapAHOBAaCKYJIAPHOIO PHCKa.

HpH paHHei& JHArHOCTHUKE apTepHaJibHasA TUIIEPTEH3HUA XOpOLIO IO0AAAC€TCA

TepanuH.

Taoauua 5.11 - IToka3zaTeyn apTepHaJIbHOIO JaBJIeHHA y NallHEHTOB C

pas3anyHbiMH THNaMu MIIC

Allcier | MIIC I MIICII | MIICII | MIICIV | MIIC VI BCE
* n=23 n=55 n=24 n=7 n==8 n=117
Hoo | 97.37+7.7 | 102,45+7,8 | 98,18+7,2 | 03,5712 | 103,0£10,9 | 99,95+8.5
P n=19 n=47 n=22 n=7 n=5 n=100
131.2546.3 | 136,88+5,9 | 135,0+7,1 145.0+8,7 | 136:76%7,
[loBbiiue 5
HO n=4 n==8 n=2 n=0 n=3 n=17
(17%) (14,5%) (8%) (37,5%) | (14,5%)
P
xaw/xonn | 0,002/0.001 0/0 0/0.018 0,48/0,024 0/0
Yy

*
cucmonuyeckoe apmepua’ibHoe oasnenue
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MIIC 1 MIIC 11 MIIC 111 MIIC 1V MIIC VI BCE
: n=23 n=>55 n=24 n=7 n=8 n=117
61,30+7,5 | 62,43+6,5 | 63,75+5,7 57,86+8,0 62,15+6
7 5 6 9 61,4+3,1 6
/ n=23 n=51 n=24 n=7 n=>5 n=110
L wen 85,0+7,07 83,3329 84’239 5,
r
[P kau/konHY 0/0,001 0,48/0,016 0/0

E;()uacmommecrcoe apmepuanbvHoe 0asneHue
IIpononxenne Tabauusl 5.11

INNOBECOACHUA, HHBCPCHH CHa,

H3-3a ITHIICPAKTHBHOCTH, HapyLICHUA
HHTEJUIEKTYAJIBHOT'O Ile(bHLlPlTa HE€ BCEM MNalMeHTaM ObIJIO BO3MOXXHO NpOBCACHHUC

(CMAL).

H3MEpEHHs HaBJICHHsA HE BCE€raa JgaBaJli BO3MOXXHOCTB OOBEKTHBHO OLIEHHUTH

CyTOYHOFO MOHHTOPHPOBaHHA Pa3zoBrie

apTepUaJIbHOro JaBJIEeHHUs
nokasateau AJl y pebeHka. B xone uccnenoBanusi Mbl HE BBISABHJIM JOCTOBEPHBIX

apTepHaJIbHOH TMIEPTEH3UH Yy TMaLHMEHTOB C

pa3sIMYMi  MEXAY HaJlM4HEM
pasnuyHbiMM THNaMu MIIC. Cneanyer ormeTuTth, uTOo noBellieHHe AJ] Haunbonee
yacto Habmopanacek y aeret ¢ MIIC VI tuna (37,5 % cny4daeB) U 4yTb peEXe Yy
peteit ¢ MIIC I u MIIC 11 (17% u 14,5 % cOOTBETCTBEHHO), Bcero y 8% O60bHBIX C
MIIC Il tunma. He 3adukcupoBaHbl cinyyan noBbilieHHss AJl y OONBHEIX C

CHHApoMOM MopkHO.

Ta6nuua 5.12 - IToxa3aTeaM 4YacTOThI CepAeYHbIX COKPalleHHH Y NAallHEHTOB €

MIIC
-
= E = £
[Nokazarenu Man_qu(u = Ilexioqxu 2 £| P konuu
n=87 s ¥ n=30 L5
58 S E
HCC 99,13x1,53 104,77+2,82 p>0,05
YCC% /1 104,6+1,6 112,23+3,37 0,025
91,39+1,02 91,63+2.49
ycc | Hopma% I n=38 | 0,159 n=8 0,011 | P70:0°
Taxukapaus 114,31+1,61 /0 119,73+£3,26 /0
% J1 n=49 n=22 p>0.05

0
/"ZI' npoyenm om 00]1.)I('€Il€”1(18y10me20
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Taxukapaus Oblna OMarHocTHpoBaHa y 71 peGenka (61 %), u3 Hux - 49
manpunkoB (114,31+1,61) u 22 neBoukm (119,73+3,26). Cpennss UCC coctasuna y
manbuukoB 99,13%14,13 yn/mMuH, y neBouex 104,77+15,43 yn/mun. Ciyuau
CHHYCOBO# OpaZMKapaIMN B NaHHOH Ipynmne NauMeHTOB He 3aperucTpupoBaHbl. [Ipu
anannze UCC y nanMeHTOB ¢ pasjiM4HBIMH  THUNaMH MIIC, BbIsIBJIEHO, 4YTO
TaxuKapaus HanOoJiee YacTo BCTpevYaeTcs y MAalLUeHTOB C CHHApoMOM MapoTo-

Jlamu (89,5% cnyuaeB), pexe y 6onbHbIx ¢ MIIC I Tuna (65 %), MIIC I1I (66,6%) u

IV (57%) n y xaxxaoro Broporo pedexka ¢ MIIC 1l tuna.

Tabsmua S.13 - Hapyumienns purMa cepaua y nallHEeHTOB € Pa3JHYHbLIMH
Tunamu MIIC

ycCcC MIIC 1 MIIC 11 MIIC II1 MIIC1IV | MIIC V1 MIIC
n=23 n=55 n=24 n=7 n=8 n=117
Hopma | 90,75+2,12|92,09+1,23 | 89,66+2,47 | 94,44+5,56 85,22 91,41+0,93
n==8 n=26 n=8 n=3 n=1 n=44
Taxukapaus{111,18+2,23(115,16+2,31|115,78+2,83(115,41+4,67|130,7+7,05/116,01%+1,52
n=15 n=29 n=16 n=4 n=7 n=71
P 0,144/0 0,686/0 0,061/0 p>0,05 0,034/ 0,012/0
Ka4/Koauy

Y 3-x nauMeHTOB BBISIBJIEHO HapylleHHe TMPOBOAHUMOCTH CepAlla B BHIE
aTPUOBEHTPUKYJIsApHO# 6nokansl 1-2-i cteneHu: y 2-x MayibuukoB ¢ MIIC II tuna u
y ogHoit aeBoykn ¢ MIIC VI tuna. JKusHeyrpoxkarolux HapylUl€eHHH pHTMa H

NNpOBOOAHMOCTH Ce€pAlla B JaHHOH rpynne nallH€HTOB Ha MOMCHT obcnenoBaHUs He

3apHKCHPOBaAHO.

5.2. KapaHoMHonaTHs Yy MallHEHTOB C MYKOMO/JIHCAXapHA030M

Kapanomuonarus (KMTII) 4acTo BCTpe4aeTcs NMpH  pas3jIMYHBIX
Metabonuueckux 3aboJsieBaHUAX, MNPHUBOMALIMX K  OTJIOXEHHIO TNPOAYKTOB
B Hawewm

MeTabonusma B UHUTOIIa3Me MM JIH30COMaxX KapAHOMHOUHWTOB.

117 nauueHtoB (21 %),

Hcenenopanun KMIT aguarHocTupoBaHa y 25 w3

npoweainx XoTs 661 ogHo DxoKI™ uccnenoBaHue. JluarHo3 Obln MOATBEPIXKAEH Ha
OCHOBaHMM HanWyus runepTpodHH, CHHXXEHHs MOKa3aTesis COKpaTHMOCTH JIeBOTro

Kenynouka — (pakuMM BbIOpOCa M paclUMpPEHMM KaMep cepiua C yBeJlHWYeHHeM
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KOHEYHO-CHCTOJIHYECCKOTI O H/unu KOHE€YHO-1HAaCTOJIHYECKOro pasMeEpoOB W/ unu

0bbeMOB JIeBOro Xxenynouka. Cpenu xanob npeobyanana oAplllIKa, YTOMISEMOCTD.
KnuHuyeckas KapTHHa MpW 3TOM Obula BapuaGenbHa M Onpenensnach TAKECTHIO
HapylleHHs KpOBOOOpallleHHss Ha MOMeHT o6ciaenoBaHus. AyckynbTaTHBHas
KapTHHa OTJIMYaachk MOJIMMOPGHOCTBIO U HecneuMdHUHOCTHIO. Yame Bcero KMIT
scrpedaniocs y aeted ¢ MIIC VI tuna (62,5%), y neteii ¢ MIIC 1 Tuna (30%), MIIC
Il una (22%), y onHoro pebenka ¢ cunapomom Candununno. Cpeay NaLHeHTOB C

CHHAPOMOM MOpPKHO NlaHHasi NaToNOrus He Obljia BbIsBJIEHA.

Tabanua 5.14 - [Tokazarenn IxoKI npu pasanunbix Thnax MIIC

[ Mzo
(min; MIIC 1 MIIC 11 MIIC 111 MIIC IV MIIC VI
max) n=23 n=55 n=24 n=7 n=8
ITK Z- -0,3+1,13 1,03+0,86 -0,65+0,75 -0,1+0,51 -0,23+1,06
score (-1,93; 1,7) | (-1,01; 1,68) [ (-1,6; 1,3) (-0,6; 1,1) (-1,6; 1,34)
JDK Z- 2,44+0,79 2,25+1,32 0,61+1,47 0,91+1,61 2,7+1,29
score (0,9; 4,0) (0,05;4,6) |[(-1,45;3,55)|(-0,71;2,5) | (1,11;4,75)
MXITZ- | 2,17+1,37 1,48+1,32 0,54+0,86 1,2+1,53 3,1+0,58
score (0,03; 4,61) (-0,3; 4,1) (-1,1; 2,15) |(-0,32;3,19) | (2,51; 3,89)
3CJIIX Z- 2,1+1,47 1,73+1,24 0,54+1,23 0,92+0,86 2,69+0,52
score (-0,48; 4,31) | (0,03;5,04) | (-1,01;2,1) | (0,2;2,01) (2,1; 3,03)
86,86+28,85 | 75,58+29,35 | 66,83+21,80 | 80,48+29,24 | 89,03+23,60
Kap 44,10-135,8 | 45,38-180,4 | 41,56-134,8 | 52,79-115,0 | 68,59-114,8
KCP 37,09+6,78 | 37,22+6,30 | 37,27+4,82 | 36,09+£3,41 | 37,99+5.38
28.00-52,62 | 22,65-50,00 | 31,00-51,00 | 32,00-42,00 | 30.30-45,64
UMMUDK 22,36+4,84 | 23,52+4,92 | 22,93+4,11 | 21,34+3,64 | 22,95+4,86
16,00-32,27 | 13,15-35,00 | 13,83-35.00 | 16,40-28,00 | 15,20-28,00
Teﬁ(:anbu 62,69+3,48 65,3+3,93 67,67+5,39 72,6+7,01 62,6+3,13
% (55; 67) (60; 74) (58; 80) (66; 85) (58; 66)

IDK-npassiit scenyoouex, JIVK-neeorit sicenyoouex, MIKII-medxncocenyooukosana nepezopooka,
3CK-3a0naa cmenka neeozo cenydouka, HMMII’K-undexc maccot muokapoa n1eeozo
scedyoouxa, PB- ghpaxyun evibpoca

U3 o6cnenoBaHubIX 84 nmalHeHTOB ¢ pa3nuyHbIMH THNIaMH MIIC 40% umenu

yBEJIMYeHHEe UHAEKCA MAacCChl JIEBOUIO >KeJayao4Ka. Oco0eHHO yacTo Y NauHuCHTOB C

MIIC VI, 11,

I Tunos.
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Ta6anua 5.15 —HHAEKC Macchl MHOKapaa JeBoro ’)KeJIy10YKa NPH pa3IHYHbIX

Thunax MIIC
Tunsl HNMMJIIXK NUMMIJIXK
MIIC COOTBETCTBYET HOpMe GoJibl1Ie HOPMBI
n M=0o; min-max n M=*o; min-max
BCEI'O 48 59,35+9,11; 32 103,21+25,62;
n=80 (41,56-77,58) (69,16-180,37)
MIIC 1 8 58,50+10,83; 12 105,77+19,7;
n=20 (44,10-77,58) (72,42-135,76)
MIIC 11 26 60,83+9,23; 13 105,09+33,69;
n=39 (45,38-77,20) (69,16-180,37)
MIIC 111 13 56,67+8,32; 5 93,26+24,57;
n=18 (41,56-67,98) (69,23-134,86)
MIIC VI 1 68,59 2 99,25+22,08;
n=3 (83,63-114,86)

HMMJIVK- unoexc maccsl MUOKaApOa 21€6020 Jice/ly0ouKa.

Haubosiee paHHUM NposBIeHHEM HapylleHU QYHKUMH MHOKapa sBJIsETCsA
aacTonuyeckass AOACGYHKUMS oOaHOro wuiau oboux xenyaodkoB. OueHka
JMacToNMyeckoil ¢(YHKUMHM Yy HallMX MaluMeHTOB Obljla 3aTpy/HEHa, a MOpoH M
HeBosaMoxxHa. UCC, He npessiwnarowiasi 100-120 yn/mMuH, sBnseTcs HEOOXOAUMBIM
ycIOBHEM aJeKBaTHOM ouleHkH auactonudeckod ¢ynkuun JDK. Opnako,
¢usnonornyeckas YCC pans OonbLIMHCTBa AeTell paHHEro BO3pacTa Bbilll€ 3THX
3HAYeHHi; nmomumo 3Toro, y deteii ¢ MIIC uyacTto BCcTpeyaeTcss CHHycOBas
Taxukapaus. Jluactonudeckas aucyHKUMA BeisiBieHa y 14 (12%) neteii ¢ MIIC.

Jlerounas runeprensus (JII) accouuupoBanHas ¢ MIIC, Geina BbIsABICHA Y
7% NalMeHTOB - 6 MaJbUYMKOB H 2 aeBouek. D10 6blu net ¢ MIIC I Tuna - oauH
pebeHok, ¢ MIIC II Tuna- 4 nereit, MIIC VI tuna - 3 npereit. Y Bcex merteit JII'
JMarHocTMpoBaHa ciyuaiiHo npH nposeaeHHH OxoKI. Cumnromsl O6osesnu:
OAbIIUKA TpM HArpy3ke, YTOMISE€MOCTb, cepAlebHeHHe, TrOJOBOKPYXXEHHsS H

NpeACHHKOMaJIbHble COCTOSIHUS OblIM cnabo BelpakeHbl. JlaHHble anoObl
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BIAIOTCA HECMEUH(PHYHBIMH M MOTYT ObITH NPOsIBJICHHEM TIOpa)keHUs HOpYrux
OpraHoB H CHCTEM. 3naunmo uaiue JII' HaGnronanace y neteit ¢ MIIC I u MIIC 11
(p<0,05). CpeaHee naBieHue B JIETOYHOH apTepPHH COCTaBUIIO 38+6 MM.pPT.CT.

Tabnuna 5.16 — IposaBieHun KapaAHOMHONATHH (KMII) u sero4yHom

runeptensun (JII') cpean 66 ¢ MIIC npu NepBHYHOH H MOBTOPHOM

rocnHTa/JIH3alHH
Tunsl MIIC TocnuTanu3auus JII" (abc) KMII (abc)
HeT/na HeT/aa
MIIC 1 1 8/0 7/1
n=_8/8 2 8/0 8/0
MIIC 11 1 34/2 30/6
n=36/36 2 32/4 30/6
MIIC II1 1 14/0 13/1
n=14/14 2 14/0 13/1
MIIC IV 1 5/0 5/0
n=5/5 2 5/0 5/0
MIIC VI 1 3/0 2/1
n=3/3 2 3/0 1/2
1 64/2 57/9
MIIC (Bce Ttunsi) > 62/4 57/9
n=66/66 P>0.05
JAl-nezounaa  zunepmensua; KMII  —kapouomuonamun. I-nepean

cocnumanu3zayuA, 2-ROC/1E0OHAA 20CNUMAa ulayus.

Mpebl HaGnmoaany B AUMHaAMMKe 66 mauueHToB (cpeaHuil Bodpact 83,30+47,08
Mec) ¢ pasnuuHeiMH TUnamMu MIIC. Ilpy nepBHYHOH rOCNHUTAIHU3ALMH JIeroyHas
runepreHsuss Habmloganach y 2 NallMeHTOB C CcHHApomoMm XaHrtepa. Ilo mepe
nporpeccupoBanus 3abonieBanus, JIIT nossunock ewe y 2-x aeted. Y ocTanbHbIX
JieTel, BKIIOYEHHBIX B HMCCJeNOBaHHE, U TOJYy4YaBLIMX (PepMEHTO3aMECTUTENbHYIO
TepanHio, OaBJieHWEe B JIEFOYHOW apTepHH OCTaBajoCh B Mnpeaesiax HOPMBI.
KapavoMuonartus 6bl1a auarHocTupoBaHa y 6 6onpHbIX - ¢ MIIC 11, y 2-x - ¢ MIIC
VI,y1-cMIIC III, uy 1 naunenta ¢ MIIC 1. Ilpn nocnenHeit rocnutanusaumm Ha
$oHe NpoBoAMMOI NaTOreHeTU4eCKOH U CHMNTOMATH4ECKON TepanuH, He BbIBJIEHO

CTaTUCTHYECKHU JOCTOBEPHOIrO yXyALIE€HHA KapAHOBaCKYJISIPHBIX npossnenm”i.
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5.3. Pacnpenenenue nereii no q)yHKunouaanomy KJlaccy

Cpenu HaONIONABUIMXCS HAMM TMalLMEHTOB C pasnuyHbiMH TUnamu MIIC
Hapbo/ee 4acTO BCTPEYalUCh AeTH ¢ | PYHKUMOHAIBHBIM KJIacCOM (PK) - 55,5%
cnydaeB. PK II amarnoctupoBan y 40 uz 117 pereii (34 %). ®K 11l 6611 y 12 neteii
(10 %). BelsgBleHBl CTaTUCTHYECKH AOCTOBEPHBIE Da3JIMYHUs MEXAYy NalMeHTaMH C
OK I n ®K III (P= 0,005). HaubGonblllee KOIUYECTBO JETeH C TsXKeJIoun
KapAHOBACKYJIAHOH TNATOJIOrMEN BCTpeYalUCh Cpead GONBbHBIX C CUHAPOMOM
Maporo-Jlamu (25%) u ¢ cunapomom Xautepa (13%). Ilpn G6onesnn Mopkuo y
60NbIIMHCTBA MALKMEHTOB AuarHoctupoBaH ®PK 1, u nuwb onuH pebenok umen OK
II. INpoBeneHHbIH aHaJIM3 MMOKa3aj, YTO CTATUCTUYECKH 3HAUYMMOE YyMeHbIUEHHE
KOIH4YeCTBa MALMEHTOB C pa3andHbIMH TUnamMu MIIC, no Mepe yBenuueHus
¢yHKUHOHaNbHOIrO Kjacca. McknroyeHne coctaBunu 6onpHble ¢ MIIC 1V Tuna, Tak
KaK OHH HE HMeJIM BbIpa)X€HHOH cepZieuyHONH HegocTaTo4yHoCTH. [TaunenTtsl ¢ MIIC VI
THINa ObUIM OTHOCHTEJILHO PAaBHOMEPHO MepepacnpeneieHsl no ®OK.

Ta6auna 5.17 - PacnpeaesieHHe NaliMEHTOB ¢ pa3jiHuHbIMH Tunamu MIIC

MIIC no ®K
DK 1 DK 11 @K 111
Tuner MIIC (abc) (abc, %) (abc, %) (abc, %) P
n=65 n=40 n=12
MIIC I n=23 . . . 3 0.005
(a6c. %) 13(56%) | 8(35%) 2(9%) 1-3 0,
MIIC 11 n=55 ) . 1-3 0,001
(aGe. %) 25(45%) | 23 (42%) | 7(13%) 23 0003
MIIC 111 n=24 . . a0 1-2 0,002
(a6c, %o 19 (79%) | 4 (17%) (4%) 130
MIIC IV n=7 o
14% 0 P>0,05
(a5, %) 6 (86%) 1(14%)
MIIC VI n=8 9 % 2 (25% P>0,05
(ae. % 2(25%) | 4 (50%) (25%) :
S 1-2 0,015
ceron=117 | o5 5604) | 40(34%) | 12 (10%) 1-30
(a6c, %) 2-30

DK- pyukyuonansmsiit knacc no Ross.




B pesynbtate npoBeaéHHOro 06c¢nefoBaHUsA Obl10 BbISAB/IEHO, YTO MPaKTUYECKU

BO BCeX rpynnax CTaTUCTUYECKW [OCTOBEPHO uallle BCTpPeya/MCb NauUMeHTbl C

NepBbM (DYHKLMOHa/TIbHbIM Knaccom. OAHaKo, Haflo OTMETUTb, UTo geTert ¢ ®K 1l n

OK 11l 66110 44% oT 0o6wWero Konuvectsa nauneHToB ¢ MIC. JaHHble pe3y/bTaThl

MOIYT CBUAETENLCTBOBATbL B MOJ1b3y CPeAHETAXEN0ro COCTOSAHUA [eTeil Ha MOMEHT
MepBO rocnUTaIn3aunm B KNUHUKY.

Pe3ynbTatbl pacnpenenieHnsa naymeHToB € pasinyHbiMu Tunamu MIIC no ®K

No Ross Npy NOBTOPHOW rocnuTannsauumn npeactaB/ieHbl Ha pucyHke 5.1,
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0%
MMAC 11 MNC 12 MMC111 MnClIZMnCIllIIIMnCIII2MnCIVIMNCIV2MnCVIIMNnCVI2

m OK3 O®K2 m ®Kl1

PucyHok 5.1 - PacnpegeneHune nayneHToB ¢ pasnmyHblMm Tunamu MIC no
cTerneHV PYHKLMOHA/IbHOTO Klacca XPOHUYECKON CepleyHOoi Hef0CTaTOUYHOCTH
Mpn noBTOpHOM rocnuTanusauymm u3 8 nauymeHToB ¢ MIIC | Tuna,
oTpuuaTesbHast AMHaMMKa 0TMeYanocb y 04HOro pebeHka, u3 36 60/bHbIX ¢ MIMC I
Tvnay 4-x, y 1 nayveHTa s 14 c cmHgpomom CaH-dununno ny 1 naymeHTta u3 3-x ¢
MIMC VI Tvna. Bcero m3 66 nauyueHToB (cpeaHuii Bo3pacT 83,30+47,08 wMmec.)

HabMogaeMbIX  HaMW  NaUWEHTOB Yy 7 OTMEYEeHO YBe/IMYeHWe  CTerneHu
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(GYHKUMOHAJILHOIO  KJIaCCa XPOHHYECKON CepaeyHoOil HemNoCTaTOYHOCTH 3a BpeMs

HaOMoA€HHA.

Benyuwee mecto B obcrnenoBaHMM peTeii ¢ KapaMoOMHUONaTUEH OTBOAUTCS
IxoKI'. Mbl MpOBENH KOPPEISIUMOHHBIN aHaIU3 1o KpuTepusmM r CnupmMmeHa U

BBIIBHJIM MPAMYIO KOoppensauuio Mexay ®K u pasmepamu MXKIT.

Tab6auua 5.18 - IlTapameTrprl IxoKT y nereii ¢ paznuunbimu Tunamu MIIC

Koppensunu CnivpmeHa DK ®B JK MOKIT | 3CJIK
R 1,000 -0,044 0,246 0,318 0,097
®K P . 0,763 0,121 0,045 0,551
n 55,000 | 49,000 | 41,000 | 40,000 | 40,000
R -0,044 1,000 0,055 -0,113 | -0,369
DB (%) P 0,763 . 0,738 0,493 0,021
n 49,000 | 49,000 | 40,000 | 39,000 | 39,000
R 0,246 0,055 1,000 0,476 -0,070
JIK (cm) P 0,121 0,738 . 0,002 0,670
n 41,000 | 40,000 | 41,000 | 39,000 | 39,000
R 0,318 -0,113 0,476 1,000 0,567
MXII (cMm) P 0,045 0,493 0,002 . 0,000
n 40,000 | 39,000 | 39,000 | 40,000 | 40,000
R 0,097 0,369 -0,070 0,567 1,000
3CJDK (cm) P 0,551 0,021 0,670 0,000 .
n 40,000 | 39,000 | 39,000 | 40,000 | 40,000

PK-¢pynkyuonanvnein knracc, @B- ¢ppakyua evibpoca, JLK-neesiii scenyoouex, MKII-
MexcxHcenydoukoean nepezopooka, 3C/IK- 3a0HAR cmeHKa 1€6020 HHcenyooUKa.

Teuenue cepaeyHoit HegoctaTouHocTH npu MIIC HMeeT nporpeccupyrOLWH
xapakTep. M3yuyeHue 3Toi npobsieMbl Ha paHHHX 3Tanax €€ pa3BUTHsA BbI3bIBACT
ocobrlii HMHTepec. HecneuudHYHOCTHL HIH OTCYTCTBHE kanob, cBoeoOpa3ue
KIMHHYECKON CHMITOMATHKU TNPUBOAUT K TPYAHOCTH AHArHOCTHKH CepAEYHOM
HelOCTaTOYHOCTH B AebroTe 3aboneBaHus. BmecTe ¢ TeM OMarHoCTHKa cepAeYHOM
HeOCTAaTOYHOCTH Ha HayaJIbHBIX CTAMsIX Ba)kHa IJIs CBOEBPEMEHHOro Ha3Ha4yeHHs
aJleKBaTHOMW TepanuM C LeJbIO YJNYYLUEHHss FeMOAHHAMHKH M MpeloTBpalleHHs
lanbHeiilero ee nporpeccupoBaHHs. B Hactosuee Bpemss NT-proBNP sBasercs

HaHGonee MHGOPMATHBHBIM MapKEPOM CEpAEYHOH HEAOCTAaTOYHOCTH. DTOT



155

GHOXMMHYECKHH TOKasaTeslb MCMNONb3yeTcs s onpelesieHUsi KaK TIXKECTH
cepledyHOH HENOCTATOYHOCTH, TaK u NporHo3a 3abosieBaHus. Mbl OLI€HUBAIH
ypoBeHb NT-proBNP y 30 nauuenros ¢ MIIC (23 manbuuka u 7 nesouek). CpenHuii
Bo3pacT OOC/IENOBaHHBIX OGONBHBIX COCTABMII 67,23+41,92 mec. KoHueHTpauus
HaTpUHYPETHYECKHX NENTUIOB BapbHpyeT B 3aBMCHMOCTH OT Bo3pacra.
PeepeHCHBIE 3HAYEHHS [UISl MAlbYUKOB < 62nr/MI1, 11 HeBOuYeK < 83nr/mn. Jletu ¢
MIIC 1V Ttuna B oOcriefOBaHUU He y4dacTBoBasiH. Cpennuit ypoBenb NT-proBNP
coctaun 81,63+8,90 (24,53-216,0) nr/mn. HauGonee uacto (66,6% cnyuaes)
NOBBILLICHHE TI0KA3ATeJIs BBISBJICHO y NeTekl ¢ 6one3Hbto Mapoto-Jlamu - 144,7+42.6
(102,1-187,3) nr/mn. Y 43% 6onpubix MIIC I Tuna u y 53 % ¢ MIIC Il tTuna 6s110

nosbilleHHe KOHUEeHTpauuu NT-proBNP.

Ilpy cpaBHeHHMHM (QaKTHYECKHX mnoKa3aTejieli He BBISBJIEHO CTAaTHCTHYECKH
jocToBepHbIX pasnuuui  (P=0,143, P=0,399, P=0,317, P=0,808, P=0,835) B

obcrne10oBaHHBIX rpynnax JAeTe.

Ta6suua 5.19 - Yposens NT-proBNP y nauMenToB ¢ pa3jiHUHLIMH THIAMH

MIIC
n MIIC 1 MIIC 11 MIIC III | MIIC VI Bce*
n=7 n=17 n=3 n=3 n=30
499 43,2+3.9 51,2+8.,0 45,2+3 .2
M Hopma n———,l (24,5-55,2) |(43,2-59,2) 0 (24,5-59,2)
n=23 n==8§ n=2 n=11
NT- 107,9+15,5 | 117,7x17,5 115,2+13,4
INospi. | (87,6-138,4) [(66,7-216,0) 0 0 (66,7-216)
proBNP
Mm n=3 n=9 n=12
(min- 53,6+11,6 63.3 54.7 55,8+6,6
max) Hopma | (30,5-66,2) 0 n=’1 n=,1 (30,5-66,2)
yi| n=3 n=>5
n=7 144,7+43 [144,7+42,6
(102,1- (102,1-
[ToBbiw. 0 0 0 187.3) 187.3)
n=2 n=2
P P>0,05

M- smansuuxu; /- oesouxu; *Jemu ¢ MIIC 4 muna 6 o6cnedosanuu He yuacmeosanu
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JlnarHOCTHYeCKHEe  BO3MOXXHOCTH  ONpellelileHUss  HaTpUuHypeTHYECKHX
QenTHAOB TaKXe OBIIM HCClIe0BaHbl y NMAUMEHTOB C NMaTOJIOrMel KanaHoB cepaua.
B pesynbTaTe OBUIO BBIABJICHO, 4YTO Yy TMAUMEHTOB [AHHOW TPYNIbl 4acTo
yabmonaeTcs nosplileHHe ypoBHS NT-proBNP, nosroMy nx TecTMpoBaHHE MOXET
6bITh MONIE3HBIM Ul AHarHOCTUKH ¥ NMPOrHO3a TeueHus 3aboseBaHus.

Msbl OLEHHBAIH M CpaBHHUBalu noBbllleHHe ypoBHs NT-proBNP vy
JALHEHTOB C HENOCTATOYHOCTbIO, MHKCOMAaTO30M, CTEHO30M Ha KjlanaHax W 6e3

3THX NMPOSBJIE€HHH.



Tabauua 5.20 - Yposens NT-proBNP npu natonoruu kjiananos cepaua

MK AK TK JIK
W3MeHeHHs Ha K1anaHax
Peryprutauns YToniieHue
YprHTalHs YTonuL Crenos  |Peryprutaums | Ytomnuenue Creno3  {Peryprutauus Peryprurauus
(2-4cT) CTBOPOK
4112439 | 4555450 48,53£316 | 4474%6,03 | 47354314 | 4875:337 | 4738:384 | 48531316
Hopma (30.5-64.1) (30,5-63.3) (24,53-66,2) (24,53-66,2) (24,53-64,1) (24,53-66,2) (24,53-66,2) (24,53-66,2)
g+ n=10 n=6 n=16 n=7 n=15 n=15 n=13 n=16
111,99+16,4 125,01+20,01 121,55¢13,43 89,62+13,24 114,53+12,54 119,45+12,61 116,77£16,16 114.23£12.4
[ToBbieHne (66,7-183,4) | (67,71-183,4) (66,7-216,0) (66,7-138,4) (66,7-216,0) (66,7-216,0) (66,7-216,0) (66 ’7_2 16 6)
YPOBHS n=13
n=7 n=5 n=13 n=5 n=13 n=14 n=10
oW
% P (Hopma-noBbI) Kay 0,467 0,763 0,577 0,564 0,705 0,853 0,532 0,577 (0u<5)
fel 53+1,17
1 537 i y
= 523§§*267; 50,3244,17 51.4822,98 66,2 45.3
Hopma (24.53-66.2) | (24 53.66.2) n=0 (32,82-63.3) (51,2-54,7) n=0
= n=10 _ n=1 n=1
2** n=6 n=9 n=3
126,92+20,04 | 116,37£16.95 136,03£16,04 126,16+20,81
[osbiuenne | (802-216,0) | (66.7-216.0) 922 (87,59-216,0) 183.4 - (97,82-187,3) 1873
n=0
YPOBHS# =1 n=1 n=1
n=7 n=9 n=9 n=4
P (Hopma-nosbiur) 0,782 0,819 - 1 1 - 0,705 -
P (cpasHenue Het-na) kay 0,491 0919 0,467 0,654 | | 0,675 0,467

1

Khananax;

*-
omcymceue Hedocmamounocmu, MuKCoMamosa, cmeno3a Ha KNANAnax; 2**- HANUYUE HEOOCMAMOYHOCHN, MUKCOMAMO3A, CMEH03a HA

LS
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B HccnenyeMeiX rpynnax npoBOOMIACh OLIEHKA KOppensiuHH COAep>KaHHs B

kpos NT-proBNP ¢ ®K. Beero 3 nauuenTtos ¢ ®K I uMeny noBbILeHHBbII YPOBEHBb

NT-proBNP B criBOpoTke kpoBH (p=0,052). V Bcex nauuentos ¢ ®K II1 coliep>xaHue

N—KOHLIEBOTO ¢(pparMeHTa MO3TOBOTO HaTpHUHYpPETHUYECKOro MenTuaa B KPOBH ObLIO

MOBBILLIEHO U cocTaBuno 127,93+33 .12 nr/mn.

Ta6suna 5.21 - Yposens NT-proBNP y naunenros ¢ MIIC ¢

PAa3/IHYHbLIMH q)yH KIIHOHAJBHBIMH KJlaCCaMH

QyHKLUHOHAJIbHBIE KJ1ACChI ©K 1 PK 11 PK 111
n=16 n=10 n=4
47,32+2.73
Hopma (32,82-59.2) 24,53 n=0
Manbsuuku n=10 n=1
n=23 110,44+14,0 107,98+20,62 (127,93+33,12
I'loBbllIeHHE (95,1-138,4) (66,7-183,4) [(67,71-216,0)
n=3 n=>5 n=4
NT- |P (HopMa-noBBIlIEHHE) Kay 0,052 p>0,05 -
proBNP 52,63+11,07 60,45+5,75
Hopma (30,5-64,1) (54,7 - 66,2) n=0
JleBOoukH n=3 n=2
n=7 144,7+42.,6
[loBbilIEHUE n=0 (102,1-187,3) n=0
n=2
P (HopMa-noBbILIEHHE) KAy - P>0,05 -
P (cpaBHeHHE MaILYHMKH-AEBOYKH) Kay P>0,05 P>0,05 P>0,05

C NOMOLIBIO KOPPENALHOHHOIo aHaliHn3a CnnpmeHa HaMH OblJIO NnNoKa3aHoO, 4YTO

ypoBeHb NT-proBNP B KpoBH HMeeT NpsAMYIO KOppelsuuro ¢ (yHKLHOHAJIbHBIM

KJlaccoM ceplie4yHoll HegocTaToyHocTH y aeTei ¢ MIIC. Cnenyet OTMETHTb, YTO MbI

BBISBHJIM TaK)Xe CBs3b MoBbllieHUs YpoBHsA NT-proBNP ¢ runeprpoguer muokapaa

1 KMIT.
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Tabanua 5.22 - Ces3be NT-proBNP ¢ ¢pyHkuHOHANLHBIM KJIACCOM, JIErO4YHOM

THNEPTEH3HEeH, apTepHaJdbLHONH rHNepTeH3Heli, KapAHOMHONATHEH

NT-proBNP dK JIr Al KMII
. r 0,576 0,286 0,299 0,478
KayecTBeHHBbI
P 0,001 0,126 0,109 0,008
aHanu3
n 30 30 30 30
r 0,518 0,124 0,176 0,553
KonnyecTBeHHBIH
P 0,003 0,515 0,353 0,002
aHanus3
n 30 30 30 30

KMIT —kapouosuonamusn; /Il - nezounan zunepmensun; AI - apmepuansnas 2unepmeHt3ua;

CpaBHHTenbHBIN aHann3 ypoBHsS NT-proBNP ¢ KMII, AT, ®K no HacTtosiiero
BpEMEHH HE OMHCAaH B POCCHHICKOM U 3apy0OeXXHoil nuTepaType.

TakuMm ob6pa3oMm, NT-npoBNP saBnsercs paHHUM MapKepoM, HaleXHbIM
CKPUHHHTOBbIM TECTOM AJIs1 JUAarHOCTHKH CepAe4YHOH HEeAOCTAaTOYHOCTH Y MaUHEHTOB
¢ MIIC, ortpaxkaeT BeJMYHHY HHIAHWBHAYAJIBHOIO KapAHWOBAaCKYJSIPHOro pHCKa,
NporHo3 TedeHHUs 3aboJieBaHUS M MOXeT OBITh HCMONb30BaH [l noabopa u
MOHHUTOpPHHra 3¢¢GeKTUBHOCTH NPOBOAHMOMN TeparnuH.

[MonumopdHas kIHMHHYecKas kapTHHa y nauuveHToB ¢ MIIC ob6ycnosnnBaer
He0OXOAMMOCTh KOMIUJIEKCHOIO MOAXOJa K JIEYEHHIO H ILLIHPOKOe HCIOoJIb30BaHHE
cumMnToMaTH4yeckoit Tepanuu. OCHOBHas UeNb JIEYEHUS - YMEHbIUEHHE W/MIH
npeaynpexajeHue CHUMITOMOB CEpAE€YHOH HEeNOCTAaTOYHOCTH. [Jlnsd KOppeKuHH
COCTOSIHMSL [eTeil MCIMOJb30BAJIM CJleAylollde TpyNnsl IMpenaparoB: HHIHOHUTOPLI
AHFHOTEH3WHIpeBpalLaroLero ¢depMmeHTAa: 3Hananpui (cTapToBas no3a
1,25Mr/kr/cytkn no 10-20 Mr B 2 npuema) U KanToNpHi (1mr/kr/cytkn) 22 (19%)
AeTeH, -610KaTOpBI: 6ucornpoJon (B CpeiHeM 2,5 MT
¢) u xapBeaunon (0,1-0,2Mr/kr/c, MOAPOCTKH MNojly4anu B cpeaHeM 15 mr/c) 18 (15%)

GONBHBIX, AMYPETMKM (CMMPHMHOJAKTOH B no3e 2Mmr/kr/c) -y 6 (5 %) nerei.
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[lpoBeneHHas KapHOTIDOTEKTHBHAS Tepamnus OKa3blBajla MOJIOKHUTENbHbIN >PdeKT a

COCTOSIHHUE NMallHECHTA.

Ta6nuua 5.23 - Kapanorponuasn Tepanuu y naumenTos c Pa3JHYHBIMH

THnamu MIIC npu nepBoii rocnUTaJIN3alLHH

dapmaxonormieckas rpynna  MIC IMIIC ITMIIC [ MIIC [MIIC| Beero
NeKapCTBEHHBIX MpenapaTos n=23 | n=55 | I 1V VI =117
n=24 =7 | n=8
UurubuTtopsl Kantonpun 3 10 3 - 3 19
ATID DHasanpui - 2 1 - _ 3
Bcero 3 12 4 - 3 22
BeTa- buconponon 3 10 2 1 1 17
) ipeHo60KaTopb]—-APBEAHION - ] - - - 1
Bcero 3 11 2 1 1 18
Huypetuku  [CnupuHonaktoH 1 4 1 - - 6

OcHoBHas UeNb JIeYEeHUs - yMeHblLIeHHe W/HIHU NpeaynpexxieHHe CMMIITOMOB
cepAe4HOM HEAOCTATOYHOCTH. beccuMnTOMHasa nerkas M ymepeHHass MUTpajibHas H
aopTajibHasg HeJOCTAaTOYHOCTb He TpebOoBayiu Ha3HayeHUs Tepanuu. JUIHTELHBIN
npHeM Ba30[MJIaTaTOPOB OKa3blBasl GnaronpusTHoe BiMsHHe Ha cocTosHue JDK npu
CpedHEH W TAXKEJION MHTpalibHOH M aopTallbHO# HegocTaTO4YHOCTH. Ilpn oTcyTCcTBHH
no6oUYHbIX 3¢ dekTOB rnaugMeHTaM Ha3zHavyalHu npuem HHrHOMTOPOB
aHrHoTeH3WHMNpeBpailawlliero ¢epmenta (AllP) B cpeaHeTepaneBTHYECKHX
LO3WpOBKaxX, [B-GiokaTopbl - MpenapaTbl NEpPBOH JIMHHH B JIEYEHHH MaUHMEHTOB C
KMIL. TlaumeHTBbl C JIErKO# CTeNeHbIO JIEFOYHOM THUMNEPTEH3HH crneLu@PHUECKY1o
TEpanMIo He MOoJIydalM, HMX COCTOSIHHe YJy4Yllajochb MPH CHMIITOMAaTHYECKOH
TepanuM.

YuuThiBas MPOrpeccUpyIOlMi XapaKTep KapAHOBAaCKYJISPHOH NaTOJIOTHH Y
naudeHtos ¢ MIIC, npu TNOBTOPHBIX TOCIHUTAIH3aAUMAX OTMEHAIOCh YBEJIHYEHHE

KojIMyecTBa NauMEeHTOB, ITOJy4YaBLIHX CUMIITOMAaTH4Y€CKYIKO TE€paIriiio, OHAKO 3TO HE

OBLIO CTATHCTHYECKH 3HAYUMBIM.
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Hecmomps Ha mo, 4moO namonozus cepoeyHo-cocyoucmou Cucmentbpl
docmamo4Ho pachpocmpaneHa cpedu nayuenmoe ¢ MIIC, omcymcmeue A8HOU
KIUHUYECKOU KapmuHbl ) bonbuwuncmea 60nabHblx MOdcem npusecmu K HeOOOYeHKe
X 8AadNCHOCMU MEOUYUHCKUM NEPCOHANIOM U NPUBECMU K IHCUSHEYZPOICAIOUJUM
cocmoaHuim. Tonvko pano navamas P3T u cumnmomamuueckas mepanus mMozym

npugecmu K cmabunuzayuu KapoOuo8acKyYMAPHbLIX UMEHEHULL.
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IVIABA 6. TATOJIOI'USI CUCTEMBI TEMOCTA3A Y
NAHHMEHTOB C PA3JIMYHBLIMU TUIIAMMU
MYKAMMOJIUCAXAPUIO3A

6.1. XapakTepHcTHKA MoKa3aTeJell MJ1a3MeHHOr0 remMocTasa

Yy AeTeH ¢ MyKamnoJIHCAXapHA030M
[loka3zarenu remocrtasa ObIIM MccllefOBaHbl B AMHAMMKE y 113 nauueHTOB C
MIIC. Bo3pacT nauMeHTOB MpH NEPBO rocnuTalu3auMy BapbUpoBan oT 73 1o 116
MecsLeB, NIPH MOBTOPHOH rocnuranu3auum - ot 98 no 138 mec. I'pynny cpaBHenus
coctaBuIr 50 310pOBBIX HEeTEH.

Ha nepBoM sTane Oblna npoBeleHa OlleHKa MOKa3aTelleil MIa3MEeHHOIro 3BeHa
reMocTa3a KpoBH Y NMallUEHTOB ¢ pa3jIMdUHBIMU Tunamu MIIC.

Jljis OLEHKHM BHYTPEHHEro NnyTH CBepThIBaHUS KpPOBHU TMpPOBOAMJIAaCh OLIEHKa
nokasaTess, akTHBUpOBaHHOI0 4YacTH4YHOro tpombornnactuHoBoro Bpemenn (AYUTB,
cek). HapyumieHuss  BHYTpeHHero T1nyTH  CBEpPTbIBAaHUMS KpPOBHM IO  THUMY
runepkoaryisiiid Habroaanuce y BceX MalMEHTOB C pa3nuyHbIMM THnamMu MIIC,
npuueM Haubosnee yacto y aerei ¢ MIIC III, IV u VI tunos (58-60%). Y nauveHTOB
¢ MIIC I u MIIC II tunoB usmeHenuss AUTB (cek) BcTpeyanucs pexe — 38 u 39%
ciydaeB COOTBETCTBEHHO. I unmokoarynsiuus 6wuna BeigeiaeHa y 5 nauneHtoB MIIC 11
THNA, Y KOTOPBIX OBbIN AMAarHOCTHpoBaH H3oaupoBaHHbIH aepuuut VIII dakropa
cBepThIBaHMA. M3 HMX B TpeX ciaydvasx Habmopancs coyeTaHHbIH aepuuut IX
baktopa. CnienyeT OTMETUTBh TOT (aKT, YTO NMpPH 3HAYUTENbHOM yiinHehun AYUTB

ormevasics gepuuut VIII, IX u XII ¢pakTopoB cBEpThIBaHHS.

