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CUH/IPOM BUJIbLCOHA-MHUKHUTH V¥ HE-
JOHOIUEHHBIX AETEH

Kagpeopa demckux 6onesneit aeuebrio-
npogurakmuyeckozo gaxyaemema YI'MA

CUHIPOM BMEpBbIC OIRIC4AH MEAMATPOM
BimbcoHOM H peHTreHoxoroM MukHTH B 1960 roxy
[5] ¥ ¢ Tex mop B MHPOBOIt IMTEpaType BCTpedaeTcs
omucaHHe JM60 eXMHIMHBIX, 160 HeGosbluoro
KommdyecTsa HaOmopenui. [losToMy 9acToTa,
JTHONMOIMA M MATOTeHe3 JAHHOTO CHHIpOMa [J0
HACTOALIETO BPEMEHH ellc He YCTAHOBJIEHLI. BCEMH
aBTOpaMM TaHHOe 3a60JleBAHHE OTHECEHO K Ipymine
TAK Ha3plBASMOro CHMHAPOMAa ApIXaTeIbHBIX pac-
CTPOKCTB Y HOBOPOKACHHOTO.

EauHcrBeHHbIM  oOumM  dakTopoM Ui
BCEX C/IyMAaeB SBIACTCA HENOHOLNEHHOCTh: Y 6onb-
WHMHCTBA HEIOHOINECHHBIX JeTeid IecTaLMOHHBIA
nepuoa MpoAo/DKamca MeHee 32 Hefenb H(Mmi)
Macca Tela npH poKAeHHH Obina MeHbine {500 r.
Croiikoe HapyiDeHHe YHKUMH IBbIX4HHSA, MO MHe-
HI1t0 60NBLUIMHCTBA aBTOPOB, CBA3aHO C HAPYLIEHH-
€M MPOLICCCa CO3PEBAHNA JIETKHX B pAHHEM OHTOre-
He3e M MepBUTHOM JlerouHol runeptensueid. Cpean
ApHUMH, cnocoGCTBYIOLIMX BO3HHKHOBEHIO 3aboe-
BaHMA, Ha3bIBAIOT MAaTOUYHbIC KPOBOTCYEHMSR
(THMINOKCHA TUIOAA), TOKCHKO3bl, NMpHeM O6oJbimix
J103 METUKAMEHTOB M Ip.

HeusydeHHOCTH cyIIHOCTH M MPHIUH BO3-
HUKHOBEHMS JAHHOIO CHHAPOMa MOpPOIHJIA MHO-
XECTBO TUTIOTE3 OTHOCUTEIBHO €ro 3THOJOMUM M
natoreHesa [1.2,3,4]. OmHa M3 HHMX yKa3bIBacT Ha
JUCIAPMOHMMHOCTL Pa3BUTHA IJIOA2 C HepaBHO-
MCPHBIM CO3peBaHHEeM Ppa3/IHTHbIX 9acTeif Jlerod-
HOH MapeHXHMb1, B 9aCTHOCTH HEAOPAa3BUTHE 3/1ac-
TUYECKHX 3J/EMEHTOB Nerkux. /[lpyras rwnoresa
OOBACHAST BO3ZHHKHOBEHME CHHIPOMA 3a[CPKKOH
BO3AyXa B JIEFKHX BbOlle CAABLUIMXCA BO3IYyXOHOC-
HBIX ITyTeH, 9TO BecbMa BEpPOATHO MPH 3HATHTEb-
HOH CTeneHM HefOHOMeHHocTH moga. Heopwo-
3HAaTHO MHEHHE aBTOPOB M fl0 BOIMPOCY HAIHIMSA
HH(EKIGIOHHOTO Mpollecca B JIETKHMX: Y MHOMMX
OeTeil KIMHUYECKMX MPH3HAKOB HHGEKIMOHHOro
npouecca He o6HapyXeHo, HO B HCKOTOPBIX ciIyda-
ax eeirensncs Bupye ECHO nmm oTMevasnca Brbico-
KHii YpOBeHb cbIBOpoTOgHOro IgM, aTo nossomino
NpeONOAHTL BHYTPHYTPOOHOE HHIMMpOBaHHe.