He oTmeuanoch HapylleHHWH BO BHYTPEHHEM MNYTH CBEPTbIBAaHWS KPOBH IpH

MIIC I, MIIC 1V, MIIC VI tunos.
JIns u3yueHMs BHELUHEro MyTH MJa3MEHHOro reMocTasa MpoBOAMIACh OLEHKa

nporpombuHosoro spemeHu (I1B, cek). Habnroaanuch He3sHaYUTENbHbIE HapyUIeHHs
B BUAe runepkoaryiasuuy B 19% cnyyaeB npu MIIC I Tvna ¥ y oaHOro nauMeHTa ¢

MIIC VI tuna. 'nnokoarynsuus Bctpedanack npyu MIIC I tuna B 9%; MIIC Il tuna

B 16%; npu MTIIC 11l Tuna -24% cny4aes.
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Jlns OLEHKM KOHEYHOro »JTamna Kackaja CBEpPTBHIBAaHHsS HCNOJIB30BAIH
pesy/ibTaThl OMNpPENENIEHHs TpOMOUHOBOro Bpemenu (TB, cek) u ¢ubpunorena (P,
r/n). bbITH BBIABICHBI EAMHUYHBIE Cllyyau runepkoarynsuuu npy MIIC 11 u VI tuna.
['unokoaryijisilksa BCTpe4danacek Npu Bcex TUnax MIIC, Ho yame MIIC II (50%) u
MIIC 1 (40%). I'mno¢ubpunorenemMus ormeuanace npu MIIC 111 y kaxkaoro nsroro
naupeHTa. UyTh pexe CHM)KEHHEe YpPOBHs ¢pnbpuHorena Habmoaanocs npu MIIC VI
tuna (12,5%), ewme pexe npu MIIC 11 tuna (8%). [1pu MIIC I Tuna BbIsABJI€HBI JIULIb
eJUHUYHbIE CJIy4auW CHHWXXE€HHUs YpOBHs ¢pubpuHoreHa. CrneayeT OTMETUTb YTO B
Hexkotopbix cnydasix npu MIIC II u MIIC III tTunoB Habnroaanuch NMOBbILLIEHHbIE
3HayeHUs J| —1MMepa, Kak Mapkepa rja3MHHEMHH.

TpombouuToneHnuss BcTpeTuinach y 6 mnauweHTtoB npu MIIC II tuna u 6
nappentoB MIIC Il Tuma. B epaunununbix cnyyasx npu MIIC 1 u MIIC II
Habmojancsa TpomGouuTo3. B ocranbHbix rpynnax (MIIC IV, VI) tpomMGoumTtsl

0CTAaBAJINCH B NpE€lAciiax pe(bepeHCHle HHTEPBAJOB.



Tabanua 6.1 - O6was xapakTepHcTHKA NoKa3aTellel NJIa3MEHHOro reMocTasa

[Toxa3zaTtenu nna3MeHHOro 3BeHa MIIC 1 MIICII MIIC 111 MIIC IV MIIC VI
M+m n=21 n=53 n=24 n=5 n=§
(95% JIN)
ManbuuKH/neBouKH 12/11 55/0 12/12 6/1 2/6
Cpenunii Bo3pact npH nepBoi 73,67x11.4 82,941+6,80 80,13+8,64 100,67+12,74 116,38+£21,45
65,65-167,1
rocnuTaH3alin (49,8-97.53) (69,3-96.6) (62,24-98.,0) 679213341 | )
Tpom6ouuts! (10%/n) 248.1£19.11 239,53+£11,02 198,79+14,34 256.,83+222 230,75422,2
(208,23-287,96) (217,42-261,64) (169,13-228,46) (199,76-313,9) (178,18-283,32)
AYTB (c) 35,7209 35,06+0,82 33,86+0,92 29.,4613,41 31,34+1,79
19,99-38,93
(33,79-37,65) (33,95-37,26) (31,96-35,76) ( ) (27,11-35,56)
[1B (c) 13,71£0,41 13,63+0,13 13,89+0,18 13,78+0,31 13,131£0,42
99-14,58
(12,86-14,56) (13,37-13,89) (13,52-14,24) 12, ) (12,1-14,16)
TB (c) 22,4419 22,01+2,33 19,55£1,3 18,4+2,45 17,08+1,40
(12,11-24,69)
(18,3-26,58) (22,33-31,69) (16,86-22,23) (13,73-20,37)
dubpunoren (r) 2,710,16 2,62+0,08 2,09£0,13 2,84£0,27 2,66+0,22
(2,39-3,04) (2.46-2.77) (1.83-235) (2,14-3,53) (2,14-3,17)
I inmep (nr/mn) 0,25+0,02 0,68+0,37 1,35£0,61 0,5 -
(0,19-0,31) (0-1,47) (0-2,76)
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BbisBreHa cTaTUCTMYECKM 3HayMmMas npsMasd [OCTOBepHas CBA3b MeXay
OTKMOHeHVeM TB oT HopMmbl. CriefoBaTenibHO, y fgetet ¢ MINC 4acTo oTMeyvaeTcs
OTK/IOHeHVe OT HopMbl TB (p<0.05), 4TO NPMBOAUT K BblpaXXeHHOMY HapyLLeHUIo
Tpom60o0bpasoBaH U.

[vHaMrKa nokasaTesiel BHELWWHEro nyTu CBepTbIBaHUA Yy AeTeil ¢ pasINYHbIMU
Tnamm MIIC npy nepBMYHONM W MNOBTOPHOM rocnutanmsauum npefcTaBfieHa Ha

pUCyHKe 6.1.

PucyHoK 6.1 - luHaMmnKa nokasaTeniel BHELUHErO NyTWU CBEPTbIBaAHMUSA Npu
NepBUYHON M MOBTOPHOW rocnuTanmsaymm y naymeHToB ¢ pasiMyHbIMU

Tunamm MTI1C

(MB —poTpombrHOBOE BpeMs, TB - TpombMHOBOE Bpems).



BbisiBNeHbl CTaTUCTUYECKU [OCTOBEPHbIE pas3inuma B 3HayeHuaX MNB mexay
MepBoiA M BTOPOM rocnutanmsauunein, 6onee BblpaxkeHHble npy MIC 1l n MIIC I
Tvna (p <0,05)

Mpn NOBTOPHOI rocnuTanusayum y naymeHToB € pasnyHbIiMu Tnamm MIIC
Hab/tojanacb TeHAEeHUMSA K HopManu3auuu nokasaTenei naasMeHHoro nytm wu
KOHEYHOro 3Tana CBepTbiBaHUSA . KPOBU. BbIsiBNeHbl CTaTUCTUYECKN 3HAYMMble
pazmMumMs  NMpu  KOSIMYECTBEHHOM CpPaBHEHWM MOKasaTefied MNpu  MepBUYHON N
MOBTOPHOM rocnuTanmsaumn y geten ¢ MIrncC (p<o0,05).

OueBMHO, [AaHHYK AMHAMWUKY MOXHO pPacueHUTb KaK MOSI0OKNTE/IbHbIi
atppekT P3T, NPUBOAALWMIA K YAYULLEHUIO (DYHKLUMOHAIbHOMO COCTOAHUS BHELLIHETO
MyTM CBEPTbIBaHMA KpoBW. PepMeHTHble npenaparbl, BBOAUMbIE MauUVeHTaMm,
obecrieunBaeT MNOCTYMN/IeHNWE 3K30MeHHOro (epMeHTa B KJ/IETOYHbIE JIM30COMbI.
MaHH030-6-6eTa-hochaTHble ocTaTkKm (M6®) Ha onurocaxapuiHbIX  Lensax
Mo3BO/IAOT  (PEPMEHTY cneynduyeckn cBasbiBaTbCA € MOD-peuenTopamm  Ha

KNETOYHOM NOBEPXHOCTWN, YTO NPMBOANT K UHTEPHa/TU3aLNN (bepMeHTa, HaueneHHoro
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Ha BHYTPHIJICTOYHBLIE JIM30COMBI, M mMocCnedyoleMy KaTaGonM3My HaKOIMJIEHHBIX
FAI.

HUutepeceH ¢akTt, YTo y GONBHBIX C CcHHApoM XaHTepa ObUIM BBISABJIEHBI 5
cnydaes aepuumnta XII daxrtopa ceeproiBanus kposu. Ilpu 3ToM B ABYX Clyuasx
uMenca coYeTaHHBIH neduUMT ¢aktopa Xaremana ¢ VIII ¢akTopoM cBepThIBaHHS
KpOBH, H3 HHX B OZJTHOM CJjly4ae B co4eTaHHM ¢ AeduuunTtoM ¢ IX dakropa.

OnHako, HE CMOTPsl Ha BBIPAXXEHHYIO T'MIIOKOAryJSLMIO, XapaKTepHylO IS
Gonesnn XaremaHa, MNPU3HAaKOB KPOBOTOYMBOCTH Yy HalUMX NALMUEHTOB He
Habtoaanoch. JIo HacTOAUWEro BpeMeHH OCTAeTCd HEOGBACHUMBIM (PAKT OTCYTCTBHS
KPOBOTOYHBOCTH NpH HeNocTaToYHOCTH XII (pakTOopa 1 ero BeipaxkeHHOM AepHLMTE.
HutepecHo, 4TO AebuuMT QakTopa XaremMaHa He 3alUMILAeT OT BO3HHKHOBEHHS
TpoMOO30B, MpPH 3TOM BBICOK PHCK Pa3BHUTHs TPOMOO3MOOJHYECKHX OCIOXHEHHH.
Huxe npuBeeH KIMHHYECKHH NMpHMMeEp nauMeHTa ¢ aebuuuToM ¢akTtopa XaremaHa

npu cuHapoMe XaHTepa (KJIMHHYECKHI npuMep).

6.2. KnuHu4yeckHii npumep
Cayuaii deqpuyuma pakmopa Xazemana y nayuenma c MIIC II muna.

Pebenok C., 8 nem.

Mykononucaxapuooz Il  muna  (6oneswo  Xanwmepa).  Hedocmamounocme
MUMPANbHO20 U AOpManbHo20 knananos. @yHkyuoHareHelll knacc I no Ross.

"3 anammesa uzseecmHo, umo pooumenu 300poeévi. bepemennocme nepeas,
npomexara Ha ¢hone yz2po3vi npepvléaHus HaA 5 mecAye cecmayuu, poosl 6 CPOK.
Macca mena npu posxcoenuu 3250z., onuna 52,5 cm. Pannuii HeOHamanbHblU NEPUOo
npomexan 6e3 ocobenrnocmeti. Ha zpyonom eéckapmnusanuu oo 10 mecayes. Cuoum c

6 mecayee, xooum ¢ 1 2ooa 2 mecayes.

llepenecennvie sabonesanus.: enolinviii omum, yacmoele OPH, napunzum oo 3-4 nem -

I pa3z ¢ 200.
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HacaedcmeenHocms: y omya noanunos. 'y mMamepu 8 demcmee ommMedaiucCy 4acmole

HOCOBbIE KpOBOMEHEHUA, y 6abywku co cmopoww mamepu uyacmo obpasyromcsa
2eManomsl, NEePpUOOUYECKU BOZHUKAIOM HOCO8bIe KposomeueHua. Y 0800OpooHOU
cecmpbl CO CMOPOHbBL MAMEPU NAMONO2UA C8EpMbIEAEMOCMU KPOBU.

Status: Puzuneckoe pazeumue Huszkoe, JuczapmonuuHoe, depuyum maccel mena 1
cmenenu (pocm 120 cm (3-10 nepyenmunsv), sec - 22, 5 ke (10-25 nepyenmuny).
Obyuaemcsa 6 obbiuHOU wiKoNe. Ycnesaemocme xopowas.

IIpu nonekynapro-zememuueckom ob6cnedosanuu 6 sxzone S5 cena I1DS
obnapyacena smymayua p.Cys171Tyr e cemuzuzommuom cocmosnuu. Mams npobanoa
Ae1Aemca Hocumenem OAHHOU Mymayuu.

Hayama mepanus Onanpasoii e doze 0,5 me/xe 1 paz 6 Hedento 6/ kanenvHo.
llepenocumocms xopowas.

[Ipu_nnanosom_obcnedoeanuu 6vina 6viAeneHA 2UNOKOAZYNAYUSL NO EHYMPEHHEMY

nymu - yonunernue AHYTB oo 105,2-116,9 cex. B naaszme - decpuyum gpaxmopa XII -

7% (pegpepercuviit unmepsan 80-120 %). [quacnocmupoean HacaedcmeeHHbIl
depuyum XII paxmopa ceepmuieanus kpoeu. [Ipu obcnedoearuu 6vina eviseneHa
cHudicennan akmusnHocmuv X1 paxkmopa kposu. Tpomboyumer 6 Hopme — 223X10*9/n.

llpu monexynapHo-cenemuueckom obcnedogarnuu eviagnen nonumoppusm G4554

2emepo3uzomuom cocmosanuu 6 ceve FGB, nonumopgusm C677T e comozucomnom
cocmoaruu 6 ceMe MTHFR u A66G nonumopgusm 8 2oMO3USOMHOM COCMOAHUU 8
zene MTRR. B oanvHetiuem npu uccaedosaHuu mpomooyumapHo20 36eHa 2emocmasa
boina  evisenena mpomboyumonamus - cunoazpezayus c¢ AA® 18 (35-74),

apaxudonoeout kucaomou 46(56-90) u konnazemom 26(72-125). B mepanuio

dobaenenvr eumamunvl 2pynnel B u ¢ponueeas kucnroma. Ilo oxonuanuu kypca

npogeodeHHOo mepanuu ommeyanacsy Hopmanuzayus nokazameneti

mpomboyumaprozo 3eena 2emocmasa. Ilpu nabniooenuu ¢ dunamuxe Hcanobvl Ha

HOcCosble KpogOMEYEHUS OMCYmMCMEBOEAIU.
I/I3MCH€HHH, HaGJ'IlOﬂaeMbIe Y TaKHX NMaluHU€HTOB, MOTYT CBHACTCJILCTBOBATbL O

HapymieHusx B cCUCTEME reMocTasa (BOBMO)KHO, HacCJI€eaACTBEHHO

JeTepMHHUpPOBaHHBIX) Y 60abHBIX ¢ MIIC.
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6.3. Ouenkxa TpomMGOUMTAPHOrO 3BeHa B pazIMYHBIX rpynnax

Mylcano.micaxapmlo3a

Ha BTOpOM 3Tale HCCIeNOBaHUs CHUCTEMbl TIeMOCTAa3a HAMM npoBoAUJiaCh
olleHKa TPOMOOLINTApHOTO 3BeHa B pasnu4uHbIX rpynnax MIIC. Ilpu uccnenosanuu
GYHKLIHOHAJIbBHOM aKTHBHOCTH TPOMOGOLIMTOB HaMHU NpPpOBOAMJIACh OLIEHKa HuX

arperalliOHHOH aKTHBHOCTH. JlaHHbIe npeacTaBneHsl B Tabanue 6.2

Ta6auna 6.2 - IlokazaTenu arperauuonHoii pyHKINN TPOMGOLHTOB y

NMalHEHTOB ¢ pa3JH4YHbIMH THNamu MIIC

IlokazaTtenu
MIIC 1 | MIIC II |MIIC 111
['unoarperauusi/Hopma/ MIIC IV | MIIC VI
n=4 n=11 n=4
runeparperauus
Arperauusi ¢ AP (%) 3/1/0 9/2/0 3/1/0 - -
erauys ¢ apaxuJOHOBOH
Arp P 3/1/0 9/1/0 4/0/0 - -
kucsortoi (%)
Arperauus ¢ rpomM6uHOM (%0) 1/3/0 5/4/1 0/3/0 - -

.CHHXXeHHe arperalMOHHOH (QYHKUMH TpOMOOLMTOB B BHIE. FMIOArperauydd ¢
afeHosuHauocopHor kuciaotror (AJP) ormeyanach BO BCeX rpynmax, HO 4allue

BcTpeyanace npy MIIC I, MIIC 11, MTIIC 11l tuna - 75% nauueHTOB B KaX<J10H rpynne.

[lpn sToM runeparperaunu ¢ AJIP He HabnoAaNOCh.

I'Mnoarperauus ¢ apaxMAOHOBOH KHCJIOTOH Takxe Habnionanach y mMauHMeHTOB
MIIC I, MIIC II Tunos B 2/3 cnyu4aeB, u y Bcex nauneHToB ¢ MIIC III tuna.

Tuneparperauus ¢ TpoM6HHOM Oblia BblsiBJieHa B OJHOM ciyd4ae y pebeHka ¢
MIIC 11 tuna. Ilpu 3ToM runoarperauus BCTpeyanach Y IOJIOBHHBI NMauHeHTOB. B

rpynne aeteii ¢ MITC 1 Tuna runoarperauusi ¢ TpoMOHHOM Habnroaanach y KaXkaoro

Y€TBEPTOro nauMeHTA.
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YyuThbiBas, 4TO NauueHTbl ¢ MITC uMmeroT TeHaeHLMIO KaK K THIIEPKOAryJsLiMH,
tak 1 TMOOKOAryisilH¥ B IUIA3MEHHOM 3BE€HE reMoOCTasa, a TaKXe - rumnoarperauyu
TpoMOGOLMTOB MBI MPOBENIH HUCCIIENOBAHMsS JUISl BBISBIEHHUS ¢dbakTOpOB HaceACTBEHHOM
npeApacnoNioXKEHHOCTH K Pa3BHUTHIO TpoMOodunuu. MonekynsipHO-reHETHYECKOe

o0cieJ0BaHHE ﬂOHHMOp¢H3MOB F€HOB CHCTEMBI CBECPTHIBACMOCTH KPOBH NpOBOAHUIIHCH

y 73 MalMEHTOB € PA3IMYHBIMHU THIIAMH MIIC.



Ta6amua 6.3 - [TonnMopPH3MBI reHOB CHCTEMBI FeMOCTA3A NPH PA3AMUHbIX THNax MITC

NII"]"C Monumopguant | ) ANHI ITGB3 MTHFR MTRR F2 Fs FGB MTR
n=',4 Her (6439%) (7]"403%) (64,(2’9%) (42’g6%) 14 (100%) 14(100%) | 11(78,57%) | 10(71,43%)
Jla 5 4 5 8 . 0 3 4

(35,71%) | (28,57%) (35,71%) (57,14%) (21,43%) (28,57%)
eTepo 2 4 5 5 0 0 3 4
(1429%) | (28,57%) (35,71%) (35,71%) (21,43%) (28,57%)
['omo 3 3(
(21,43%) 0 0 21,43%) 0 0 0 0
Il |Her 1 24 . 8 o 0 18 0
1=30 (36.67%) (80%) 14(667%) | 6 6790) 29 (96,67%) | 28 (93,33%) (60%) 20 (66,67%)
a 19 6 12 .
A (6333%) 20%) 16 (53,33%) | 22(73,33%) 1 (3,33%) 2 (6,67%) (“0%) 10 (33,33%)
Ferepo (52)3/0 ) (2(?% ) 14(46,67%) | 11(3667%) | 1(3,33%) 2(6,67%) ( 41)3/0) 8 (26,67%)
T'omo 4 2 0 0
(13.33%) 0 667%) 11 (36,67%) 0 0 0 2 (6,67%)
I Her 8 18 17 8 20 19 16 10
N=20 (40%) (90%) (85%) (40%) (100%) (95%) (80%) (50%)
Na 12 2 3 12 N 1 4 10
(60%) (10%) (15%) (60%) (5%) (20%) (50%)
[eTepo 6 2 2 6 0 | 4 9
(30%) (10%) (10%) (30%) (0%) (5%) (20%) (45%)
['omo 6 0 ] 6 0 0 0 1
(30%) (5%) (30%) (5%)
IV |Her 2 | 3 3 2 3
n=3 0 (66,67%) (33,33%) 0 (100%) (100%) (66,67%) (100%)
Ha 3 1 2 3 0 0 1 0
(100%) (33,33%) (66,67%) (100%) (33,33%)
Tetepo ! ! 2 2 (66,67% 0 0 ' 0
(3333%) | (3333%) (66,67%) (66,67%) (33,33%)
Fomo 2 0 0 1(33,33%) 0 0 0 0
(66,67%)
VI [Her 4 5 (83,33%) 5(83,33%) 3 6 5(83,33%) 5 4 (66,67%)

1.1



(66,67%) (50%) (100%) (83,33%)
Ja 2 I ! 3 0 1 (16,67%) I 2 (33,33%)
(33,33%) (16,67%) (16,67%) (50%) (16,67%)
Tetepo 0 1 1 2 (33,33%) 0 1 (16,67%) 1 2 (33,33%)
(16,67%) (16,67%) (16,67%)
Tomo 2 0 : 0 1 (16,67%) 0 0 0 0
(33,33%)
Bce [Her 32 59 46 (63,01%) | 25(34,25%) 72(98,63%) | 69(94,52%) | 52(7123%) | 47(64,38%)
n=73 (43,84%) (80,82%)
Jla 41 14 27(36,99%) | 48 (65,75%) 1 4 21 (28,77%) | 26 (35,62%)
(56,16%) (19,18%) (1,37%) (5,48%)
Tetepo 24 14 24 (32,88%) | 26 (35,62%) | 4 21(28,77%) | 23 (31,51%)
(32,88%) (19,18%) (1,37%) (5,48%)
Fomo 17 0 3 22 (30,14%) 0 0 0 3
(23,29%) (4,11%) (4,11%)

*-uccnedosannsie nonumopdusmsi ¢ zenax PLANHI - 5G(-675)4G, ITGB3 - Leu33Pro, MTHFR - C677T, MTRR A66G, F2 - G20210A, F5 -

G1691A4, FGB G(-455) A, MTR A2756G, 2emepo-zemepo3uzoma, 20M0-20M03uzoma.

Iponomxenue Tabanubi 6.3

Ll
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6.4. ITonnMOp¢PH3IMBI reHOB CHCTEeMBI reMocTaza NMpH pasjIHYHbIX THNAX
MYKanoJiHcaxapHao3a

[TonuMopPH3M B reHe MHIMOMTOpa aKTUBAUMHU IMJIa3MHHOFEHA (PLANH1) -5G(-675)
yaute Bcero BcTpedaercs npu MIIC 1V tuna - y Bcex nauueHTos, npu MIIC II u III
tHnax B 63 1 60% COOTBETCTBEHHO, U y TpeTH nauuenTos ¢ MIIC I u VI Tunamu.

B rene TtpombouuTtapHoro raukonporeuna IIl a (ITGB3) nonumopodusM
Leu33Pro Bcrpeuancs vaie npu MIIC IV tuna (33,3%), uyTs pexxe npu MIIC 1 u 11
tHNoB - 28,5 u 20% cootBeTcTBeHHO. ITpn MIIC VI 1 11l TMnNOB - 16,7 1 10 %.

Ta6anua 6.4 - I1o1HMOP(PH3IMBI FeHOB CHCTEMBI CBEPTHIBAEMOCTH KPOBH Yy

nauuentos ¢ MIIC

%“:'e":(’)‘;?”m PLANHI | ITGB3 |MTHFR|MTRR| F2 | F5 | FGB | MTR
Bce a1 14 27 | 48 | 1 | 4 | 21 26
n=73 (56%) | (19%) | (37%) | (66%)| (1%) | (5%)| (29%) | (36%)

*-uccneoosarHsle nonumopgusimsot 6 zenax PLANHI1 - 5G(-675)4G, ITGB3 - Leu33Pro,
MTHFR - C677T, MTRR A66G, F2 - G20210A, F5 - G1691A, FGB G(-455) A, MTR
A2756G

B reHe MeTHJIeHTeTparuapodonaTpeayKra3bl (MTHFR C677T)
nonumopdusmel otMedeHbl npu MIIC IV tuna - 66,7%, npu MIIC 1I Tuna -y
NoNoOBHHBI NMauueHToB, npyu MIIC | Tuna - y kaxaoro TpeTbero naudeHra. Pexe
BCEr0 NAaHHBIA nonnMdptprM Habmonancs npu MIIC III u VI tunos - B 15% u
16,7% cnyuaes.

B reHe MeTHOHWHCHHTa3bl peaykTta3sl (MTRR) nonnmopdusm A66G BbisiBIeH
y Bcex 60npHbIX ¢ MITC 1V tuna. I'lpu MIIC Il Tuna - 73,3 %, anpu MIIC 111, I n VI
THNOB no 60%; 57%; 50 % cooTBeTcTBeHHO. B reHax ¢akropa Il - nporpombuna (F2
G20210A) BcTpeyanuch eQMHHYHBIE OTHMOPQU3MEI NPH MIIC II tuna (3,3%). I'lpu
octanbHblXx THnax MIIC nonumopdusm He BcTpeuancs. B rene ¢axrtopa V (F5)
nonumoppusm G1691A (mytaums JleiineH) BCTpedancs JIHWIL B €AWHUYHBIX

cnyyasx, npu MIIC VI tuna (16,7%) n MIIC II u 111 THnoB — no 7 % B ka>xaA0OM.



B reHe ¢akTopa | pubpnHoreHa FGB nonumopgusm G(-455) A: npu MIIC I
™ina—y 40% nauueHToB, npu MIIC | n Il Tunos no 20%, npu MTIC Il -y Tpetn
6onbHbIX, @ Npyu MIMC VI Tuna -y 16%. B reHe meTMoHUH cuHTasbl (MTR) A2756G
N3MEHEHVS BbIIBNEHbI Y NOIOBUHBI nauueHToB ¢ MIC Il Tuna. Mpu MIIC I, 11 n VI
TMNOB - Yy TpeTu naywneHtoB. [pn MIIC IV Tuna myTaumm B [JAHHOM TEHe He
BCTPeyasiochb.

MonumopdusmoB B reHax F2-G20210A wn F5-G1691A B romMO3UroTHOM

COCTOAHUN, NpUBOAAWNX K Pa3BUTUIO TAXEJbIX TpOM603OB, Y HaWwnxX nauneHTOB HE
BbIAB/IEHO.

6.5. KnuHuyeckne NposiBfIeHNs HapyLleHW i remocTasa y nauneHToB ¢

MyKanosmcaxapuaosom

7777777777777777777777 j E—— [ ES—— 1

Tpomb6ouuTtoneHns ApTepuanbHbli BeHO3HbIN CMeLleHHbIN KpoBoTteueHne
Tpom603 TpomM603 Tpom603

mMMAC| mMMACI wmMMOC I =mMMOCIV =mMIMC VI

PuncyHok 6.2 - KnnHn4yeckne npodaBneHNA HapyLweHUn remocrasa y naumeHToB C
pasnnyHbiMmmn Tunamu MrI1C
YuuntblBag TO, UTO HanMyne NONUMOPMMU3MOB B reHax remocrtasa NpMBOANUT K

BbICOKOMY PUCKY Pa3BUTUS TAKUX OCMOXHEHUMN KaK TPOMBO3bl, HAMU GblN NPOBeaeH
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aHaJIU3 Clly4aeB OCJIOXKHEHHH PU HapyLUeHWH PYHKLHU CUCTEMbI FeMOCTa3a.
ApTepualibHbIE TPOMOO3b! BBIsABJIEHB! Y naureHToB ¢ MIIC I Tuna, pexe - npu MIIC
11 u Il Tuna. BeHo3HBIH TpoM603 - npu MIIC I tuna, peako - npu MIIC 1.
Tpom603bl CMEIIaHHOIO TUMNa 4aiue Habmonanuces npu MIIC 111, pexe - nmpu MIIC 11
u VI Tunos, eanHu4Hble - npu MIIC IV tuna. KpoBoteyeHnus GbUIM BBISIBNEHBI Y
nauueHToB MIIC II u 11l Tunos.

HamMy npoBe€H CpaBHMTEJIbHBIH aHaM3 MOJUMOP(PH3IMOB B reHax CHCTEMBI
CBEPTHIBAEMOCTH KPOBH H KIHMHHUYECKHUX TIPH3HAKOB HapylleHHUs reMocTasa ¢
MoMOLLLI0 TOYHOro KpuTepuss Puiuepa, (F-xkpurtepuit @Puiuepa). 3HaAYUMbIMH

CYHTAJIMCH 3HaYeHus npu p <0,05.



Ta6anua 6.5 - [lonnMOppHIMBI FeHOB CHCTEMBI CBEPTLIBAEMOCTH KPOBH H KJIHHHYECKHe NPH3HAKH HAPYLUEHHS

remocrtasa (*- I- omcymcmesue nonumopgusma; 2- nanuyue nonumoppuzma)

Monumopdim * PLANHI | ITGB3 | MTHFR | MTIRR Fs 2 FGB | MIR
T | 2 |1 2 1] z2 ] 12 t]21 211 ]z2]1]2
N 32 | 41 |59 | 14 | 46 | 27 | 25 | 48 |72 | 1 | 69 | 4 | 52 |21 | 47 |26
Tpom603 Her[29 |26 |46 | 9 |36 |19 |21 |34 b5 [0 |52 [3 W2 |13 [34 |2
Ta |3 |15 |13 |5 |10 |8 |4 |14 |7 |1 |17 |1 |10 [8 [13 ][5
P 0,007 0,312 0,450 0216 | 0247 | 1000 | 0090 | 0424
KpoBoteuenue Her| 30 29 | 5l 8 40 19 | 24 35 1 58| 1 58 1 44 | 15| 38| 21
Ta| 2| 12| 8] 6] 6| 8] 1| 13|14 0] 11|3] 8]6]9]5
p 0,013 0,022 0,082 0,026 1000 | 0021 | 0207 | 1,000
BeHo3ubiit Her| 31 29 49 |11 39 21 22 38 60 [0 57 3 45 15 139 |21
Tpowtos Ta |1 |12 |10 |3 |7 |6 |3 |10 |1z ]1 |12 [1 |7 |6 |8 [5
P 0,004 0,705 0,532 0,522 0,178 0,552 0,176 1,000
ApTepHansui Her[0 |38 |56 |12 |42 |28 |24 |44 |67 |1 |64 |4 [49 |19 |43 [25
TponGos Ta |2 |3 |3 |2 14 [T |1 [4 |5 |0 [5 Jo [3 [2 |4 |1
P 1,000 0,242 0,645 0,655 1000 | 1,000 | 0621 | 0649
CMelaHHbI# Her| 31 | 33 | 54| 10| 43 | 21 | 24 | 40 | 63| 1| 63 | 1| 47 | 17| 41|23
Tpontos Ta| 1| 85| 4| 3] 6] 1| 8|90 63| 5 |4|6]3
P 0,068 0,062 0,068 0,152 1000 | 0005 | 0269 | 1,000

9Ll
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BrisiBJIeHa CTaTHCTHUYECKH JAOCTOBEpHas 3aBHCHUMOCTb MeXny
nonumopdusMamu B reHe PLANH1 5G(-675)4G, kposoteuyenusmu (p=0,013),
HekBeHO3HBIMM TpoMOo3amu (p=0,004). TouHbili KpuTepuii ®uilepa MokKasaj, 4TO
TpoM603 B LIEJIOM, BEHO3HBIH TPOMOO3 M KPOBOTEYEHHs BO3HHKAIOT CTATHCTHYECKH
3HAYMMO 4allle MPH HaJM4YMH noauMopdusma 5G(-675)4G B rene PLANH. Hainenst
pa3/MuMs YacTOThl KPOBOTEUEHHMs - MPpU MyTauuu B renax ITGB3 Leu33Pro, MTRR
A66G u F5 GI1691A kpoBoTedeHHss pa3BUBaeTCss 3HA4YydMO 4Yallue, YeM IpH
OTCYTCTBUM TNOJMMOP@U3MOB B 3THUX TreHax. CMewlaHHbIA TpoMOO3 pa3BHBaeTCA

yaule NpHU U3MeHeHMsX B rene F5 — nonumopdusm G1691A.



Tab.mua 6.6 - IlonumopdH3MBbI reHoB cCHCTeMBI CBEPTHIBAEMOCTH KPOBH B TOMO3HIOTHOM H F€TE€PO3HIOTHOM COCTOSIHHH

H K/IHHHYE€CKHE NMPH3HAKH HAPYLWEHHA reMocTasa

[Tonumopdusm * PLANHI ITGB3 MTHFR MTRR MTR
1 2 ] ] 2 ] 2 1|2 (112 2 ] 2
n 24 17 14 24 3 126 22 (110 |4 |0 0 (23 |3
Tpombo3 Her 16 10 9 16 3 122 12 [0{0 13 [0 0 [ 20 |1
Ha 8 7 5 8 0 4 10 (1[0 1110 0 3 2
P 0,607 - 0,532 | 0,022| - - - | 0,085
Kposoteuenue | Her 20 9 8 0 17 2 (19 16 |1/0 |1 ]0 0 ]19 |2
Ja 4 8 6 0 7 ] 7 6 0 3 4 ]
P 0,045 - 1,000 {0 - - - | 0,488
Benosnbiit | Her 16 13 1 0 [18 |3 23] 15 [0 3 19 |2
Tpom6o3 | [la 8 4 3 0 6 0 |3 7 |1 l 4 |1
P 0,729 - 1,000 | 0,152 - - - | 0,488
AprepuanbHblii | Het 23 15 12 23 3 125 19 |1 4 23 | 2
Tpombo3 | Jla l 2 2 1 0 |1 310 0 0 |1
P 0,560 - 1,000 |0 - - - | 0,115
CMewannslii | Her 22 11 10 19 2 1201 20 |1 ] 20 |3
TpoM603 | Jla 2 6 4 5 I |6 ] 2 |0 3 3 |0
P 0,049 - 0,545 (0,260 | - - | - | 1,000

*
-1 - I'emeposuzoma no UCCED0BAHHOMY RONUMOPPUIMY, 2 —20M0O3U20MA NO UCCAEO08AHHOMY RONTUMOPPUIMY

8L1
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[lpn Hanu4MK NonuMopdu3MoB B renax MTRR u PLANHIB roMO3HIOTHOM

COCTOSHMH TPOMOO3bI BO3HHMKAIOT Yalle, YeM NMPH HalTM4YHH JaHHBIX NTOJIMMOPPHU3MOB

B F€TEPO3UTOTHOM cocTosiHKHU (p=0,022; p=0,049).

Ta6auua 6.7 - CpaBHMTENbHLIN aHANM3 MeXKAY pe3yabTaTaMH MOJIEKYJISIPHO-

F€HETHYECCKOro aHaJIN3a reHOB CHCTEeMbI CBEPTHIBA€EMOCTH KPOBH H

NnokKasaTeJIAsMH KoaryJjiorpaMmmbl

rHomnwop(bl»BMbl
B reHax P | AYTB* | TIIB* ®I'* | A-numep*| TLI* TB*
PLANHI P 0,098 0,092 | 0,041 0,175 -0,161 | -0,016
r 0,419 0,455 | 0,735 0,404 0,175 0,892
P 0,230 -0,063 | 0,156 -0,165 -0,046 | 0,061
ITGB3
r 0,056 0,609 | 0,198 0,431 0,699 0,613
P 0,133 0,073 | -0,146 -0,121 0,071 0,076
MTI_[FR kd 9 2 b bl bl
r 0,274 0,556 | 0,229 0,565 0,548 0,530
P -0,011 0,052 | -0,210 0,202 0,024 | -0,003
MTRR
r 0,930 0,676 | 0,081 0,333 0,838 0,979
2 P -0,128 -0,016 | 0,039 - 0,055 0,185
r 0,290 0,898 | 0,747 - 0,645 0,122
Fs P -0,031 -0,200 | -0,093 - 0,112 | -0,082
r 0,799 0,102 | 0,444 - 0,345 0,498
FGB P 0,097 0,098 | -0,061 0,041 -0,021 | 0,032
r 0,424 0,427 | 0,618 0,845 0,863 0,790
MTR P 0,113 -0,166 | -0,316 -0,315 0,032 | -0,134
r 0,177 | 0,008 0,125 0,785 0,267

* HopMma, esliiie, HUsice

0,353

Ilpy cpaBHeHHMM NOKa3aTellel KoaryjlorpaMMbl H NOINMMOP(H3MOB B reHax

CHCTEMBI reMocTa3a BBISABJIICHA o6paTHa;1 KOppensiIHOHHAasi 3aBHCHMOCTb MEXAY

Hanuuuem nonumopduszma A2756G B rene MTR u conepxaHueM ¢ubpHHOreHa B

kpoBH (r-0,316; p<0,05).
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Ta6anua 6.8 - CpaBHuTeNbHLIH aHaNM3 Me3K1y HaJIMuueM nojaumopduimMon

FEHOB CHCTEMBI CBEPTHLIBAEMOCTH KPOBH H NOKAa3aTeJsiMH arperaumt

TPOMOOUHTOB
[Tonumopdusm | P Arperainus Arperauus Arperaums TL]
AP apaxHJIOHOBOMH | TpoMOGuHOM | n=18
n=18§ KHCJI0TOH n=17 n=17

PLANHI P -0,060 -0,065 -0,263 -0,316

r 0,814 0,803 0,308 0,201

ITGB3 P -0,130 -0,091 0,147 0,086
r 0,608 0,728 0,574 0,735

MTHFR P 0,152 -0,065 0,183 0,081
r 0,546 0,803 0,483 0,751
MTRR P 0,130 0,091 -0,147 -0,086
r 0,608 0,728 0,574 0,735

F2 P - - - -
T - - - -
P -0,130 -0,091 0,147 0,086
F5
r 0,608 0,728 0,574 0,735
P 0,357 0,228 0,065 -0,236
FGB
r 0,146 0,379 0,804 0,345
P 0,209 0,344 -0,421 0,040
MTR

r 0,405 0,176 0,092 0,876

Hpn NpoBEACHHUH KOpPPEJISIHHOHHOIO aHajlhu3a Cmdpmeﬂa MEXAY

nonMMOppH3MOB B TeHax CHCTEMBI

HaJIHYHUECM

CBEpPTHIBAEMOCTH KpPOBH H T1OKa3aTCIIAMH

arperaulMiu TpOMGOLIHTOB CTAaTUCTHYECKH 3HAYUMOM 3aBUCUMOCTH HE BBIABJICHO.

Tab6nuua 6.9 - KnnuuyeckHe NnposiBJIeHHsI HAapylleHHsl CHCTeMbI reMOCTa3a H

HAJITH4YHE IIOJ'IHMOP(bH3MOB B reHax CHCTeMbl CBEPTHIBA€MOCTH KPOBH

Monumopdusm [Tpom603 [KpoBoTeueHne BeHo3HbIi ApTepuanbhbiii | CMeLIaHHbIA
TpoMOO3 Tpom003 TpomM6b03
r 0,313" 0,290° 0,339" 0,021 0,247"
PLANHI P 0,007 0,013 0,003 0,860 0,035
ITGB3 L& 0,125 0,293" 0,046 0,143 0,241°
P 0,292 0,012 0,699 0,226 0,040
r 0,088 0,203 0,088 -0,095 0,231°
MTHFR P 0,457 0,084 0,457 0,422 0,050
r 0,145 0,278 0,110 0,081 0,183
MTRR P 0,221 0,017 0,356 0,494 0,122
F2 r 0,206 -0,057 0,253" -0,032 -0,044
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P 0,080 0,630 0,031 0,788 0,710
e r 0,002 0,341"" 0,045 -0,065 0,459
P 0,987 0,003 0,704 0,583 0,000

FGB r 0,198 0,152 0,179 0,067 0,130
P 0,093 0,200 0,130 0,572 0,273

MTR -0,094 0,001 0,028 -0,088 -0,018
P 0,431 0,993 0,816 0,457 0,881

** Koppenayusa snauuma na ypoewe 0.01 (2-cmopoH.).

* Koppenayua 3snauuma na yposne 0.05 (2-cmopoHn.).

IIpoaoskenue Tadbanib! 6.9

[lpy npoBeneHHH KOpPpPENsALHOHHOro aHanusza CnupmeHa BbISBJEHa NpsMas
3aBUICUMOCTb MEXIY HAJIMYHEM MOJHUMOP(PHU3IMOB B reHe Niua3zMHHOTEHA U pPa3BUTHEM
KPOBOTEYEHHH, BEHO3HBIX W CMEIUaHHBIX TpombOo30B. [lonumopdusMel B TreHe
TpOMOOLIMTAPHBIX PELIENTOPOB MOTIYT NPHUBOIAUTH K KPOBOTEYEHHSM M CMEIIAHHBIM
tpombo3aM. [IpH Hanuyum nonuMop@u3IMOB reHax ¢oJlaTHOrO LMKJIa BO3HHMKaeT
PUCK Ppa3BUTHs CMELIAHHBIX TpoM0O30B M KpoBoTeueHHH. IlpH Hanmuuuun
nonumoppuzma G20210A B reHe F2 Bo3MOXHO pa3BUTHE BEHO3HbIX TPOMOO30B.

[lpy olLleHKe H3MEeHEeHHHN KIHWHUKO-1abopaTopHBIX noKa3aTejned Ha ¢oHe
(pepMEHTO3aMeCTUTEILHOM Teparnuu OTMeYeHO H3MeHEeHHe nokasareyen
npotpoMbuHoBoro BpemeHu (P=0,039). Ilpy cpaBHEHHMH OaHHOrO [OKa3aTe/s Ha
doHe Tepanuu npu pa3nuuHbix THnax MIIC oTMeuyeHa AocTOBepHasi pasHHLA Ha
dore P3T mexay MIIC 1 u MIIC 111 tunos (p=0,036), MIIC II u III (p=0,07), a
Takke MIIC 11 u 1V (p=0,021) u MIIC 1I u VI (p=0,001). OcTanbHble NokasaTeH
KoarynorpaMMbl CyLLIECTBEHHO He H3MEHSJIMCh B TMpouecce TepanuH AaHHBIMH

npenapaTaMH.
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6.6. CpaBHeHHe NJIa3MEHHOrO 3BeHA reMocTasa Y NAaLIHEHTOB C Pa3JIMYHbIMH

THOAMH MyKalloJIMcaxapuao3a H y AeTeil U3 rpynnsl 340pOBbIX

Ilpy cpaBHEHHH AAHHBIX MJIa3MEHHOrO 3BeHa [eMoCTas3a y NaLHeHTOB C
pasnMyHbIMH THNIAaMU MIIC u y peteit u3 rpynnsl 3J0pPOBbIX, BbISIBJIEHBI
JOCTOBEPHBIC OTJIMYMS B 3HAY€HUAX NpoTpoM6uHa no Keuky (p<0,05), uto
CBHAETENBCTBYET 00 aKTHBHOM CHHTe3e (haKTOPOB CBEPTHIBAHHS, BO3MOXHO B CBA3H

¢ npoBogumon ®3T.

Ta6auua 6.10 - INlokasaTenu KoarynorpamMmmel y aeteii ¢ pas/iH4HBIMH THIIAMH

MIIC u 300poBbIX aAeTeH

Hetu ¢ MIIC Y cI1OBHO 340pOBbIE AETH
M+m 95% T/ M+m 95% 1 P
[TlpotpoM6buH no | 92,49+1,23 78,38+5,53
oy (%) S los | |90:06-94,92 [ 752522 66,33-90,44 | 0,003
13,68+0.11 14,45+0.81
IB (c) N 13,46-13,9 | 172700 112,81-16,09 | 0,761
+
MHO 1,06£0,01 4 o4 1 og | 113005 | 63 59 0,091
n=110 n=34
23,29+1,23 17,73%0,3
TB (c) " os - |208525,73 | 100 117,13-1833 | 0,121
AUTB (¢) | 2H06%0:33 |35 65 35 71 |33:22£0.761 31 973506 | 0,175
n=111 n=34
®ubpuHoreH 2,53+0,06 2,47+0,11 )
o/ > 2,41-2,65 iy 2,25-2,7 0,873
+
D- qumep(ur/mi) 0’7n9:3°1’26 0,26-1,31 O,IZ=2,06 0-0,34 0,128

Taxoxe Mbl INpOBECJIN CpaBHHTeHbHLIﬁ dHaJIN3 HaJIH4Y Ui l'lOJ'lHMOp(bH3MOB Ir€¢HOB

CHCTEMBbI CBEPTHIBAEMOCTH B Irpyrnne 60JbHBIX MYKONOJIMCaxapuAo3aMH W B rpynne

3JOpPOBbIX OETEM.
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Tabanua 6.11 - CpaBnenne P€3YlbLTaTOB MOJIEKYJISIPHO-T€HETHYECKOT 0

HCC/I€AOBAHMH MOTHMOP(HIMOB reHOB CHCTEMBbI CBEPTHIBAEMOCTH KPOBH Y

aerer ¢ MIIC u 310poBbIX AeTeid

l'en I“pymza* Hopmanensiii | Ieteposurora | Fomosurora| Beero P
| ACTCH BApHAHT

PAI-1 1 22 36 35 93
5 (23,7%) (38,7%) (37.6%) | (100%) | |2
32 24 73 =
= 1 (437,§%) (32,9%) (100%) -

I 21 93
(77,4%) (22,6%) 100%) | &
2 59 14 73 o

(80,8%) (22,6%) (100%)

MTHFR 1 60 26 5 91
- (6542%) (28,6%) (5,5%) (100%) ;
24 3 73 3

(63,0%) (32,9%) (4,1%) (100%)

MTRR 1 21 45 27 93
(22,6%) (48,4%) (29%) (100%) | £
2 25 26 22 73 3

(34,2%) (35,6%) (30,1%) | (100%)

F2 1 90 3 93
(96,8%) (3,2%) (100%) | 2
2 72 1 73 @

(98,6%) (1,4%) (100%)

F5 1 86 6 92
(93,5%) (6,5%) (100%) |

2 69 4 73

(94,5%) (5,5%) (100%)

FGB 1 54 33 6 93
(58,1%) (35,5%) (6,5%) (100%) F
2 52 21 0 73 X

(71,2%) (28,8%) (100%)

MTR 1 51 41 6 98
(52%) (41,8%) (6,1%) (100%) | £
2 47 23 3 73 3

(64,4%) (31,5%) (4,1%) (100%)

*1-0emu ¢ MIIC; 2 - ycnosHo 300poésie Oenit
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[lpy CpaBHEHMH TIpynnel GONbHBIX MYyKONONHCaxapuno3oM ¢ rpynmnou
310POBBIX I€TEH BBISIBIEHBI pa3nUuus MEXAY HaJMYUEM MOJIHUMOP(PHU3IMOB B reHax
niasMHMHOreHa W (uUOpUHOreHa, kak B FOMO3WIrOTHOM, TaK M B FeTEPO3UTOTHOM
cocTosiHUK. JIpyrux cTaTUcTH4Yecku AOCTOBEPHBIX pa3NHU4YUil MeXAy TpynnamMu
HalJIeHO He OBLIO.

Hanuune  naHHBIX nonumMoppusMos =B rpynmne  peteH, OOJIBHBIX
MyKOTOJIMCAXapHA030M MOXET OOBbACHUTL pa3BUTHE TPOMOOTHYECKHUX OCNOXXHEHHIA,
0c00€HHO MPH COYETAaHHH HECKOJIBKHX NONHMOPHHU3MOB U GAaKTOPOB PHCKA, TAKHUX

KaKk HaJIHMYH€ BHYTPHBCHHOTI'O KaTeTepa, XHUPYPru4€CKHX BMELUATEIbCTB, HHU3KOH

JBHraTeJ1bHOW aKTHBHOCTH.

6.7. PHcK TPOMGOTHYECKHX OCIOXKHEHHH Y NALMEHTOB ¢ PA3JHYHBIMH THIIAMH
MYKanoJiHcaxapuao3a
Mbl nposenn pacueT pHcka TPOMOGOTHYECKHUX OCJOXHEHHH C I1OMOLIbIO
bunuapHo#l noructuyeckoill perpeccuu y 6onpHbix ¢ MIIC. HamMu yuHTBHIBaJIUCH
TakKHe KPUTEpHM KaK KaTeTepu3alus nepudepHyeckux BeH, IHUTENbHad
UMMOOHTH3aLMs MALIMEHTOB U (paKT XUPYPrudecKHUX onepalyy B aHaMHese.
Tabanua 6.12 - Puck TpoMOGOTHYECKHX OCJI0’KHEHHH Y NALHEHTOB ¢

pasanynbiMu THnamu MIIC

[lonumopdusm [Tpom6o3 | KpoBoteuenue | BeHo3HbIH | ApTepHanbHbii | CMelIaHHbIH
TpoMOO3 TpoMm603 TpoM0603
PLANHI |r [0,313"° 0,290 0,339"° 0,021 0,247"
p 0,007 0,013 0,003 0,860 0,035
ITGB3 |r 0,125 0,293" 0,046 0,143 0,241°
P 0,292 0,012 0,699 0,226 0,040
MTHFR |r 0,088 0,203 0,088 -0,095 0,231°
p 0,457 0,084 0,457 0,422 0,050
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MTRR 0,145 0,278" 0,110 0,081 0,183
0,221 0,017 0,356 0,494 0,122
R 0,206 -0,057 0,253" 20,032 20,044
0,080 0,630 0,031 0,788 0,710
F5 0,002 0,341°" 0,045 -0,065 0.459""
0,987 0,003 0,704 0,583 0,000
FGB 0,198 0,152 0,179 0,067 0,130
0,093 0,200 0,130 0,572 0,273
- MTR -0,094 0,001 0,028 -0,088 -0,018
0,431 0,993 0,816 0,457 0,881

** Koppenayusa snauuma na ypoene 0.01 (2-cmopom.).

* Koppenayus smauuma na yposrne 0.05 (2-cmopon.).

IIpoaosikenue Tabanus! 6.12

Bb110 BBISIBJIEHO, YTO NPH HAJIHYHUH NMOJHUMOPOHU3MOB B M'eHaX IJIa3MHHOIeHa B
coYeTaHHM C KaTeTepu3auuvel nepudepuyeckux BeH Gonee dem B 70% ciy4yaes
MOXET pa3BMBaThCsl BEHO3HbIH TpoMG03. B ciiyyae npucoeinHeHHs TaKOro ¢akropa
pUCKa KaK XWpyprudeckas oIepalMs, BepOATHOCTb Tpom0bo3a BO3pacTaeT B
HECKOJIbKO pas.

CMewaHHbIH THIT TpoMm603a (apTepHanbHbIN W BEHO3HbIH) Yallle pa3BHBAeTCs
MpH HaTMYMM H3MEHEHHWH B reHe TPOMOOUHMTApHBIX PELENTOPOB ITGB3 Leu33Pro u
HMEIOIMXCA Y NallHeHTa TakuX (aKTOpOB PHCKa, KakK MMMOOMIIU3aLUs U HajludyHe
nepupepHyeckoro karerepa. BeposATHOCTE pasBUTHA TpoMb03a B JAaHHOM Clly4ae
MOXeT cocTaBUTh 95%. CrenyeT OTMETHTb, YTO XMPYPru4yeckas onepauus Takxe
YBEHUMBAeT PUCK pa3BUTHA TpoMOo3a.

HUnTtepecen ¢akT, 4TO He BBIABIEHO 3aBUCHMOCTH MEX/y pa3BUTHEM TpoMbo3a
B 3aBucUMocTH oT Tuna MIIC. CinenoBaTesnbHO, OCJIOXKHEHHS] HapylLIEeHHE remMocTasa

MOryT pa3BuBaThcs NpH no6om Tvne MIIC npyu Hannunu onpeaenéHHbIX (PaKTOpOB

pHUCKa.
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Kak ObUI0 yCTaHOBJIEHO npu MYKOMONHcaxapuao3ax y aeTeil HaGiomaroTcs
HIMEHEHHA B CHCTEME IVIa3BMEHHOIo M Tp0M60unTapHoro reMocrtasa. BrisBlIeHHbIE
HapyLIE€HHs OTPaXXalOT AKTHUBHOCTb (aKTOPOB CBEpPTHIBAHMS IIa3MEHHOrO 3BEHa
remoctasa. Eciu B Havasie HaGmofeHus y GonbHbIX yalne HabMIO4anoCh COCTOSHHE
THNOKOAryJAlMH, — TO  mpuW  HabmoaeHWH B guHaMuke  Ha  (OHe
pepMEHTO3aMECTUTEJIBHON TepanuM oOTMevanach HOpMasiM3alus T[oKa3aTejel
NJIa3MEHHOro 3BeHa remocTtasa. I'lo Bceli BUAMMOCTH, 3TO MOXeT ObITh CBA33aHO C
ynydwleHHeM (GYHKUMH T€YeHU 1pU  JIeYEeHHUH dbepMeHTHbIMU MperapaTtamH
MaUHeHTOB € MyKonoJincaxapuaosamMu. Ilpu 3tom MoxxeTr Bo3pacTaTh aKTMBHOCTD
$aKTOpOB CBEPTHIBAHUA B MEY€HHU, U CHHUXKATHCA PUCK Pa3sBUTHS KPOBOTEUYEHHUH.

CnenyeT OTMETHTB, YTO IMIOKOAryJsLiMs pa3BHBanach OGBIYHO y GOJIBHBIX C
cunapomom XaHTepa. Ilpu yrny6neHHOM MccnenoBaHuM mnokasaTesieil reMocrasa y
MalMeHTOB [NAHHOW rpynnbl O6pw1 BeIABIeH aepuuut XII paktopa cBepTHIBaHUSA
kpoBH (nepuumnT pakTopa XaremaHa). B AByx cnyuasx oH Habmoaancs B COYeTaHHH
¢ lepuunTOM ApYrux ¢pakTopoB cBepThiBaHus KpoBH (VIII u IX dpakTtopos).

Kak npaBuio, 6onpHble ¢ neduuntomM ¢akropa XaremMaHa He HYXIAIOTCS B
NpoBeAEHHH IeMOCTATHYECKOHW TeparuH, Aake INpPH XUPYPrHYeCKHUX OIllepalusx, HO
HHOIla MOXXHO BBOAWUTHL HeOOoJbUINEe 0O0beMbl JOHOPCKOH IJIa3MBbl.

Oanako Heo6XOAMMO MNOMHUTB, YTO IIPUM OCYLIECTBJIEHHH PacClUHPEeHHBIX
XHpYpPrM4eCKMX BMellaTeJbCTB, a TakK)Xe [pH TpaBMax, MOXET BO3HHKHYTh
HeobXOQUMOCTh MCIIOJIb30BaHHUs CBeXel 3aMOpOXXeHHOM masMbl no 5—10 Ma/kr ¢
y4eTOM MepHoja nonysbiBeneHUs ¢akTopa XaremaHa (48—56 4). Takum obpasom,
MOBTOPHOE Ha3HAYE€HHE CBEXXE3aMOPOXEHHOH mnasMbl (5 MI/KT)  AOJXHO
OCYLUIECTBUThLCS Kaxable 48 4. Kpome ToOro, B mnocjeorepauMoHHOM ImepHoae
LeNecoobpa3sHO MCMOJb30BaTh HU3KOMOJIEKY/SpHblE TeMNapHHbl 1S NMPOGUIAKTHKH
TpoMb6o3MOONHUeckuX  ocsio)xHeHHu. [laumeHtam ¢ Gone3sHplo  XaremaHa
NPOTHBOINOKAa3aHO ITpUMEHEeHHe HHruOUTOpoB ¢UOpHHONH3a (TpaHEeKCaMOBOH H

aMHHOKaI'IPOHOBOFI KHCJ’]OT), NMOCKOJIbKY 2TH M€IAHKaMCHTb! YBCIIHYHUBAIOT Y HUX PHCK

TpoMb0o06pa3zoBaHHUs.
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YuuTbIBas TO, YTO M3MEHEHHE NEePBUYHOI CTPYKTYpPBbl CyObeAHHULIBI B reHe
niasMMHOTCHa PAI-1 NPUBOAMT K YMEHBIIEHHUIO aKTUBHOCTH
NPOTHBOCBEPTHIBAIOLEH CHCTEMBI, BBICOKA BEPOATHOCTD pPa3sBUTH TPOMOOTHYECKUX
OC/IOXHEHHH, OCOOEHHO B COYETAaHMM C MONOJIHUTENBHBIMU ¢daxkTopamu pucka -
BEHO3HBIM KATETEPOM M XHPYPTHUUYECKHMH BMeEIlaTelbCTBAMM.

CHnxenve QYHKLMOHANBLHOM aKTMBHOCTH bepmeHTa donaTHOro uMKIa npu
noMMMoppH3Me B 3THX IreHaX MOXET CMOCOGCTBOBATE Pa3BUTHIO TOMOLIMCTEUHEMHH,
0cOOEHHO B COYETAHHUH C MOJIMMOp(dHU3MOM rena MTR: 2756 A> G, 4TO BaXKHO 1)
NPOrHOCTHYECKO OLIEHKH PHUCKa Pa3BUTHSI KapAMOBACKYISPHBIX OCIOXKHEHUI.

Takum o06pasom, HapywieHus 6 NAA3MEeHHOM 38eHe 2eMOCmAa3a 6eposMHee
6ce20 C6A3AHbI C NPOUCXOOAUJUMU NPU MYKONOAUCAXAPUOO3AX USMEHEHUAMU DYHKYUU
neveHu U 3HOOMENUsT COCYO08, YMO OmMpa’*caemcs Ha cuHmese haxmopos ecex
386eHbE8 2emocmasa.

Hzmenenus 6 cocyoucmo-mpomboyumapHom 2emocmase npomexKawom ¢
HapyuieHueM azpe2ayuoHHOU @OYHKYUU mpomboyumoe no muny 2uNnoOKoAYIAYuu Ha
¢pone oucynkyuu cocyoucmozo sHOOmenus. Yuumeleas nonyueHHwvle OaHHble,
MOJICHO hpednonoxcums, umo y 6oavnvix MIIC & mporaboyumax usmeemcsa
HEOOCMAamo4YHOCMb YUKNOOKCE2EHA3bl, YMO MONCEM NPUBOOUMb K HAPYUIEHUIO
8b1c800021CO0eHU OAHHO2O hepmeHma, UOHOE Kalbyusa U OpY2UX aAKMuEHbIX 8elujecmse
u3 epanyn 8 mpomboyumax. [lannvie HapyweHus mo2ym npueooums K pazeumuio
KpogomeveHul nocie HeboNbUWUX XUPYPIUHECKUX 8MeULameNbCme.

Takum o6paszom, nNpumMeHeHue aHMUAZPe2aHmHblX Npenapamos, 0cobeHHO
epynnel achupuna, y nayueHmos ¢ MIIC oonoicno b6bime 02paHu4eHo U Ha3Hawamocs
MONbKO OO KOHMPONEM azpe2amozpammbl.

Bcea nayuenmam c¢ myxonoaucaxapuoosamu (6He 3a6UcCuMocmu om muna),
Haxoo0aujurMcs 8 cmayuorape, QONNCHA ~ NpoBOOUMbBCA  NpoduraKmuxka
mpombosmbonuyeckux ocnodcHeHuil. Haubonee onmunmanvHolr npenapamom Ha Haut

632170 A61demca (pPaAKCUNAPUH, NpUMeHAeMblll 8 npogurakmuueckux 0ozax npu

nocmanosxke  nepughepuveckozo  kKamemepa, umMmobuIuzayuu  nayuemma u

nposedeHuu Xupypeu4ecKkou onepayuu.
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IIpu ambynamoprnom Habnodenuu 3a 6onrvHvimu MITC dondicHbl NPOBOOUMbCA
KOHMPONbHBIE UCCNE008AHUA PYHKYUU mpomboyumos. Tlayuenmam u3 epynn pucka
014 HOpMAnU3ayuu @GYHKYuu cocyoucmo-mpomboyumapHozo 36eHa zemocmasa

MOJNCHO pEKOMEHO08amb 8 OONONHeHUe K ba3ucHoll, mepanuo npenapamamu MazHus

u Kanmvyua, omezaKuciom. YVumbleaﬂ, ymo y 6cex nayueHmos 8blsB8J1IEHbI

noauMop@u3Mel 8 2eHax onamHo20 Yukna, um HeobXooumo nposooumbe npuem

(])onueeoﬁ Kucaomel, umamunos 2pynnei B6 u B12 xypcamu 6 meyernue HabniooeHuA.
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I'TABA 7. CHHAPOM OBCTPYKTHUBHOI'O AITHOS CHA Y
INAIIMEHTOB C PA3JIMYHBIMU THUIIAMU
MYKAI'IOJII/ICAXAPI/IJIOBA

7.1. KnuHuyeckasn XApaKTEPHCTHKA NALHEHTOB 00C/Ie10BAHHBIX HA
HaJ/IH'iH€ CHHAPOMA OOCTPYKTHBHOIO aNmHO? CHA

Llenpto  nmaHHOrO ¢pparmenra ucciaenoBaHuss  Obulo  omnpenesieHHe
pacnpocTpaHeHHOCTH COAC M AMHaAMUKUM M3MEHEHHUH ero TeyeHus B 3aBUCHMOCTH
OT TXKECTH TIOPXKEHUA Pa3IMYHBIX OPraHOB y JleTeil ¢ MyKomonucaxapuao3om. B
HeeneoBaHue ObUIM BKIIIOYeHbl 51 pe6eHok ot 1,5 go 17 et (9 neBouek u 42
ManbyuMKa) U3 HUX 15 neteit 1o 3 netHero Bo3pacra.

Ha nepBUYHOM npHueMe mnauueHTHl XaJOBaJIMCh Ha ONBILIKY, LIYMHOE
abIXxaHue, 6eCroKOMHBIN COH, Xpan, THEBHYIO COHJINBOCTbD.

Crenenp tsaxxectu COAC oueHuBanach no MHIEKCY anHo3-runonHos (MAI).
Beinensnuce Tpu crenenn Tsxecth COAC: nerkas ¢opma (npu HUAT 1,5-5/u),
ymepeHHast popma (npu AT 5-10/4) u tsxxenas ¢popma (npu UAT Gonee 10/4).

Myxkononucaxapuaos jerkoro TeYyeHWs OblJl AMAarHOCTUPOBAH y 4-X JeTeii,
cpenHeTspkenoro — y 17, v taxesnoro — y 46 nauueHToB. PacnipenesieHHue No TAXECTH
NMpOBOAMJIM B COOTBETCTBHHM C HaJMYHEM HWJIH OTCYTCTBUEM COXPaHHOCTH
HHTEJIJIeKTA.

Tabauua 7.1 - KnuHuyeckasi XapaKTepHCTHKA MAUHEHTOB ¢ Pa3iH4YHbIMH

THHAMH H TaXecThbIo TedueHHAa MIIC, Bk/I10YeHHBIX B HCCJIJOBAaHHE

CumntoMel Knunanueckue dopmsl MIIC
Jlerkas CpenHei Ts)KecTH Ts>xenas
n=>1 n=4 n=13 n=34
Bospact (et) 4,25+1,44 5,771,19 6,41+0,64
(2-8) (1-16) (1-14)
1-3 ropa 2 5 8
4-7 net 1 4 13
> 7 ner ] 4 13
| _leBouku/manpumku 0/4 5/8 4/30
MIIC I tuna 0 3 6
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MIIC Il Tuna 3 6 X

MIIC 111 Tuna 0 1 7
MIIC VI tuna 1 3 5
[uneprpodus 1/
MHHAAIHH (1a/HeT) 3 3/10 17/17
'uneptpodus
aZleHOUJOB 2/2/2 2/11/6 4/30/23
(Het/ecTb/2 ¥ 3 CT.)
Makpornoccus
(na/ner) 0/4 9/4 23/11
BpOHXUTHI,
. 0/4 1/12 10/24

NHEBMOHMH (f1a/HeT)

[llymHoe apiXaHue

(na/HeT) 0/4 5/8 23/11
AnHO3 (#a/HeT) 0/4 3/10 20/14
KocTHble U3BMEHEHHS
(xudo3-ckonunos,
aedopMaLHs rpy AHOI 1/3 7/6 24/10
KJIE€TKH)
(na/HeT)
Hap{;;/e:;f) cHa 0/4 5/8 27/7
DK 1 4 8 16
OK 11 0 5 14
DK 111 0 0 4
OK IV - - -

IIpoaonsxenne Tabanus: 7.1

[latonornss co  CTOpPOHBI Bepximx AbIXaTeJbHBIX TMNYyTeH  BbISIBJICHBI
NMpaKTHYECKHM Yy BCeX NaLlMEHTOB, BKJIOYEHHBIX B HccienoBanue. I'uneprpoduu
afieHoH10B y 84% nereit, runepTpodrs MUHAANUH y 59% neTeil, MaKporjioccus —y
63% nauuentoB. lllymMHoe nabixanue ObLIO BhIABIEHO y 55% nereir ¢ MIIC.
INpeumyinecTBeHHO 3TO 6BLIH AETH C TsHXeNbIMH PpopMmamu 3aboneBanusi. KoctHas
maTtojorus B BHAe CKonuo3a, Kudoza u jAedopmMalMHd TIPYAHOW  KIETKH
AMarHocTHpoBaHa y 25 neteii (49 % ot obulero uucna nerei). Ha HapylueHue cHa

Xanopanuch 78% feTeil co CpeAHETHKENbIM H TsKesibiM TeueHHem MIIC.
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7.2. llokazaTe/Iu HHAEKCA aANHO3-IMNIONHO3, HHAEKCA Aecatypaumu, SpO2y
AeTeH ¢ MYKanoJIHCAXapHA030M Pa3HbIX BO3PaCTHBIX Irpynn

INokazatrenun UAI, SpO, 6biu M3y4eHbl y 51 pereii u U]l y 44 nmaumenTa c
mykonojucaxapunoszamu I, 11, 111 u VI tunos. CvHAPOM OGCTPYKTHBHOIO arHO3 BO
cie (MAI™> 1,5) nmarHoctHpoBaH B 33 cny4asx (65 %): nerxo# crenenu (UAT 1,5-5)
- y 14 nauneHroB (27%), cpenHeit TaxecTu (MAI" 5-10) — y 3-x (6%), Tskenblii
(MAT> 10) — y 15 (29%). Cpennuit nokazartens AT y nauueHToB oT | roaa no 3-x
net coctaBun 8,93+4,34 (0-63) /uac, B 4-7 ner 15,03+4,98 (0,4-54) /4ac, ctapme 7
net 17,49+£5,98 (0-94) /yac. COAC OTCYTCTBOBaJ Y 35% 60JIbHbBIX.

COAC He 6b1n BhIsiBIEH y 6 (40%) neteil u3s 15 B Bo3pacTte ot 1 no 3 ner,
nerkoe nobllueHe WAL BreisiBneHo y 5 (33%) pmeTeii B 3Toil BO3pacTHOW rpymrne,
YMEpPEHHOE MOBLILIEHHE BCEro y OAHOro pebenka U 3HaYHUTEILHOE MOBbILIEHHE - ¥ 3
(20%) neteit. B rpynne nerei ot 4 no 7 ner He uMenu snuzoasi COAC 7 nerteii us
18 (39%), 4 (22%) naumeHTOB GbLIU C nerkoi ctenenbio COAC, cpeaHss TAXKECTb
auarHoctTpoBaHa y 1 pebenka u3 18, u Tskenas creneHn BcTpewanack B 33%
cny4daes (6 u3 18).

B rpynne nerei crapiue 7 neT oTrcyTcTBOBajio noseliienue AL y 5 nerteit us
18 (28%), Hebonbioe noBbilieHHe COAC BbIsABIEH Yy 5 OeTeil, CpeAHss TAXKECThb
COAC y onHoro u3 18 M Tskenasi CTeneHs - y HauboJbllIero KojanyecTsa 60NbHbIX -7

13 18 (39 %). C Bo3pacToMm nmMmeno Mecto HapactaHue Tshxkectu COAC.

Tabanua 7.2 - Yposuu UAT y nerteii pa3ubix Bo3pacTHbix rpynn ¢ MIIC I,
MIIC 11, MIIC 111, MIIC VI TunoB

UAT 1-3 rona 4-7 ner > 7 ner p
n=51 n=15 n=18 n=18
Cpe 8.93:+4,34 15,034,98 | 17.49+5,98 g - 8’3?‘7)
Hee -0,
(0-63) (0,4-54) (0-94) C-0912
Hopma
7 5
n=18§ 6
Jlerkoe npeBrilIeHHe
(1,5-5) 5 4 5
n=15 P<0.5




[ YmMepeHnHoe
npeBbILIEHHE
(5-10)
n=3
3HayHUTEJIbHO BblllIe
HopMbl (>10) 3 6 7

n=16

A*—1-32u 4-77; B*— 1-3: >71;, C*—4-77 u >71

IIponomnkenne Ta6auunl 7.2

INokasarenn MAI', SpO: 6biin usyyeHsl y 30 neteit ¢ MIIC Il Tuna (cunapom
Xantepa). CHHAPOM OOCTPYKTHBHOrO amHO® BO CHe (MAI™>1,5) nuarHocTHpoBaH Yy
kaxaoro Broporo pebenxka. Jlerkoii crenenn (UAIT 1,5-5) - y 7 nauuenTtos (23,3%),
cpender Tshxkectd (MAIT 5-10) — y 2-x (6,6%), Tsxenonn (MAT>10) — y 6 (20%).
Cpeannit nokasatenb MAI npu cunapome XaHTepa cocTaBun 5,3 + 6,9/uac.

COAC otcyrcTtBOBann y 6 u3 9 (66,6%) nereii B Bo3pacTte oT 1 no 3 net, B 3TOM
BO3PaCTHOM rpynne He 3apHKCHPOBAaHO 3HA4YMTeNbHOro mnosbiieHus WAL B
Bo3pacTHOH rpynne neted oT 4 no 7 ner COAC orcyrctBoBan y S5 neteii, 25%
NaUMEHTOB MMEJIH JIEFKYIO cTeneHb noBblieHuss AT, u 4 u3s 12 (33%) - tsxenyro

creneds. B rpynne aerei crapuue 7 net — nerkoe nosblumienue COAC BbisiBleHa y 2 U3

9(22%), y onHoro nauueHTa cpeqHeTsDKeNas CTENEHb, U y ABYX - TXeJas CTeNeHb.

Tabanua 7.3 - Yporuu UAT y nereii pasubix BozpactHbix rpynn ¢ MIIC II tuna

3nayenue UATT 1-3 rona 4-7 ner > 7 ner p
n=30 n=9 n=12 n=9
* _
Cpeanee 1,91£0,72 | 13,35+5,88| 6,64+3,12 g* - 8 ’17598
(0-5,3) (0,4-54) (0-27,5) | s _ 0.372
Hopma
6 5 4
n=15
Jlerkoe noseiienue (1,5-5) 5 3 2
n=7 P<0,5
YMepenHoe noseiueHue (5-10) ] 0 1
n=2
3HauuTeNBLHO Bhbille HOpMBI (>10) 0 4 2
n=6

A*—1-32u 4-72; B*—1-32u >7n; C*— 4-71 u >71
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CpegHHH TmoKasaTeslb HachlUleHUs KpOBH KHcioponoM (SpO:) coctaBun B 1-3

roma 97,07£0,28, B 4-7 ner 95,13+1,42 y 96,23+0,43 crapwie 7 ner.

Hunexc

gecarypaumnu (M) B 1-3 rona B cpennem cocrasun 9,86+5,49, B 4-7 jier - 29,85+11,63

y crapwie 7 JIET YHCJIO MNallUEHTOB 25,14+8,17.

He 6b110 HaiimeHO aocToBepHBIX

pa3nnquu MEXAy CP€AHHUMH 3HAYEHHUSIMHU SPOZ H Cpe€AHHUM YHCJIOM 3MU30Q0B CHHXXEHHUS

HACBILUEHHS OKCHI€MOIJIOOMHA KPOBH KHCJIOPOAOM (M) B naHHBIX BO3pacTHBIX

rpynnax.

Tabauua 7.4 - Yposuu SpO:z (%), U]l y aereii Pa3HbIX BO3PAaCTHLIX rPyn ¢

MIIC I, MIIC II, MIIC III, MIIC VI TunoB

Bospact 1-3 rona 4-7 net > 7 ner P
Sp0> 97,07+0,28 95.13+1,42 96,23+0.,43 ~0.05
n=51 (94,8-98.4) (73,5-99,1) (92,8-99,2) P~

ua 9,86+5,49 29.85+11,63 25,14+8,17 0,05
n=38 (1,0-59) (0,5-98) (0,5-93.6) P~

Cpend nauMeHTOB € cHHApPOMOM XaHTepa He ObUIO HalWJEHO AOCTOBEPHBIX

Pa3IHYMK MEXIYy CpeAHHMM 3HadeHusiMH SpO: u cpeaHum uuciom HMJ] B AaHHBIX

BO3PacTHBIX Ipynmrax.

Tabauna 7.5 - YpoBun SpO:2 (%), U/l y nereii pa3Hbix Bo3pacTHbIX rpynn ¢ MIIC

II Tuna
Bospact 1-3 rona 4-7 net > 7 net p
' n=13/9
SpO: 96,59+0,51 96,41+0,73 96,41+0,55 p>0,05
n=40 (92,3-98) (90,1-99,1) (93,1-99,2)
na 17,14+14,77 18,35+8,25 9,41+4,22 p>0,05
=24 (1-105,7) (0,5-58) (0,5-36,7)

7.3. lloka3aTen MHAEKCA ANMHO3-THNONHOI, HHAEK ca AecaTypauHH, SpO2y

AeTell ¢ MyKanoJHcaxapua030M B 3aBHCHMOCTH OT TSAKECTH TeueHHs 0oJie3HH

Cpennue nokasatenu WAL y nereit ¢ jerkon ¢popmMon MykonoJiMcaxapuaosa

ObINIH B npenenax HopMsbl 2,0+1,03/4ac. Y nmauHeHTOB CO CpeiHEeH U TAXeJOoH ¢opmaMu

cHHapoMa XaHTepa oHM cocrtaBwin 18,66+6,55 u 13,79+3,72 cooTBercTBEHHO, 6€3




194

JOCTOBEPHBIX Pa3IMYUHA MeXOy TrpynnamMu (p>0,05). Tem He MeHee, Heo6XOaMMO
O0TMETHTb, UTO B I'pyIlne AeTel ¢ Jierkoii dopmoit 6onezuu orcytcTtBoBal COAC unu
oTMeyasloch HeGoubioe nosbimenne UAT . Tpu CPEHEeTSKEIOM Te4eHUH Oone3Hu y 5
3 13 (38%) He ObLIO BBIABIIEHO amHO> CHa, y 3-x (23%) auarHocTHMpoOBaHO Jierkoe
nossiienue A" m y 5 wn3 13 (38%) - Tskenas crenens nosbiuienus MAT. Ipun
raxenoit popme MIIC, npeobnananu nauuentsi ¢ COAC - 23 u3 34 (67,7 %), U3 HUX

11 (32%) neren MMmenu BelpakeHHoe yBenuyeHue COAC.

Tabauua 7.6 - Ypoeuu UAT y nereii ¢ serkoii cpeaneii u Taxenoii dopmamu ¢

MIIC 1, MIIC II, MIIC 11, MIIC VI tunos

[ Inaueme UAL Jlerkas Cpenneit Tsoxenas
0=51 dopma TSAXKECTH dopma p
n=4 n=13 n=34
CpenHee 2,0+1,03 | 18,66%6,55 13,79+3,72 g : 8’;3;
(0-4,4) (0,4-54) (0-94) C—0.877
Hopma 2 5 11
Jlerxoe noselllIEeHHE 5 3 9 0,652 -
(1,5-5) oXxujaeMas
YMepeHHOe MOBBILIEHHE 0 0 3 yacToTa
(5-10) MeHbLIe S
3HaYMTEJILHO Bblllle HOPMBI 0 5 11
(>10)

Cpennue nokasatenu UAI y nerteil ¢ nerkoi, cpeaHed u TsaxesbIMH (GOpMaMH
CHHapoMa XaHTepa COCTaBHJIM COOTBETCTBEHHO 1,2+0,92/4ac, 10,12+8,79/yac wu
8,23+2,89 /yac, 6e3 AOCTOBEpHBLIX pa3iu4vii Mexxay rpynnamu (p> 0,05). B rpynne
Teteit ¢ nerxoit ¢opmoit Gonesznu 6buiM nauMeHtel ¢ orcyTcTBHeM COAC wnnn ¢
NerKUMH H3MEeHEHUsIMHM, TNpU CpeAHeTsDKesnoi ¢opMe TOXe Mpeobiajanin AeTH ¢
orcytctBieM COAC, ofHaKo y OAHOrO MaLMeHTa U3 UIEeCTH Obula BbISBIIEHA TsDKeJas

cTeneHp HapylIeHUs AbIXaHUsA Bo cHe. IIpu Taxenoi ¢popme Gonesnn COAC cpeaneit u

TAXeNoi cTeneHnu 6o BoisiBNeH y 33% (7 U3 21) 601bHBIX CHHAPOM XaHTepa.



Tab6auua 7.7 - Yposuu UAT Y AeTel ¢ Jierkoii, cpenHeii U TAXKeJI0M

¢opmamu ¢ MIIC II Tuna

3Hauenne UAT Jlerxas Cpenneit Tsxenas
n=30 ¢dopma TSXKECTH dbopmMa P
- n=3 =6 n=21
Cpesee 1 ,(25(;,)92 1 061 ﬁiﬁiw 823£2,80 | A7) ;
( s ) (0'54) C _ 0,431
Hopma 2 4 9
Jlerkoe nosbllIEHHE 1
(1,5-5) 1 5 0,857 -
YMepeHHO€e NoBbILIEeHHE oXHAaeMas
(5-10) 0 0 2 4acToTa
MeHblle 5
3HAUUTENBHO BbllLlE HOPMbI 0 1
(>10) °

Cpennne nokasarenun SpO: gierkas ¢popma - 97,5+0,5, cpeanerspxenas popma -

96,28+0,49, Tsaxenas c¢dopma - 95,91+0,6) OOCTOBEPHO He Pa3IMYAIHCh MEXIY

JaHHBIMH rpynnamu nauveHToB. CpenHue nokasarenu U]

1,93+0,52,

3aboneBaHHsA COCTaBHIIH

npu Jerkux c¢opmax

YTO HOOCTOBEPHO OTIIHYACTCsd OT CpPEAHUX

nokasatejied NMpH CpedHETsDKEJIOM TedyeHHUH Oone3Hu - 34,41x11,74. Ilpu Tsxenbix

popmax HabGmopanu

BBICOKHEC

1102 0i)) o) 8

AecaTypaluH

(18,95+5,78),

OHAKO

lIOCTOBepHOﬁ pPa3dHHLUBlI HE Obu10 BhIsABIeHO. IlonaBnsrollee 4yuCIO MallHEHTOB CO

CPEAHETSKENBIMH M TshHKeJbIMHU popMmamMu nokassiBalikd SpO2 Huxe 95%.

Tabnuua 7.8 - YpoBuu SpO2(%) y nerent ¢ J1erkoi, CpelHeTAXeJIOH H THAKeJIOH

¢opmamvu MIIC I, MIIC II, MIIC I1I, MIIC VI Tunos

Cpennei
Cpentice Jlerxas popma 'rsfxcecnd Tsxenas gpopma P
Hanerme n=4/3 n=13/11 n=34/24
Sp0O2 97,5+0,5 96,18+0,55 95,89+0,77 p>0,05
n=51 (96-98) (91,7-98,6) (73,5-99,2)
1291\ 1,93+0,52 34,41+11,74 18,95+5,78 0,020
n=38 (1-2,8) (1,3-93,6) (0,5-98)
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Cpeanue mokasatenn SpO2 y 30 naumenToB ¢ CHHApOMOM XaHTepa
JOCTOBEPHO HE OTJIMHAJIHCEL NPH JIETKOH, CpedHeTs’KeNoM M TsaKeNlon ¢opmax
3aboneBaHHs.

CpenHee 4HMCIIO 3MM3000B CHUXKEHHsl HACBILEHMS OKCHreMoryiobuHa KpOBH
KHCJIOPOAOM TPpH JIETKOM T€4€HHH cocTaBui 1,5+0,5, npu cpegHeTsxkenod popme -

16,28+13,92, 1 npu Taxxenoi dbopme - 9,313, 89.

Ta6auua 7.9 - Yposun SpO2 (%) u U/1 y neTeii ¢ Jierkoii, cpeaHeTsxKe0M 1

Takenoi ¢popmoii MIIC II Tuna

Cpennee Jlerkas ¢opma S;:(’::e" Tsxenas popma p
3HaueHue n=3/2 =6 /Z" n=21/15
SpO2 97,33+0,67 96,7+1,02 96,58+0,51
n=30 (96-98) (91,7-98,6) (90,1-99,2) p>0.05
501 1,5+£0,5 16,28+13,92 9,31+3,89
n=21 (1-2) (1,4-58) (0,5-52) p>0.05

7.4. Tloka3zaTe/iu HHAEKCA AaNHO3-THIONHOY, HHAEKCa aecaTypauuH, SpO2y

aeTer ¢ MYKAaIMoJ/JIHCAXapHA030M € NaToJIOrHeH l]blxaTeJleOﬁ CHCTEMBbI

Mbl npoaHanM3MpOBalM cpeAHMe .nokasatenn HAI, SpO>, UJl y nereud c

nopaxenuem pecnupatopHoro Tpakta. COAC otcytcTBOBan y 3 neTed ¢

AbIXaTeNbHBIMM paccTpoiicTBamMu. B rpynme feTedl € OTCYTCTBHEM MOPAXKEHHUA
AbIXaTeNIbHOH CHCTEeMbl MNpeoOyiajany OE€TH C HOPMaJlbHBIMH 3HA4C€HHAMH COAC
(37,5%) unu ¢ nerkuM nosellleHHem HAID (32,5%). CpenHeTshxesioe U Tsxenoe
COAC 6b110 BhisiBiieHO y 30 % neteit B 3TO# rpynne. He BbisiBl€Ha 10CTOBEpHasA
pasHHLA Mexdy rpynnaMM JAeTed ¢ Hapyll€HHEeM [bIXaHHd H 6e3, onHako COAC

HJaule BBIABAAJICS Yy TNMAaUHUEHTOB npyu HaJIHYHH NnaToJNOrid HHXHHX AbIXaTEAbHBIX

nyteii - 8 u3 11 pereii (72,7%).
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Tabanua 7.10 - YpoBuu UAT B 3ABHCHMOCTH OT HAJIH4YHUA JAbIXaTeJbHbIX

paccTPOHCTB H NMPH HX OTCYTCTBHH Y aereit ¢ MIIC I, MIIC II, MIIC IO, MIIC

VI TunoB
3navenue MAD Hopma HeixaTenbHble HapylLIeHHs
10,81+2,83 26,09+8,84
Cpennee > > >
(0-63) (0-94) 0,128
Hopma 15 3
Jlerkoe
noBblLIEHHE 13 1 0,201
(1,5-5) oXxxuaaemas
YMepeHHOE NOBbILLIEHUE yacToTa
(5-10) 2 1 MeHB1LE 5
3HaYKTENIbHO BbIllIEe 10
HopMBI (>10) 6

Hepenko mnaTonorus HMXKHHMX AbIXaTeNIbHBIX nyTeil (6pPOHXOB, JIErKHX)

BcTpeyanach y nauueHToB ¢ MIIC Il Tuna. M3 7 nauMeHTOB ¢ HapylleHUEM ObIXaHHs

y 27,5% 6b1 BoisiBieH COAC Tsaxenoi crenenn. Onnaxko, u3 23 gerteit 6e3

MaToJIOTHH ABIXaTE€JLHOH CHUCTEMBbI B 48% ciiydyaeB NHAarHOCTUPOBaHb! AbIXaTeJbHblE

HapyuI€HHs pa3nwmoi71 CTCIICHH TAXKCCTH.

Tabauna 7.11 - YpoBuun UAI B 3aBHCHMOCTH OT HAJIHYHA AbIXaTeJbHbIX

pacchbﬁcTB M1 npH HX orcyTcTBHH Yy AeTeli ¢ MIIC II Tuna

3Hauenne UAT Hopma H:;xa:?;::zle p
n=30 n=23 pyw
n=7
7,53+3,18 9,14+4,51
CpenHee (0-54) (0-27.5) 0,589
Hopma 12 3
Jlerkoe noseitienue (1,5-5) 6 1
YMepeHHO€e NOBbILLIEHHE 1 1 0,672
(5-10)
3HaYUTENBHO BblllLIE HOPMBI 4 5
(>10)
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[Ipn onpeneneHHH CpedHHMX NoKa3zaTeseii SpO2, U1l y nmereit ¢ narosnoruei
HIDKHMX JIbIXaTEJIbHBIX MyTel U Ge3, BbisABlieHa JOCTOBEpHAasi pa3HHLa MEXAY 3THMH
rpynnamu. Cpenuuii nokasatens SpO2 y 11 GonbHeix ¢ MIIC ¢ AbIxaTelbHBIMMU
HapyLI€HHMSAMH OblI 1OCTOBEPHO HHXKe (93,06+1,88), uem y nereii 6e3 HapylLeHMI
aeixaHus (96,79+£0,26) (P=0,002). Cpeanue 3HaueHus M]I nocToBepHO MOBBIILIAIHUCH
no Mepe NOABICHHUA NbIXaTeNbHBIX HapyueHuH (P=0,046). Cpeauue 3Hauenus UJ1 y
60JIbHBIX 0€3 MAaTOJIOrMHU ABbIXAaHUS COCTABMII 14,66+4,69, y 9 nereit ¢ natonoruei -
45,98+12,97.

Tab6auua 7.12 - Yposuu Sp0O2 (%), U/1 B 3aBHCHMOCTH OT HAJTHYHSA
AbIXATEJIbHbLIX PACCTPOHCTB U NPH UX OTCYTCTBHH Y AeTeH ¢

Mykomnoaucaxapuaosom I, I, ITI, VI Tuna

Cpennee Hopma JlpIxaTenbHble HApyLIEHUs P
3HayeHHe n=40/29 n=11/9
SpO2 96,79+0,26 93.06+1,88 0.002
n=51 (91,7-99,2) (73,5-98,5) ——
na 14,66+4,69 45.98+12,97 0.046
n=38 (0,5-93,6) (1-98) ——

Hawe wuccnenoBaHue [Ooka3ano OOCTOBEPHOE pa3jlMyMe B  CpPEOHHX
nokazatenax carypauuu y pgereii ¢ MIIC 1l Ttuna npu HanM4uH JAbIXaTeJIbHbBIX
pacCTPOMCTB 1O CpaBHEHHIO ¢ JAeTbMH 0Oe3 HapyuleHus asixanus (p=0,028).

Cpeanue nokasarenu MJ1 661 BBICOKMMH B Ipynne NalHEHTOB C NaTOJOrHeH
AbIXaTebHON CUCTEMBI, OJIHAKO, JOCTOBEPHBIX Pa3/IM4HH He Ob110 HaHZIeHO.

Tabanua 7.13 - Yposuu SpO2 (%), U/l B 3aBHCHMOCTH OT HAJIHYHA AbIXaTeJbHbIX

paccTpoiicTB U NPH HX oTcyTcTBHHU y Aereii ¢ MIIC II

C o JIpixaTenbHble
peaHee opma HapylUueHHs P
3HaueHHe n=23/16 .
n=7/5
SpO: 97,17+0,4 95,07+1,0 0.028
n=30 (91,7-99,2) (90,1-98,5) ——
nUa 6,41+3,55 21,04+9,93 0,094
n=21 (0,5-58) (1-52)
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7.5. CHHApPOM OOCTPYKTHBHOIO anHOd CHAa Y AeTeH ¢ MYKanoJIHCaXxapHaO30M C

KOCTHOH nmaToJorueii

Hannne KOCTHBIX M3MEHEHUMH B BUAe kuO3a, CKONMO3a, AepOPMALIMH [Py AHOI

KJIETKH BCTPEHAOTCA NOCTATOYHO 4YacTo y neteit ¢ MIIC.