CymecTByeT TaKke MHEHMC O Hacliel-
CTBEHHOM XapakTepe 3aboneBaHHf, MOCKOIBKY
HMEIOTCA OMHCaHMA MOPAXEHUA CHHAPOMOM Buib-
coHa-MHKHTH JBYX ACTCH B OOHOM ceMbe, a TaKXke
clnydall KOHKOPHAHTHOIO MOPaXXCHHA MOHO3UIOT-
Hbix 6mM3HenoB (MambYMKOB) C MACCOH Tela IMpH
poxaeHuu 1700 i 1300 r).

IMaTomoroaHaTOMHAYECKME  HCCISAOBAHUSA
MOKa3amM, 9TO TPH CHHAPOME JIETKWE UMEIOT Xa-
PaKTepHbIH BHA: LMppPOTHYECKAad [OBEPXHOCTD,
BhIpakeHHble MeXaoneBbie GUOpO3Hble NEperopon-

KM M 3HAYUTENbHO PAacCIIMpPEHHBIC HOMbKM. llpu
ITOM CNEIM(UTIECKHX THCTONOIHHMECKH X [IPU3HAKOB
He o6HapyXeHO. 30HbI CMaBUIEHCA NErOMHOH TKAHH
"depeqyIOTC C YYacTKAMM [OBbIIICHHOH BO3Ayin-
HOCTH, MEXA4JIbBEOJAPHbIC IIEPErOpOAKH YTOJINeE-
HBI.

HccnepoBanue Kap/IHOpeCNUpaTOPHOH
cHCIeMbl Y GOIBHBIX C CcHHApoMoM BumncoHa-
MHKUTH T1OKa3aao I[IOBbIIEHHOE COACpXXaHHE B
aserxx  COj, BHYTpHIErodroe WIYHTHPOBaHMe

crpaBa HajieBO, YMEHbIICHHE PacTAHXHMOCTH Jer-
KHX BCISACTBHE MOBBIUEHHOTO COMPOTHBICHUSA
BO3YXOHOCHBIX MyTeH, 3aliepXKy BO3yXa B Jer-
KHX U NOBbIIIEHHE SHSPreTHIECKHX 3aTpaT Ha fibl-
XaHHe.

CormacHo HEMHOIOYMCIACHHBIX JIMTEpa-
TYPHBIX JaHHBIX Y GONMbHBIX 06BYHO B TedeHHe | -
2 HecAb MocIe POXKACHYA MPU3HAKOB 3a60eBaHNA
JIETKMX HE 0TMEYaeTCA, H JIMIIb Y HEKOTOPLIX JeTeid
B MepBble ABa [HA XKH3HM MOXeT HalmonaTbes
YMEPEHHO BbIDAXEHHLIH CUHOPOM JIbIXATENbHBIX
pacctpoiicte. 3aTeM Ha 5 - 35-if IcHb XM3HM MC-
MOJABOJIb MOSBAAOTCS LHAHO3, TAXMITHO3, 3aNaje-
HHE MeXpeGepHBIX IMPOMEXYTKOB, [IOBTOPHBIE MPH-
CTYNbI anHod K GpagHKapaMs. B nerkux BhICTyin-
BAaIOTCA XPHITbI, CBHCTAIIEES [bIX4HME, ONMCAHbI
ctyaH nepenoma pebep.