Ta6auua 7.14 - YpoBHu UAT B 3aBHCHMOCTH OT HaIHYHS KOCTHOM

naTonoruu y aerei ¢ MIIC I, MIIC II, MIIC II1I, MIIC VI Tunos

3uauenue MAI Hopma KocTtHas natonorus P
n=51 n=19 N =32
2,81+0,79 20,81+4.38
Cpennee (0-14.5) (0-94) 0,014
Hopma 10 8
Jlerkoe npeBbILLIEHHE
(1,5-5) 7 7 0,017
YMepeHHOE NpeBbillIeHHE 1 5 OXHnaaemast
(5-10) yacrtoTa <5
3HaYUTENIbLHO BbIllIE HOPMBI 1 15
(>10)

N3 51 pebenka y 32 (73%) GonpHBIX C KOCTHOH mnarosoruei 6pL1O TshKesoe

teyenie COAC no cpaBHeHMiO ¢ aeTbMu ¢ MIIC ¢ HOpMalbHBIM CTPOEHHUEM IPYyAHOH

KIeTKH ¥ 6e3 HapylleHHus ocaHkM (p=0,014).

Ta6auua 7.15 - Yposuu UAT B 3aBHCHMOCTH OT HAJIH4YHUSA KOCTHOH

narojiorun y aerei ¢ MIIC II

3Hauenue UAT

Hopma KocTHas natonorus P
2,811 12,37+4,62
) ’ ’ 0,328
Cpennee (0-14,5) (0-54)
Hopma 8 7
J
erKoe( ]ms)?;;me}me 5 2 0,116
) o)xujaaemas
YMepeHHOe noBblillIeHHE 0 2 yacToTa <5
(5-10)
3HayHTeNbHO BbILIE HOPMBI 1 5
(>10)
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[lpn cunapome XauTepa y nauveHTOB C KOCTHBIMHM HW3MEHEHHUSAMH yallie

pgBrsica  COAC  (56%), AT y

12,37+4,62/4ac, y ocTanbHbIX 14 GonbHbBIX Ges naronoruu — UAI cocrasun 2,81+1/4ac.

Cpe€MHHUEe 3HayeHus 16 naumeHToB OblNO
Ta6auua 7.16 - CpaBHenue nokaszareneii UAT, SpO2 (%), U/1 B 3aBHCUMOCTH OT

HAJIHYHSI KOCTHOH MaToNOruu y aereii ¢ MIIC I, MIIC II, MIIC 1II, MIIC VI

THIIOB
Hopma KocTHas natonorus P
Bcero n=19/19/13 n=32/32/25
HUAT 2,81+0,79 20,81+4,38
n=51 (0-14,5) (0-94) 9.014
SpO- 97,78+0,17 95,08+0,79
n=51 (96-99,1) (73,5-99,2) 0.002

7.6. CuHApOM OOCTPYKTHBHOIO ANIHOA CHA y [ieTeli ¢ MyKaNnoJHCaxapHI030M B
3aBHCHMOCTH OT HAJ/IHYHS THNePTPOodHH aleHOHIOB
Ilpn nzyyenun y 31 naumenta ¢ MIIC ¢ runeprpodmueii aneHOMOOB cpeAHHE
unppsl AT (20,23+4,51) nocTtoBepHO yBeJIMUEHBI M0 CPABHEHMIO C MallMEeHTamMu Ges
raneptpopu MuHAaanuH (4,62+1,80). doctoBepHo COAC BbIsBIANH Y 24 NMaLMEHTOB
w3 31 (77%) c runeprpoguel aneHOUOOB: JIETKOH cTerneHUW - y 26% mnauHeHTOB,

cpeaHeit TsxecTH — y 10 %, Tsxenoit creneHu — y 42%. COAC otcyrcTBoBan 22,5%

aeted ¢ runepTpoduel agieHOUO0B.

Ta6nuua 7.17 - Ypouun HAI' B 3aBHCHMOCTH OT HAJIM4YHUSA HJIH OTCYTCTBHS

runeprpodpuH ageHouaoB y aereii ¢ MIIC I, MIIC II, MIIC I, MIIC VI Tunos

OtcyTcTBUE i
3Hauenue UAT runepTpoduu win 1 cr. p I"Hnepmo—(bmx 2-3 cT.
n=51 n=31
n=20
4,62+1,80 20,23+4,51
Cpennee (0-27,5) 0,004 (0,4-94)
Hopma 11 7
Jlerkoe nosellleHHE 6 0,038 8
(1,5-5) oXXxHjaemas
YMepenHoe noBblillIeHHE 0 4acToTa <5 3
(5-10)
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HAUMTENBHO BbILIE 3

nopMb! (>10)

e

]

Iponomxkenne Taéanum 17.7

Hamu OTACNBHO H3YYCHO BJIMSIHUE FPIHCprO(l)HH AICHOUIOB Ha mNoKazaTeiau

JAT, SpO2, M1 y netel ¢ cuHmpomom Xaurepa. COAC Boisisien y 65% neteit ¢

mneprOQ)He" aJICHOMIOB: JIETKOH cTeneHu —B 29% cinyuaes, cpenHeit TxectH —17%,

mxenoi crenenn —23,5%. COAC orcyrctBoBan 35% neteii runeptpoduen

aflcHOH/IOB. Cpennuii nokasarens UAI B rpynne coctasun 10,68+4,23, y nauueHTOB

6e3 runepTpoGUHY MUHIANIHH - 4,28+2,28.

Ta6nnna 7.18 - YpoBuu UAT B 3aBHCHMOCTH OT HATHYHS HIH OTCYTCTBHSA

runepTpoduu agenounos y aereii ¢ MIIC II Tuna

3HaueHHe OrcyTtcTBHe runeptpoduu 'unerpodus
AT W 1 ct. 2-3 cr. P
n=30 n=13 n=17
4,28+2,28 10,68+4,23
Cpennee (0-27,5) (0.4-54) p>0.05
Hopma 9 6
Jlerkoe nosbliieHNe ) 5
(1,3-5) 0,252
YMepeHHOe MOoBbILLIEHHE 0 0 OXHaaemas
(5-10) yacToTa <5
3HauNTeNBHO BbILIE p) 4
HopMBI (>10)

BrisiBnens! nocToBepHo BhicokMe nokasatenu MJI W cHmkeHue caTypauuu y

NauMeHToB ¢ pasHsiMM THramu MIIC ¢ runeptpodueii ageHonnos. Cpennne LHQpbI

caTypauuy y 32 naunentos ¢ MIIC coctasuiu 95,37+0,69 (P=0,008).

Ta6anna 7.19 - Yposuu SpO2 (%), A/l B 3aBHCHMOCTH OT HAJIH'IHA HJIH

oTcyTeTBHs runepTpoduu agenonnos y aereii MIIC I, MIIC II, MIIC IIL, MIIC

VI Tunos
Cpennee OrtcytcTBre runepTpoduu > Funetpodus 2-3 cT.
3HaYeHpe unu 1 cT. 1=32/23
— n=19/15
SpO; 97,28+0,33 0.008 95,37+0,69
n=s1 (93,7-99,2) — (73,5-99)
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A 8,33£4,31

n=38 (0,5-64) 0,011 32,08+7,65

(0,5-98)

Hponomxenue Ta6anumb: 7.19

W Op1 3HaYMTENbHO Bblle (32,08+7,65) y naumentoB c runeprpodueii

MpHJaIMH 1O CPaBHECHUIO C NETBMH C OTCYTCTBMEM 3Toi natonoruu (8,33+4,31)

(P=0,011).

Taxxe AOCTOBEPHO HHM3KWE nokaszatenn SpO; BcTpewanuch y MaLMEHTOB cC

runeprpodueil MUHAANMH npy Gonesnn Xantepa - 95,9+0,56. W1 npu runeprpoduu

MHHAQIHH U 6€3 runepTpouy 6111, COOTBETCTBEHHO, 13,87+6,28 1 5,52+3,5.

Ta6anua 7.20 - Yposun SpO2 (%), U/l B 3aBHCHMOCTH OT HaJAH4YHS HJIH

OTCYTCTBHs FrHnepTpoduu ageHonaos y aerei ¢ MIIC Il tuna

Cpemee OtcyTcTBHE rUnepTpodHH FneTpodus 2-3 c1.
3HaueHHe m 1 ct. P n=17/11
n=13/10
SpO2 97,08+0,41 0.041 95,9+0,56
n=30 (93,1-99,2) —— (90,1-99)
1%0)1 5,52+3,5 0273 13,87+6,28
n=21 (0,5-36,7) ’ (0,5-58)

7.7. CnHapom 06CTPYKTHBHOTO alHOD CHA Y JieTed ¢ MYKaMoJHCaXapHa030M ¢

naToJiornen cepaev HO-COC)’HHCTOﬁ CHCTEMDbI

Cpennne nokasarenn WAI mpeBbliuany HOpMY NpH BCeX (GYHKUMOHabHBIX
knaccax. V mereit ¢ ®K 1 noxazatrenu MAI 6binu B mpegenax 12,11+4,24 /Hac, y
MAUMEHTOB CO cpemHeTshKeNnol M Tsxenoi ¢opmamy cnHApoMa XaHTepa COCTaBUIH
16,97+5,01/u4 u 14,45+7,62/4, cOOTBETCTBEHHO, €3 NOCTOBEPHBIX Pa3aMuMi MeXay
fpynnamu (p>0,05). B rpynne geteit ¢ ®K 1 COAC oTcyTcTBOBanN Y 36% neteii (10 u3
28). 3uaumrenvhoe momblmenue WAL 3adHKCMpOBAHO Yy KaXJAOro 4eTBEPTOro

NalwmenTa. Ipu Bropom ®K He GbINO BHIABICHO anHO3 CHA'y 37% (7 u3 19), y Takoro



203

e KOIMHCCTBA NCTCH BhIABIEHa Taxenas ¢opva COAC, nerkoe M ymepeHHOe

MOBBILICHUE BLISBICHO y 26% (5 u3 19). Beero y 4 neteit ¢ ®K 111 6110 nposeneto

IICT’, monoBKHa 3THX nauxeHToB (50%

AT

) HMMEJIM 3HAaYUTENBHO MOBBILLIEHHBIE TOKa3aTelN

Ta6suua 7.21 - Yposuu UAT npu nanuuum KapAHOJIOTHYeCKOH NaTOJIOTHH

y aereit ¢ MIIC I, MIIC II, MIIC III, MIIC VI TunosB

3HayeHue
VAT OK 1 OK I DK 111 p
=51 n=28 n=19 n=4
A -0,522
Cpensiee 12,11+4,24 16,97£5,01 14,45+7,62 B -0.776
(0-94) (0-63) (0-30) C ] 1
HopmMa 10 7 1
Jlerkoe nosplilieHHE 10 3 1
(1,5-5) 0,683
YMepeHHOe NOBbIlIEHHE 1 2 0 oxujaemMas
(5-10) yacToTa <5
BHaYUTEJIBHO BbILE HOPMBI 7 7 2
(>10)

Y nanuentoB ¢ MIIC Il tuna cpeanue nokaszarenun MAI™ npeBbllan¥ HOpMY BO
BceX (YHKUMOHaIBHBIX Kinaccax, 7,09+3,35/uac npu @K I, 8,73%5,13/yac n
9,27+7,1/uac coorBerctBenHo npu OK II u OK III. Tsxenas dopma COAC BoisiBreHa Y
19% neteit ¢ PK I. TIpakTHueckn Takoe e KONTHYECTBO NETEH C @K 11 (18%) umenn
TAXEN0e HapyllleHHe ABIXaHHsA BO CHe, y 33,3 % AMarHoCTMpoBaHa TsXenas CTeneHb
nossiienns AT

Ta6auua 7.22 - Ypoeun UAT npH HaIH4YHH KapAHOJIOTHYECKOH NaTOIOTHH

y aereit MIIC II
3nauyenue AT OK 1 OK II OK 11 p
n=30 n=16 n=11 n=3
c 7004335 | 8,735,13 9,27+7,1 g: 8’§§§
peaHee i i ,
(0-54) (0,3-54) (0-25) C 0938
Hopma 7 7 1 0,832
Jlerkoe noBbllLeHKE 5 1 1 oXuaaemas
(1,5-5) YacTOTa
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YmMepeHHoe

nosblleHue (5-10)

3Ha4YHUTENBLHO Bblllle

HOpMBI (>10)

<5

IIpoponxenne Tabaunus: 7.22

Hannune ®K 1 unn ©K 11 (npu CONMYTCTBYIOLIEH Tepanuu) He NPHUBOAMIIO K

3HaUYUTENbHOMY CHIKEeHHMIO SpO2 (cpenHee 3HaueHue SpO2 npu ®K I - 96,93+0,34 %,

npu @K II - 95,16+1,28 %). Onnako, Mbl BBISBHIU nocToBepHoe cHMxeHHe SpO2 y
naunenToB ¢ OK III (94,63+1,51) no CpaBHEeHMUI0 ¢ geTbMH ¢ DK 1.

Tabnnua 7.23 - Yposru SpO2 (%), U/ npu HaM4HM KapAHOJIOrHY eCKOMH

nartoJyioruu y aerer ¢ MIIC I, MIIC II, MIIC III, MIIC VI Tunos

Cpennee
3quime K 1 DK 11 DK 111 b
n=28/21 n=19/13 n=4/4
SpO» 96,93+0,34 95,16+1,28 94,63+1,51 0,036
n=51 (91,7-99,2) (73,5-99,1) (90,1-96,4)
%01 13,95+6,16 35,32+9,94 21,75+11,83 >0.05
n=38 (0,5-93,6) (0,5-98) (1-52) p=%
3unayenne W]l (cpemnee 3nauenne W/ npu ®K I -13,95+6,16 /gac, ®K II -

35,3249,94 /4, ®K III 21,75£11,83) y nauuentoB ¢ MIIC B 06cneloBaHHBIX rpynnax

AOCTOBEPHO HE OTIHYAJIOCH.

Ta6auna 7.24 - Yposuu SpO2 (%), U]I npn HaJMYHK KAapAHOJIOTHYECKOM

natonoruu y aerei ¢ MIIC II Tuna

Cpennee DK I K II OK 111 p
3HaYyeHHue n=16/12 n=11/6 n=3/3
SpO2 97,26+0,41 96,56+0,72 94.03+1,97 0,017
n=30 (91,7-99,2) (91,7-99,1) (90,1-96)
401 3,25+1,13 18,47+9,65 19,33+16,37 p>0,05
n=21 (0,5-14,8) (0,5-58) (1-52)

Tpy cuHapoMe XaHTepa TakKe BBIABICHO J0CTOBEPHOE CHIKEHME yPOBHA SpO2y

nanuentos ¢ OK 111 (94,03£1,97) no cpaBHEHHIO C MAUUEHTaMH C NEPBLIM ®K (SpO2

=97,26+0,41).
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7.8. Cunapom oGcTpyKTHBHOrO anHo» cha y eTel ¢ MyKanoJHcaxapHa03oM

3aBHCHMOCTH OT HAJIMYHS MAaKpPOrJIOCCHH

Cpennue 3Hadenns MJ1 mocToBepHO He oTIMuAnMCh B 3THX rpynnax, XoTs
cpeanue noxaszarenu W]l 6euin Belwe y naumentos ¢ ®K 11 (18,47+£9,65) u ®K 3
(19,33+£16,37). Makpornoccus Habnronanack y nauuentoB ¢ MIIC I, MIIC II u MIIC
VI tunos. CpaBHeHHe cpefnyx nokazateneit UAIT BBISBHIIO BIMSHUE MaKpOIJIOCCUH Ha
creneHb BeipaxxeHHocTH COAC.

Tabnuna 7.25 - Yposun HAT B 3aBHCHMOCTH OT HaJIMYHS MAKPOTIJIOCCHH Y

aeted ¢ MIIC I, MIIC 11, MIIC III, MIIC VI Tunos

3Hayenue AT Hopma Makpornoccus P
N =31 n=19 n=32
9,61+4,31 16,78+4,04

Cpennee ’ ’ ’ X :
P (0-54) (0,4-94) 0.0>0
Hopma g 10

Jlerxoe nossiuieHne 8
(1,5-5) 6 0,075
YMepeHHOe MOBBIILEHHE okuAacMai

(5-10) 0 3 yactoTa <5

3HAYUTENBHO Bblllle HOPMBI

(>10) 3 13

VY 69 % nauuenTos (22 u3 32) srisieHo nossimienne MAT'. Ilpu aToM Tsxenble
bopmer COAC auarsoctuposatsl y 41 % nanuentos (13 u3 32) ¢ MakKporjioccuen u y
16 % GonbHbix (3 3 19) Ge3 yBennueHHs sA3bika. BbIABICHBI JOCTOBEPHO BBICOKHE
undpsl UAT y GonbHBIX ¢ MAaKpOIJIOCCHEH - 16,78+4,04.

COAC nauarHocthposad y 37,5% pneteit 6e3 ypeanyeHus s3blka Uy 54,5% ¢
MaKporjoccyei, M3 HUX 3HAYMTENbHOE YBENMYCHHE ypOBHA HUAIT 6bin0 y 23 %.

Bricokune uudpsl MAT onpeaeneHsl y OQHOr0O NauvueHTa 6e3 yBenuueHus sA3bika 12,5 %.
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Tabanua 7.26 - Yposuu UAT B 3aBHCHMOCTH OT HAJIHYHA MAKPOIJIOCCHH Yy JeTel

¢ MIIC II Tuna
3HayeHHe
VAT Hopma Maxkpornoccus P
n=30 n=8 n=22
7,71+£6,63 7,98+2,76
Cpennee ) ) ,
(0-54) (0,4-54) 0,091
Hopma 5 10
Jlerxoe nosblliieHKE
(1,5-5) 2 5 0,708
YMepeHHOe NoBbllIEHHE OXnjaemas
(5-10) 0 2 yacToTa <5
3Ha4YHTENBHO BhILIE HOPMEI 1
(>10) >

Tak sxe 6buIH onpenenensl cpeanue 3Hauenus SpO2, U]l B kaxcaoit rpymme:
96,87+0,42 % u 12,49+7,34/4ac, 95,62+0,81%, u 27,68+6,71 yac (c/6e3 yBenuueHUs
A3bIKa M MaKpoOIjlocCHel COOTBETCTBEHHO).

Tabauna 7.27 - CpaBuenue nokasareneit HAT, SpO: (%), U/ B

3aBHCHMOCTH OT Ha/IHYHs MaKporJoccuu y aetei ¢ MIIC I, MIIC II, MIIC 111,

MIIC VI tunos
B Hopma Makpornoccus p
ce n=19/19/14 n=32/32/24
UAT 9,61+4,31 16,78+4,04 0.050
n=51 (0-54) (0,4-94) 4
SpO: 96,87+0,42 95,62+0,81 0.259
n=51 (91,7-99) (73,5-99,2)
501 12,49+7,34 27,68+6,71 0,154
n=38 (1-93,6) (0,5-98)

Tpu onpepenennn cpeaHux nokasateneit M/l y nered Makporyoccueit u 6e3
BbIsIBJIEHa JOCTOBEpHas pa3HHMIla MEXIY 3THMH IpynIlaMH. Cpennuit nokaszarens M/ ¢
Makpornoccueit 6pu1 Bbiue (12,6+4,71), ueM y 6onbHBIX ©e3 yBelIMYEHHs f3blKa

(1,24+0,19). SpO; y 6onbubix ¢ MIIC ¢ makpornoccueii 1 6e3 JOCTOBEpHO He

OoTinnyancs.




Tabanua 7.28 - CpaBuenne nokasareneii SpO: (
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%), 1/l B 3aBHCHMOCTH OT

HaJIH{uA Makporaoceun y aereii ¢ MIIC II Tuna

r I tun HopmMa Makpornoccus p

n=8/8/5 n=22/22/16

AT 7,71£6,63 7,98+2,76

n=30 (0-54) (0,4-54) .01

SpO» 96,58+0,76 96,72+0,5

n=30 (91,7-98) (90,1-99,2) 0,880

na 1,24+0,19 12,6+4,71
n=21 (1-2) (0,5-58) 9.029

Ha MomeHT nepBoro uccrnenoBanus uyetsepo neTel ¢ cumapomom XaHTepa

nony4danu O3T B TeyeHue 7 Mecsues.

Tabanua 7.29 - Cpasnenne nokasareneit UAT, SpO2, UJI (M +£m) y nauuenToB ¢
MIIC I, MIIC I1, MIIC III, MIIC VI THHOB HA MOMEHT NepBOro HccjieJ0BaHHUs

UAT Sp0O2 Ua
Tepanus n=51 n=51 n=38
Tepanus "-" 16,86+4,22 96,14+0,45 24,41+7,0
n=25/25/17 (0-63) (90,1-99) (0,5-93,6)
P 0,375 0,919 0,688
Tepanus "+" 11,46+4,31 96,03+0,96 20,2+7,43
n=26/26/21 (0-94) (73,5-99,2) (0,5-98)

V 13 pereii mepBoe HccleOBaHHE NPOBOAMIOCH 10 Havana ®3T, K0CTOBEpHBIX

pasnuumii nokasateneit UAT, SpO,, U]l mexny rpynnamu He nonydeHo (p> 0,05), uto

MOXKHO OOBICHUTb HEeOCTAaTOUHOM aHTenbHOCThIO D3 T.

Ta6auua 7.30 - CpasHenue nokasateneii HAI', SpO2, U/{ (M £m) y nauneHToB

MIIC II Ha MOMEHT NepBOro HecjleNOBAHUA

AT SpO2 nua
Tepanus 1=30 1230 =1
Tepanus "-" 15,98+6,79 95,34+0,94 21,8+10,73
n=10/10/6 (0,4-54) (90,1-97,9) (0,5-58)
P 0,103 0,067 0,185
Tepanus "+" 3,87£1,5 97,35+0,33 5,13%2,35
n=20/20/15 (0-27,5) (92,3-99,2) (0,5-36,7)
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HBYyM petam ¢ Taxenoii dopmoit  cunmpoma XaHTepa 6bUI0 NpPOBEAEHO
NOBTOPHOE UCCIIEIOBAHUE CIIYCTA JBa roda oT Hayana M3T.

IepBs1it naument (9-11 ner) nokasan 3HAYHTENBHYIO NOJNIOXUTENBHYIO TUHAMHUKY
W3MEHEHMH nokasateneit AT, SpO,, NI (no nasana tepanuu UAT - 4,4, SpO2 88%,
uyepes 2 rona — HAT 0,6, SpO; 95,6%), Y BTOpOro nauueHTa (6-8 jer) AMHaMMKa He
nabnroaanace, BeJieACTBHE orcyTcTBus COAC no u Ha done O3T (no Hauana Tepanuu

HUAI" - 0,8, SpO: - 97%, uepes 2 roga — UAT - 0,0, SpO: - 95%).
3pdexT

NMpOACMOHCTPHUPOBAH C MNOMOIUBLIO TECTa 6-MHHyTHOI71 XOIl1>6I>I, 4 TaKXX€ INpHU OLCHKeE

[NonoxurenbHplii

depMeHTO3aMeCTUTENBHOM  Tepanuu  6bin

NeTOYHOH (QYHKUMH. YiyulleHMe NepeHOCHMOCTH (U3MYECKHX Harpy30K YacTH4HO
CBA3aHO C yJTyYIUEHUEM JbIXaTeNbHOU QYHKLHH.

Tabnuua 7.31 - CpaBnenne nokasareneii HAT, Sp0O2, U] (M +m) y nauMHeHTOB ¢
MIIC I, MIIC II, MIIC IO, MIIC VI THRoB nmocjie afeH0OTOMUHH

Bee Jlo ageHoTOMM Ilocne aneHoTromuu p
n=39/39/27 n=12/12/11

HAT" 21,614+6,53 11,8+3,35 0.169
n=51 (0-54) (0-94) ’
SpO2 93,98+2,03 96,74+0,27 0.204
n=51 (73,5-99,1) (91,7-99,2) ’

U 34,56+11,55 17,045,28 0.188
n=38§ (0,5-98) (0,5-93,6) ’

He BbifBNI€EHO CTaTUCTHYECKH 3HAYMMBIX pasnuuuid Mexay nokasatensmu WAT,
SpO2, U1 y nauueHTtoB ¢ pasnuuHbiMM TunamMu MIIC B rpynnax neter nocie
aA€HOTOMHUH Y NalHEHTOB, KOTOPHIM He NPOBOAUIOCH ONepaTUBHOE BMEIIATENbCTBO.

Ta6auua 7.32 - CpaBHenne nokasarened UAT, Sp0O2, Ul (M +m) y

nauuenToB ¢ MIIC II Tuna nocie npoBefe HHOH aA€HOTOMHH

Jlo aneHOTOMHH Ilocne aneHOTOMUH
n=25/25/16 n=5/5/5 p

HUAT" 18,96+9,89 5,742,34 0.058
n=30 (0-54) (0-54)
SpO2 94,86+1,71 97,04+0,34 0.273
n=30 (90,1-99,1) (91,7-99,2)

1201 25,26+12,45 5,09+2,2 0,182
n=21 (0,5-58) (0,5-36,7)
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OnHako, y mnauueHToB ¢ CHHAPOMOM XanTepa BBISBIEHO CTaTUCTHYECKH
3HaUMMOE  pasjlnine mnoxasatens WA Mexay rpynnamu mnanueHTOB, KOTOPBIM
[pOBOAMIIACH aIEHIKTOMHS U HeT.

TIposedenue kapouopecnupamoprozo MOHUMOpUH2A A6NAEMCA HEe0OX00UMBbIM
0na 8vblAeNEeHUs demell CO cpedHemadicenoe u maxcenoe mevenue COAC ¢ nocnedyroujeu
NpOGUNAKMUKOL  JCUSHEY2POICAIOWUX  COCMOAHUL,  BO3HUKHOBEHUE — KOMOPDbIX
803MOJICHO Npu paznuynsix munax MIIC.

Jlevenue OvixamenvHviX HapyuteHuil npu HaAUYUU PECRUPAMOPHOL UHGexyuu
gruIOYaem NpuUMEeHeHUe UH2ANAYUOHHBIX CMEPOUOHBIX NPEenapamos Ons YMEeHbULeHUA
cmeneHu eocnanenus. OBOCHOBAHO HA3HAYEHUE HUZKONOMOYHOU KUCIOPOOOMEPANUU.
Jocmamouno uyacmo Heobxodumo nposedeHue adeHo- Wulu MOH3IWISKMOMUU, 3A
UCKTIOYEHUEM Oemel, HaXOOAUWUXCA 8 MANCENOM COCIMOAHUU 8 CEAA3U C 603MOACHOCMbIO
pAa3éuUmMus OCON*CHEHUU NOCIE aHeCMe3UU U XUPYP2ULECKO20 BMEUAMENTbCmEa.

Hapywenue oOwvixanusa 6o cHe madicenou cmeneHu MOJICHO Ne4umb Hnymem
NpUMEHEH U NOCMOAHHO20 nonodcumensHozo 0aenenus (CPAP), npu komopom €030yx
noodaemcs noo 6blICOKUM OQBNieHUeM C UCNONb306AHUEM MACKU, NpuU  3mom
npedomepawaemcs. KOINAnc ObIXamenbHulX HNymei 60 6peMs 800Xa, YNY4ulaemcs

Kauecmeo CHA, YMeHbulaemcsa 00blUKA U HOPMANU3YemCa KOHYeHmpayus 2a308 Kposu.
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I''TABA 8. BBAMUMOCBSI3b MEXKAY HAPYIIEHUSIMU
ABIXATEJIbLHOW, CEPAEYHO-COCYIUCTOM U
HEHTPAJIbHOM HEPBHO¥ CUCTEMBI Y TIAUMEHTOB C
PA3JIMYHBIMHA TUIIAMU M YKOIIOJIMCAXAPUIO3A

B Hactosimee Bpems B NuTepaType MpaKTHHECKM He BCTPeHalOTCsi paGoOThI, 110
OLEHKE THKECTH Te4YeHHs: 3aboneBanuii u3 rpynnsl MIIC. Mpl npoaHalIn3upOBaiy
00CNeNI0BaHHYI0 HaMH BBIOGOPKY MaLMEHTOB, M MPULLTM K BBIBOAY, UTO Haubonee
4aCTO K TSXEJIbIM, )XU3HEYTrPOXKarOLUM OCIIOXHEHHSM, MPUBOAMUT MOPaXXKEHHE CO
CTOPOHBI CEPAEYHO-COCY IUCTOM, AbIXaTenbHOM cucTeMsl U ITHC.

M3HayanbHO, OLEHKA TSKECTH COCTOSHMS MALMEHTOB TMPOBOAMNACH Ha
OCHOBaHHUHM MEIMIMHCKOM NOKYMEHTallMH W BKIoYana B ce0s OLEHKY COCTOSHMSA
CEpAEYHO-COCYUCTON CUCTEMB], ABIXAaTENbHOM CHUCTEMBl, HAJIU4YUSA CYAOPOXHOIrO
CHHIpPOMA, perpecca TIICUXOpEUeBbIX W JABHraTeNbHBIX HaBBIKOB, CIOCOOHOCTH
CaMOCTOATENLHO MepedBUraThCs, HapylleHud 3peHus M cnyxa. Hamu Opiin
oTo6paHbl KJIWHMYECKHE TIPOSBICHHs, KOTOpble MPEACTABIANIM HauOOJbLIyIO
OMacHOCTh [UIA MalMeHTa U MPUBOAWIIN K Pa3sBUTHIO TSKEJBIX, )KH3HEYTPOXXaroHMX
OCJIO)KHEHMH Yy 0OCNeoBaHHbIX HaMH OONBHBIX C  pa3lM4YHBIMM  THIAMH
MYKOIIOJIHCaxapHa030B.

TskecTh KIMHMYECKOW CHMITOMATHKM OLIEHHMBajaCh B 3aBHCHMOCTH - OT
BBIPaXXEHHOCTH NMPHU3HAKa ¥ KOJIHYECTBA MOPAXEHHBIX CUCTEM.

KaxcioMy BblieIEHHOMY HaMH KIIMHU4Y€CKOMY TPOSBICHHIO ObLIH NTPHCBOEHBI
GaJUIbl: IO CTETEHH BbIPAXXEHHOCTH Hapywienui (1, 2, 3) unu HaJINY 110/ OTCY TCTBHIO
(1 MM 2 COOTBETCTBEHHO).

AHanu3upys BCe NpelCTaBlCHHbIE BbillE JaHHbIC, HAMH ObIJ CO3J]aH aITOPUTM
OlLleHKM pHMCKa pa3BHUTHS THKENBIX OC/NIOXKHEHHH 3aboneBaHHs y TMaLMEHTOB C

pa3jin4HBIMHA TUIIAaMH Myxononucaxapunozoa, OCHOBaHHbIH Ha 0anbHOH OULEHKE

Haubosiee 3HaUHUMbIX CUMIITOMOB 3aboeBaHuA.
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Ta6auua 8.1 - OcHoBHLIe KTHHKYecKHe NPOSIBJIEHHSA CO CTOPOHBI CEpAEYHO-
cocyaucroit (CCC), abixatensnoii (JIC) n nepsHoii cucremsr (HC), NpHBOASALLHE

K Pa3sBHTHIO )KH3HEYIPOKAIOIIMNX COCTOSIHMI M MX OLIeHKA B 6aJ1ax

Kannnueckne npospiaenuns Ouenka B 6annax

JpIxaTenbHas cucTeMa (coyeTaHHoe | 1-Her, 2-yMepeHHOe HapylUueHHe,

[IOpaXXEHHE BEPXHMX M HHXHHX | 3-TsOKelloe HapylleHHe
JbIXaTeNIbHBIX MyTeil)

JIC | XpoHu4ecKHit 6poHXUT 1-HerT, 2- fa
[IneBMOHMHU 1-Hert, 2- na
CungpoM abGCTPyKTHBHOTO — amnHO?
cHa 1-HeT, 2-yMepeHHas CTeneHb,

3-TsKelnas CTeneHb

l-HeT, 2-ymepeHHble  HapylleHHS

HapymeHnus purt
py putMa cepiua putMa, 3-AV-610kana 3-4¢T

KrnanaHHble Hapyuienus 1-HeT, 2-2cT, 3-34cT

CC |Couerannas maTojorus  cepaua

1-HeT, 2-yMepeHHbIe, 3-BhIpa)K€HHBI
(xnanaHusle Hapywenus, JIT, KMIT) » £~YMEp ) p e

KMI1 1 -Het,2—na

JI 1-Her,2—Ja
1-0TCyTCTBHE KOMIIPECCHH CIIMHHOrO
MO3ra

2-KOMIIpecCUsi ~ CIIMHHOIO  Mo3ra
(orcytctBue Busyanusanuu LICX Bo
BCEX HaNpaBJICHUSAX)

HC 3- MpH3HAKK MHEJIONAaTHH

Kommnpeccus cnmyHoro Mosra

CnacTtuyeckui TeTpanapes
Tpanap 1 -Her,2—na

CyAOpOXXHBIH CHHAPOM 1- HeT, 2-peaxue, 3-4acThle

1-HeT, 2-cpedHell  TAXecTH, 3-

HBIM TYHHEJBHBIA CUHAPOM
KapnianbHbiit TY Ap TsDKEJIble HapYyLIEHHs

LIC)K-yepebpocnunanvnaa  scudkocms; JI-nezounasa zunepmeH3ui; KMII-

Kapouomuonamus.

OLeHKa pucKa BOSHHKHOBEHHS XH3HEYTPOXKAIOWHX OCJIO)KHEHHH Y MalMeHTOB
¢ pasnuunbivu THnamu MIIC, ocHoBaHHasd Ha TKECTH nopaxeHus CepAeHHO-
COCYNMCTOM, AbIXaTeNbHOMN H LTHC, npou3BoAuTCs 10 $opmyIe: O611ee KOJIHYECTBO
6amiop= X+Y+Z, rae X — KOnIMuecTBo 0anjos, HaOpaHHBIX MO TAXKECTH COCTOAHHA

CO CTOPOHBI JbIXAaTCIbHOH CHCTEMBI. Y - KonuuectBo 6amnos, HabpaHHBIX MO
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TSDKECTH COCTOAHHS CO CTOPOHD CEpPACYHO-COCYAMCTOM cHcTeMbl. Z - KoauuecTBo

6ai10B, HabpaHHLIX 10 TAXeCTH COCTOSIHUSA CO CTOPOHB! HEPBHOM CHCTEMEL.

[NaunenTsi, MMEOUIHe MHUHUMAaJbHbII PHCK BO3HHUKHOBEHHS OCJIOXHEHHH CO

CTOPOHBI AbIXaTeabHOH, CepAcyHO-cocynucToit cuctemnt u 1THC, HabupaloT MeHee

13 6annoB (Te, KTO He HMeNU HU OZHOTO M3 BhILICNEPEYHCIEHHBIX IPH3HAKOB).

Ilaunentrl, HaGuparomue 14 -26 6annop (G0onbHBIE, Y KOTOPBIX BBISBIEH XOTS
Obl OMH NpH3HaK YMEPEHHOH CTENEHH TAXECTH B ONHOH U3 CHCTEM - [0 HaIn4us
BCEX NPHU3HAKOB BO BCEX CHCTEMaX B YMEPEHHOH CTeneHH BBIP@XEHHOCTH), UMEIOT

YMCPDEHHBIM PHCK BO3HHUKHOBEHUS OCJIOXXHEHHH €O CTOPOHBI ﬂblxaTeﬂbHOﬁ,

CEepe4HO-cOCYAUCTOM cuctemnl 1 LTHC,

HauI/ICHTBI, HMECIOLIHE BBICOKHUH PHCK BO3HHKHOBEHHS OCJIO)KHEHHH CcO

CTOPOHBI NIbIXaTENbHOH, CEPAEYHO-COCYANCTON CHCTEMBI H IIHC - 27-34 6amnos
(0eTH, y KOTOpBHIX BBIABNEH XOTS 6bl OIMH ApHU3HAaK B MaKCHMaJbHOHM CTElNeHH
TSDKECTH B OJJHOH M3 CUCTEM - 0 HaM4Ms BCEX MPHU3HAKOB B TSKEJIOM CTEMEHH BO

BCEX CHCTeMax).

IlprMenuB pa3paboTaHHBIA HHCTPYMEHT K COGCTBEHHBIM IPYNNaM MalHEHTOB,

MBI TIPOBEJIH OLEHKY pacnpeesieHus IeTeH C TSHKENBIM U CpeHETSKENbIM Te4eHHEeM
3a00J1€BaHUS N0 PUCKY Pa3BUTHA TKENBIX OCJIOKHEHHH.

Tabauna 8.2 - Pacnpene/ienne nauueHTOB ¢ TAMXKEJbIM U CPeXHETSKeIbIM

Teyenuem MIIC B 3aBHCHMOCTH 0aJILHOH OLIEHKH TSAXKECTH TEYeHHUs

3aboJieBaHUA
Tsoxects 3ab60oneBanus Bcero 27-34 14-26 Menee
n (abc) banna banna 13 6annos
n (abc, %) | n (abc, %) | n (abc, %)
IlauyeHTHI ¢ TAXENbIM 72 45 (62%) |17 (24%) |10 (14 %)
TeYeHHEM
[TauneHTH! CO cpeTHETSKENBIM 37 9(24%) |14 (38%) |14 (38%)
TeYeHHEM

BoJbIIMHCTBO NALMEHTOB € TSXKENOH CTeneHblo 3a00eBaHus — 45 yenoBek U3

72 (62%) - BXOAAT B IPYMIy BLICOKOTO PUCKa MO Pa3sBUTHIO TSXKEJbIX OCI0XHEHHH
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CO CTOpOHB! JbIXATENbHOM, CePACYHO-COCYIUCTON CUCTEMBI H ITHC. OrtgensHo
HeoOX0AMMO OTMETUTH Tpynny JeTed c TsxenbiM TeyeHueM 3aboneBaHus, y
KOTOPBIX OLEHKAa Mo OanbHON cucTeMe Gbila MeHee 13 Gamios - 10 YeloBex.
[IpakTHyeckd y BceX MauMEeHTOB W3 NaHHOM TPYNMNbl TSXXECTh TeYeHUsd 3abo0JieBaHUs
Obina obycnoBneHa nopaxeHHeM co CTOPOHBI LEHTPaNbHOM HEPBHOM CUCTEMBL. Y 8
NalMEeHTOB TeueHHe 3aboneBaHHe ObINO Jlerkoil crenenu. B JIaHHOH TIpyIne He

BbIABJICHO HM OAHOTO NAalMEHTa C BbICOKUM PUCKOM pPa3BUTHSA YXHU3HEYTOPOXXaOLIHX
OCJIOXXHEHUH.

Tabanua 8.3 - JleranbHble HCX0AbI Y NALMEHTOB ¢ THXKEION H CPeNHETsIHe0H

cTeneHblo 3a00/ieBaHUA

Beero 27-34 14-26 Menee 13
JleTanbHble ucxoabl 6 banna Banna Oamnos
n(a0)| 'a6c) | n(abe) | n(abe)
[TanyeHTs! ¢ TXKENBIM
TeYEHHEM ? ? 0 0
[TauueHTBI cO cpeaHeTAKeNbIM
TeYeHHEM 2 : : 0

BonblIMHCTBO NeTalibHBIX HCXOAOB TNPOM3OIIO y MalMEHTOB C TAXKEIBIM
TeyeHHeM 3aboseBaHus. Bce OHHM OTHOCHAMCH K TIpyNNe BBICOKOrO pucka MO
Pa3sBUTHIO OCJIOKHEHHMH CO CTOPOHBI ObIXaTENbHOH, CEpAEeYHO-COCYAHCTOH H
LIEeHTPaJIbHOH HEPBHON CUCTEM.

Jlns  olleHKM B3aHMOCBSI3H  MEXAY nobameﬂuem cepaeyHO-COCY IUMCTOH,
abixatensHoii 1 LIHC B COOTBETCTBHH C MOKa3aTeNsIMH, YKa3aHHBIMH B Tabuuue 8.4,
6b11 paccuMTaH CyMMapHblit 6ann HapylueHUH CEpAeYHO-COCYUCTOH, ABIXaTeIbHON
u ITHC. JIns oLeHKH BENHYMHBI CBS3M MEXJAy CYMMapHbIMHM [OKa3aTe/iMu
HapyIIeHU# CHUCTEM HCIIONb30BaH PAHTOBBIH ko3 ouumeHT Koppensuun CnupmeHa

ans rpynn naueTos ¢ MIIC ¢ TSOXKETION U CPeHETSIKENON CTENEHBIO TAXKECTH.
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Tabnuua 8.4. - Bzanmocessn nopaxenus AC, HC, CC ¢ TaxecTbio

KJHHHYECKOH KapTHHEI 3200/1eBaHHs NAaUHEHTOB ¢ pa3JaHYHbIMH THHamu MIIC

Cuctemnl| MIIC TaxenoN cTeneHu TaxecTy MIIC cpenHel cTeneHH TSHKECTH
Uucno | Kosbduimenr P Yncno | Koapouument P
BonbHBIX Kgppenﬂunn OONBHBIX | KOppEensiLHU
i NHpMeHa CnupmeHa
AC-CC 72 0,295 0,012 37 0,270 <0,05
JAC-HC 72 0,404 <0,001 37 0,258 >0,05
CC-HC 72 0,412 <0,001 37 0,240 >0,05

AC- ovixamensran cucmema, CC- cepdeuno-cocyoucman cucmema, HC- nepenas cucmema.

B rpynne nauuentoB ¢ MIIC c Tsxenoi cTeneHplo TeueHHs 3aboneBaHHS
OTMe€YeHa 3HayuWMas CBA3b MEXAYy HapyWEeHUSAMH [bIXaTelbHOH CHCTEMBI H
cepaedHo-cocyaucTtod cuctembl (p=0,012) u BbICOKO 3HayMMas CBSI3b MEXIY
ABIXaTENBbHOM CHCTEMOH M LIEHTpalIbHOM HEPBHOM CUCTEMOH M cepAeUHO-COCYIMCTON
CHUCTEMOM, W LIeHTpanbHO#M HepBHOM cuctemoii (P<0,001). B rpynne mauneHTOB co
cpenHetsxkensiM TeueHHeM MIIC oTmeveHa 3HauMMasi CBS3b TOJNBKO MEXAY

napywenusamu JIC u CC (p<0,05).

Takum o06pasom, 6bl10 NOKA3AHO, YMO KOMOUHUPOBAHHOE NOPAdCEHUEe
cepOeuHO-coCYOUCMOT U ObIXAMENbHOL CUCMEM, NPUBOOALYEEe K MAMCENOMY MeIEHUI0
3aboneeanus, He 3aéucum Om muna MyKononucaxapuoosa. Y nayueHmos co
cpeOHemsAdicenviM medeHueM 3a6ONe6aHUs BbIAGNEHA CMAMUCMUNECKU 3HAUUMAA
C6A3b MEXHCOYy MANCECMbIO KIUHUHECKUX NPOAGNEHUN CO  CMOPOH®b cepOeyHo-

ymo 2o0eopum o Heobxodumocmu

U OblXaMmenvHOll CUCMEM,

cocyoucmou
KOMMNEKCHOI OYeHKU cocmosHus pebenka u noobopa Heobxo0umoll mepanuu 6 CéA3u

C 8bICOKUM PUCKOM YXyOUleHUA COCMOAHUA pebenka
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I'/TABA 9. BBIZKUBAEMOCTE INNAIMEHTOB C PA3JIMUHBIMHU
TUIIAMHU MYKOHOJII/ICAXAPI/I,HO3A

MyKononucaxapnuou,l - Tpynmna 3abojieBaHMi, UMeOLIKUX NporpegHeHTHOe
tedeHue. C Bo3pacToM 3a6onepanue HEYKJIOHHO mporpeccupyeT. K coxanenwuro,
N€TalIbHBIC MCXOAB! MpPU Pa3NU4HBIX THNax MIIC BCTPEYAIOTCSI COBCEM HE PEJKO.
®3T npumensiercs nuwb ¢ 2008 roga, Gonblias YacTh AeTell Hayalu noay4yarh
CMEUHPHYECKYIO Tepanuio B Bospacte crapwie 10 ner, yxe uMes Tskenble
KJIMHHYECKHE NPOsBIIeHUs 3a00NeBaHus.

Bcero B namweit BriGopke 6bu10 117 nereii ¢ pasnuyHeiMHA TUnamu MIIC, u3
HUX ¢ MIIC I tuna - 23, MIIC 11 tuna - 55, MIIC III tuna - 24, MIIC IV Ttuna - 7,
MIIC VI tuna - 8.

9.1. JleTanbHble HCXObI Y NALHEHTOB € MYKANOIHCAXaPHA030M
JletansHeId nexon npousowen B 11 cnyyasx (9,4%), us nux y aereit ¢ MIIC 1
tdna - 1 (4,3%), or obwero yucna GonsHpix ¢ MIIC I tuna, ¢ MIIC II tuna — 6
(10,9%), ¢ MIIC III tvna - 2 (8,3%), MIIC tuna - 2 (25%), cpeau nauxentos ¢ MIIC

1V Tuna netanbHBIX HCXOJ0B He ObUIO.

Tabauua 9.1 - JletasibHble HCXObl Y MALIHEHTOB ¢ pa3iHiYHbiMH THNamu MIIC

Bcero JleTanbHble HCXOABI BbIXHBaeMoCTb
CreneHb TAXECTH n (a6c) N (abc, %) N (abc. %)
Jlerkas 8 0 (0%) 8 (100%)
Cpennss 37 2 (5,4%) 35 (94,6%)
Tsxenas 72 9 (12,5%) 63 (87,5%)
Bcero 117 11 (9,4%) 106 (90,6%)

BOJILIIMHCTBO JETalbHbIX HCXOAOB PpErucTpUpOBajioch Yy MAallMEHTOB C

TSXKENbIM TeueHHeM 3a0oJieBaHHA. TskecTb COCTOSIHUS MNaUHMEHTOB Oblna

obycnosnena nopaxenveM LTHC, cepaeyHo-COCyRUCTON M AbIXaTeNLHON CUCTEM.
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MBI M3y4MIM YacToTy fneTanbHoro HCXOJa y TNalLMeHTOB C pPa3MYHBLIMH
tunaMu MIIC B 3aBucumocTH or  mnmrensaoctn 3aboneBaHHUsT C MOMEHTa
MOCTAHOBKM AMarHo3a. [lis 3Toro 6bl1 HCMONB30BAH aHAH3 BHDKUBAEMOCTH C
npuMeHeHneM Metoaa Kannaxa — Maiiepa.

B nabmonaemoit nHamu TPyNne Ha MOMEHT JIETaJbHOTO HCXOJa CaMOMy
CTaplIeMy NauMeHTy 6su10 20 set, camomy Mnamuwemy — 10 mecsues. Habmronenue
coctaBuno 20 net anst Bcex tHnoB MIIC: MIIC I tuna — 20 net, MIIC II tuna — 15
net, MIIC 1II tuna — 10 net, MIIC IV Tuna — 8 net, MIIC VI tuna — 18 ner. B

HCCJIENOBAHHH Mbl UCTIONIL30BAIM BPEMEHHbBIE HHTEPBaIbI, KpaTHbIE 5 rogam — 5, 10,
15 n 6onee 15 ner. (Taba. 16.2.)

Tab6auua 9.2 - PacyerHas BLKHB2€MOCTb NALMEHTOB ¢ Pa3IHYHBIMH

Tunamu MIIC
BrI>kMBaeMOCTh Bce | MIICI [MIICII  MIICIII] MIICIV MIIC VI
S net 96% 94% 97% 100% 100% 80%
10 net 82% 94% 87% 60% | 8 ner—100% 53%
15 ner 57% 94% 36% - - 53%
bonee 15 net 57% 94% - - - 18 net—53%

JleTanbHble HCXOAb! perucTpupoBainck y Beex TunoB MIIC: ¢ 3 mo 5 roa mo 1
yenoBeky, 4 pebenka Ha 9 roay, no onHomy Ha 10-11, 13-14 ropax. MIIC I tuna: 1
neTanbHbl Hexoa Ha 3 roay. MIIC II Tuna— no ogHOMY JeTalbHOMY MCXOLY Ha 5 H
9 romax. MIIC III tuna — 2 neransHeix Mcxoaa Ha 9 roxy. MIIC 1V — neransHbIX
ncxomoB He 3apeructpupoBato. MIIC VI tuna — no onHoMy neTanbHOMY MCXOAY Ha

4,9-11, 13-14 ropax.



PucyHokK 9.1 - KpnBas KyMynsaTUBHON BbDKMBaeMOCTU nayueHToB ¢ MIMNC

K 15 rogam 3apeructpmpoBaHo 57% neTaibHbIX UCXOA0B CPean MauneHToB C
MyKomnonucaxapugosamm (6e3 pasaeneHus Ha TUMbl).

MpoBepKa paBeHCTBa pacrpefeneHnin fOXUTUS NPOBOAUIOCL C MOMOLLbHO
norapumunyeckoro padHrosoro Ttecta (Log Rank (Mantel-Cox). Mbl npoogmnu
aHanun3 pasNnunii MeXxxay KpuebiMU AOXWTUA N ONpefdeneHNeM BAUAHUS Pa3fInyHbIX
(hakTOpPOB Ha BbhKMBaemocTb (1a6.9.3).

Tabnuua 9.3 - OnpegeneHvie BANAHNA Ha BbIXXMBAEMOCTb THXECTU TeYEHUA

3aboneBaHus, Hanmuma ®3T 1 @K no Ross y naymeHtToB ¢ MINC

dakTop X2 P
TsXKecTb 1,903 0,386
Tepanus 0,251 0,617

dK 16,433 0



218

Beero | Jletanshble |Boixupaemocts| Cpennee 95%
MCXOMIbI (N, %) BpeMsl JN
(N, %) JOXUTHSA
(neT)
M=£m
2 (4,2%) 46 (95,8%) 12,11+0,55 | 11,03-13,2
Tepanus 9 (13%) 60 (87%) 16,27£1,08 | 14,16-18,39
11 (9,4%) 1106 (90,6%) 16,47+0,99 | 14,55-18,41
1 (1,5%) 64 (98,5%) 14,5+0,48 |13,56-15,44
@K no 4 (10%) 36 (90%) 17,18+1,37 | 14,5-19,87
Ross 6 (50%) 6 (50%) 10,53+0,91 | 8,75-12,31
11(9,4%) 1106 (90,6%) 16,47+0,99 | 14,53-18,41
0 (0%) 8 (100%)
CreneHs 2 (5,4%) 35 (94,6%)
TSXKECTH 0 (12,5%) 63 (87,5%)
11 (9,4%) 1106 (90,6%)

IIponomkeHne Tabanuel 9.3

Haubonplilee KOMUYECTBO JIETANBHBIX MCXOJOB MPOHMCXOAWIO Y NMAalHEHTOB C

TsSDKEJIBIM = TEUYEHUEM 3860HeBaHHﬂ,

MYKornoJjucaxapuaosa.

oK II, oK III,

HE3aBUCUMO OT THIA

Cpe;m MalUMEeHTOB C JIETKUM TE4Y€HHEM

neTaJbHBIX HCXOOB HEe OTMEUEHO, BEIXXKUBAEMOCTb COCTaBHIIa 100%.

3abo0s1eBaHus

[TocTpoenbl rpaguku QYHKUMH OOXHTHA [/ BCEX MAlMEHTOB B LIEJIOM B

saBucuMocTH oT Hanuuus O3T, OK u creneHu TsHKECTH 3abosieBaHus.
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Pucynok 9.4 - I'padux pynkumn goxurns naunentos ¢ MIIC B 3aBHCHUMOCTH
OT CTeNeHH TAXKeCTH 3a6oJIeBaHHS

Crnenyet OTMETHTD, YTO CTATHCTHYECKH 3HAYMMOE Bpems noxutus npu OK III
Hmxe, yem npd OK [ u OK II (p<0,05).

Tpu Tskenoi crenenu MIIC netansHOCTS Bhllle, YeM NpPH JEFKOH K CpeHeH,
ONHAKO 3TH pa3/IM4Hsl He UMEIOT CTaTUCTHYECKOH 3HauuMocTH (p>0,05).

Cpeny mauueHToB, He nony4aBwnx 3T, BISBAEHB! 2 JNETATBHBIX HCXOIA B
BO3pacTe 9 JIeT, YTO MPUBOAMT K pe3KoMy cramy AoxuTtus oT 100% mo 78%. Ilpu
HaJIMYUH Tepanvy Mbl BUAMM [OCTENEHHBIN craj BbDKHBaeMOCTH. Hano oTMeTHTs,
YTO OONBLIMHCTBO MAUMEHTOB HauanM nonyyars ®3T B NOAPOCTKOBOM mepHoje Ha
doHe TKENOrO0 COMATHYECKOTO COCTOSIHHS W BBIP@XEHHOW HEBPOJIOrHYECKOH
CHUMNTOMATHKH. He BBISBIEHO CTaTUCTHHECKH 3Hayumoro BiausHus O3T
BBDKMBaeMocTh TmaiueHtoB (p>0,05) B CBfI3W C HENOCTATOYHBIM KOJWYECTBOM
NalHeHTOB, BKJIIOYEHHBIX B UCCIIEIOBAHHE.

B 3aki1ro4eHHH, XOTeN0Ch 66l OTMETHUTH, YTO PaHHEE BBISBJICHHE IMALIMEHTOB C
pasnuyHbIME THnamMu MIIC, kommuexcHoe obcnenosanue M uHuuMauus O3T B
TepBEIe IOl XKH3HH MTOMOXET M36€XaTh PasBUTHS TSOXKEIBIX OCIOXHEHWH JaHHOTO

3a6oNeBaHNs, TPUBENET K CHIDKEHHIO YMC/a JICTANBHBIX HCXONOB M YBEJIMYCHHIO

BeDKHBaeMocTy nauuenTos ¢ MIIC.



9.2. ®aKTOpbl, CNOCOOGCTBYIOLLME PA3BUTUIO XKMUIHEYTOPOXKAKOLWMX COCTOAHUNI Y
NnauveHToB C pa3IMYHbIMU TUNaMK MyKanosucaxapugosa

Ha ocHoBaHUM NpoBeAeHHOW paboTbl, HaMuy ObiM  BbISB/EHLI  (DAKTOPBI,

CMOCOOCTBYIOWME  Pa3BUTMIO  TSXKENbIX, OKU3HEYTPOXAKLWMX  OC/IOXHEHUA Y

nauneHtos ¢ MIC, pa3paboTtaH anroputM MWHCTPYMEHTa/IbHO-N1abopaTopHON

ANarHOCTUKN OUEHKWN TAXECTU COCTOAHUA NaLMEHTa.

PUCYHOK 9.5 - ®aKTopbl, CNOCOOCTBYIOLLME PA3BUTUIO XKLUHEYTPOXKakoLWNX

cocTosHui npu MIMC



MBHast 1 MHOroakTOpHas OLIEHKA COCTOSHMS MalMeHTa MOMOXKET
onpefennTb ONTUMaNbHYH) TakKTUKy €ro BefeHWsi, HO W HaiTu

B3aMMOCBA3b  CTEMEHU TAXKECTU COCTOAHUA  NauneHTa C BEPOATHOCTbIO
BbDKMBaHNA.

CepfieuHo-cocyucTas cuctema

Korynorpamma Kposwu,

uccnefoBaHme TPOMBOLUTAPHOTO 3BEHa
HapyLeHus remocTasa

MonuMopdr3Mbl FTEHOB CUCTEMBbI
CBEepTLIBAEMOCTN KPOBK

PeHTreH nerkux KT nerkux

[ObixaTenbHasa cucrema

MonncomHorpagus

MpT FOSTIOBHOIO M CMHHOIO Mo3ra

33r, 33I-BMAEOMOHUTOPUHT

PucyHok 9.6 - Anroputm nabopaTopHO-UHCTPYMEHTaNbHON ANArHOCTUKN ANs
OLIEHKM TSHKECTU COCTOSHWUSA MaLueHTa

Pa3paboTaHHbI HaMi anropuTM BbISIBNEHAS] W AMArHOCTVKM (DaKTOPOB,

CMOCOGCTBYIOWMX Pa3BUTUID  TSOKENbIX, >KUSHEYTPOXKAOLMX COCTOSHUA Y

naumeHToB ¢ MMNC AaeT BO3MOXKHOCTb ObICTPO M TOYHO OLEHUTb COCTOSHME
nauueHTa 1 ONpefenMTb ONTUMa/bHYI TaKTVKY ero BefeHus.

MynbTUANCUMNANHAPHBIA, NEPCOHN(ULIMPOBAHHBIA NOAXOA K MauueHTaMm C

peaKkumK 3aboneBaHMsMK, B 4aCTHOCTW, C MyKomonucaxapugosamu . 3TO

BO3MO3KOHOCTb OKa3aTb KayeCTBEHHYH, BCECTOPOHHIOK MOMOLLb pe6eHKy n ero

CEMbE.
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I'TABA 10 . OBCYXXJAEHUE

B doxyce Meanumum Oynywero craHoBMTCS BakHOH  TakTHKa
WHAMBHAYAJILHOTO  MOAXOAa K TNaUMEHTY, ONpeesieHue NPOrHOCTUYECKUX
KPUTEPHEB M QaKTOPOB PHCKa Pa3BUTHS GONE3HH U COMYTCTBYIOLIUX OCJIOXKHEHHH,
MYyJBTHAHCLHIUINHADHBIH MOAXOA K NpobiieMe COTPYAHMYECTBA ¢ GONbHBIM. JTO
0CODEHHO aKTyaNbHO ISl PEeAKHX, HaCIeNCTBEHHBIX 3a00JIeBaHUHi, MMEIOLNX
NpOTPECCUPYIOIICE TEUCHUE, KOTOPOE YaCTO MPHUBOAUT K paHHell MHBaNMAM3ALMH
60JILHOTO U K JIeTalbHOMY HCXoAy [282].

Mykononucaxapunossl OTHOCATCS K TIpylie NH30COMHBIX 6oje3Heii
HaKOMJIEHHs, OOYCIIOBNEHHBIX PE3KMM CHIKEHMEM aKTHMBHOCTH JIM30COMHBIX
bepMeHTOB, OTBeualOUIUX 3a KaTaboJM3M TNIMKO3aMMHOIIMKaHOB. Hakonnenue
A" B opraHax W TKaHAX NPHUBOAMT K HAPYLIEHHIO HX HOPMAaIbHOIO
GYHKLMOHHPOBAHUS M Pa3BUTHIO TSHKENOH KIMHUYECKOH cuMNTOMaTHKH. Bospact
nebrora 3aboJieBaHHs, CKOPOCTh MPOrpecCHpOBaHMs, BapHabeNbHOCTL CUMIITOMOB
3aBMCHUT OT TMIAa MYKOIOJIMCaxapua03a 1 TsHKeCTH ero TeueHus [85, 398, 400].

IlpoBenenue HacTosllero HccienoBaHMs OblIO HamnpaBlieHO Ha CO3AaHHe
JMarHOCTUYECKUX aNrOpuTMOB [Ul BBbIABJIEHHS Haubonee Tpo3HbIX MapKepoB
NOpaXX€HHs1 CEepAeYHO-COCYAMCTOH, AbIXaTeJIbHOH CHUCTEM Yy TALIMEHTOB C
paznuuHbiMH  TanamMu MIIC 1M mnarosoruyeckMx HM3MEHEHUWH remocrasa Ui
pa3paboTKM Tepanuu ¢ Lebl0 NPEeJOTBPALIEHHS DPa3sBUTHS JKM3HEYTPOXAIOLIMX
COCTOSIHMH Y TaKMX AE€TEH.

Hcxons M3 yKasaHHBIX TNpeAnocsulok, Obila cpopMmynvpoBaHa Uejb
HCClelOBaHUA: BbisABJIeHHe (AKTOpPOB, NPHBOAALIMX K MPOrpecCHpyIOILEMY
YXyOUIEHHIO ~ COCTOSHMA M paHHeidl  WHBalMMAM3aUMM  MAaUHEHTOB  C
MyKOIOJIMCaXapHa03aMH, pa3paboTKH METOAOB NEPCOHH(PHUMPOBAHHON TepanuH,
NpodUNaKTHKH Pa3BUTHS TSHKEJbIX OCIOXHEHHH U YNy4LIEHHs Ka4ecTBa OKa3aHHu
MEIMLUMHCKOH MOMOLUH.

J11s BLITIONHEHHUS MOCTABJIEHHBIX 3aa4 OblH o0clie0BaHbl AETH C Pa3HbIMH

TANIaMH MyKononncaxapnnmos, rocnuTaJu3npOBaHHLIC B OTACJICHHUE

NICUXOHEBPOJIOTHH H NCHXOCOMAaTH4YECKOH NaToJIOTHH H OTACJIEHHUE
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BOCCTAHOBHMTEJILHOTO JIEUEHHS ZeTell ¢ 60Me3HaMu CEpACYHO-COCYIUCTOM CUCTEMBI
®I'bY «HMHL 3n0poBbs neteii» Munsapasa Poccuy s nepuon ¢ 2008 no 2018 rr.
B uccnenosanue 6110 BAoYeHo 117 nanmentos (30 neBouek u 87 MaNbuMKOB),
MEAHaHa BO3pacCTa NMAaUHEHTOB Ha MOMEHT BKJIIOYEHHS COCTAaBHIA 7 JeT 4; 9,5),
ANATENBHOCTE Gonestu 3 (1; 7) ropa. B rpynne naumentos ¢ MIIC I Tuna Guuio 23
pebenka, cunapom I'yprep 6bin AWarHoCTHpoBaH y 14 pmeteii (61%), y 6 (26%) -
cuiapom [ypnep-llleite, 3 nauuentor (13%) umenu KJIMHUKO-71ab0opaTopHble
nposBneHus cuuppoma llleiie. C amarnosom MIIC II (cumnapom XaHTepa)
Habmoaanuce 55 yenosex. MIIC I1I Tuna (cunnpom Canoununmno) 6su1 BLISBIEH y
24 peredt, U3 HUX y 4-Xx gmeted (16,6%) - MIIC IIl B, y ocranbhbix 20 (83,4%) —
MIIC III A. Bcero y 7 nauuento noateepkaed MIIC IVA Tuna (Cunapom
Mopkno), MIIC VI tuna (cunapom Maporto-Jlamu) BhisBieH y 8 mereii. JluarHos
bl yCTaHOBJIEH Ha OCHOBAHMH KIMHMYECKOH KapTHHBI 3a60J1€BaHus, COAEPKAHUA
I'AI' B MouYe, 3H3MMOAMArHOCTHKA OCYIUECTBJSANACH C TMOMOILBIO ONpeaeseHHs
aKTHBHOCTH JIN30COMHBIX (PEPMEHTOB B CyXHX NMATHAX KPOBM METOAOM TaHIAEMHOMN
Macc CNEKTPOMETPHUH M ONpelieNleHus aKTUBHOCTH (EpMEHTOB B JIEHKOLMTAX
nepudepuyeckoit kpoBd. C 1LeNblO OKOHYATEJILHOrO MOATBEPXAEHHS MAHarHosa
NPOBOAMIIOCH MOJIEKYJIAPHO-T€HETUYECKOe HCCIIeI0BAHME: TIOMCK MyTallUH B reHax
METOJOM IMPSMOI0 aBTOMaTHYECKOIO CEKBEHHPOBaHH.

B HacTosiee Bpems B PoccuM AMArHOCTHPOBaHbl OKOJO 350 MAlHEHTOB C
pasnuuHbiMM THnamu MIIC. Ha 1 suBaps 2018 r., no ouenke Poccrara, B Poccun
6bu10 3apeructpupoBaHo 146 877 088 MOCTOAHHBIX TpaXXAaH, TaKHM obpazom,
OPHEHTOPOBOYHAs pacNpOCTPaHEHHOCTh 3aboneBaHus cocranger 1:419 649.
Cymmapnas yactora MIIC B pasHbIX CTpaHax CocTaBHia oT 1, 98 cnyyas Ha 100
000 HoBOpoxaeHHbIX B KomymMbuu o 4,5 Ha 100 000 3 Hunepnaunnax [37, 149,
271,272, 300]. B Poccuu naHHas rpynna 3a0o/ieBaHMH BCTPEHAETCs 3HAUUTENBHO
pexce, ueM B EBpONEHCKHX CTpaHaX, YTO MOXET OBITh CBSA3aHO C HEeJ0CTaTOYHOM

O0CBEJOMJIEHHOCTBIO Bpaqe6Horo coob1ecTBa o MYKOIoJjincaxapuaosax U METoaax

NMarHOCTHKM NaHHOM rpynnbl 3a60seBaHKH.
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Cpennuit Bo3pacT MOCTAHOBKM AWarHosa ais MALHEHTOB C pa3Ni4YHbIMH
tunamu MIIC cocrasun 46,61 + 2,99 mec. (3 roga 10 Mec.). [Taunentam ¢ MIIC 1
THNA CPEIHHH BO3PACT NMOCTAHOBKM [MArHO3a COCTAaBUN B cpeanem B 30,83 + 6,4
Mec. (2,5 roaa), B OCHOBHOM 3a CY&T GONBbHBIX C cunapomom I'ypnep. MIIC 11 Tuna
JNarHocTUpoBany B 45,35 + 4,04 mec. (3 rona 11 mec.), MIIC III Tuna - B 50,88 +
5,77 (4 rona 2 mec.), MIIC 1V u VI tuna - B 65,43 + 14,64 (5 net u S Mec.) u B
60,38 = 10,39 (B S net) cooTBeTcTBEHHO. Bonee penxo BcTpeyaromuecs Tunsi MINIC
BBIABJIAIOTCA 3HAYMTENbHO MO3XKE B BHMAY HM3KOH MH(OPMHPOBAaHHOCTH Bpayeil.
[locTaHOBKa AMarHosa 3aTpyJHeHa PeNKOCTBIO JaHHOrO 3a00/eBaHUs, HATHYHEM
MSATKHX (OpM, CXOICTBOM C APYTMMH JIH30COMHBIMM GONE3HSAMHM HAKOIUIEHHS, B
YaCTHOCTH, nauueHThl ¢ MIIC IV Tuna yacto HabnoalOTCS y OPTOMENOB C
AMArHo30M CNOHAMNO3NUQM3apHas JUCIJIa3us, axOHApomanasus M JIpyrHMH
aunarHo3amu. Jletn ¢ MIIC III Tuna, B OCHOBHOM, COCTOSAT Ha yuyeTe Y IICHXHATPOB,
J0roneaoB, HEBPOJIOTOB.

Hecmotps Ha Gonblioe KoMMYecTBO MEAMIMHCKMX YupexAeHHH B Mockse,
Halliyue OrpOMHBIX AHArHOCTHYECKMX PpEeCypcoB, BbICOKONpPO(ECCHOHANBHBIX
KaJpoB, NpH CPaBHEHHWH Bo3pacTa MOCTaHOBKM AuarHosza B Mockee, MO n apyrux
cybnpektax PO oTrMeueHO, 4TO OH He MMEET CTaTHCTUYECKH NOCTOBEPHBIX pa3iMu4YHy
1 coctaBiisieT B Mockae - 44,65+6,32 mec. (3 roaa 7 mec), B MO - 33,82+8,01 mec.
(2 roma 8 mec), B pernoHax - 48,8+3,59 mec. (4 roma) (P>0,05). Bospact
ununuamiu O3T Heckonbko oTnuyanca: B MO cocrasun 48,5+13,83 mec. (4 roaa),
B Mockse 74,38+11,41 Mec. (6 ner 2 mec.), U Ha OCTanbHO# TeppuTOpUH PP
82,62+8,32 mec. (6 ner 8 Mec.). BeposiTHO, 3To cBA3aHO ¢ GonbMM 000pOTOM
NAUMEHTOB B YYPEXAEHHAX IEPBMYHOTO 3BEHA, 4acTOi MHrpalMed cemed C
6onbHBIM pebeHkoM M3 perHoHoB B MockBy, HENOBEpHEM poauTenen
MeANLHHCKOMY NepcoHaiy, 0eCCHCTEMHBIM HAO/MIOCHHEM B YaCTHBIX KIIHHUKAX.

Panuee BbisBieHHe 3aboneBanuit u3 rpynnbl MIIC crtamo ewe Oonee
aKTya/lbHBIM MOCJIe PEerdcTpalHy NpenaparoB A ®3T, koTopas MpOBOLMTCH B
Poccun ¢ 2008 r. Buiseienue nauueHtoB ¢ MIIC (He3aBucHMO OT THIA)

3HaYUTENBbHO YBEIHYHIIOCD. B03paCT [NOCTAaHOBKH AHArHosa y JNeTeN, POXAEHHBIX
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no 2008 r coctaun 47,45 mec. ans | THNa, 56,7 mec. ans 11 tuna, 65,8 mec. ang 111

THna, nocie 2008 rona cooctsetcTBeHHO — 15,6 Mec., 22,2 mec., 37.2 mec. (t-

kputepuii CTelomeHta P = 0,009, 0,011, U xputepun Manna-Yutuu P=0,005,

P=0,030  cooTBeTcTBEHHO), uyTO  sBhFercs  ciexcTBHMeM yay4LIeHus

1H(OPMUPOBAHHOCTH cpenu MEAHLUHCKOTO repcoHana, BO3MOXCHO
00yCNIOBJIEHHBIM MOABJIEHHEM (epMeHTO3aMeCTHTEIbH O TepanuHu.

COop maHHBIX CeMeHHOro aHaMHe3a MMeeT BaXKHOe 3HAYeHHe IJ1s paHHeH
AMAarHOCTHKH 3a00JIEBaHHH M3 Tpynmsl MyKomnonucaxapuaosoB. [lpu ananuze
MEAMUHMHCKOH NOKyMeHTauuu 113 mauueHTOB 6bI0 BbISIBJIEHO, YTO 4allle BCEro
AWarHo3 HaC/eNICTBEHHOTO 3aboneBaHHs Obl1 3aMoA03peH BpayoM HEBPOJIOrOM
(26%), muwb 11% nerelt 6binu oTHpaBReHBl K Bpayy-reHeTUKY INeaUaTpoM.
JlaHHbIA  GaKT TOBOPHT O KpaliHeH HH3KONW OCBEIOMJIEHHOCTH rneauaTpoB
NEPBUYHOrO 3B€HA O NaHHOW rpynmne 3aboneBaHuil. B 20% ciyyaeB Ha Meauko-
F€HETHYECKOM KOHCYNbTHPOBAHWM HAacTaMBalW POAUTENH, OCOOEHHO B Cliyyasx
nporpeccupytouiero teyeHus MIIC u otsrolieHHol poa0OCIOBHOM.

AHajM3 aHaMHECTHYeCKMX JaHHbIX M PONOCJIOBHOH Mokaszai, 4yto y 29 %
NMallMEHTOB HMMENUCh Onu3Kue pPOACTBEHHUKH, CTpajaiolive 3abosieBaHHEM U3
rpynnel Mykornojucaxapuao3oB. Hanbonee 4yacTo OTArolieHHBbIH aHAMHE3 CEMbH
BcTpevyancs y nanueHtoB ¢ MIIC II tuna: 22 cny4yas (40%) u3 55 cemei. B 6
ceMbax U3 24 cpeau naureHtoB ¢ MIIC III TMna uMenuch Ciydan AeTOPOXIAEHHUH
CHOCOB C JaHHBIM 3a00JieBaHHEM, TaKXe BbIABJIEH OAUH Clly4aH ABYX MOpPaXEHHBIX
neteit B oaHoii cembe ¢ MIIC IV Ttunma u y 4-x mauuentoB ¢ MIIC 1 tuna. B
OCHOBHOM, 3TO MIafliHe OpaThsd M cecTpbl NMpobaHaa, KOTOPBHIM AMArHo3 Obul
YCTAHOBJIEH Ha CTaJuH AOKIHHHYECKHX MPOSBJIEHUH B CBA3H C MOATBEP)XACHHBIM
JMarHO30M y CTaplUero poACTBEHHHKA. BhICOKMHA NMPOLEHT OTATOLICHHBIX CEMEH B
JaHHOM Tpynie CBA3aH C HEAOCTATOYHOH MHYOPMHUPOBAHHOCTHIO O BO3MOXHOCTSAX
OPOIOBOH AMArHOCTHKK M NpPeIHUMIUIaHTAUHOHHOH TeHETHYECKOH INAarHOCTHKH, a
TalKe HeXeNaHHeM ceMeil MPOXOAMTh MeNMKO-TreHeTHYecKoe o0cieloBaHue o

NCUXOJJIOrMYECKHUM, PCIIMTHO3HbIM, 3KOHOMHYECKHM IIpHYHHaM.
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OTo IMKTYeT Heo6XOmMMOCTb cosmanms MHGOPMaLHOHHO - 00Yydaromux
nporpaMM [l CNEUMANUCTOB JETCKMX TONHKIMHHK, CTaUMOHApPOB W [N
POAHTENLCKOTO COOOIIECTBA ¢ LENBIO NOBbILEHMS HaCTOPOXXE€HHOCTH B OTHOLLEHHH
3a00JIEBaHHIA 3 IPYINbl TM30COMHbBIX 60/IE3HEH HAKOMNEHUSL.

BaXHbIM KpHTEpHEM [/ OLEHKH KIHHHYecKoi KapTHHBI 3aboneBaHuA Ha
¢poHe mnony4yeHus nauneHtoM 3T M omeHkH 3G (EKTHBHOCTH KOMIUIEKCHO
Tepanuu 3a60JIeBaHHUIl U3 rpyNIIbI MYKOMNONHCaXapu1030B ABNSETCS paHHEEe HAyalo
®3T. Hamu 6binn obcnenosanb 17 aeteit ¢ MIIC 1 tvna, nojy4asliye JapoHUAa3y,
MHHHMaJIbHBIH Bo3pacT Havana ®3T coctaBun 3 Mec., MakcHManbHbIi 206 Mec.
CpenHuit BO3pacT NOCTaHOBKH AHATHO3a B 3TOH FPyINe NalUMeHTOB COCTAaBHI 65,76
Mec. (5 et 6 Mec.). BpeMeHHOM OTpe30k ¢ MOMEHTa MOCTAHOBKM AHArHO3a [0
Havana tepanuu coctasun 30,13 Mec. (2 roaa 5 mec.). ITauuentst ¢ MIIC 11 Tuna
Ha4aJli TMoMNy4aTh Tepanuio UAypcynbdarazoit B 73,83 Mmec. (6 net 1 Mec.), cpennuii
BO3pacT NMOCTAaHOBKM AHarHo3a — 3 roaa 9 Mec. [Tauuents ¢ MIIC VI tuna Havyanu
nonyyatb 3T npenaparom ranbcynbdasza B cpeaneM ¢ 121,71 mec. (10 net 1 mec.),
CpeHHH BO3paCT INOCTAHOBKM JMarHo3a y 3TUX AeTed cocTaBua 66,43 mec. (5,5
Mec.). BbUIM yCTaHOBNIEHBI CTaTUCTHYECKH NOCTOBEpHblE pPa3NM4Hsi BPEMEHHOrO
MHTepBaJla ¢ MOMEHTa NI0CTaHOBKHU auarHos3a ao Havana ®3T y nanuenrtos ¢ MIIC 1
tuna 1 MIIC VI tuna (U — xputepuit ManHa-Yuthu P = 0,049).

Pannss paumarHocTHka 3aboneBaHMil M3 TpyIIbl MYKOINOJHWCaXapHA030B H
CBOEBpEMEHHOE Havyalo (QepMEHTO3aMECTHTENbHON Tepanud MpensTCTBYeT
Pa3BUTHIO TAXKEJIOrO MOPaXeHHs CHCTEM M OPraHoB, CIOCODCTBYET yIy4LUEHHIO
KauecTBa M INPOJO/DKMTENbHOCTH JKH3HH mauueHtoB. OnHako, He BCe OETH
nonyyanu ®3T HenpepbiBHO. DTO OBLIO CBA3aHO, KaK NPABUIIO, C IKOHOMHYECKHUMH
Y OpraHM3alMOHHBIMM (akTopaMH. [lepepbiBbl B IEYEHHH OT 1 10 7 MeCsLEB ObLH
y 3 peteit ¢ MIIC VI tuna, 12 gete# ¢ MIIC I tuna u 4 6oabHex ¢ MIIC 1 THRa.
[Tpn oTcyTcTBMHM CreLM(pHYECKOro N€UYeHHs y BCEX MalHCHTOB (100% cnyuaes)
BLIABJIIEHO YXY[LUEHHE COCTOSHMA: HapylleHWe CHa - y 5 nered, ObicTpas

YTOMJISIEMOCTb W HapacTaHHe cnabocTy - y 13, HapylueHHe TMOXOAKH - y 9 JeTeH,
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nepecTali XOANTL 2 GONbHBIX, Mponana peyr Y 3 netedt. Takne xe pesynbTarsl
6BLIN MONYUYEHB] H Y APYTHX Hccnenosareneii [86, 96].

Mauuents! ¢ Mykononucaxapunosamn POXAK0TCA, KaK NpaBHo, 6e3 Kakux-
nHb0 KIIMHHYECKHX NPOSBAEHHMH, OQHAKO YK€ Ha II€PBOM TOly KaXxAblH BTOpPOW
peOEHOK MMEJ IPBDXH B COYETAHMM C YaCTBIMM pecnupaTopHbIMH 3a60J1€BaHUAMHU
(PMHHTBIL, OTHTEI, OPOHXUTEI), 3ajepxKy MOTOPHOTO pa3BUTHS, H3MEHEHHUS CO
CTOPOHBI KOCTHOHM CHCTEMBI: TYTOMOABHXXHOCTH B CycTaBaX, HapyLIeHHEe OCaHKH,
aedopManMIo rpyAHOM KIeTKH, BHCIICPOMETANIHIO, «I'YpJIeprofOOHBIA GeHoTHN». B
OCHOBHOM, 3TO ObLIH I€TH C CHHAPOMOM I'ypiiep u 4acTh ManMEeHTOB ¢ CHHAPOMOM
XaHTepa. Ha BTOpoM rofy XM3HM nepBble W3MeHeHHS CO CTOPOHBI pa3IMYHbIX
OpraHoB W CHCTEM BIepBbI€ BhIsABIEHDI Y 24% neTei.

Ilopaxkenne KapaMOBAacKyNApHOH CHCTeMbl sBNSETCS Hanbonee IPO3HBIM
ocnoxHeHreM y naunentos ¢ MIIC. Cnenyer oTMeTHTh, YTO paboT, MOCBSIIEHHBIX
HCCNIENOBAHUAM NATONIOTHH CEPAEHHO-COCYMCTOMN CHCTEMBI Y AeTei ¢ pa3iM4HbIMHU
tinaMn MIIC nocratouno mano u Bce OHM clenaHbl Ha HeGONBIUMX TpyMmax
naudedToB [21, 80, 95, 195, 254]. CornacHo nMTepaTypHBIM NaHHbIM, GoJbluas
YacTh MAaLHEHTOB ¢ pasnuyHbiMM TUnamMu MIIC umeer matonoruio KijamnaHHOB
cepauna yXe K KOHIly NepBOro AECATHUIIETHS JXH3HH, a NPH TDKEJbIX THNAX — B
nepBble TOAbl JKHM3HM, BcleACTBHe oTiaoxeHus I'AI’ B obnacTH kjanaHHoro
annapara, 3HA0oKapJa, MHOKap/a, CTEHOK KODOHapHbIX apTepHH, aopTel. Hanbonee
YacTO TMOpaXXeHHe CepAeYHO-COCYAMCTON CHCTeMbl B aebloTe BbIABIANACH Y
nauverToB ¢ MIIC VI tuna. M3 8 nauueHtoB ¢ cuHapomom MapoTto - Jlamu Ha
MEepPBOM TOAY JXH3HH TPOe MMENH PErypruTaltio Ha KianaHax, H elle y ABOMX Ha
BTOPOM TO/ly )XM3HH Oblla AMarHOCTHPOBaHa NaTOJIOrUs cepaLa.

CBoeBpeMeHHas AMarHOCTHKA MAaTOJOTHH CEePAEYHO-COCYAUCTOH CHCTEMbI y
nauuenTos ¢ MIIC oueHb 4acTo ObIBaeT ROCTAaTOYHO CJIOXHOMH. Hafo oTMETHTD, uTO
GU3MKaNBHBIH OCMOTp 4YacTO 3aTpyJHeH He TOJbKO H3-3a BO3pacTa, HO H

BCIEACTBHE (EHOTHNHYECKHX OCOOEHHOCTEH M KOTHHTHBHOrO  JedHuMTa.

Hopaxce}me cKejleTa U KOHTPAKTypbl KPYIHBIX H MEJIKHX CYCTAaBOB OCJIOXXHSIOT

HU3MEpEHHE apTepHaJIbHOTO JaBJIEHHs1 M 4acCTOTbl IIyJibCa, KOpOTKasa lues
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NpeNATCTBYET OLEHKe ulymMa Hap CoCynaMH 1ew. AyCKyJIbTaHHH ceépaua HHoraa

NMPaKTHYECKH HEBO3MOXHa K3-3a BbID&XXEHHBIX AbIXaTebHbIX HapylleHHU.

Oxokapauorpadus H SJIEKTpoKapaHorpadpus SIBJIAIOTCSA KJI}OYEBBIMU

AHArHOCTUYECKHMHM METONaMHM JUIS OLEHKH COCTOSHMS KJIallaHOB, pa3MepoB H

GYHKUMH OKENyHO4KOB, KOTOpLIE peKOMeHayeTcs IIPOBOANTL Ha peErynspHOH
OCHOBE.

KapnunoBackynsphble wusmeHenus BbIsBNICHBI y 100 (85%) wu3 117
o0clieoBaHHBIX NalueHToB. B OCHOBHOM, 3T0 OblnM mauueHTtsl ¢ MIIC I 1 MIIC
VI tuna. 89% neteit ¢ MIIC Il Tvna umenu natonoruo CEpAEYHO-COCY IUCTOM
CHCTEMbI, HaubOJIee PeIKO MATONOrUs cepaua BCTpeYalloch y AeTed ¢ CHHAPOMOM
Candununno (71%) u cunapomom Mopkuo (43%). Tlo pauHBIM 3apyGexHoOM
IMTEPATypbl, HaCTOTA MATOJIOTKHU cepaua npu Beex Tunax MIIC Bapupyet ot 57 %
a0 100% y nmauueHToB B pasHbIX BO3PaCTHBIX rpynnax [35, 67, 330, 361, 387]. ¥
1% peredl  BbIBIEHBl BPOXKAEHHBIE MOPOKH cepaua: y 2-x - pedekt
MEXMNPENCEPAHON TNEePEropoaKH, y OAHOro - aedeKT MexoKeIyJ0YKOBOi
NEPEropoAKH, Takxe ObUIM 06HapyXeHbl: KOAapKTauMs aopThl M OTKPBITHIi
apTEpUaJIbHBIN NIPOTOK.

Cpennuii BO3pacT BbIABIEHHS KapAHOBACKYJAPHBIX HapylEHHH COCTaBHN
5,04+0,37 ner. ¥ maumentoB ¢ MIIC I tuna 4,61+0,82 netr, ¢ MIIC II Tuma -
4,45%0,47 ner. Y pereii ¢ MIIC VI, IlII u IV THna natonorus cepae4Ho-cocyauCTOM
CHCTeMBbl Oblla AMAarHOCTUpOBaHa B Oonee nos3aHeM Bo3spacrte: 5,88+1,69 ner,
6,61+£0,94 net u 7,000 neT cooTBeTCTBEHHO. MHHUMAaNbHBIA BO3pPAcCT BBISBIEHHS
NepBBIX H3MEHEHW cepaua 3aperHCTPHpPOBaH Y A€BOYKHM ¢ cuHapomom I'ypnep (5
Mec). Y nauMeHToB C AaHHBIM CHHAPOMOM A€OIOT KapAMOJIOTMYECKOH MaTOoNO0THH
CTATHCTHYECKH JOCTOBEPHO JMarHoCTHpoBaics B 6osiee panHeM Bospacte (P<0,05),
4YeM y NaluueHTOB ¢ APYTHMH THIIaMH MIIC.

Iporpeccupylole ~ aHOMalM¥  KilamaHoB €O  CTEHO30M  M/MIH
HEJOCTATOYHOCTbIO SABJSAIOTCA MNEPBbIM CHMITOMOM TOPAXEHHS CeplaeyHO-
COCYAMCTOM CHCTEMBbl y MAUHMEHTOB C Pa3WYHBIMH THIIAMH MIIC. Hamu Oblia

H3y4Y€Ha 4acToTa BO3HUKHOBEHHS H CTENCHb TMKECTH MNOPaXX€HHA MUTPAJIBHOTO,
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A0pTaJIbHOTO, TPHKYCIHAANBHOIO U JIETOYHOTO KJIaNaHOB, AMATALHS KOPHS aopThl,
a TaKXX€ COYCTaHME CTEHO3a M HeNOCTATOYHOCTH MUTPANbHOTO U a0PTAILHOIO
K1alaHOB y NMALHUEHTOB C PasnUYHbIMH THniamMu MIIC INpH NEPBUYHOM U TOBTOPHOM
obcnenosanmnu nocne nposenenns ®3T. Bosneuenye K/lanaHHoOro annapara cepjia
HanboJlee YacTo BO3HMKaer PY HapywleHuM katabonusMa JepMaraHa Cynbara
npu MIIC L, 11, VI tunos [61].

Henocrarounocts MuTpanshoro knamama Bbissasnacs yame (73,5%) uem
naTolorus  Ipyrux knananoB (p=0,006). Pexxe BcTpeyanach HemOCTATOYHOCTD
aopTajJbHOro (45%) ¥ TPUKYCNHMAANBLHOrO KJalaHOB (38%), mucoyHKUHS
JIETOYHOrO KilallaHa AHarHocTipoBaHa y 14% nauneHTos. Peryprutauuns 2 crenenu
Ha MMTpaJbHOM KjlanaHe Habmopanach yauwe (32%), yeM 3-4 crenmeHu - B 7%
cnyyaeB (p<0,05). CocTosiHME NAalHEHTOB C HENOCTATOYHOCTBIO HA KJaMaHax,
0COOCHHO Ha MHTpaIbHOM KialaHe, MOXeT MNMTENbHOE BpeMs OCTABaThCH
cTabHIILHBIM M He TpebyeT Tepanuu. OCHOBHbIE KIHHHYECKHE TIPOSBIEHHS AAHHOM
NaToJIOTHH: YTOMJISEMOCTb, OABIILKY, y4allleHHOe cepauebueHrne Habnoaanu JMilb
y MAaLMEHTOB ¢ peryprutauver 3-4 ctenenu. Ilpu aopranbHo# peryprurtauuu 3-4
CTerleH! ObUIO BBISBJICHO YBeNHYEHHE MYJIbCOBOrO AABJEHHUA 3a CYUET NOBBILICHUS
CHCTOJIMYECKOTO M YMEHBbILIEHUs] AHACTOJIMYECKOro NaBJI€HHS B aopTe, a TaKXke
TaxuKapAus U TaxunHod. Takue H3MeHEHHs He Hab/onaNoch y HallMX NalHEeHTOB
(p<0,05) c¢ peryprutaudei 1-2 creneHd. CTeHO3 MHTPaNbHOrO KJjamaHa B
COYETAaHHMH C HEAOCTAaTOYHOCTBIO 2 cTenmeHH BbIABAEH (y 3-X OOJBHBIX) H
HEJI0CTaTOYHOCTh AOpPTANLHOrO KjanaHa 1 U 2 cTeneHu ¢ yMEpeHHbIM CTEHO30M —
(y nBoux nereit).