[lposBnenma TsxecTd 3aboneBaHMA pa3-
JHYHBI: OT YMEPEHHOI'O PacCTPONCTBA AbIXaHHA,
KOTOpOS CHOHTAHHO MPOXOAHT B TeUeHHE MecAua,
J10 TAXeIeHINHX cOCTOAHMI, TpeOyIoIUX MpHUMeHe-
HHA yTIpaBiseMoro npixaHus. B mocremiem caydae
pe6eHoK Wi BhI3TOpaBNMBaeT B TedeHue 6-12 mec.,
UMM noru6aeT oT ApIXaTEeNbHOM HEZOCTaTOYMHOCTH
MpH ABTeHUAX JIEro9HOro cepaua, mpu 3ToM OTMe-
YaloTcs OfpIIKA, efMHHYIHBbIC MENKHE BIaXHbIC
XPHIIbl, HHOT A MMPUCTYITB! ACPHUKCHH, TAXHKAP/HH,
CHCTONWYECKMH (TYM, Kap[HOMEralis, IHITOKCHA,
JBIXaTeMbHbI aLMAO3 Ha QOHEe YAOBIETBOPHUTENb-
Ho#l MPHOABKH Macchl Tella U HOPMANbHOM TeMre-
paType! Tena.

TeyeHue sabosieBaHMA [AMTenAbHOC (6-14
Mec), MpH Takembix ¢opMax ¢ BLICOKOW JeTamb-
HocThIo (60-70%).

Ha nepBoii Henene s3HM GONBbHBIX PEHT-
reHorpaMMa JISTKHX He u3MeHeHa. C mosmieHMeM
KIMHWYECKHX  CHMIITOMOB  PEHTTEHOIOTMYecKH
BBISBIAIOTCA ABYCTOPOHHHME TpYyOble ITPOJObHbIC
HHQUILTpaThl HAPAAY ¢ HeGOMBLUIMMH KHCTO3HBIMMK
MOJIOCTAMH MO BCEMY JlerodHoMy nomo. K KoHity
MEPBOro MecAlla M3HU KUCTBI Y OCHOBAHHA JIETKHX
YBEMMYMBAKOTCA U COMBAIOTCA, IPO3PaYHOCThL HIDK-
HHX fo0feii moBbmmeHa, Axadiparma  YIUIOLIEHA,
otmedaetca mudhysHas ceTdaTas vHGWIbTPaLMA
Jerkux U 3M¢uzema B 6asanbHeIX oTAenax. PeHT-
TFeHONOIM2CKHE TMPH3HAKM MCYE3al0T HAaMHOro
MO3/iHee YIyTUIeHUs COCTOAHMA GoNLHOro - 9epes 3
Mec - 2roaa.

YuutsBad MayIo H3ydeHHOCTb OcOGEHHOCTE
cuHapoMa Bunbcona-MHKNTH HaMH POBEReH
aHaMH3 KIMHHAKO-PEHTIEHONIOTHYECKMX IaHHbIX Ha
OCHOBE PETPOCNEeKTHBHOIO BhIABACHHSA TaKHX
60mHbIX. C 3TOM LENbIO Mbl H3yda I HCTOPHH
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6one3HH HEIOHOWEHHBIX AeTei, HAXOAMBLIMXCA Ha
JICUEHUH B OTAeNeHHH 2 sTana BLIXAKXUBAHUA He-
JIOHOILIEHHBIX JeTeH B Teuenue 1995 roaa.

M3yvernse uctopuit Gonesnmn geted ¢ pas-
AMYHOH CTENEHLIO HENOHOINEHHOCTH [10Ka3allo
OpeNIONOKUTELHYIO 9acTOTY CHMHAPoMa Brumco-
Ha-MMKMTH cpem yKa3aHHON rpynmsl GoMLHBIX
paBHoi 3,7%.