Bcero y 4% pertet ¢ MIIC ObUT BbIABJEH CTEHO3 MHMTpPalbHOro KJjalaHa B
COYETaHHH C HEAOCTATOYHOCTHIO 2 cTenmeHH (y 3-X OONbHBIX) U HEAOCTATOYHOCTh
a0pTanbHOro KiamaHa | ¥ 2 CTENEHH € yMEpEHHBIM CTEHO30M (y 2-x mereii). Ilo

NaHHBIM JPYTHX aBTOPOB MHTPAJbHBIA W Q0PTATbHbIH CTEHO3bI BLIABNAIOTCA Y 7%

B3pOCJIbIX NaunueHToB [67, 329].

Ilnna'raunﬂ KopH: aopThl, KoTopass CBsA3aHa CO CHUXXEHHEM 3JIaCTUYHOCTH

. aTypbl
CTeHKH, BblsBIEHa Y 16 % o6cneoBaHHbIX MaureHToB. [1o AaHHBIM JTHTEpPATYPBHI,
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[168, 273, 359, 386], Han6onee uacto nopaxenme kpynubix COCYZOB BCTpEYaeTcs y

naureHToB ¢ MIIC IV u I tuna. Mo gaunbiv namero o6crenoBanys, AUNaTaLMs
KOPHS aOpThl Oblila IHArHOCTHPOBaHa y 4eTblpex nmauueHToB ¢ MIIC I tuna, y 7
MAlMEHTOB € CHHApOMOM XaHTepa, y 6 Gombupix ¢ MIIC 1Il Tuna, u y aByx
NalMEHTOB € CHHAPOMOM Mapoto-Jlamu. 3T usMenenus, no nanusiM Hinek A. u
and Wilson S.E. [168] BosmoxHO cBssanbl ¢ mamsumem [AI Ha cHuTe3
TpOMO37aCTHHA H 31aCTHHA, a TaKXKe H3OBITOYHBIM paspylleHHEM 3]acTHHA
METalIONPOTeHHa30H 12 1 KatencunoM. [laHHas rpynna MaUMEHTOB HYXIaeTcs B
bosiee aKTUBHOM HabMIONEHNH M 0BCNEOBAHHH, B CBA3H C PHCKOM paccCllOeHHs H
pa3pbliBa aopThl.

KianaHHbIA CTeHO3 MMM peryprutauMs MoXeT NpPHBECTH K OOGBEMHON
NEPETPY3KE JIEBOIO TNpeacepaHs H/HIN JIeBOrO >KeNyNouyKa, AWJaTalllH¥ JIEBOro
Keynoyka, runeprtpobun nesoro xenynouka ([JDK) W, B KoHeuHoM cueTe, K
AHACTOJIHYECKOH H CHCTONHYECKOH AMCOYHKLUMHM. Xupypruueckas MjacTHKa HIIH
nepecaiaka KjanaHa MaudeHTaM, BKIIOUYEHHBIM B MCCIe[OBaHHE, 3a MNEPUOA
HabnioneHus He npoBoaunack. I1o onucaHHBIM NHTEpaTypHbIM AaHHBIM, [61, 186]
mHorue netd ¢ MIIC I u VI tuna k 10-15 ronam Obln npoornepupoBaHbl B CBA3H C
BbIp@XX€HHBIMH KJIallaHHbIMM  HapylleHusiMH. Kak npaBuio, 3TO NaUMEHThI, Y
kotopeix ®3T Obina Hayata B NO3JAHEM BO3pacTe, M NETH, HE TMOJyyaBlliHe
NaToreHeTH4eCKYIo TeparHtio.

CHCTEeMHYIO TMIEpPTEH3HIO B aHaMHe3e NMpPH MOCTYIUIEHMH HMENH Bcero 4
(3%) nauuenta. Onnako, npu obcnenosannu Al 3apukcuposana y 14,5 % nereit ¢
paznuunbiMu  THnamu  MIIC. TloBbllueHHe CHCTONHMYECKOTO  apTEPHAIBLHOTO
JaBjieHHs oTmeyanach y 13 manbunkoB (137,31+6,65 MM. pT. CT.) H 4-X ZIeBOYeK
(135,0£10,8 MM. pT. CT.), MOBbIIEHHE AHACTOIHYECKOrO Al - y 5 Malb4yHKOB
(846,52 MM.pT.CT) 1 2-X neBoyek (85+0) u3 1 17 nauHeHTOoB.

M3-3a rUnepaKTUBHOCTH, HapyLUEHHs TOBENCHHA, CHA, MHTEIIEKTYalbHOro

AeduuMTa HE BCEM MNalMeHTaM 6ei10 Bo3MoxxHO mnpoBeaeHne CMAJL. Pa3zoBble

W3MepeHHs AaBJeHHs He BCerla AaBajiH BO3MOXHOCTh 06bexTHBHO oueHuTh AJl. B

XoJ€e HcclefoBaHHSs Mbl  HE  BbISBHIH JOCTOBEPHOH  pa3HHLbl  HAJIHYHA
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apTEPHANILHON  TMNEPTEH3UU Mexay THmamm MIIC. Cnepyer OoTMETHTB, 4TO
nosbllieHHe AJl Haubonee yawe Habmonanack y metet ¢ MIIC VI tuna (37,5%
ciy4aeB) M 4yTh pexe I u 11 Tunos (17% u 14,5 % coorBercTBeHHO). He
3a)MKCUPOBAHbl CIIyYaH TNOBbILIEHUS AJl y 6onbHBIX ¢ cHHAPOMOM Mopkuo.
Tepanus apTepuanbHON runepTeHsnyu U CTabMITH3aLMs COCTOSHUSA SBISIOTCS OYeHb
BOXHBIM (aKTOPOM IS yny4lleHHs KadecTpa KU3HM TMaUHEHTOB U Tpebyer
HanbHEHLIEro H3y4eHHs U KOMILIEKCHOTO MOAXO0a.

Cpennsa YCC cocrasuna y manbumkos 99,13+14,13 yn/MuH, y neBoyex -
104,77£15,43 yn/muH. Cunycopas TaxHKapausi 6blla JuarHocTupoBaHa y 71
pebenka (61 %) u3 117, U3 Hux Yy 49 ManbunkoB u 22 neBodek. JIocTOBEpHO yalle
3TO OB IeTH C CHHAPOMOM Mapoto-Jlamy, (87,5%), npumMepHo 65% aetn ¢ MIIC
I Tuna n MIIC Il Tvna, u Kaxasii BTOpOli peGeHok ¢ CHHApOMOM MopkHo H
cuHApoMOoM XaHTepa. Ilo naHHBIM 3apy6exHBIX aBTOPOB OMHCAHBI Cly4au
Pa3BHTHA NOJHOIO aTpHOBEHTPHKYJIsipHOro 61oka y nauventoB ¢ MIIC 11, III, VI
THNOB [108, 253]. Xusneyrposxarolne BUAbl HAPYLIEHHs PUTMa ¥ NPOBOJUMOCTH Yy
HAlllMX MalHeHTOB He ObIIH 3aperncTPHpPOBAHbI.

Kapanomuonatus  (KMIT) wyacto BcTpevyaeTcs TpH  pasiM4HBIX
MeTabonM4yecKux 3aboneBaHMAX, MNPHUBOAALIMX K OTJIOXKEHHIO IPOAYKTOB
MeTabonu3Ma B LHTOMJa3Me MJM JIM30COMax KapaWOMHOLMTOB. B HailleM
uccnenoanun KMII BoisiBneHa y 25 u3 117 nauventoB (21 %), npoueamux xots
661 ogHo DxoKI uccnemoBanve. Y 40% obOcnenoBaHHBIX OONBHBIX BhISBJIEHA
yBeNMYEeHHE HHIEKCa MacChl MHOKapa JeBoro xenynouka. KnvHudeckas kapTHHa
NPH 3TOM Y MauueHTOB Oblla BapHabenbHa ¥ onpelensach THKECTbIO HapyLIEHHS
KpoBOOOpallleHHss Ha MOMeHT obcnenoBaHusa. AyCKynbTaTHBHas KapTHHa
OTIHYaNach NOMMMOPGHOCTbIO H HecneunduiHocThio. Cpenn xanob npeobnanana
OIbIIIKA, YTOMJIAEMOCTb. Y BCEX MAUMEHTOB MO pe3yibTaTaM dXoKapauorpaduu
oTMeuasoch ysenuuenne cTeHkn JDK. Jlnardos Obll MoATBEpXKJEH Ha OCHOBaHMH
HaJIMYHA THIEpTPODUH, CHHXKEHHMH T10Ka3aTels COKPaTHMOCTH JIEBOTO Xelya04Ka —
¢pakuuu BeIOpoca M pacLIMpEHMH Kamep Cepila C YBEIMYEHHEM KOHEYHO-

CHCTOJIHYEeCKOr0 H/MIM KOHEYHO-AHACTOJIHYECKOro pa3MepoB H/WIH 00BbEMOB
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NEBOT0 Xenynouyka (Gosyee 2 Z-score). HoctoBepHo wame KMII oTmeuanacs y
naunerToB MIIC I, MIIC II u MIIC VI tunos,

Ilo nanHpIM 3apyOexHbIX HCClIeN0BaHHIA, Kampmann C, Beck M.
coaBTopamMu [186], cpeam naumentos ¢ MIIC 1I Tuna, 3aHeceHHBIX B
MEXAYHAPOAHDBIH PErHCTp, yBenuyenue crenku JIXK onucano y 48% nauueHToB 10
18 ner. PaCHpOCTpaHeHHOCTb runeptpopun JDK okasanach BblllEe, 4YeM B
nccneoBaHnK Schwartz ¢ coasTopamu, B KOTOpBIX KapAHOMHONaTHs Habmonanacey
y 4 u3 38 nNauMeHTOB ¢ CHHAPOMOM Xantepa (10,5%). B npoBeneHHOM
3apyOeXHBIMH KOJIEraMH HCCIE0BaHHM GbIIO TI0KA3aHO, YTO YacToTa yBEJHYEHUs
cTeHkH JDK MoxeT GbITb 3aBbILIEHHOM UK 3aHHKEHHOM M3-32 MHACKCALHH pocTto-
BECOBbIX MNoka3arenied. Ilaunenter ¢ MIIC umeloT HU3KHI pocT, a onpenencHue
HCTHHHOTO JIMHEHHOTO POCTa NPEACTaBIAETCS CI0XKHBIM H3-3a TYTONOABHXXHOCTH H
KOHTPaKkTyp cycTtaBoB. Hemoouenka nokasartenefi pocrta 6ymeT BblpaxaThcs B
nepeoueHkKe pasmMepos cTeHkH MHokapaa JIXK y 3THX mauueHToB.

Baxno momvepkHyTb, yto ans nauueHtoB ¢ MIIC TonwmMHa CTEHKH He
o0s3aTeNbHO  sBAsETCA  MoOKasaTeneM  runeprpodpuu. MHbHILTpaTHBHBIE
paccTpoHCcTBa ¢ HAKOMJEHHEM HEpacLICMJICHHbIX MaKpOMOJIEKY/l B MHOLIMTAaX HJIH
MHTEPCTHLIHH MHOKapAa MOTYT MpPUBECTH K YBEIHYEHHIO TOJIIMHBI CTEHKH 0e3
¢paxkTuyeckoii runeprpodpun MHouuToB. MHQMIBTpaLMsA IIMKO3aMHHOIJIMKaHaMH
cepAua MOXXET CTaTh NPHUYHUHOH DPa3BUTHA OCJO)XHEHHH, M COOTBETCTBEHHO -
pPaHHUX JIeTalbHBIX HcxonoB. [61, 275]. B cBa3u ¢ 3TMM, TEpPMHH -
MH(UIBTPaTHBHAs KapAMOMHOMNATHs, KOTOpas XapaKTepH3yeTcs OTIOKEHHEM
«cy6cTpatay, B TonwuHy crenkn JDK, npeanoxenHsiii James B. Seward n Mary E
coaBTOopamu 6osee npuemnem ans naunentos ¢ MIIC [176].

Han6onee paHHHM NpOsSBIEHHEM HapylleHHH QYHKUHH MHOKapAa SBIACTCS
AMacToinyeckas AUChYHKUMS ORHOrO HiM oboux xemynoukoB [253]. Ouenka
AMAcToNM4ecKoll (YHKUMH Y HallMX MauMeHTOB Oblia 3aTpylHEHa, a MNOpOH H
HeBo3moxHa. UCC, He mpeBbllIaomas 100-120 yn/mMuH, sBnsercs HeoOXOAMMBIM
ajekBaTHOM oueHkH anactonuyeckorr ¢ynkuun JDK.  Onnako,

yCJIOBHEM
dusnonornueckas YCC y OGonblIMHCTBA NeTel paHHEro BO3pacTa BblIE STHX
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HUM; .«
3HACHHUH; TOMHMO 3TOro, y gereii ¢ MIIC 4acTO BCTpeYyaeTcss CHHYCOBas

TaXWKapiua, HTO  3aTpymHano obcnenopanue. JluacTonmueckas aMcdyHKLHS
BbisiBJIEHa Yy 14 nauueHTOB M3 117 (12%).

Jlerounas runeprensus (JII'), BepostHO accouunpoBannas ¢ MIIC, 6wina
BbIABNIEHA Y 8 NMaLUHEHTOB (7%) - 6 MabuyUKOB U 2 nesouku. CpeHee naBiieHHE B
NIETOYHOH apTEPHH COCTaBUJIO 38+6 MM. pr.cT. ¥ Bcex nereit JII' quardoctuposana
cny4aiiHo npu mnpoBeneHun IxoKI'. 3onoroii CTaHAApT MOCTAaHOBKH AHarHosa —
KaTETEpHU3alM MpaBbIX OTAENOB CepAlia y HAIWX NaUMEHTOB HE NPOBOAMIIOCH HM3-
3@ TAKECTH COCTOSHHA NauneHToB. O/HaKo, NMpaBHILHOCTb M3MEPEHHS TPaBbIX
OTAEJIOB CE€pAlA SABNAETCS BOXHOHW M HeoTbeMieMoH 3agauedl DxoKI M BXOIUT B
craHaapT obcnenosanus JII. CumnTomsl GonesHu: oOfblllKa TNPH Harpyske,
YTOMJIAEMOCTb, CepaliebreHne, roOBOKPYKEHHS H TIPeACHHKONalbHbIE COCTOSHHUSA
ObUTM Mano BeIpaxeHbl. JlaHHble kanoObl ABJSIOTCA HECNEUMGHUYHBIMH M MOTYT
ObITb TpOSIBJIEGHWEM MNOpaXEHUs ApPYrHX OpPraHOB M CHCTEM. XépaKTeprm
ayCKYJIbTaTUBHbIM NpU3HaK - akueHT Il ToHa Haa NeroyHo# aprepuel, ABNAOLKUACS
Haubosiee paHHUM H 4acTO BHIAB/IAEMbIM NMoka3areseM JII', BeICIyLIMBaICS JMIIb Y
5-x nauventoB. OKI npu3Haku, ykasbiBaoowue Ha HanuuHe JII', HE BHIABIAIUCD.
Onnako, orcyrctere DKI -npusHakoB He uckmoyaeT Hanuuue JII'. 3Hayumo vacto
JII" nabmopanace y gereii ¢ MIIC I u MIIC II (p<0,05).

CepmeyHas  HeJOCTaTOMHOCTL — Haubonee  Tskesloe  OCIOXKHEHHME,
BO3HMKAIOUIME BCJEeACTBHE TOPXEHHUA KapAMOBACKyJsIpHOro amnmapara y
nauMeHToB ¢ pasavuHbiMA tHnamMH MIIC. B knuHHYeckod MpakTHKe Ui
onpefeneHus CTeNeHN THKECTH CEPACHHOH HELOCTaTOYHOCTH y JeTell UCNONb3YIOT
KnaccupuKaLHuIo Hoto-Hopkckoit  Accounaund  Kapauonoros (NYHA) B

Monudukauuu Ross, OCHOBaHHYIO Ha (GYHKUHOHANBHOM TIPHHLMIE OLEHKH

TSXKECTH COCTOSHMS OonbpHOro. Y MalMeHTOB C MIIC, BKJIOYEHHBIX B

HccoleqoBaHHE, Ha MOMEHT nepBoﬁ rocnuTaJM3aldd Haubosnee 4YacTo Ob1n

AuarHoctupoBaH | GyHKUMOHAIBHBIH KJ1ace - 55,5% cny4aes. 11 ®K 6bin1 BbIsBICH

y 40 nereii u3 117 neteit (34 %). ®K III - y 12 nauneHToB (10 %), Mo cpaBHEHH!IO C

®K 1 pa3nuuus BbICOKO 3HA4HMMbl (P=0). Haubonee 4vacTo neTH, HMEHOLIHE
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TAXKEITYIO NATOJ0THIO KapAHOBacKy s pHo CHCTEMBI, BCTPEYaNHCh cpeau 6OIbHBIX
¢ CHHApPOoMOM Maporto-Jlamy (25%) un CHHApoMoM XaHTepa (13%). [lpu Gonesuu
Mopxuo npeobnananu netn ¢ OK I, i 6pi51 BBIABJIEH JIMLUL OMH nauueHT co OK II.
[lpakTHdeckd mnpu Bcex Tumax MIIC CTaTUCTHYECKH JOCTOBEPHO yalle
BcTpedanuck netn ¢ OK I (p= 0,005, p=0,001, p=0,002). Cnenyer oTMeTHTD, uTO
petu co Il u 111 TpeTbum dyHKUHOHANbHBIM KJlaccoM cocTtaBUnU 44% oT obuiero
konn4ecTsa naunenToB ¢ MIIC, nonoGHuele pesysnsraTs MOr'yT CBUAETENbLCTBOBATD
B TOJIB3Y CPEAHETANENIOrO COCTOAHUS AeTell Ha MOMEHT MepBON FOCIUTATH3AINH.
IlpoBenenHblil aHa/N3 NOKa3all, YTO MapanienbHo YBEJIHYEHHIO QYHKLHOHAJILHOTO
kiacca HabnloJanoch CTaTHCTHYECKH 3HAYHMOe YMEHBbIIEHHE KOJIHYeCTBa
NAaunEnTOoB 1o uccneayemeiM Thnam MIIC, xpome naunentos MIIC IV Ttuna (tak
kak B JTOH Tpynme NaudeHThl He HMeNd BBIPAXEHHOH CepaeqHON
HEJ0CTATOYHOCTH) W cpean nauueHToB ¢ MIIC VI OHM GBbLIH OTHOCHTENbHO
paBHOMepHO nepepacnpenenensl no K (p=0,015, p=0).

AHanu3 NaHHBIX QYHKUHOHAIBHBIX KJIaCCOB Cepe4yHON HeOCTaTOYHOCTH IO
Ross npy noBTOpHON rocnHTaNM3aUMK y 66 NauueHToB (cpeaHuit Bo3pacT 83,30 +
47,08 mec) ¢ pasubiMu THaMu MIIC nokasain, uto y 59 (89%) neredi cocTosHuE MO
KapMOBacKyJIIPHBIM NPOSABIEHUAM 6bUI0 cTabunbHBIM (P=0).

B HacTos1iee BpeMs B MHUpPe pa3pabaTbIBalOTCsl pa3MuHble JHAarHOCTHYECKHE
TECT-CUCTEMbI AN ONpeAeleHUs MapKepoB CEpAEeYHOM HeNOCTaTOYHOCTH, Cpelau
HUX HauOosiee HHpopMaTHBHBIM sBiIsgeTcs NT- proBNP. 3T0o Guoxmmuueckui
nokasaTefb  MCIONb3yeTcs [ ONpelesieHHs KaK TMKECTH  CepAevyHOH
HEeJIOCTAaTOYHOCTH, TaK M NporHo3a 3abonesanus [177].

Heo6xoauMo OTMETHTb, YTO HCClef0OBaHHE OAHHOrO Mapkepa Obulo
NpoBEeNAEHO HaMM y MauueHToB ¢ pasnuuHbiMM TMnamu MIIC BnepBble - Kak B
POCCHICKOIA, TaK H B MUPOBOH npakTHke. Bpin oueHen yposens NT-proBNP y 30
naguentos ¢ MIIC (23 manbyuka W 7 1€BOYEK, CpeaHUH Bo3pacT 67,23 + 41,92
Mec). PedepeHCHBIMM 3HAYEHHSAMH CUMTAlM QNS ManbyukoB < 62 nr/mi, nns
neBouek < 83 nr/mn. Jeru ¢ MIIC IV tuna B ofcneaoBaHnu He y4acTBOBAIM.

CpeaHuit ypoBeHb NT-proBNP cocrasun 81,63 + 8,90 (24,53-216,0) nr/mn.



236

Hanbonee yacto (66,6% cnyuaes) nosbimenpe NoKasartens BBISBJIEHO y AeTell ¢
GonesHbo Mapoto-Jlamu (144,7 + 42,6 (102,1-187,3) nr/mn). Tpu MIIC I Tuna y
43% O0onbHBIX ObUIO MOBBLIIEHHe KOHLleHTpauuu NT-proBNP, y nanuentos ¢
CHHAPOMOM XaHTepa - B 53% cryuaes. B HCCIENyeMBIX TPYNNax OUEHHJH CBA3b
MEXNY YpoBHEM B kpoBM NT-proBNP ¢ BbipaxeHHOCTbIO K. Hetn ¢ OK 1
AOCTOBEPHO Halle MMETH HOPMAaNbHBIH ypoBeHb NT-proBNP B cbiBOpoTKe KpoBH
(p=0,05). V Bcex 4 ManbuukoB ¢ TpeTbum YHKUMOHANIBHBIM KJTaCCOM COMEPXKaHHe
N—KOHLEBOro (parMeHdta MO3roBoro HaTPHHYPETMYECKOrO TNeNTHAa B KPOBH
MalHEeHTOB ObLIO MOBLIIEHO W COCTABMIIO 127,93+£33,12 nr/mn. Ilpu oueHke
B3aHMOCBA3H ypoBHA NT-proBNP ¢ Beipaxennoctsio KMII oTMeueHo, uTo
NMallUEHTRI C pEMONCIMPOBAHHEM CepaLa UMeNH Gonee BLICOKHE 3HaYeHHUs MeNTH A,
Y€M NalUEHTB! ¢ oTcyTcTBHeM KMII (p =0,028).

C noMowwbio koppensunonHoro ananusza CrupMmeHa HamM GBUIO MOKA3aHO,
uto ypoBeHb NT-pro-BNP B kpoBH HMeeT npsMyio cBs3b ¢ (yHKUHOHATBHBIM
KN1acCOM CepAeyHOH HepoctaTouyHocTH y jaereit ¢ MIIC (r =0,576, p=0,001)
Crnenyer OTMETHTb, 4TO TaKkke Oblna BbiiBI€Ha CBA3b MOBbILIEHHS YpoBHA NT-
proBNP ¢ nanuynem KMII (r =0,478, p=0,008).

Hccnenosanve HaTpuiypeTHYeCKHX MENTHAOB Takxke ObLIO NpPOBENEHO Y
NMalMEHTOB C NATOJOrHeR KianaHoB cepaua. Okas3anock, YTO NPH 3THX COCTOSHHUSAX
y TNalMeHTOB 4YacTo HabnionaeTcs TMOBbILIEHHE YPOBHS HaTpHHypeTHUECKHX
NEeNTHAOB, OOHAaKO, JAOCTOBEpPHOH KOppelslUMM HaMH BBHISABIEHO He ObuIo.
Bo3MoxHO, 3T0 cBS3aHO ¢ HEOONBLUIMM KOJHYECTBOM 00C/IeI0BAaHHBIX TALIMEHTOB C
K II u III.

B cBa3M C TeM, YTO [HArHOCTMKAa KapAHOBACKYJSPHBLIX HapyLIEHHH Y
nauMeHToB ¢ pasnHuHbiMM  THnamu MIIC 3atpyanutensHa W MMeeT psa
TeXHHYeCKHMX ocobeHHocTel, omnpeneneHue ypoBHa NT-proBNP, kak Mmapkepa
CepleyHOi HeNOCTATOYHOCTH, BHOCHT BECOMBIH BKNal AN aleKBAaTHOH OLEHKH
COCTOSHMS nauveHTa W 3(GGEKTHBHOCTH NMpPOBOAMMON Tepanuu. Kccienosanue
ypoBHa NT-proBNP y mnauueHTOB C HacN€ACTBEHHBIMH bonesnsmu obmeHa

BelectB W ApYrHMH HacJieACTBCHHbIMH 3a00JIeBaHUSAMH, NpoOTEeKaroIHMH C
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MOPaXEHUEM  CEPALA, SABNAETCH MePCHEKTHBHBIM Hay4yHbIM HamlpaBiieHHEM B

JEeTCKOH KapauoJIOruHy.

Hamu 6bi10 nposeneno CPaBHCHHE KIIaNaHHbIX U3MEHEHU NIpH NePBUYHOM 1
NOBTOPHOH FOCMIUTANU3aUUH y 46 NaLHeHTOB (cpemnuit Bospact 81,54+50,24 Mmec) ¢
pasHbIMH THIaMH MyKOMONHCAXapuao3oB, nonyyaBwux ®3T, WIM HMeBLIMX B
aHaMHE3C TPaHCIUIAHTALMIO TEeMOMO3THYECKAX CTBOJIOBBIX KJIETOK, a TaKKe y
nauuenTos ¢ MIIC III u IV Tuna, He monmyyaBMX Ha MOMEHT HCCIELOBAHUS
NAaTOTCHETUYECKYIO  Tepanuio. MHTepsan Mexay nepBoii M mocienHei
FOCTMUTaNU3aUNeH COCTaBUl OT 12 MecsueB no 7 ner. OueHMBanNM HanudHe M
CTENEHb HEAOCTaTOYHOCTH, CTEHO3a WM YTOJILLEHHS CTBOPOK KJlallaHoB.

Cnenyer OTMETHTb, YTO TpH OGCIEIOBAHHH MAlLMEHTOB C Pa3IHYHBIMH
tunamu MIIC, Haxoasumxcs Ha O3T, npy NOBTOPHBIX rOCIMTAIN3ALKIX HAMH He
OBIIO  BBIABNEHO CTATHCTHYECKH JOCTOBEPHBIX JaHHBIX, I10KA3bIBAIOLIMX
YXYALWIEHHE UM yNTy4LlIeHHe K/IanaHHbIX HapyLIeHNH. DTO KOCBEHHO YKa3blBaeT Ha
CTabMNIM3aLHI0 COCTOAHUS GONbHBIX ¢ pasnuyHbiMM Tunamu MIIC, nmomyyaBmnx
®3T. Bosneiicteue uzonupoBaHHoi ®3T Ha cTpykTypy M QyHKuUMIO cepaua y
nauvedToB ¢ MIIC usnoxeHa B HeckoJbKUX HccliemoBaHusax [60, 126, 279, 390].
IlonyyeHHble naHHble CBUAETENBCTBYIOT O ToM, urto P33T He mnpenynpexnaer
nporpeccupoBaHuie AUCOYHKUMH KJallaHOB, OJHAKO YIy4llaeT CHCTOJIMYECKYIO
GyHkumio 1 ymenbwiaet runeprpoduio JDK y B3pocnsix naurentos ¢ MIIC 1 u 11
tina. [Ipu cpaBHEHMH pe3yJbTaTOB HANO YYMTHIBaTh, YTO TPAHCIUIAHTALHIO
reMONO3TUYECKUMH CTBOJIOBBIMHM KJIETKaMM AE€TH MPOXOAAT B paHHEM BO3pacTe, a
®3T nauueHTb HauHHAIOT B OoJlee cTaplueM Bo3pacTe. Bo3MoXHO, paHHee Ha4ano
®3T MoXxeT NMpeaoTBPAaTHTb WIH YJyYIUHTb W3MEHEHHsS CO CTOPOHBI CepleyHo-
cocymucroit cucrempl. Gabrielli O. u McGill J.J. cpaBHHBanM NaHHblE NE€TEH H3
onHo# cembu, HauaBwre ®3T B pasHom Bo3pacte [137, 241]. Crapmum AeTAM
WHHLMALMA Tepallii IPOBOAMNACk B 4 M 5 JIET, KOr/la OHM UMeNH (eHOTHNHYECKUE
NposiBieHus 3aboneBaHus H H3MEHEHHS KIIANaHHOro annapara cepaua, a Miaaume
JeTH B cembe, Hauaswue ®3T B Bospacte 8 - 20 Hemenb, K 5 rogaM HMenH

HOpMa/IbHbIH  (QeHOTHII. [lpu o6cnenoBaHUM MaTONOTHA cepaeyHO-COCY IUCTOM
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CHCTEMBI Yy HHX OTCYTCTBOBajia. Bpij COCJIaH BBIBOA O TOM, YTO AMArHOCTHKA

cepAcvHOH HEAOCTAaTOYHOCTH Ha Ha4albHLIX CTagusax HCO6XOJlI/IMa A

npeAOTBpALIEHUA ee IIPOrpeCCUpOBaHHs, B TOM yucie NOoCpeACTBOM Ha3Ha4YeHUs
aIcKBaTHOH Tepanuu.

A Taxxe, NpH AHHAMUYecKOM HabmofieHny y 58 nauueHToB c pa3IMYHbIMH
minaMu MIIC, Gonbwas wacty wus KoTopbIX mosyyana D3T, He BbIABIEHO
CTATUCTHICCKH 3HAYUMOTO YIyUIlEHHS WM yXyauweHHs nokasareneit AJl u UCC.

OcHoBHas Lenb Nevenns - yMenblIeHye u/um NpeaynpexaeHue CUMITOMOB
CEpI€YHOH HENOCTATOYHOCTH. [l KOPpeKUWH COCTOSHMS NeTell HCIIONb3OBATH
CICAYIOWIHE TPYMIbl NpPENapaToB: HHIMOMTOPbI AHTMOTEH3MHNPEBPALIAIOIIET0
depMenTa - y 22 (19%) perei, B-6n0KkaTopbl nomywyanu 18 (15%) GosbHbIX,
AHYPETHKH - 6 (5 %) naunentos. Koppekuus CepAeYHO-COCYAUCTOM
HEJOCTATOYHOCTH, apTePUAIbHOH THIIEPTEH3UH TNpPOBOAHTCS C HCIOJb30BaHHEM
PEeKOMEHJOBaHHBIX B JETCKOH KapAHOJNIOTMH METONOB JiedyeHHs. [lo mokasaHHsAM
peulaeTcs BONpPOC 0 HEOOXOAMMOCTH XHPYPrHYeCKOi KOPPEKIIHH.

B nennaTpuueckoil npakTHKe M3-3a OTCYTCTBHS KPYNHOMACILTaOHBIX
AOJNTOBPEMEHHBIX (ApMaKOJIOTHYECKMX HCCNeOBaHHH 4YeTKHX peKOMeHIauui
kacarenbHO ¢apMakorepanuy HeT. EcTb naHHble 06 3(¢eKTHBHOM CHH)XEHHH
MOCTHArpy3ku NpH HCMONb30BAaHHH HHTHOMTOPOB aHrMOTEH3HWH-NPEBpAlLAlOLLETo
dbepMenTa unu 610KaTopoB peuentopoB aHrHoTeH3uHa II B HebGoabwoi BhIGOpKE
neteit 6e3 MIIC, HO ¢ aopTajbHOH MM MUTPaJbHOM pErypruTauuen, runepTeH3ten
M cepleyHOM HeNOCTaTo4YHOCThIO. [locKoNbKY [OaHHBIE TPYINNBI MNpenapaToB
HCTIOMB3YIOTCA 4acTo, HEOOXOAMMO ONpeaeuTh POpMalIbHbIe PEKOMEHAALIMH 1O HX
npumeHenuto y aeteit ¢ MIIC unu 6e3 Hero [278].

OueHKy 3(b(eKTHBHOCTH TEPaNHH y NaUHEHTOB NPOBOAK/H MPH MOBTOPHOM
NOCTYIJIEHHH B KJMHHKY. BECCHMNTOMHas JIerkas H yMepeHHas MHTpajbHas H
HEJOCTaTOYHOCTh He TpeboBana  JieueHHs.  DPPeKTHBHOCTH

aoprajibHas

AJIUTENBHOTO IpHEMA Ba30AMJIaTaTOpPOB OKa3biBajla GHaFOHpHHTHOC BJIUSAHHE Ha

cocrosune JDK npu cpedHei H TAXENOH MUTpPaJbHOH M  aopTalbHOH

HELOCTATOYHOCTH [-GiiokaTophl — TpeNapaThi MEpBOH JIMHHM B J€HCHHH
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nagMeHToB ¢  KMII. WUs rpynmsl  B-610katopos NPUOPUTET  OTHaBalH

KapaAHOCENEeKTHBHBIM (bHconponon) npenapatam, KOTOpble MOATBEPAMIH CBOIO
3QGEKTHBHOCTL B GONBLIMHCTBE HCChenoBanHi. CTATHCTHYECKH JOCTOBEPHOTO
YXYAUCHUs COCTOSHMS Ha (OHe NMpOBOAMMON TepamuM y nauueHToB ¢ MIIC He
BbIABNIEHO. TIpH oTCYTCTBUM N060UHBIX 3bdekToB HazHauamH TNpYeM MHIHOUTOpOB
AHTMOTEH3UHNIpeBpalatomiero gepmenta (AIID) ¢ nocTeneHHsIM THTpPOBaHHEM
AO03bl.

MeTonoM 3 ek THBHON Tepanuu NauHEeHTOB C CHHAPOMOM ['ypnep sBnsietrcs
TPaHCIIAHTalMsl TEMOMO3THYECKUX CTBOJIOBBIX KJETOK. JlaHHBIH METOA TepaluH
3HAYUTENBHO YBEJIH4YMBACT MPOJAO/KHTENbHOCTL JKM3HM MauMeHToB. Ilocie
NPOBEAEHHS TPAHCIUIAHTAUMH TEMOMNO3THYECKUX CTBOJIOBBIX KJIETOK y HEBOYKH C
cuHapoMoM ['yprep oTMeyanoch 3HauYMTENbHOE YilyullleHHe CepAedHOoi QYHKIMH U
perpeccun TrunepTpopuyu cepAna, Yy OCTANbHBIX 4-X MNalUKEHTOB 3a BpeMs
HaOJIIOAeHNS CepieyHas HelOCTaTOYHOCTD He POrpeccHpoBaa.

Y B3pocCIIbIX MALMEHTOB CTaHAapTHOE (apMaKoJIOrH4ecKoe U XUpypruyeckoe
neyeHue omnpeaessercs cepleyHod matosorueit BHe 3aBUcuMocTH oT tuna MIIC.
Fesslova V, Corti P. B uccnenosanuu coobmmni, uro 33% u3 48 nauueHtos ¢ MIIC
NoJyyald CTaHAApTHY0 MEAHKaMEHTO3HYIO Tepaluio, HalpaBJIeHHY0 Ha
npefoTBpallieHHe TeMOAMHAMHYECKUX OCIOXHEHHWH, BBI3BAHHBIX MOPAXEHHUAMU
KJIallaHOB MJIM CEpAEeYHOM He0CTaTOuHOCThIO [126].

IIpy cpaBHEHHH MAUMEHTOB C OAHUM M TeM xe THnoM MIIC mMoxHO caenats
BBIBOJ, YTO CepJeYHas MaToJOrHs pa3BHBaeTCA paHblle y OONbHBIX € OBICTPO
nporpeccupytomumu popmamu MIIC (nanpumep, cunapom I'ypnep) u Haobopor,
MOXeT OBbITb OTCpOYEHa MpH MEINEHHO NPOTpeccHpylolMX Gopmax (Hanpumep,
npu cunapome I'ypnep-Leiie n cunnpome Lletie) [20, 152, 284).

B nuTepatype kpaiHe PeKO OMHMCHIBAIOTCS TPOMOOTHUECKHE OCTOXHEHHS Y
nauuentos ¢ MIIC. Briepsble B MUPOBOH H OTEYECTBEHHOH MNpaKTHKE HaMH obLIO
npoBeneHo obcnefoBaHHe NoKasaTeneH M1asMEHHOro H TpOoMOOLMTapHOTO 3BEHa

CUCTEMBbl CBEpTHIBAEMOCTH KpOBH H MOJIEKYIIpHO-T€HeTH4YEeCKass AHarHoCTHKa
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NONMMOPQU3MOB TEHOB CHCTeMbl CBEPTbIBAEMOCTH KPOBM y MALMEHTOB ¢

pa3JIHYHBIMH THnamu MIIC.

B pasButuM  knuunueckoi KapTHHbl MHOIMX CepAe4YHO-COCYIHCTBIX
3aboneBanuii BaxHylo pons MIpaeT MOBBIIEHHAss CKJOHHOCTb MallMeHTa K
TpOoMG00bpasoBanHio. Tpom6o3bl Y AETeH BO3HHKAIOT 3HAYMTENBHO pEXe, YeM y
B3pocnbix. Kak mpaBuno, ans BO3HHKHOBCHHsA TpoMbo3a y neTeil HeoOXOAHMMO
COY€TaHHe psla BPOXAEHHBIX M NPHOBPETEHHBIX ¢akTopos [15, 208, 324]. Ipu
pasHBIX  Tumax  MIIC  Bctpewamuch,  cayuan HapylIeHHss  reMocTasa:
TPOMOOLMTONEHHUs, HUHCYNBThI, CybapaxHOMAaNbHBIE KPOBOM3NMAHMA M IpyrHe
COCTOSIHHSA.

ITokasatenu remocrasa ObUIM HMCCNENOBAHbI y 113 nauuentoB ¢ MIIC.
Bo3spacT naunenToB npu mepsoit rocnuTanMzaLuu BapeupoBan ot 73 po 116
MeCsLEeB, IPH MOBTOPHOH rocnuTaliu3auuH - oT 98 no 138 mec. Ipynmy CpaBHEHHUA
cocTaBuM 50 310pOBBIX AeTEH.

JAns OUeHKH BHYTPEHHEro MyTH CBEpPThIBAHMA MpPOBOAMIACH OLIEHKA
NoKasaTesd, AaKTHBUPOBAaHHOIO YacTHYHONO TPOMOOIUIaCTHHOBOTO BpEMEHH
(AYTB, cek). l'inepkoarynsuns no BHyTpeHHeMY MyTH pa3BHBalaCh y KaXIoro
BTOporo nauuedta npy MIIC II1, IV, VI tunos 1 y xaxnaoro tpetbero npu MIIC I u
II Tunos.

I'unoxoarynauus BcTpeTHNach y 5 MNalMEHTOB ¢ CHHApoMoM XaHTepa, Y
KOTOpbIX ObLI BhIsABIEH H3onupoBaHHbIA AebuuuT VIII daktopa cBepThiBaHHSA, U3
HUX B 3-x cnyuyasx Habmopanca codetanHbli aeduuut VIII dakropa ¢ IX
¢daktopom. Cnenyer OTMETHTDb TOT (PaKT, YTO NPH 3HAYUTENbHOM yanuHenun AUTB
Hamu 6611 BoisBiieH aeduuut VIII, IX u XII pakTopoB cBEpThIBaHHS.

H3MeHeHHs BO BHELIHEM IYTH CBEPTbIBAaHMA KPOBH 4Yaule HabmoaarTcs Kak
MO TUMY TFHMOKOAryIsALMH, TaK H MO THIY TFHMepKoaryiasuud. I'mnokoarynsuus
Bctpeyanack npu MIIC 1 tuna B 9% cnyyaes, MIIC 11 n 111 Tunos 8 16 u 24 %
CllydaeB COOTBETCTBEHHO. VI3MEHeHHs MO THIy rHNepKoaryliuMu Habmonanach

yawe Beero y aeredt ¢ MIIC I Tuna (19% ciyuae). [lns U3y4EHHs KOHEUHOTO 3Tana
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kackalla CBEPTBIBAHUA HCIONb3OBAIM pesynbTaThl TpoMOUHOBOro Bpemenu (TB,
cek) ¥ ypoBHs bubpunorena (o, r/n).

BblfBNIeHHbIE HapylleHNs OTpaaioT akTHBHOCTH ($haKkTOpoB cBEpTHIBaHMS
NJIa3MCHHOro 3BE€Ha remocrasa. Ecnu BHauane HabnloleHUs y GONbHBIX yvalle
HabJII01aI0Ch COCTOsIHHE THIIOKOAryauuH, TO Npy HaOnoJeHWH B AMHAMHKE Ha
doHe pepMeHTO3aMeCTHTENBHO TEpalui OTMeYanach HOpMasH3alus Nokazarenei
TMJIa3MEHHOTO 3BEHA remocTasa. Ilo Bcell BHAMMOCTH, 3TO MOXET GbITh CBS3aHO C
yAydlleHHeM GYHKUMH NeYeHH npu npoBeneHnu O3T y nereii ¢ MIIC. [pu atom
MOXET BO3pPAcTaTh aKTUBHOCTb (GaKTOPOB CBEpTHIBAHMA B MEYEHM M CHMIXKEHHH
pHCKa pa3BUTHS KPOBOTEYEHHIA.

Crenmyet oTMETHTB, 4TO rMNIOKOArYNALKMS pasBUBANACH OGBIYHO y 60MbHBIX C
MIIC II tuma. Tlpu yray6nensHom o6cnemoBanuu 12 GONbHBIX C CUHPOMOM
XaHTepa y 5 Obln BbisBnen Aepuunt X1 daktopa cepThiBaHMA KpoBH (bakTopa
Xaremana). Ilpu 3ToM, B ABYX cilyyasx MMeNCs COYeTaHHbIH AePUUMT ¢akTopa
Xaremana ¢ VIII dakTopoM cBepThIBaHHSA KpOBM, M3 HHX B OJHOM Clyyae B
couetanMH ¢ JeduuutoM c¢ IX caktopa. IloBomoM AN NpOBEAECHHS
AMardHOCTHYECKOr0 NOMUCKA MOCIYXXWIO clyyaliHoe BblsABIeHHE yanuHeHus AYTB
0e3 KIMHUYECKOH KapTHHbl y ABYX Malb4HUKOB IIPH IPOBEACHHH IJIAHOBOMH
AUCTaHcepu3auuu. PesynbratoM cTamo obHapyxenume 6onesnn XaremaHa.
HecMoTps Ha BbIpaKeHHYIO THIIOKOAryJsuuio npH 6onesHu XaremaHna NMpH3HaKoB
KPOBOTOYMBOCTH y HAalIMX MALMEHTOB 3a BpeMs Habmonenus He Obuo. BrinBuHyTa
TUMoTe3a M8 OOBACHEHHS 3TOro MapaJOKCalbHOrO  ABJEHHA: OTMeYeHa
cnocoBHOCTh TKAHEBBIX 3JKCTPAKTOB H TPOMOOLMTOB OTYacTH MNepeKpbIBaTh
neduuut dakropa XII, ¢ KOTOPHIM Mbl IOTHOCTBIO COTAcCHb! [323].

Hamu Takke HabMOAancs NaUMEHT C IMOATBEPXKAEHHBIM C TOMOLUBIO
SH3MMOJHArHOCTHKH H MOJIEKYJISPHO-TEHETHYECKOro aHajiu3a [MarHo3oM MIIC 11
MMeJIMCh KpOBOTeueHHs W cHuxenue VII ¢akropa

THIa, y KOTOpOro B aHaMHeE3¢

cBepThiBaeMocTd Kposu. IIpH obcnenoBaHMn nauveHta B 14 3k3one rena F8

BhIABJIEHA paHee He ONMHCaHHas HYKICOTHAHAA 3aMeHa c.2141C> T B reMU3UroTHOM

COCTOSIHMM, MpHBOAAlLAs K amuHOKHCIOTHOH 3aMene p.S714L. Ilo npaHHBIM
’
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KOMIIBIOTEPHOrO aHanmsa, naHHas HykneoTaHas 3aMeHa sABJIAETCS MaTOreHHOM.
MyTauun B N1aHHOM reHe NPUBOIAT K pasBHTMIO reMopunuu A. Hanuume gmyx
PEAKAX TEHETH1eCKUX 3aboneBanuu MIIC | Tuna u reMoGUIMH TaKXXe OMHCAIH
pokropa u3 Cnosenuu Benedik-Dolnicar M. ¢ coasTopamu [50].

Bo3MoxHOCTL couetanus CHHIApOMa XaHTepa ¢ Apyr¥MMHM HaclieACTBEHHbIMH
3a00/IeBaHUAMU MpeNCTaBNsAET OCOBDIH MHTEpPEC KaK B IJIaHE TaKTHKH BeEIEHHS
TakHX IALHEHTOB, TaK M C TOYKM 3PEHHUS M3YYEHHS BO3MOXHOCTH IeH-FeHHOro
B3aHMOJEHCTBHUA.

WHTepecen daxt Hapywennit arperaunonnoi GyHKIMH TpoMGOLMTOB NpH
MIIC. Tak, runoarperauus ¢ AJI® Habmonanacs NpH BceX TUMaX 3aboJieBaHus, a
4acToTa BCTpeuaeMocTH Oblna Boue npu MIIC 1, 11, III Tuno (y 2/3 mauueHToB
npu Kaxzaom tune MIIC). ITo Bceit BUAMMOCTH, y NaHHBIX MALKEHTOB OTMEYANHCh
TpoMOOLIUTapHbIe HAPYLIEHHS, CBA3aHHBIE C HEIOCTaTOYHBIM IyJIOM HAKOILJIEHHUS U
XpaHEHHA MEAHATOPOB arperaluuy M Kak CJIeACTBHE - OTCYTCTBHEM IUneparperauiu
TpombonutoB ¢ AP [14].

I'unoarperauns ¢ apaxMJOHOBOM KMCNIOTOM Habmonanace 6Gonee yeM B
nojosuHe ciayvaes npu MIIC I (B 75%) u II (B 90%) tunos., a npu MIIC III tuna -
y BCeX MauueHTOB. ['Mneparperauus TpoMOOLMTOB MPH aKTHBALMH PELENITOPOB
TpoMOuHa Habmoganack B eAMHUYHbIX cayyasx npu MIIC II tuna. 'unoarperauus
¢ TpoMOMHOM BCTpeyanach y kaxnaoro yetseproro nauuenta npu MIIC I tuna u y
xaxporo Broporo nauuenta npu MIIC 1I tuna.

Ilo Bceili BHAMMOCTH, BbIsBNeHHble TpombouuTonatuu npu MIIC moryt
pa3BMBaThCS B pe3y/lbTaTe aHOMalMi CeKpeuMH COAEPKHUMOro  IpaHyn
TpoMGOLMTOB, HapylIEHWA MNepefayd CurHasa B TpomOOLHMTaX, AeeKToB B

akTHBaMM Oenka G WM AedEKTOB pELENnTOpOB Ha MOBEPXHOCTH TPOMOOUMTOB,

HapyuleHHs MeTabojM3Ma  apaXHIOHOBOH  KHCIIOTBI. Bo3MoXHO, HaHHbIE

HapyLUEHHs ABJAIOTCA HACTeNCTBEHHO 00YC/OBJICHHEIMH NPH 1aHHOH MaTOIOTHH Y
neteii [248, 288].
B maHHOM McCie0BaHMM BrepBble Obla H3yueHa NMpeapacroNoKeHHOCTb K

pa3BuUTHIO TpomOO030B BCIENCTBHE HATMUMA NnoNUMOpGU3MOB B reHax CHUCTEMBI
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remocTasa y nauveHtoB ¢ MIIC. OcHouple MIOKa3aHHs K MOJIEKYJISpPHO-

TEHETUYCCKOMY aHaNH3y MOAMMOP(UIMOB IeHOB CHCTEMBI FeMOCTA3a y TalHeHTOoB

MIIC JABJIAOTCST  YacThle XApypruueckue BMElIaTeNbCTBa, AJIMTEJIbHAsA

HMMOGHJ]H33HHH, HacTtas KaTeTepH3anus.

Ms1 nposeny cpaBHMTenbHBIH ananus HaJMYHUs TONMMOPGU3MOB TEHOB
reMocCTa3sa B rpynme 60JibHbIX MYKOIONHCaXapuA03aMH € TPYNIOH 340pOBBIX J€Tell.
Hanbonee sHaunmbimu cpenu MOJTMMOP(YH3MOB IeHOB CHCTEMBI CBEPTHIBAEMOCTH
KpOBH ABJIAIOTCA nonuMopousm ¢.20210G> A B rene F2 u nonuMopdusm c.1601
G> A B rene FS, mpuueMm, kak B FE€TEPO3HrOTHOM, TaK MU B TOMO3UIOTHOM
COCTOSIHUHM. ['eTepo3uroTHoe HOCHTENBLCTBO NoNMUMOpGHU3MOB AaHHBIX TEHOB
BCTPEYAJIOCh B €AMHHYHBIX cllydasx y nauveHToB ¢ MIIC 11, 11l u VI Tunos. Ilo
A@aHHBIM TPOBEAEHHOTO HAaMH MCCNEIOBAHMs MONMMOPOH3MBEI B reHe F2 moryT
CrocoOCTBOBAaTh Pa3sBUTHIO TSXKENBIX BEHO3HBIX TpoMb030B (r <0,253), a B reue
dakTopa F5 Kak apTepHanbHbIX, Tak ¥ BEHO3HBIX TPOMG030B (r <0,459).

Yawe Bcero y mauueHToB ¢ pasnuyHbiMM THNamMu MIIC, BKIIOYEHHBIMH B
HCCIIEI0OBaHKE, BBIABJISIUChL TMOJMMOPQHblE BapHaHThl B reHaxX IJa3sMHUHOreHa H
reHax (oJaTHOro LUMKJA, KaK B FeTePO3UTOTHOM, TaK ¥ B TOMO3HTOTHOM COCTOSHHMH
(p <0,041). YuuTbiBag pa3BUTHE TPOMOOTHYECKHUX OCJIOXHEHHH Yy HEKOTOPbIX
nauueHTOB OBLIT NMpOBeAEH aHalU3 «ciydvaii-nonuMopousm». Ilpu comnocraBneHuu
AaHHBIX O MONHMOp(dHU3MaxX B reHax CHCTEMb] FEMOCTa3a U KJIMHHYECKHX NTPH3HAKOB
TPOMOOTHYECKHX OCJIOKHEHUH B JAHHOH CHCTEME MCIIOJIb30BaJH TOYHBIA TECT
Ouwepa (F-kputepuit ®uwepa). B rpynne HabmoaeHHss mnpociexuBaeTcs
3aBHCHMOCTb Mexay HanuuueM nonumopousma 5G(-675)4G B rene PLANHI u
BeHO3HbIMH Tpombozamu (p=0,004). C momoluibl0 aHamM3a TOYHOIO KpUTEpHA
®uiepa G0 YCTAHOBJIEHO, YTO Kak TPOMG03 B Le/IOM, TaK H BEHO3HbIH Tpomb03
BO3HHKAIOT CTATHCTHYECKH 3HAYMMO Yaule NMpH HaIM4HMH MojuMopduiMa B reme
PLANH]. [auHblit [onMMOpOH3M aCCOLMHPYETCSs HE TONBKO C  PHCKOM
apTepHajibHBIX TPOMOO030B, HO M C APYTHMH BHIaMH TpoMb030B. Pan aBTOpOB B
CBOMX MCCJICIOBAHHSX MNPOAEMOHCTPHPOBAIH AOCTOBEPHYIO CBA3b HOCHTENLCTBA

annens 4G c puckom Tpombo3a B BEHO3HOM pycie [125]. CMewanHblii TpoMbO3
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pasBUBACTCA Hallle Npu HaNMuMK nonMMopdusmor G1691A B reme FS (p=0,005),
Leu33Pro B rene ITGB3 (p=0,04), C677T & rene MTHFR (p=0,05).

Tlpu nposenennn xoppensumonnoro ananu3a CnupMeHa Obna BeIABiIEHA
npAMast 3aBHCHMOCTb MeXy HanndneM MOMUMOpGH3MOB B reHe Mja3MHHOreHa
pasBHTHEM KaK apTepHaNbHBIX, TaK M BEHO3HBIX M CMeLIAHHBIX Tpombo30B (r =
0,313;r=0, 339;r =0, 247).

[onumopdusmel B rene TPOMOOUMTAPHBIX PELENTOPOB MOIYT NPUBOAUTE K
CMEWAHHLIM Tpom6o3aM. [lpu Hanuumm MONUMOP(HBIX BapMaHTOB B TeHax
}ONATHOrO UMKNA MOBBILAETCS PHCK Pa3BHTHA TpOMOO30B CMEUIAaHHOrO THIA.

Hanuume nomumopgusma 677C> T B rene MTHFR B coueTanHu c
THIIEPTOMOUHMCTENHEMHEH  ABNISETCS BAXHBIM  IIPOTHOCTHYECKHM  (aKTOPOM
PasBUTHA KapAMOBACKYJSAPHBIX OCNOXHeHMH. Hannume naHHbIX mojaumop¢dH3MoB
CBs3aHO C PHCKOM Da3BHTHs HE TOJNbKO MHCYJbTa H MH(apKTa MHOKapAa, HO M C
M3MEHEHHEM YPOBHS apTepuanbHOro AaBieHus [112, 154, 179, 197, 289, 399]. Ilpu
obcnenosanuu aeteit ¢ MIIC Gbina ycTaHoB/eHa CBA3b ¢ Pa3BUTHEM CMELLAHHOTO
TpoMmbo3a (r = 0,231).

Msl npoBenn pacueT puUcka TPOMOOTHYECKHX OCJIOXHEHMH C IOMOUIBIO
OuHapHOH Joructuyeckodt perpeccud y 6onbHbix ¢ MIIC. Hamu yyuTeiBanuch
TaKM€ KPHUTEPUH KaK: KaTeTepH3alMs MNepHdepHdYeCKUX BeH, IJIUTeNbHas
UMMOOHIM3allMs MaLlHEHTOB U HAJIMUHSA B aHAMHe3€ XUPYPruyecKoH onepauuH.

Bbu10 BBISBJIEHO, YTO NPH HANTMYUH NOJIMMOP(HU3IMOB B IeHax MJa3sMHHOIeHa
B COYETAHHM C KaTeTepusalueil mepudepHyeckHx BeH Gosee yeM B 70% cnyuvaes
MOXXET pa3BHUBAThCs BEHO3HbIA TpOoMOO03. B ciyyae NpHCOeANHEHUS K 3TOMY TaKoro
thakTOopa pHCcKa KaK XMpypruueckas onepauus, BepoOsTHOCTb TpPOMO03a BO3pacTaer B
HECKOJILKO Pa3 U MOXeT cocTaBUTh 87%.

CMeluaHHbIA THI TpoMOO3a (apTepHanbHbIA M BEHO3HbIH) Yalle pa3BUBaeTCs
npu Hanuuumu nonumoppusma Leu33Pro B rene TPOMOOLIMTApHBIX PELENTOPOB
ITGB3 u uMerolwxcs y naudeHTa (pakTopoB pHUCKa, TaKUX Kak MMMOOHIIM3aLHA U

Hanuyue nepn(j)epnqecxoro KaTeTepa. BCPO}]THOCTL pa3BHTHA Tp0M603a B JaHHOM
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Jay4ae MOXeT ¢ 0
cay OCTaBHTh 95%. Cnenyer OTMETHTb, YTO XHpYpruyeckas olepaLus

TaKXX€ YBEJIHUHUBaAET PHCK pa3BuTUs TpOM603a.

I/IHTepeceH ¢)aKT, YTO MBI HE€ BBIABUIIH 3aBHCHUMOCTb pHCKa Pa3BUTHA

TpoMb03a oT THna MIIC, To ecTb ocnoxHeHns B BuJe TPoMOO3a MOTyT pa3BHBaThCs
npu mobom tune MIIC npu Hanuuuu ONpeAeneHHbIX GakTOpOB pucKa.

HccnenoBanue Hapyuenuit cucteMbl remocrasa, B 0cobeHHoCcTH (hakTopoB
HACJIEICTBEHHOHN NMpPEApAcnojIOXEHHOCTH SBlSeTCs NEePCNEeKTHBHLIM HalpaBleHHeM
Ans NajibHEHIIEro U3yueHHs He TONIbKO Y MaLHEHTOB C MYKOMoJ1caxapuao3aMH, HO
H TIpH NpyTUX HacNEeNCTBEHHBIX 3a00/IeBaHHAX, COMPOBOXAAOLIUMHUCS TKEIBIMU
BPOXIACHHRIMH  NOPOKaMH pa3BUTHsA, B CBA3M C YacTbIMH OINEpPaTHBHLIMH
BMELIATENbCTBAMH, KaTepHU3auHen nepupepuyecKkux BeH, MMMOOHIH3aLHEH.

Bricokas  pacnpoctpanennocts  JIOP-natonoruu M pECIUPaTOPHbBIX
HapyumeHui y nauvenToB ¢ MIIC, creneHs MX TSKECTH M NpOsBJIEHHH B nebroTe
3a00J1eBaHHs [0Ka3bIBAlOT Ype3BbIYAHHYI0 Ba)KHOCTb CBOEBPEMEHHOH OLIEHKH H
nocjaeayrmero HabnroaeHus 3a AaHHBIMU HapyILIeHUIMH.

CuHapoM 06CTPYKTHBHOTO amHO3 BO CHE JOCTAaTOYHO YacTo HabGIIoAarTCs y
nanMeHToB ¢ pasnuuHbiIMM  THnami  MIIC. Ilo Mepe nporpeccHpoBaHMA
3aboyieBaHHS AblXaTelbHble HAapYIIEeHHs! CTAHOBATCS OoJiee BbIpaXKEHHBIMH.

B uccnenosanue 6bu1 BktoyeH 51 pebeHok ot 1,5 no 17 net (9 neBoyex u 42
MalbyuKa), M3 HHUX 15 perelt - mo 3-x netHero Bo3pacTta. llenbro Hamlero
HccnefoBaHus Oblio onpedeneHue pacnpocTpaHeHHOCTH COAC W nuHaMHKH
W3MEHEHHH ero TeyeHHss B 3aBHCUMOCTH OT TSDKECTH INOpaXeHHSA pa3IMYHbIX
OpraHoB Y €Tei ¢ MyKOIl0jlHCaxapHa030M.

B COOTBETCTBHM C TMOJYYEHHBIMM OAHHBIMHM, CHHAPOM OOCTPYKTHBHOIO
anHod Bo cHe (MAT >1,5) anarHocTHpoBaH B 65 % cily4yaes: JIETKOH CTENEHH (UAT
1,5-5) - y 14 nmaunentoB (27%), cpenHed TDKeCTH (UAT 5-10) — y 3-x (6%),
taxensiii (MAI>10) — y 15 (29%). Cpennnit nokasarenb HUATI' y nauneHToB ot 1
roga mo 3-x jet coctasua 8,93+4,34 (0-63) /uac, B 4-7 net - 15,03+4,98 (0,4-54)
/yac, crapwe 7 neT - 17,49+598 (0-94) /yac. Kaxaplii BTOpoH pebeHOK ¢

CHHApPOMOM XaHTepa MMeJ HapylI€HHA AbIXaHHA BO CHE.
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Yx
yaenue tewenus COAC ¢ BospactoM cBszano ¢ NporpeccHpoBaHHEM

KIMHWHACCKON KapTHHEI 3abonesanns. Cpenu Beex nammentos ¢ MIIC COAC He

Ob11 BBIABNEH y 40% meTeit oT 1 10 3 ner u Y 28% OonbHbIX cTapmie 7 Jer.
OTMeuYeHO noBblleHHe 4Yactotsl COAC c BO3pacToM: y 26% - B BO3pacTHOM
ananasone 1-3 rona, y 38% - B 4-7 niet, u y 44% - nocsie 7 yer. Cpenu 60MbHBIX ¢
cunapomoM Xanrtepa COAC orcyTcrBoBan y 66,6% neteit B Bospacte o1 1 no 3
JNIeT, B 3TOH BO3pacTHOH Ipymnme He 3aMKCHPOBAaHO 3HAYMTENLHOrO MOBLILIECHHS
WUAT. B Bo3pacTHo#l rpynne nereit ot 4 net u crapuie COAC otcyrctBoBan y 42%
MaUHEeHTOB, 33% HMeNn TAKENYI0 CTeeHb HapywieHHs nblxaHus. WHpekc
AecaTypauuu B 1-3 roma B cpenHeM cocTaBun 9,86+5,49, B 4-7 net - 29,85+11,63 u
crapuwie 7 ger - 25,14+8,17. VuuTeiBas yxynieHue mokasaTeneil ¢ BO3pacToM,
anarHocTHka COAC ocTaeTcs BaKHO# s NalMeHTOB. ITosToMy uenecoobpasno
€XEroAHOE NPOBEACHHE OLIEHKH PECIIHPATOPHOM QYHKIIMH, B TOM YHCJIE BO CHE.

Ananusuposanmu ypouu WAL, UJl u SpO2 y nauueHTOB C Jerkoi,
cpeaHeTsaxenod M Taxenon ¢opmamu MIIC. Tlpu cpenHeTs™enoM H TAXKENOM
TEYEHUH Oose3HH mnpeobnaganu nauventsl, uMmetome COAC (61,5 u 68 %
COOTBETCTBEHHO), M3 HHMX 34% geTed MMeNd BblpaXKeHHble MNPOSABJICHHS
0O6CTpyKTHBHOrO anHo3 BO cHe. [lauueHTsl co cpeaHetspkenoi ¢opmoit MIIC
AOCTOBepHO yaule umeny Hapyuenue M1 (p=0,02). Ilpu CpeIHETSKEIOM 1%
TAXKEOM TeyeHHH Oone3nu Gonee 65 % nmereit umenn COAC, u3 Hux 34% umenu
BbIp@)XXEHHbIE AbiXaTelbHble HapylleHHsa. LymHoe npixaHHe ObLIO BhISBIEHO y 28
(55%) nerein ¢ MIIC u3 51, NMpeHMyLIECTBEHHO 3TO OLUIM AETH C TsDKEJbIM
TeyeHHeM 3aboseBaHHA.

PecniupatopHble HapylleHHA ABJIAIOTCA OCHOBHOI NpUYHHOM
OBCTPYKTHBHOrO amHO? BO CHE M BCTPEYalOTCA B Pa3IMYHON  CTENEHH
BelpakeHHocTH npH Bcex tunax MIIC. IlaumnenTtsl c runepTpodHen aacHOMIOB
HMeNH JOCTOBEpHO OoJyiee BHICOKHE 3HAYCHHS HUAD' (p=0,004) mo cpaBHEHHIO
GonbHbIX MIIC 6e3 runepTpoduu MHHAanMH. B oToMH xe rpynne y 77% GomnbHbIX
(p=0,038) 6bin BoisBieH COAC. BbiABNeHbl BbICOKME MOKa3aTeNH NJ1 32,08+7,65

(0,5-98) (p=0,011) n cHWXEHHE caTypauHWH Y TMaUHEHTOB ¢ runeptpodueit



247

aficHOMA0B (p=0,008). V 28 nanmenrtop c CMHAPOMOM XaHTepa, HMEIOLIHX

FUMEPTPOOHI0 MHHAanuH 2-3 CTCTNICHH, OTMeYaloch JOCTOBEPHOE CHUXKEHHE

CaTypauvu MO CPaBHEHHIO C NaLUMEHTaMu 6e3 MaToNoruy BEPXHUX ObIXATeNbHBIX
nyteit (p=0,041). Konnanc BEPXHHX INbIXaTeNbHBIX MyTell Ha ypoBHE IJIOTKH M
FCpTaHu N0 NPHYHUHE alCHOUAHOM OBCTPYKLMHM MOXKHO JIeHTh TpH MOMOLUH afIeHO
- W/HIH TOH3UUISKTOMMUH.,

Maxkpornoccus Habnoaanace, NpeumymecTBeHHo, y nauwedtos MIIC 1, 11,
VI tunos (63%). CpasHenue CpeaHux noka3zateneii MAIT BbISBHJIO BIHSHHE
MaKpOTJIOCHHM Ha CTEMNEHb BBIPAXEHHOCTH PAacCTPOHCTB ABIXaHHSA BO BpeMs cHa. Y
69 % mnauuentoB (22 u3 32) naGmonanoch nosbimenne UAT . Tsbxenvle ¢opMbl
COAC nuarnoctHpoBansl y 41 % naumeHToB (13 n3 32) ¢ makpornoccueit uy 16 %
GoabHbIX (3 u3 19) 6e3 yBenuueHus s3blka. BbIsSBIIeHbI JOCTOBEPHO BBICOKHE
undpet VIAT y GonbHbIX ¢ Makpornoccueii - 16,78+4,04. Cpenu 3THX mauuveHTOB
3HaY€HME HMHAEKCAa alHO3/TUNONMHO3 cocTaBuno 16,78+4,04 (0,4-94), wuro
CTaTUCTHYECKH NOCTOBEpHO Bbile (p=0,05), yem y neteit Ge3 yBenuueHHus s3bIKa.
COAC BbisBren y 37,5% pereii 6e3 yBenuueHus ssbika My 54,5% c
Makporinoccueii. bbuin onpeneneHsl cpenHue 3Hayenus SpO2, UJI B kaxmoit
rpynne: 96,87+0,42 % u 12,49+7,34/4ac, 95,62+0,81% u 27,68+6,71 uac (c/6e3
MaKpOTJIOCCHH COOTBETCTBEHHO).

AHOMaNIUsl DPa3BUTHA HWXXHMX [JbIXaTeNbHbIX NyTel Takxe NPHUBOOMT K
3HAYUTENIbHBIM PAacCTPONCTBAM ABIXaHHA M K YXYALIEHHIO COCTOSHMS NMallHEHTOB.
Hamu 6b1n mpoBeneH aHanus cpeanux nokxasatened MAIL, SpO2, U]l y nereit ¢
Pa3NiMyHBIM TOpaxeHHeM TpaxeobpoHxuanpHoro gaepepa. Ilpu onpenenenun
cpenHux mnokasareneit SpO2, UM y neteit ¢ MaTosorued HMXHUX ObIXaTeJIbHBIX
nyTeit u 6e3, BbIBJIEHA JOCTOBEpPHAs pa3sHMUA MEXAY 3TUMH rpynnamu. Cpeanui
nokasatens SpO2 y 11 GonbHbix ¢ MIIC ¢ AbIxaTeNbHBIMH HapyllEHHUsAMH Obli
noctosepHo Huxe (SpO2 = 93,06+1,88) (73,5-98,5), yeM y neteit Ge3 HapylueHHS
abixanus (96,79+0,26) (91,7-99,2) (p =0,002).

Ha ¢yHKuHMIO JIerkHX MOXeT TOBIHATh HU3KHH POCT, XapaKTepHBIH Ii

NaHHOM rpyNNbl NaLKeHTOB. Y AeTeil ¢ BBIPaKEHHOM HU3KOPOCIOCTHIO (Hanpumep,
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M CHH —
np Apome Maporo—Jlamu), ynyqlueHHe mnokasaTenel cnuporpadud YacTo

CBA3AHO C YBEIMYEHHEM pOCTa MalMeHTa [157]. Yacto y maumentoB ¢ MIIC

BCTPEYACTCA KHPOoCKonno3 u nedopmanus TPYAHOH KIJIETKH, YTO TOXeE NPUBOAMT K
CHHXCHHIO BEHTHIIALLIMOHHOHN CIIOCOOHOCTH JIeTKHX.,

W3 51 pebeHka ¢ kocTHOH maTonorueii y 32 (73%) COAC 6bu1 TsKEN0r0
TEYEHHUH, 4YTO Oe3ycCiIoBHO BbIINE, 4eM ¢ mererd ¢ MIIC ¢ HopManbHBIM CTPOE€HHEM
IrPYAHOH KIETKH U 6e3 Hapylienusa ocanku (p=0,028). Y nauueHTOB O0TMeuanock
CHH)XCHHUE CaTypaluH u yBenuueHue UAT.

Ilpu cungpome XaHTepa Takke BBISIBIEHO CHMKeHUE ypoBHa SpO2 y
nauuenToB ¢ PK III - 94,03+1,97 (90,1-96) no CPaBHEHHIO C MAUUEHTaMHU C MEPBBIM
OK - 97,26+0,41 (91,7-99,2) (p=0,017). Cpennue 3Hauenuss UJ| noctosepHo He
OTIMYAMCk B 3THX TpYNnax, XOTd cpeaHHe nokasatend WJ[ 6uiau Bbiwe y
nauuentos ¢ @K II 18,47+9,65 (0,5-58) m ®K III 19,33+16,37 (1-52) mno
CPaBHEHHIO C MallHeHTaMH ¢ nepBbuIM kiaccom OK 3,25+1,13 (0,5-14,8).

B pesynbTaTe mnpoBeneHHOrO MCCIENOBaHMA HaMM Oblla TNOKa3aHa
B3aMMOCBA3b H BJIHSHHE CHHAPOMa OOCTPYKTHBHOTO allHO3 BO CHE Ha BO3MOXHOCTh
PasBUTHA TKENBIX OCIOXHEHHWH CO CTOPOHBI [BIXAaTeNIbHOH M  CepleydHo-
COCYAUCTOH CHCTEMBI y MAUMEHTOB C pa3nu4HbIMU THamMu MIIC.

COAC, xak W gpyras pecnuparopHas NaTOJIOTHA He BCeraa BbISBIACTCH
BOBpeMs, TaK KaK MalHeHTbl Malo ABUTalOTCA, M AbIXaTeslbHas OUCQYHKLHUSA He
BCErAa KOppeNupyeT ¢ KJIMHHYECKHMH NpOSBIEHHAMH. JlpIXaTeNbHble HapyLIEHHs
MOT'YT OCTaBaTbCS HE€3aME4YeHHbIMH B TeY€HHWE MHOTHX JieT. OleHKa JIEroYHOM
dyHkuuu y GonbHbix ¢ MIIC ocTaeTcs BaXXHOH 3afaued B CBSI3U CO CIIOXKHOCTBIO
3a60JIeBaHUA M OTCYTCTBHEM JAHHBIX O PECTIHPATOPHOH AMCQYHKLUMH y NALMEHTOB.
JlnutenpHble HabMoOAeHUs MOTYT ObITh TOJE3Hbl U1 MOHHTOPHHTa AWHAMMKH
pecnupaTopHbIX 3aboeBaHUi y OTAENBHOIO MalUMeHTa. [ToaToMy pekoMeHIOBaHO
NpoBeieHHe OLEHKH JIETOYHOH QYHKLMH NPH NOCTAHOBKE AHArHo3a M KaxAble 6-12
MecsLa - B AanbHeiiem [305, 354, 385].

Y4uThIBas BHICOKYIO paclpoCTPaHEHHOCTh HapyLIeHHH [bIXaHHA BO CHE NpH

MIIC, nonucomHorpadgus HOMKHA BBINOJNHATLCA Yy BCEX TMaLUHEHTOB Tocie
bl
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TaH
YCTaHOBJIEHUSt AuarHosa. Mccienosanus MOTYT ObITb NpOBeNeHbl Ha OCHOBAHHH

HaJIHYHA  Xpana, TIOBBIICHHOH COHNMBOCTH B JHEBHOE BpeMs, pa3BUTHA

ABIXaTCJIbHOM HENOCTAaTOUHOCTH U yMeHbieHus XKEJ] [53, 145, 190, 389].

CBoeBpeMeHHOe BbIsBNEeHHE PECNHMpaTOpHbIX NMpoOJieM M WX JieyeHHe Ha
PaHHEM 3Tane ABIAETCA BaXHBIM (AKTOPOM [/ XOPOIUEro MCXOHA JICYEHHS.
Haubonee BaxxHBIMU cuMnTOMamMu nis CBOEBPEMEHHOMN OLIEHKH ABJIAIOTCA: OABIIIKA
W €€ NPOrpeCCHpOBaHHe, CHHXKEHHE QU3MYECKOH aKTMBHOCTH M /MIM yXyAlIeHHE
NEPEHOCHMOCTH QU3MUYECKUX Harpy30K, TaXMKApAHs, LUaHO3.

Ilpn HapyuwleHMM AbIXaHus BO CHe HeoBXOAMMO NPOBECTH KOPPEKLHIO
COCTOSHMA MAaUHEHTA. YJaleHHe YBENHYEHHBIX AJCHOHWAOB W MHUHIOAIHH MOXET
YMEHBUINTbL OOCTPYKUMIO BEPXHMX AbIXaTebHBIX MyTeil. BO3MOXHO MpHMeHeHHe
NIOCTOSIHHOTO MOJIOXHTENLHOTO AaBjieHUs B AbIxaTenbHbIX NMyTax (CPAP) [S1, 145,
305, 354]. BcnomorarenbHas BEHTHIALMS JA€T BO3MOXHOCTb OTAOXHYThb
AbIXaTeJIbHBIM MbIUIIAM M YJy4llaeT KaueCTBO CHA, YMEHbIIAeT OABILIKY H
NPHBOAMT K HOPMalM3alUUM JHEBHOM KOHLEHTpallMM ra3oB KpoBH. TpaxeocToMHs
NPOBOAUTCS B TOM Cllyyae, €C/ii BhlLUenepeyrcieHHas Tepanus HeaddekTHBHA, HIH
UMEET MECTO TpaxeoMasilUs W OOCTPYKLHUS BEpXHHX AbIXaTeNbHbIX NMyTeH BO
BpeMs 6oxpcTBoBaHus [264, 385].

HeobxonumMo npoBefeHue IOAAEPXHBalOled Tepanuud  pa3IH4HBIMH
MEeTOJaMM I COXPaHEHHS ONTHMAILHOTO (YHKUMOHAIBHOrO coCTosiHusA. Bce
NauyeHThl AOJKHBI PETYIAPHO BAKUIMHHPOBATLCS, B TOM YUCJIE NONIy4aTh NPHBHBKH
OT MHEBMOTPONHbIX HH(QEKUHi: NHEBMOKOKKOBOH HHGEKUHH, BO3OynHTENeH
rpunna, hib u T.1.

B nacTosliee BpeMs B MTEPAType NPaKTHYECKU HE BCTPEYAOTCs paboThl Mo
OleHKe TSHKECTH M pacyeTy MPOrHo3a Te4eHHus 3a0oneBaHHH U3 rpYNMbl MIIC. Mb1
NpoaHaJu3UpOBaNH 00CNe0BaHHYI0 HaMH BLIOOPKY MallMeHTOB W BBbISBHJIH, UTO
Hapbosee YAacTo K TOKENbIM, >XU3HEYIPOXAIOIIHMM OCIOXHEHHAM TMpPHBOIMT
COYeTaHHOEe TNOpaXeHHe CepIeYHO-COCYIMCTOH, AbIXaTeJbHOH H LEHTpalbHOH
HEpBHOM CHCTEM. B oTOOpaHbl KIMHHYECKHE TPOSBIEHHA, KOTOpbIE

NpeACTaBIsAAN HauboMbLIyO ONAacHOCTL AN nauveHTa ¥ NpUBOAWJIN K pa3sBHUTHIO
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TAXKEIBIX  OCNIOXHEHHA Yy 0GCNef0BaHHBIX GONBHLIX C Pa3/IMYHBIMH THNAMH
MYKONoncaxapunosoB. Co CTOPOHBI  ABIXATENLHON  CHCTEMbI YUHUTHIBAIH
COYETAHHOE TMOPAXCHHUS BEPXHUX W HWKHMX IbIXaTelbHbIX nyTeH, MOBTOPHbIE
OpPOHXMUTHI, NHEBMOHHM B aHaMHese, Hanuyue anHo3. [latonorus cepraeyHo-
COCYAMCTOH CHCTeMBI Oblila NpeacTaBieHa HapylieHHeM pHUTMa ceplla, aToJoruei
KJIallaHHOTO  annapata cepaua, JIAI, KMII. HauGonee w9acThiM CHMITOMOM
nopaxenns LHC npu MIIC sBnsercs HapylweHHe KOMHHTHBHBIX GyHKuni.
Paznnunplii no crenenu BBIPDXEHHOCTH MHTEJJIEKTYalbHbIR AePUUUT Obit
AHAarHOCTHPOBaH C MOMOWIBIO HEHPONCHXONOrHYecKoro obcnenoBanus y 67%
nauneHToB. ONHaKO, 3TO CUMIITOM He NMPUBOIMT K Pa3BUTHIO >XH3HEYTPOXKAOLIMX
COCTOSIHHH.

Kinnuyeckas kapTMHa ueliHON MHeNONaTHH, BO3HHMKAIOLIEH BCIIEACTBHE
CAaBJIEHHs LIEHHOro OTAeNla CIMHHOrO MO3ra YTOJIIEHHOM TBEpPAOH MO3TOBOI
000/I04KOH HIIH HECTAOUIBHOCTH aTJIaHTOAKCHANILHOIO CyCTaBa, Oblla BHIABICHA Y
21 (18 %) pebenka. PasBuBaiolascs BCieNCTBHE 3TOrO KOMIPECCHS CIIMHHOTO
MO3ra, CHacTHYeCKHHl TeTpanape3 BIMSIM Ha KauyeCTBO XXM3HM H OTATOLIANH
NpOTHO3 TeyeHHs 3aboneBaHMs MauMeHTa. CHUMMTOMaTHuyeckas 3MUieNncus Oblna
aMarHoctHpoBaHa y 17 (14,5%) nauMeHTOB ¢ TSKENbIM M CPEIHETSHKENbIM
TeyeHneM 3aboJsieBaHHs. Y MALMEHTOB C JIETKMM TeueHHeM 3aboneBaHHsA OHa He
BCTpeyanuch. KapnanbHelil TYHHeNbHbIA CHHAPOM Ob1n BhIsBiIEH y 30 (26%) nerei.
W3-3a HHTENIEKTYalIbHOrO Ae(HLMTA MalHeHThl YacToO He XalyloTcs Ha OoseBble
OLIYILLEHHS, YTO CYLIECTBEHHO 3aTPY/AHAET AMarHOCTHKY JAHHOM nartojoruu. Takum
06pa3oM, THKECTb KIMHHYECKOH CHMNTOMATHKH OLEHHBalach B 3aBHCHMOCTH OT
BBIDA)KEHHOCTH TNpU3HAaKa M KOJMYeCTBAa NOpaxeHHbIX cucTeM. Kaxaomy
BBIIC/ICHHOMY KJTMHMYECKOMY MPOSBIEHHMIO OBUIN MPHCBOCHBI Oabl: MO CTENEHHU
BLIPAXEHHOCTH HapyleHu#t (1, 2, 3) W HanH4MIO/OTCYTCTBMIO MpH3HAaKa HIH
cumnToMa (1 unu 2).

T1poaHanu3upoBas H3y4eHHbIE TAPAMETPbl, Mbl CO3AJIM HHCTPYMEHT OLICHKH
nposBNeHHit Y  NMAUHEHTOB  C  Pa3jMYHBIMH  THIAMH

KJIMHHUYECKHX

MYKOIOJIHCaxapuao030B, NMpHUBOASILINX K pPa3BHUTHIO YKHM3HEYTpOXaloLHX
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OCJIOXHEHHH, OCHOBaHHBIH Ha GabHOM oueHKe HauboJiee 3HAYUMBIX CHMIITOMOB
3aboneBanua. Oblee KonMuecTBO Ganiop= X+Y+Z, rae X — xonuuecto 6aisos,
HaOpaHHBIX 1O TAXKECTH COCTOSHHS CO CTOpOHBI [bIXaTeNnbHOW CHCTEMBI, Y -
KOJIMYECTBO 0anioB, HabPaHHBIX MO TAKECTH COCTOSHHS CO CTOPOHBI CEepAEYHO-
COCYMMCTOH CHCTEMBI, Z - KONHYeCTBO Ganos, HabpaHHbBIX MO TSHKECTH COCTOSHUSA
co ctopoHbl IIHC. TIlanuentsl, umeiomme MUHHMAILHLIN PHCK BO3HHKHOBEHMS
OCJIOXHEHHH, HAabupaloT MeHee 13 6amioB (Te, KTO He MMeNM HH OLHOTO M3
BBILIETIEPEUHCIICHHBIX NpH3HakoB). Jletn ¢ MIIC, HabuparowMe 14 -26 6annos
(60JIbHBIE, y KOTOPBIX BBbIABIEH XOTS 6bl OIHH NpH3HAK YMEPEHHOH CTeleHH
TSKECTH B ONHOM M3 CHCTEM - 0 HAIMYMA BCEX MPH3HAKOB BO BCEX CHCTEMax B
YMEPEHHOH CTENEeHH BBIPOKEHHOCTH), UMEIOT yMEpeHHbI PHUCK BO3HMKHOBEHHS
OCJIO)KHEHHH M NMalUMeHThbl, HMeIOLHe BHICOKHI PHCK BOSHMKHOBEHHS OCJIOKHEHH
CO CTOpOHBI AbIXaTEeNbHOM, CepAeYHO-cocynucToit cucteMsl u I[THC — umeror 27-34
6aJia (I€TH, y KOTOPHIX BbIABIEH XOTs Obl OfMH NPH3HAK B MAKCUMAJILHOM CTENEHH
TSAXKECTH B OJHOH M3 CHCTEM - 10 HAJIMUUA BCeX NPH3HAKOB B TSHKEJION CTENEHH BO
BceX cHcTeMax). [IpuMeHnB pa3paboTaHHBIH HHCTPYMEHT K COOCTBEHHBIM IpyIam
NauyeHTOB, Mbl NOATBEPIHIIH, YTO OOJBLIHHCTBO NMAaLUEHTOB C TXKEJIOH CTETNEHBIO
3aboneBanus — 45 yenoBek U3 72 (62%), - BXOAUIHN B IpyMNIly BBICOKOrO pHCKa IO
Pa3BUTHIO OCJIO)KHEHHH CO CTOPOHBI IbIXaTeIbHOM, CEpAEYHO-COCY IMCTON CHCTEM H
HHC.

OTaenbHO HEOOXOAHMMO OTMETHTb TpyNmy AeTeH C THKENbIM TEYEHHEM
3a6oneBaHHs, y KOTOPBIX OLleHKa 10 banbHOH cHcTeMe 6blia MeHee 13 6amno. Mx
6eu10 10 yenoBek. IlpakTH4YeCKH y BCEX MAaUHUEHTOB H3 NAHHOH IPYNNbl TAXKECTh
TeyeHHs 3abojieBaHus ObUla 00YCIIOBIEHA MOPAXEHHEM CO CTOPOHbI LEHTPAIbHOH
HEpBHOH CHCTEMBI, a TaKXe COMYTCTBYIOLIMMH NATONOTHAMH (HO He cepaeyHoO-
COCYIMCTOH M JbIXaTelIbHbIX CHCTEM). Y 8 nauHeHTOB TeueHHe 3aboneBaHHe ObLIO
JIerKoii cTeneHH. B QaHHON Tpynie He BbIABIEHO HH OJHOIO MalHEHTa C BbICOKHM
PHCKOM pa3BHTHs XH3HEYropoXarouux OCJIOXKHEHHH.

Jlns  OLEHKM BEWYHHB CBf3M MEXJy CyMMapHbIMH IOKa3aTelsMH

. i % ¥ HUCIOJIb30BaH
HapyLIE€HHH cepnequ-cocynucron, JbIXaTeJIbHOH H HEPBHOH CHCTEM
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PaHroBbli  KOYQOUUMEHT Koppensuun CrnupMena mns rpynn nauueHToB CO
CTENEHBIO TAXECTH. B rpynne nanmentos ¢ MIIC ¢ TSDKEJIOW CTENEeHbIO TEYEHHS
3a00J1€BaHHA OTMEYEHa 3HAYNMMas CBA3b MEXAY HapyuleHWsAMH ObIXaTeJbHOM
CHCTEMBI U CEpAEYHO-COCYIUCTONH CHCTEMBI (p= 0,012) u BbICOKO 3HAUMMas CBS3b
MEXIY NBIXAaTeNTbHOH CHCTEMOH M LIeHTpanbHOM HepBHON CHCTEMOH CEpAeYHO-
COCYHMCTOH CHCTEMOW W LEHTpaNbHOM HepBHO¥ cucTemol (P<0,001). B rpymme
NIALHEHTOB CO CpeaHeTKeNbIM TedeHHeM MIIC oTMeueHa 3HaYMMas CBS3b TOJBKO
MENIY HapylUCHHAMH NbIXaTeNbHOH M CeplevHO-COoCyaucTol cucTeM (p<0,05).
[losToMy Heo6xonmMMa KOMIJEKCHas OlEHKAa COCTOSHHS pebenka u mnoabopa
HeOOXONMMOH TepamHuM B CBA3M C BBbICOKHM PHCKOM YyXYZOIIEHHUS COCTOSHMS.
KoMb1uHMpOBaHHOe nopaxeHHe CepreYHO-COCYRMCTON M IbIXaTebHOM CHCTEM,
NpHUBOASILUEE K TAXKEIOMY TE4YeHUIO 3aboJieBaHHsl, HE 3aBUCUT OT THINaA
MYKOIIOJIMCaxapuao3a.

MbI u3yyunM 4acTOTy J€TanbHOrO HMCXOJa y TNalMEHTOB C pa3iMUHBIMH
tinaMd  MIIC, B 3aBUCUMOCTH OT MJIMTENLHOCTH 3ab0JeBaHMs, C MOMEHTa
NOCTaHOBKH AMarHosa. [Ins atoro Obln MCMONB30BaH aHaIM3 BBLDKMBAEMOCTH C
npuMeHenueM Merona Kannana-Maiiepa. 57% neTanbHbBIX MCXOAOB CpeRu
NalMeHTOB C MYKOIOJIHcaXapHao3aMHu 6e3 pasfiesieHHs Ha TUIbl perHCTPHPOBAOCh
B Bo3pacrte 1-15 net. Hanbonbiuee KoJHMYECTBO JIETANbHBIX HCXOAOM IIPOMCXOIHUIIO
y MalHEHTOB C TAXKENbIM TeueHueM 3aboneBanus, PK 2, OK 3, HezaBHCHUMO OT TuNa
MyKomnonucaxapuposa. CneayeT OTMETHTb, YTO BpeMs AOXHTHs mnpu PK 3
CTaTHCTHYECKH 3HauuMO Huxe, yeM npu O®K 1 u OK 2 (p<0,05). Cpeau nauueHToB
C JIerKMM TeueHHeM 3abo0JeBaHHsA JE€TAIbHBIX MCXOAOB 3a BpeMs HabNIONEHMA HE
OTMEUYeHO, BbDKMBaeMOCTb coctaBuna 100%. ¥V nauuentoB ¢ ®K 2 npoucxomut
N1aBHOE CHH)XXEHHE KPHUBOH [OXHTHA K BO3pacTy 15 ner, y mereii ¢ ®K 3,
HalpOTUB, MPOHCXOAUT Pe3K0oe CHUKEHHE KpUBOH J0XXHTHUSA, HauHHasA ¢ Bo3pacTa 10
JIeT ¥ 3aKkaH4yMBas 14 rogamMH. DTO CBA3aHO C HEYKJIOHHBIM YXYALICHHEM COCTOAHHA

310pOBbs MallHEHTOB, HMMEIOUHUX THKEIYIO ¢dopmy 3abosneBaHHs, KOTOpas, B

nepBylo ouepenb, l'lpOﬂBJ'lﬂETCH TSOKEJIbIM  [TOPAXXECHHEM Cep}leqHO-COC}/HHCTOﬁ

CHCTEMBbI B COYETAHHHU C NTOpaXKEHHEM L{HC u apixaTeNbHOH CHCTEMBI.
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Tlpu Tsxenoit crenenn MIIC neranshocts Bblllle, YeM INpH JIerkod u
CPEMHEH, OLIHAKO 3TH Pa3HYHASA He HMEIOT CTATHCTUYECKOH 3HAUNMOCTH (p>0,05).

Cpenu nauuenros, He nony4asBiinx O3T, BuisgBIeHb! 2 NeTalbHBIX HCXOAA B
BO3pacTe 9 JIeT, 4TO MpPHBENO K pesKoMy cramy Ha KpHBbIE JOXHTHA oT 100%
A0XHTUS 1o 78%. Ilpu Hanuuuu TEpanMu Mbl BHAMM TOCTENEeHHBbIH Ccrnaj
BbDKHBAEMOCTH. He BbIABNEHO CTaTMCTHYECKH 3HAYMMOrO BIMSHHS O3T
OTHOCHTENIBHO BBIXXKMBAeMOCTH MNallMEHTOB (p>0,05), uto BeposTHee Bcero
oObsAcHseTca TeM, 4yto ®3T 6bINa pa3paboTaHa OOCTaTOYHO HENAaBHO U eé
HHHUHAUKA Y 6OJbIIER YaCTH NauMEHTOB POMCXOAUNA B BO3pacTe cTapuie 5-7 JeT.

PaHHee BhIsBNEHMe nauuenTOB C pasnuyHbiMu THNamMu MIIC, kommekcHoe
obcnenoBanue u uHuuMauns ©O3T B nepBhle rombl JKM3HH TIOMOXET H3GEXaTh
Pa3BHUTHSA TAXKENBIX OCIIOXXHEHHH 3ab0neBaHUi NaHHOM IPYMNMbI, H COOTBETCTBEHHO,
NPUBEAET K CHHXEHHIO YHCJIa JIETAIbHBIX HCXONOB H YBeJIHYeHHE BLDKMBAEMOCTH
nanrenTos ¢ MIIC.

Mykononucaxapuaossl  OTHOCATCS K Tpynme  NporpecCHpyHOLIMX
3aboneBanuii. CooTBeTCTBEHHO, NpH OTCYTcTBHH ®3T WiIM ee nosmHeMm Hauale,
Koraa pebeHok Yyxe wuMeeT Tsxenoe nopaxende I[HC, kocTHO-CycTaBHOM,
JbIXaTeIbHOW W CepAe4yHO-COCYJUCTONM CHCTEMBl, COCTOsHHe pebeHka Oyner
HEYKJIOHHO YXYALIaThCsl, TPUBOAS K Pa3BUTHIO TSHKEIbIX OCIOKHEHUH [241].

O6bekTHBHas H MHOro¢gaKkTopHas OUEHKa COCTOSIHUA MalHeHTa NMOMOXET He
TOJILKO OMpEAeNUTh ONTHMAJIbHYIO TaKTHKY €T0 BEE€HHs, HO M HalTH B3aUMOCBA3b
MEXIY CTENeHbIO TSXKECTH COCTOAHHS MallHeHTa C BEPOSTHOCTBIO BbDKHBAHHUS.

Pazpa6oTaHHbIi HaMH airOPUTM BbISBJIEHHS M JHAarHOCTHKH ¢$akTOpOB,
CMOCOOCTBYIOLIMX — Pa3sBHUTHIO  TKEIbIX, KH3HEYTPOXAIOUIHX COCTOSIHMH Y
nauvento ¢ MIIC naeT BO3MOXHOCTb OBICTPO H TOYHO OLEHHUTb COCTOSHHE
NMalMeHTa ¥ ONpeaesUTh ONTHMANIbHYIO TaKTHKY €ro BECHHS.

PaHHsAs OHArHOCTHKAa 6ONe3HH W CBOEBPEMEHHOE Hayajlo CreuHpUHYecKoH
Tepanu¥  MO3BONAIOT  H30exaTh ¢opMHpOBaHHA  MOPOKOB  cepaua H
KapauOoMHOMNaTHH. Yxe pa3paboTaH ¥ BHEAPEH B KIHHHYECKYIO NPaKTHKY Npenapart

anocyibarasa anb(a, PeKOMOHHAHTHBIH pepMeHT N-aLeTHAranakTo3aMHH-6-
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cynbdatasa, NpuMeHsieMblil s nedenus MIIC IVA tuna (Bumusum). Cosnan
PEKOMOMHAHTHBIN  mpemapar  wyenoBeyeckoii JIU30COMHOM  TIIOKYPOHMAA3bl
(MEPSEVII) ans tepanun MyKkomnofucaxapuaosa VII tuna. [Tpoxoaut nocnemHue
CTalMH pa3paboTkH npenapat LYSOGEN, KOTOpBIA MIaHUpYeTCs NPUMEHSTHL B
Ka4ECTBE TCHOTEpanuK Mykomonucaxapuiosa, IIIA Tuma, Hayato co3faHHe
npenapata ABO-101 ans renorepanuu MIIC IIIB. Yem akTuBHee MAYT pa3paboTku
Mpenaparos A MaTOr€HETHYECKOW TepanMM MyKOMOJMCaxapHa030B, TeM Oolee
BAXHBIM CTAHOBUTCS BONPOC O CO31aHHUH 3((EeKTHBHBIX MPOrpaMM CeleKTHBHOTO
CKPUHMHIa 11 3aboneBanuil naHHON rpynnbl. Ceiyac pa3paGaThiBaOTCS HOBBIE
METOAMKH 114 onpeneneHus I'Al’, nosponsioise MUHMMH3HPOBAaTL BO3MOXHOCTb
JIO)XHO OTPHMLATENbHBIX pe3ysbTaToB. [IoMHMO 3TOro, BaXHbBIM acCneKTOM SBJISETCS
pa3paboTka K/IMHMYECKHX KPHUTEPHEB, N0 KOTOPbIM NaUMEHThl JOMKHBI OBITh
oTOOpaHbl [/ NMPOBEACHHS CENeKTUBHOrO CKpMHMHra. Ha mepBoM romy »H3HH
TaKUMHM KDHTEPUAMH SABIAIOTCS TPBDKH, HYacTble OTHUTbI, OPOHXHTHI, OrpybieHuHe
YepT JKMua, Makporjoccha. Ha BTopoM—TpeTbeM romy >XM3HM — 4acThle OTHTHI,
aleH3KTOMHs, TOH3UJIOIKTOMHS, TPBDKH, ONlepaTHBHbIE BMEIIATENbCTBA 110 ITOBOAY
rpbbKecedyeHus, rpyboBaTble uepThl JHMUA, TYFOMOABMXHOCTb  CyCTaBOB,
ruapoueanbHbli  CHHIPOM, OCOOEHHO MpoTeKaromui 6e3  BBIPKEHHBIX
KITMHUYECKHUX NPOSBICHUH.

TouHas BepuduKauus AMarHo3a B NepBble JBa rOAA XHM3HH, KOraa peOeHOK
MMeeT MHMHMMajbHble KJIMHHYECKHE TpOsBIEHHMsA, W paHHee Havano P3T pact
BO3MOXHOCTb YJYHLIMTh KauyecTBO JKM3HHM pebeHka W €ro cembH, H30exarh
Pa3BUTUS THKENbIX OCIOXHEHHHA U PaHHEH HHBAJIMAM3aLHH.

Kpome  Toro,  NoBbilleHHe  HHQOPMHPOBAHHOCTH Bpauei 0
MyKOMOJIHCaXapH03ax, NOCTeNeHHo NpuBeAET K Oonee paHHeH IMarHoOCTHKe
APYTMX JNM30COMHbIX OOJie3Hell HAKOMIEHUs, B HaCTHOCTH — anbpa- u Gera-

MAHHO3HIOBO30B, CHATHA030B, (YyKO3H1033, MHOXECTBEHHOH cynbhaTHaa3HOM

HeJOCTATOYHOCTH, MyKONHNNH1030B, GonesHn ®apbepa. A MOCKONbKY ANA JICUCHH

yacTH 3THX 3a6oneBaHuil Ha paHHMX cpokax ucnonbsyercs TI'CK, a ans anbda-

MaHHO3Ha03a pa3pa60TaHa (j)epmeHTozameCTmeanaa Tepanus 1npenapaToM
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PEKOMOMHAHTHON anbha-MaHHO3MIA3bI (Lamzede), To BLIABIEeHHE 3aboneBaHUM

AQHHOM  TPYNINBl Ha TMEPBOM TOAYy JKM3HH CTAaHOBHUTCS aKTYalbHbIM H

NEpCNEeKTUBHbIM  HalpaBNeHHEM COBpPEeMEHHONM MeOuLMHbL. [IpodunakThka

pasBUTHS  WHBAIMOM3HUPYIOIIMX OCIOXHEHWH y TalMeHTOB, CTpajarolluuX
NPOrpeCcCHpYIOLIMMH HaCleICTBEHHbIMHU 3a00NeBaHUsIMH U3 TPYMNIMbl JIM30COMHBIX
OonesHeil HaKOMJIEHHS, OMOXET COXPAHUTb XH3Hb M 3M0POBbE JNETeH, KOTOpbIE
NOTOM CTaHYT aKTHUBHbIMH YYaCTHMKaMH coBpeMeHHoro obuectsa [161].

H3syuyeHue  MONeKyNspHO-TeHETMYECKHX  XapaKTEPUCTHK  POCCHHCKHX
NalMEHTOB C JIM30COMHBIMH OOJNIe3HSAMH HaAKOMNJIEHHMs, OCODEHHOCTeHt TeuyeHHus
KJIMHUYECKOH KapTHHBI 3a00JieBaHHs, BO3MOXHOCTEH I1aTOreHeTHU4EeCKOH H
CUMIITOMATHYECKOH Tepanuu MoMOXeT He TOJIbKO OKa3aTh BCECTOPOHHIOK NOMOIIb

NAauuE€HTOB, HO H BbBIBECTH COBpPEMCHHBIC Hay4HBbIE pa3pa60TKn Ha HOBBIA

KayeCTBEHHbIH YPOBEHb.
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3AKJIIIOYEHME

Myxkon
YKONONHUCAXapunossl — rpymna 3aboNeBaHNH,  COMpPOBOXAarOLIAACS

nporpeccnpylomnm TCYEHHEM M, B HCKOTOPBIX Clly4dasgX, paHHUM JE€TajibHbIM
HCXOAOM.

OpueHTHpOBOYHax pacnpocTpaHeHHoOCTh naluveHToB c
MyKOMOJHMCaxapunosos B Poccuiickoii denepaunn coctasnser 1:419 649, uro
yka3blBa€T HA HHU3KYIO BBIABNIsIEMOCTh 3aGoneBaHus. HauGonbluee KOIMYECTBO
NauMeHTOB g o0ClleIoBaHUS U MHHLMauMu tepanin B HMUL] 3nopoBbs metei
Munsapasa Poccun  mocTynmamo w3 Mockssl, MockoBCKoi obnacTy,
Hixeroponckont obnactu, Yysamnu, Bamkoprocrana, BnaguMupckoit obnactu u
KpacHoaapckoro kpas.

Cpennuii BO3pacT MOCTaHOBKHM JMArHO3a JUIA MAlMEHTOB C pa3THYHbIMH
tanamud MIIC no naHHBIM NMpoBeeHHOro HaMK 06Ce 0BaHHs COCTaBMII 3 roaa 10
MecsueB, a qid cuHapoMa Iypnep — 2 roma 6 mMecsmeB. B cBasu ¢
NpOrpecCHpPYIOIIMM Te4YeHHeM 3abonieBaHHA M HanuuueM 3¢¢ekTuBHOH O3T M
TI'CK, koTopsle MpenoTBpaillaloT pa3BUTHe KIHHUYECKOH KapTHHBI 3abojieBaHHs,
HO He MOTyT BO3AEHCTBOBAaTb HAa Y)X€ Ppe3BHBLUMECH TsDKeNble OCHOXHEHHS.
CTaHOBHTCA aKTyaJbHBIM BbIABJIEHHE MAalLMEHTOB C MYKOMNOJHCAaXapHOO3aMH Ha
NepsoM roay H3HH. Jlns paHHell JIMarHOCTMKH MYKOIMNOJIMCaxapHa030B
HeOOXOAMMO MpOBeNEeHHE CENEeKTUBHOrO CKpUHHHIa cpeld AeTed B Bo3pacTe A0
IByX JieT, ofpaliaroliuxcs B CTAaUMOHapbl B CBA3M C 4YacThIMH OTHTamy,
OPOHXHTaMH, PHHOCHHYCHTaMH, DCLMIMBHPYIOWIMMH TpbDxaMH. [Ini oka3aHHS
kayecTBeHHOH M 3(pQPeKTHBHOH MEIULHHCKOM mnomowu pebeHKy HeobxoauM
MYNTbTUAMCUMIJIMHAPHBIA  MOAXOA M COTPYAHHHECTBO Bpauyell  pa3IM4YHBIX
cneuuanpHocTed. ObpaluaeT Ha cebs BHUMaHHEe HU3Kas OCBEJOMJIEHHOCTb BpauyeH
NepBMYHOro 3BE€Ha O JaHHOM rpynne 3ab60jieBaHuH, IulIb B 11% cnyvyaeB AeTH €

HCYJIbTAlHIO K
nogospenneM Ha MIIC 61 OTHpaBeHbl MEAHATPaMM Ha KOHCY 1

TeHEeTHKY.
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Heobxonumo mpo
BO =
P AUTH paGOTy C CEMBIAMH, HMEILIUMU OTATOLIEHHBIN
€HMHBIN 0
CEMEHHBbIM aHaMHe3. Y 30% obcnenoBaHHBIX Hamu MAalWeHTOB, UMEJIUCh OIU3KHe
POACTBCHHHKH, CTpajarollye 4HaJIOrMYHBIM 3a60JIeBaHKeM.

BaxHbiM  acriektom OKasaHus mnomom getsiMm c¢ MIIC  sBasercs

MpEROTBPALUCHHUE PAa3BUTHS TAXENbIX OCIOXHEHHH IaHHOI rpynmnel 3a6oneBaHU.

B pesynbrate nposenenHoi# paGotsl 6sin pa3paboTaH aNropuT™M BBISIBIEHHS H

AMarHOCTHKH taxropos, CnocobeTBYOMX PasBUTHIO TSXKENBIX,
KUSHCYIPOXKAIOIINX COCTOAHMM Y nauuenTos ¢ MIIC, KOTOpbI€ JAIOT BO3MOXHOCTD
OBICTPO M TOYHO OLEHHTb COCTOSIHMe NauMeHTa ¥ ONpeAeNHTh ONTHMAILHYIO
TaKTHUKY €ro BeJcHus.

IlaTonorus CCPACYHO-COCYIUCTOH CHCTEMBI sBAsETCS Haubolee IPO3HBIM
OCJIO)KHEHUEM M Oblna BbIABJIeHA y Bcex geteit ¢ MIIC VI u MIIC I tuna, 89%
nauxeHToB ¢ MIIC 11, 71% neteii ¢ MIIC 111 u y 43% nanmentos ¢ MIIC 1V Tuna.
Kak BHAHO, maTonorus Haubonee yacTo BO3IHMKAIA y nauuentoB ¢ MIIC 1, II, VI
THIIOB BCIIEACTBHE HapylLleHHs kaTabonusma aepMaraHcynboara. CpeaHuii Bo3pact
AHarHOCTHUKH KapAHOBACKYJSAPHEIX HapylleHUH cocTaBui 5,04+0,37ner.

Ilporpeccupyrompe  aHoManMd  KIamaHOB €O CTEHO30M  W/MIH ¢
HEIOCTATOYHOCTBIO ABJAIOTCA MEPBLIM M Hanbosiee YacTHIM CHMIITOMOM IOPaXeHUs
CepAECYHO-COCYAUCTOH CHUCTEMBI Y MALKMEHTOB ¢ pasnuyHbiMu THnamu MIIC. Bonesnn
3aTparuBaeT BCE KJalaHbl cepilia, OAHAKO Haubosee 4acTo BCTpedaeTcs NMOpaKeHHeE
MHTPaJIbHOTO M aopTanbHoro kinanaHa. Ilpy auHamuueckom HabnOAEHMM H3MEHEHHH
Ha KianaHax y 46 nauueHToB ¢ pa3HbIMH THNIaMu MIIC pnocToBepHBIX yXyALUEHHH UK
YNy4lIeHHs COCTOSHHUSA He Habmoaanock. ITopaxceHHe coeAMHUTENBHOU TKAaHU NPH
MIIC npuBoautT K AWIAaTaUMH aAOPTel, B CBA3M CO CHHXKEHMEM 3JIACTHYHOCTH
cocyaucTol creHku. ITatonorus BelisBieHa y 16 % o0cle10BaHHBIX MAaUHEHTOB. DTH
NauueHTsl TpebyloT peryaspHOro M BHHMATENbHOrO HaOMIOAEHUs Kapauonora M

Nevaiero Bpaya, Tak Kak HMelOT BHICOKHI PHCK pa3pblBa M pacc/lauBaHMUs aOpThI.

Kapanomuonarus  (KMII)  Hepeako — BCTpedyaeTcs  NMpH  pa3fMYHBIX
M30cOMHBIX 6Gone3Hsx Hakornenusa. Kaxameiit 5 naumentr ¢ MIIC umeer

nposenenve KMIL. WnduiabTpauus TNHKO3aMMHOTIIMKAaHAMH KapAMOMHOLMTOB
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a sABiA 7
cepaLt €TC4 NPUYHHOH pa3BuTUHg OCJIOXXHEHHH, U COOTBETCTBEHHO pPaHHuX

NETAILHBIX  UCXONO0B. WHdunbTparuphas KapIHOMHONATHSI MOXeET MPHMBECTH K

aHHMM  TIPOSBJIEHUS 3
p P M Hapymenud dynkuuy MHOKapja, [OUHacTOIHYECKOMH

nucQyYHKUMH. Ouenka >Tux Hapymenuii Yy nauuentoB ¢ MIIC 6buna 3aTpyaHeHa u
JMarHOCTHpOBaHa y 17% naumentos. Jlerounag THNIEPTEH3Msl, aCCOLMUPOBaHHas C
MIIC, BhisiBieHa y 7% nauuentos, yame y Reteit ¢ MIIC I u MIIC 1I. Tepssiit

GyHKUMOHAIBHBIA  Kilacc CepICYHOH  HeAOCTATOYHOCTH Hero-Hopxkckoit

Accouraunu Kapauonoros (NYHA) B Moavdukauuy Ross, BhIgBIEH Yy TOJIOBUHBI

naupeHToB ¢  MIIC, ocTaneHele ety menu 2 u 3 OK. Ha done

(hepMEHTO3aMECTHTENLHOH T€panuy MNpH AHMHAMHYECKOM HaOMIOAEHHH COCTOSHHE
CEPACYHO-COCYIMCTOH CHUCTEMBl OCTaBAlOCh CTAaGHIBHBLIM, 33 MCKIIOYEHHeM
NaUHEeHTOB C CHHAPOMOM Mapoto-Jlamu, KoTopsle uaie, uem apyrue OoJbHEIE,
HMEJTH TAXEITYIO NATOJOTHIO CEPAEYHO-COCYAUCTOM CUCTEMBI.

Briepsbie B Poccuu y naumentos ¢ pasnuunbiMuM thnamu MIIC 6bia
npoBeAeHa oueHka ypoBHs NT- proBNP, kak nokasatens TskecTH cepiedHoi
HepoctatouHoctd. Ilpu  ouenke B3auMocBsisu  ypoBHs NT-proBNP ¢
BblpakeHHOCThI0O KMII oTMeueHo, uTO MalMeHTh! ¢ peMOAeNMpOBaHHEM cepila
uMenu GoJiee BICOKHE 3HaUeHHUs nentuaa, yeM 6e3 KMII. Ompenenenve  ypoBHs
NT-proBNP, kak Mapkepa cepaeyHOH HENOCTaTOYHOCTH, HeoOXOAMMO mns
alecKBaTHOM OUEHKU COCTOSIHUA MaleHTa 1 3 deKTHBHOCTH NPOBOAMMON TepanuH.

Bnepsrle B MHPOBOM M OTEYECTBEHHOM NpakTHKe HaMH OBLIO INPOBEAEHO
ofcnenoBaHMe MOKa3aTelle IMIa3MEHHOro M TPOMOOLMTApHOrO 3BEHa CHCTEMBI
CBEPTBHIBAEMOCTH KPOBH M MOJEKyNspHO-TeHeTHYecKas  AMarHOCTHKa
NoAUMOP(U3MOB TE€HOB CHCTEMbl CBEPTHIBAEMOCTH KPOBH Yy TALIMEHTOB C
pa3nnuneiMd Tunamu MIIC. BhisiBieHO, 4TO NpH HalW4YUM MOIAMOP(HU3MOB B
reHax MIa3MHHOreHa B COUETaHMM ¢ KaTeTepH3alled neprdepuyeckHX BeH Oonee
YeM B 70% cilyuaeB MOXeT pa3BMBAaThcs BEHO3HBIA Tpombo3. B ciyuae
NpUCOeqMHEHHs K 3TOMY Takoro (akropa pHCKa Kak XMpypruieckas onepauns,

0,
BEPOATHOCTHL TPOMG03a BO3pacTaeT B HECKOJIBKO pa3 H MOXET COCTaBHTD 87%.
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HUccnenos .
A0BaHUE HapyleHWH CHCTeMp remMocTasa, B 0CO6EHHOCTH (aKTOpoB

JIE %
HaCJICACTBECHHOH npeﬂpacnonomeHHocm, ABIISIETCS nepcreKTHBHBIM

HalpaBlICHUEM JUIS  nanbHeHero u3y4yeHUss He TONBKO y TaUuUeHTOB C
MYKONONIMCaxapuA03aMH, HO M NPH APYTHX HaCJIeICTBEHHBIX 3a60/16BAHMSX.

CHHIPOM 06CTPYKTHBHOTO amHo3 Bo che AOCTaTOYHO YacTO Habniogaercs y

MalMCHTOB  C  pasnuyHbiMM  Tunamu MIIC. Tlo Mepe mporpeccHpoBanus
3a00/1€BaHUs bIXaTelIbHblE HAPYLIEHHs CTAHOBSTCS Goee BBIPAOKEHHBIMH.
Kax b BTOpoH pebeHOk ¢ CHHIPOMOM XaHTepa WMeJl HapyLIEHMs ObIXaHHUSA BO
cHe. Yxynuwenue Teuenus COAC c¢ Bo3pacToM CBS3aHO ¢ NpOrpeccHpoBaHHEM
KIMHHUYECKOH KapTWHbI 3a0oneBaHus. YuuThbIBass CHWXKEHHe TOKasaTenedl c
Bo3pacToM, nuarHoctika COAC ocraercs BaxHOM mns mauueHToB. IlosTomy
Les1ecooOpasHo perynsapHoe MpOBeNeHHE OLEHKH PecTIMpaTOpHON (GYHKIMH, B TOM
4HCIIe BO CHE.

PecnupatopHslie HapyuleHus SABJISAIOTCS OCHOBHOM TIPUYHHOM
0OCTPYKTHBHOIO afHO3 CHa M BCTPEHAlOTCS B Pa3M4HON CTENEHH BBIPAXXEHHOCTH
npu Mykomnoaucaxapunosax I, II u VI tunos. [lpixatensHbie HapyLleHUs MOTYT
0CTaBaThCA He3aMeYeHHBIMHU B TeueHue MHOrMX jeT. OueHKa J1eroyHo! QyHKLHH Y
6onbHBIX ¢ MIIC ocTaeTcs BakHOH 3ajayeil 1 NpoGUIAaKTUKK Pa3BUTHS TAXKEBIX
ocnoxHeHui. ITonxcoMHorpadus NOMKHA BBITONHATHECA Y BCEX MAaUMEHTOB mocie
YCTAHOBJIEHHS JUAarHo3a, a Takxe B AMHAMHKE, C IEPHOJIMYHOCTBIO He MeHee | pasa
B roJ.

[lpu HapyuleHHM AbIXaHMS BO CHe, HEOOXOAMMO MNPOBECTH KOPPEKLHMIO
COCTOSIHMS TAallMeHTa: Yy[ajleHHe YBEJIHYEHHBIX a[eHOMAOB M MHHMANMH, IpH
HeOGXOAUMOCTH - IIpMMEHEHHe IIOCTOSHHOrO IIONIOXKHMTENLHOrO NaBleHHA B
neixatenbHblx myTax (CPAP).

Ba)kHO NMPOBOIUTE MOMAEPKUBAIOLLYIO TEPATIHIO Pa3THIHEIMH METONAMH A1

COXpaHEeHMs ONTHUMANbHOrO QYHKIHOHANLHOTO COCTOAHHA. Bce manueHTs! AOKHBI

PETYNIAPHO BaKUMHUPOBATLCA, B TOM YHCIIE mojy4yaThb NPpUBUBKH oT

[HEBMOKOKKOBOH HH(eKuUMH, BO3OyAHTENEH IpUIna, reMoGuIbHOH MHQEKUUH H

T.1.
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Ans myxononucaxapunosos I, I, 1V, VI u VI Tunos paspaboTaHa

MEHT
dep 03aMECTUTE/bHAd Tepanua. Ha  ocHoBanuu NPOBEICHHOTO  HaMH

HCCIICNOBAHMA  JIOKAa3aHO, 4TO paHee HasHauenne 3T  crnoco6eTByeT

MpeNOTBPALUCHUIO  YXYNUIEHHs  COCTOAHMA  peGeHKa, MpOrpeccHpOBaHHIO
KapAMOBaCKYJIAPHON CUMINTOMAaTHKY, yJy4llaeT KayecTBO JKM3HHM IallMEHTa.
[Tosanee Havano O3T no oTHoumeHHIO K BO3pacTy IOCTAHOBKM [uarHo3a OBIIO
CBA3aHO C SKOHOMHYECKUMH TPYIAHOCTAMM, HH3KOH MHGPOPMHUPOBAHHOCTBIO Bpayei
o BO3MOXHOCTAX 3T, HemoHmMmaHuem poautened. Hanuuue denepansHoro
dunaHcupoBaHus O3T ana MIIC 1, Il u VI THMOB CylIECTBEHHO YNYHIIMT
CHTYaLMIO C ONyYeHWEM Tpenapara Ajs NaluUeHTOB ¢ JaHHBIMH 3200/ BAHUAMH.

Ha ocHoBaHMM npoBeNEHHBIX HAaMH HMCCJIEOBAaHHH, COBMECTHO C KOJUIEraMH
6bIMM  pa3paboTaHbl MeTOAMYECKHe pPeKOMEHJALUMM U YKa3aHHsA MO paHHEH
JIMarHOCTHKE MYKOIIOJIMCaXapHA030B, METOAHYEeCKHE pPEeKOMEHIAlUHH MO pPa3sHbIM
tunam MIIC.

MynbTHUONCUHIUIHHAPHBIN, NEepCOHUPHULMPOBAHHBIA MOAXOA K MalHEHTaM C
peaKHMH 3a00NeBaHMAMM, B HYacTHOCTH, € MYKOMOJIMCaxXapuao3aMd — 3TO
BO3MOXHOCTh OKa3aTh KauyeCTBEHHYIO, BCECTOPOHHIOIO NoMOUlb peGeHKy M ero

CEMbE.
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BBIBOIbI

1. O Hacrtog
pit LIero BpeMeHH uMeer MECTO OTCpoYeHHas AMArHOCTHKA

MYyKOIOIHCaxapuosa B Poccuiickoji $enepauun. Tax, CPEIHMIt BO3pacT MOCTAHOBKH
AMarHosa 1jis NMaluMeHTOB BCeX THUIOR MYyKononucaxapunosa B Poccuu coctasiser
46,61 % 2,99 mec (3 roma 10 MEC), HeCMOTps Ha TO, YTO KaXK[bl# BTOPO# pebeHoK ¢
MIIC Ha nepBoM roay skuzuu YK€ MMEET XapaKTepHble KIIMHUYeCKue NIPOSIBNIEHMUS.
Ilpu 5TOM penxve THUNBI Gonesny AHArHOCTHpYeTCs Mo3xe, yeM Gonee yacTole: MIIC
IV - 65,43+14,64 (5 ner 5 mec), MIIC VI - 60,38 +£10,39 (5 ner), MIIC III - 50,36

+5,95 (4 roma 2 mec.). MIIC Il 8 47,11 £4,34 mec (3 ropa 11 Mec) 1 MIIC I —
30,83+ 6,4 mec (2,5 rona).

2. Brissienne MIIC (nesasucumo or THIIA) 3HAYMTENBHO YNYYIUMJIOCH TOCIE
2008 r: BO3pacT neTell Ha MOMEHT TOCTAHOBKH auarnosza MIIC, poxaeHnsix 1o 2008
r coctaBui 47,45 mec. ans MIIC 1, 56,7 mec — MTIC I1, 65,8 mec.- MIIC I1I, a nocne
2008 r. coorBercTBeHHO 15,6 Mec., 22,2 mec, 37,2 mec (t-kputepuii CThlomeHTa
0,009; 0,011, U kputepun Manna-Yurau U=0,005, U=0,030), yto MoXxeT ObIThH
CICACTBUEM yJyullIeHH HWHQOPMHPOBAHHOCTH MEAMUHHCKMX pabGOTHHMKOB mMocie

NOABJIEHUS GEPMEHTO3aMECTHTENBHON TepanyH.

3. Ilopaxxenus cepaua BbIsBaeHb! y Beex naunentos ¢ MIIC I u MIIC VI tuna, y
89% nauunentos ¢ MIIC II Tina. Pexe xapanHanbHble H3MEHEHHS 3aUKCHPOBAHBI Yy
nerer ¢ MIIC I (71%) u MIIC IV tunos (43%). HauGonee yacto (HE3aBHUCHMO OT
THIA) MOpaXkaeTcs KJIANaHHBIK amnapaT CepAua: YacToTa MOpaKeHHS MUTPAbHOIO
KianaHa cocrtaBuna 73,5%, aopranbHoro — 38%, TpuKycnuaanbHoro — 14%,
neroydoro — 2,6%. Ilpu sToM y 4/5 OGONbHBIX KjanaHHas HEAOCTAaTOYHOCTDb

HIMTATENILHO oCTacTCA KOMHEHCHpOBaHHOﬁ Oe3 BbIPXXCHHbIX  KIIMHHYECKHX

npOHBHCHHﬁ cep,uetmoﬁ HeJOCTAaTOYHOCTH.

4. TaTonorus cepaeyHo-cocyancTol cucTembl y naunentoB ¢ MITC 6bna Takoke
NpencTaBfieHa B BHAe KapAMOMHONATHH (NOCTOBEpHO walle Habmomanach y

nauuentos ¢ MIIC I, MIIC 11 u MIIC VI), neroyHoi runeprensui (y npeteit ¢ MIIC 1
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u MIIC II (p<0,05) u apTepHaNIbHON runepTeHsuu (npeobnanana y Aerent ¢ MIIC VI
(37,5 % cnyuaes) u pexe npu MIIC I (17%) u MIIC 11 (14,5).

>~ Hatpuiiyperueckuii ropmon (NT-proBNP) sBisieTcs paHHUM [0CTOBEPHBIM

MAapKEpOM pPa3sBHTHS XPOHMYECKOM CEepAeYHONH HeNOCTATOYHOCTH y MalUUeHTOB ¢
MIIC, orpaxaromum BEIMYYHY MHOMBUAYaNbHOTO KapAMOBAcKyJAPHOTO PHCKA M
NpOrHo3a TeueHMs 3aboneBaHMA. YCTaHOBNEHA CTATHCTHYECKH JOCTOBEPHas CBA3b
ypoBHs NT-proBNP B kpoBu co crenenblo (YHKUMOHANIBHOTO KJacca XpOHHYECKOH
CepAeYHOH HeNOCTaTOYHOCTH no Ross (= 0,576, p=0,001), pa3BUTHEM

KapauomMuonaruu (r= 0,478, p=0,008).

6. HesaBucumo ot Ttuna MIIC y pereii XapaKTeEpPHO pa3BUTHE HapyIIEeHHUs
ABIXaHHA BO CHE TAXEJIOH CTeneHH (BbIABICHO Y 66% obcnenoBanHbIX aeTeit ). K
TUMOBEHTHIALMK TPUBOAMIM TUNEPTPOQUA MHUHAANMH, aJeHOMAOB, a TaKXe
MaKporioccus ¢ obpasoBaHHeM Ne(GOPMHUPYIOLIMX OYAaroB MOPAXEHUH TIIOTOYHO-
TOPTaHHbIX CTEHOK H MHOXECTBEHHbIE HApyIUEHHs KOCTHOH cucTeMbl (AepopManus
TPYAHOH KieTKH, kuo3, ckonnos). IlauneHTsl ¢ runeprpodueil ajeHOMI0B UMENH
aocroBepHo Gonee Bbicokue (p=0,004) 3HayeHWA WHAEKCA aMHO3-TUIIONHOI
20,23+4,51 (0,4-94) u nupexca aecarypauuu (p=0,011), u B 3Toli xe rpynmne y 77%
6onpHbIX (p=0,038) Ob1 AMarHocTHpoBaH CHMHIAPOM OOCTPYKTMBHOIO afHO3 CHa.
Cpeny maLMeHTOB ¢ MaKpOIJIOCCHEH 3HayeHHe MHAEKCa alHo3/ TUIOMNHO3 COCTAaBHIIO
16,78+4,04 (0,4-94), uto noctoBepHoO Bbiwle (p=0,05), yeM y aeteit 6e3 yBenuueHus
a3bika. OTMeyeHa npsMas 3aBUCHMOCTb CaTypallid KpOBH KHMCJIOPOAOM Yy NETeH ¢
HaJluYHeM AbIXaTelbHbIX paccTpoiicTB (p=0,028). B 3ToH rpymnme mnaudeHTOB

JIOCTOBEPHO yallle BCTPEYanuch CHHAPOM OGCTPYKTHBHOTO anHod CHa (p= 0,014) n

riunokcemus (p=0,002).

7. Tsxects Teuenuss MIIC y nereidl HaxoauTCs B MNpPSAMOH 3aBUCHMOCTH OT
KIMHHYECKHX TPOSIBJIEHHHA CO CTOPOHBI CEPAEHHO-COCYAHCTOH H JBIXaTeNbHOH

CHCTEM. MX COYeTaHMe ke ABAETCS NMPOTHOCTHYECKH Hanbosiee HEONAronpHsTHBIM,
b

NPHBOAALIMM K YXYAUWEHHIO COCTOSHHS pebenka (r=0,370, p<0,05).
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8.  Bmsne
Ha NOCTOBEPHO BbIcOKas wyacToTa BCTPEYAEMOCTH IOJIMMOPGHU3MOB

renos. PLANHI (5G(-675)4G) u FGB (G(-455) A) y naumentoB ¢ MIIC mno
CPaBHCHHIO €O 310POBLIMH [eTbMHU (p<0,017) (p<0,041), a TakKe 3aBUCHUMOCTb
MEXAY TOJMMOPGHBIM BapHaHTOM 5G(-675)4G B rene PLANH1 u BeHO3HBIMH

TpoMbo3amu (p=0,004). YCcTaHOBIIEHO, YTO BeHO3HbIH TpoM603 yallle BO3HHKAET MpH

Hallnduu nonumopdusma SG(-675)4G B rene PLANHI, cMewmanHb1ii Tpom603 - npu
HaJIM4MH NOJIMMOPQHBIX BapUaHToB - G1691A B rene FS (p=0,005), Leu33Pro B rene
ITGB3 (p=0,04) u 677C> T- B reme MTHFR (p=0,05). BrisBnena npsMas
3aBUCHMOCTb MOXIY HanuuueM nonumopdusma 5G(-675)4G B reHe miaa3sMuHOreHa
(PLANHI) u passutHeM Takux ocnoxHeHuii, kax apTepualibHble, BEHO3HblE H

cMellaHHbie TpoMOo3bI T <0,313; r <0,339; r <0,247.

9. depMeHTO3aMeCTUTENbHAs Tepalus AOCTOBEPHO CHIDKAET YacTOTY Pa3BHTHSA
3ab0neBaHui BEPXHUX [IbIXaTeJNbHbIX MyTei, B TOM YHCIe TOBTOPHBIX ITHEBMOHMHA

/peunauBupyommnx 6ponxutos (p=0,039).

10. Ha ¢one depmeHTO3aMecTUTENbHOM Tepanuu y nauumeHtoB ¢ MIIC He
OTMEUYEHO yXYyALIEHHUS KapAHOBacCKyISApHBIX cumnitoMoB (p>0,05 npu HabmoaeHnu B
TeyeHHe 7 netr). OTMeHa mnpernapara Ha cpok Oonee 4-X HeleNlb NPUBOAMNIA K
3HaYUTeNbHOMY perpeccy coctosHus y 100% mnauueHTOB B BHAE HapacTaHHA
cnabocT M GBICTPOM yTOMISEMOCTH, HapyLIEHHMH TMOXONKH, CHa M peueBOH
GyHKUMHM, TmosBNeHHs nceBaoOynbGapHOro CHHAPOMa, YBENM4YEHHS CTENICHH

peryprutauidi Ha KJlanaHaX, YCWJICHUA CHHIApOMa 06CTP)’KTHBHOFO altHO3 CHa

(p<0,05)

11. Pazpa6oTaHHBIi MHCTPYMEHT, BKIIOYalOHH Ga/NIbHYIO0 OLEHKY BBIPaXXE€HHOCTH
KIIMHUYECKMX TPOSBNEHHH, MO3BONISET C BBICOKOH f0NeH N0CTOBEPHOCTH OLCHUTDL

BEPOATHOCTD BO3HUKHOBEHHSA XH3HCYTPOXAIOLWHNX cocTosiHUA. B rpynmne nauueHToB
¢ MIIC c¢ TsxenoH cTENEeHbIO TCHCHHA 3aboneBaHud OTMeYeHa 3HauuMasa CBA3b

MeXJy HapyLIeHHAMH JAbIXaTe/lbHOH CHCTEMbl W CEPAEYHO-COCYAHCTOH CHCTEMBI

(r=0,295, p=0,012) u BbICOKO 3HaUHMai CBS3b MEXJY AbIXaTeJbHOM CHUCTEMOH U
’ ’ >

LeHTpanbHOHl HepBHOH chcTemoii (r=0,404, p <0,001), CepAe4HO-COCYINCTOR
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CHCTEMOW ¥ UEHTpanbHON HepBHO#l cucTemoii (r=0,412, p<0,001). B rpynme
MalMEeHTOB CO CpeaHeTsHkeNnbiM TeuenueM MIIC oTMmeueHa 3HauuMas CBA3b TO/BKO

mexay Hapywenusamu JIC u CC (r=0,370, p<0,05)



265

IIPAKTUYECKHUE PEKOMEHIAIIUN

I. [Manuen
LHHCHTaM ¢ MYKONonucaxapuno3aMy HeoGXoauMo NPOBOAUTL OLUEHKY

bYHKUMH IbIXaTenbHoW 1 cepaetino-cocynucroit cucrem (1 pas B rog KT, IxoKT,
XOJITEPOBCKOE MOHUTOpHpoBanHe DKI', cyTouHblit MOHMTOPHMHI apTepHalIbHOTO
pasnenus, OBJI, nomucomuorpaduio) mus PaHHeH NIMarHOCTUKH, NpPOGUIAKTHKH
PasBHTHA  TKENLIX  KM3HEYTPOKAIOUWMX  OCNOXHEHWH €O  CTOPOHBI

KapANOBACKYJIAPDHOH U AbIXaTeNbHbIX CUCTEM H HUX CBoeBpeMeHHOﬁ KOPPEKUHH

2. Jins Gonee TOYHON AMArHOCTHKM M OLEHKM HCXOLOB KapAHOJIOTHYECKHX
OCIOXKHEHHMH, MON6Opa M MOHHTOpMHIa 3bdeKTUBHOCTH NPOBOAMMON Tepanvy y
6onbHbIX ¢ MIIC Heo6xomMMO HCMONB30BaTh KOIHYECTBEHHbII Mapkep cepleqHOMH

HEJOCTAaTOYHOCTH (OMpefeNeHHe HaTPHilypeTHMYECKOr0 TOpMOHAa B CHIBOPOTKE

KpOBH).

3. Bcem mauMeHTaM ¢ Mykomonucaxapuao3aMH C HeENblO NpeoTBpalleHHs
TPOMOOTHYECKHX OCJIOXKHEHHH HeoOXoaumo oOcNeoBaHHE reMocTasa KpOBH,
BKJIIOYas HCClIeIoOBaHUE Koarynorpammsl, J[l-auMepa, arperalud TpoMOGoLUTOB,
MOJIEKYJIAPHO-T€HETHUECKUH aHaIu3 MOJMMOPPH3MOB F€HOB CUCTEMBI CBEPTBIBaHHS
KpOBU. BBhIABI€HHBIE HM3MEHEHHs TMO3BOJSIOT  OLEHHTh PUCKH  pPa3sBUTHA

TpOMOOTHYECKUX OcNoXHeHUH y nauueHTos ¢ MIIC.

4. C wuenplo paHHEN [MAarHOCTHKM 3aboneBaHHs HEOOXOAMMO BHEIPHTh
nporpamMMy CeNIeKTHBHOr O CKPHHHHTa 3aboseBaHHMH u3 rpyMIbI

MYKOIMNoOJincaxapuao3oB Yy MalHECHTOB B BO3pacTe a0 ABYX JIET,
FOCMHUTAIU3UPOBAHHBIX B OTACJIEHHUs1 OTOJIAapUHIOJIOTHH, XHMPYPIrHH H neauaTpuu B

CBSI3M C YacThIMM OTHMTaMH, GPOHXMTaMH, PUHOCHHYCHTaMH, PELIWAHBHPYIOLIMMH

IpbDKaMH.
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CIIMCOK COKPAIIEHMIA

Al - apTepuanbHasg THIIEPTEeH3us

Al - apTepuanbHoe naBnenye

AllD - AHTMOTEH3MHNPeBpallaoHii bepment

I'Al" - rIMKO3aMHHOMHMKaHE]

['KMII - runeprpoduyeckas KapauoMHonaTus

JAMIKII - nedexr MEXOKeNy104YKOBO neperopoaxku

JIMIIT - nedexr MEXTpeacepaHoH neperopoaku

AT - uHzpekc anxos- runonuoe

W/ - uHaekc aecatypauuu

HUMT - unpekc maccel Tena

KA - koapkTauus aopTsl

KMIT - xapanomuonarus

JIX - neBsi# xenynouex

MOKII - MexoxenynoukoBas neperoponka

MIIC - mykononucaxapunos

OAIT - oTKpBITBIH apTepHabHBINA NPOTOK

CMA]] - cyToYHOE MOHMTOPHPOBAHHE APTEPHATBHOIO AABJICHHUS
COAC - cunapom abCcTpYKTHBHOTO allHOd CHA

CPAP - nocTossHHOE MOJIOXHTENBHOE AaBIEHHE B AbIXaTENbHBIX MyTAX
TBC - tazobenpeHHslii cycTaB

TI'CK - TpancnaHTauust reMOMO3THYECKHX CTBOJIOBBIX KJIETOK
O3T - pepmenTO3aMecTHTENbHAA TEPANHA

OK - pynxuroHaNbHBIA Kace

YCC - yacrtoTa cepae4HbIX COKpaLIEHHH
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OKT - anextokapaurpadus

3XO-KTI - sxokapauorpadus

F2 - ren, kopupyromuii paktop koarynsuuu 11 (npoTpoM6HH)
F5 - ren, konupytommi dakrop koarynsuuu V (¢pakrop Jleiinena)
FGB - ren, xonupyroumnii ¢bubpunoren p

ITGBS3 - ren, xonupyrommi cy6beaunnuy I1la unterpuna tpomGounton allbB3
MP - MuTpanbHas perypruTauus

MTHEFR - ren, xogupyrommii penykrasy 5, 10—-meTunentetparuapodonara

MTR - reH, KoaupyrOLHi METHOHUH CHHTa3y
MTRR - ren, koavpyowmui peaykTasy CHHTe3a METHOHHH

NT- proBNP - npeaiuecTBeHHUK MO3roBOro HaTpUilypeTHYeCKOro nenTuaa
NYHA - xnaccudukauus cepieuHoR HeJOCTaTOYHOCTH

PLANHI - ren, koaupylolui HHFMOGHUTOP aKTHBAaTOpa MJIa3MHHOIeHa Tvna 1

SpO: - HachiLlleHHe KPOBH KHCIOPOIOM

XCH - xponuueckas cepJe4yHas HEJJOCTATOYHOCTh
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