AHanM3 aHaMHECTHYIECKHMX JAHHbIX y MaTepeii Ka-
KHX-JIH6O OTIIMYHTENBHBIX 9epT (BO3pAacT4a MaTepH,
BHPYCHBIX 3a60/IeBatiii BO BpeMs 6epeMeHHOCTH,
XJIAMHMIHO033, TOKCOMIa3M03a, IPYTHX BeHepHYe-
ckux 3a6oneBaHmil, 3HAOKPHHHOIA MATONOIHH -
caxapHoro jxabera, 3a601eBaHHUIA LA TOBUIH O
AeJle3bl U Ip.) He BbiaBua. OHaKo, MpH 3TOM ¥
BCEX MAaTepel MMEITHCh Pa3NIMIHbIE OTKIIOHEHHSA BO
BpeMsa 6CpeMEHHOCTH: TecTo3 | u(uH) 2-it nomoBM-
Hbl, PeTOTUTALIEHTAPHAA HEAOCTATOWIOCTD, Tac-
THIHO NPOTPECCHPYIOLNAA MM HETIPOI' PECCHPYIO-
10ad OTCOUKA MJIALEHTBI, )UPOBOE NIEPEPOKIEHHE
NJIaUEHTh, POAOBO3GYAKIEHUC H OTICPATHBHDIE
ponsl.

Cpeanas Macca Tela IPH POXUEHUH Y 3THX
neted coctaBuna 15414450 r., 9To cBIVICTENLCTBYET
o mpeobnagaHmm cuHIpoMa Buibcona-Muxumi y
JeTel €O 3HAYMTEIbHOH CTEeNeHbIO HCAOHOLOEH-
HoctH. B cpemHeM cpok recrauMM coctaspn 29
Hellemb ¢ pa3dpocoM ot 27 Ao 34 Hepems.

Kak nokasamy pesyabTaTsi, JOMHHHPVIO-
LOMMK NPU3HAKAMM B KIMHMYECKOH KapTHHE CHUH-
apoMa BumbcoHa-MukuH GbInM: 1MaHO3, compo-
BOXJAIOMMICA TAXMITHO? M  IEPUOAMYECKMMH
MpU3HAKaMU amHod (y 27% GombHBIX), Taxu- H
6pamukapmueii (y 27,7%), BTRXeHHe YCTYIYMBBIX
MECT FpYJHOH KIeTKH NpH apixaHim (27,8% 6o0b-
HbIX). Hapany ¢ >TiM oTMedamich (pH3HK:2IIbHBIE
MpofBNCHHUA B BHIe OCNablieHHOro AbIXaHHA OO0 H
1oc/e MPUMCTYTIOB aMHO3, CyXue, BIakHbIE, KPelH-
THPYIOIOME, paccesHHble, HeCTOlKIe XPHITBI B JIer-
KHX (¥ 50% 6ompHeIx). Ocnabnenye ApIXaHHA JaLle
PErUCTPHPOBANMCH B HIDKHHX OTAGNAX JIETKHX.

TMosaBneHre TaKoH COBOKYIMHOCTH CHMIITO-
MOB M (PM3MKANbHBIX JAHHBIX Bcerga HaBOAMIO Ha
MBbIC/Ib O HAaJIMIHM BOCHAMTENBLHOIrO Mpolecca -
mHeBMOHMM. OgHAKoO TNIPOBelCHHOE BCEM JETAM
PEHTICHOIOTHYECKOE  MCCIIEAOBAHHUE  HCKITIOTWIIO
JaHHbLi AuarHo3. Ha peHTreHorpaMMax erxux
0TMeTaoCh HEKOTOpOe KOMMYECTBO HecnelHgHde-
CKHX M3MEHEHHMH: CKeNleT TPYIHON KIIETKH He H3Me-
HEH, O4aroBbIX TeHel HeT, OpPOHXO-COCYIHCTBIA
PHCYHOK YCHJIEH, KOPHH JIETKHX MAaTOCTPYKIYDHBI,
TeHb CPEAOCTEHHA HE CMEIEHA.

TaxuM o6pa3oM, MpOBeAcHHbIC HAMH Ka-
TaMHeCTHYEeCKHE HCcClIeJOBAHMA TI03BOJIUIM YCTa-
HOBHTb 9acTOTy CHHApoMa Bmiabcona-Mmiutn y
HEOHOMEHHBIX JeTell, OTMETHTD ero KIMHHIECKHE
Y PEHTreHONOTIIecKHe 0cOGeHHOCTH.
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K IMPOBJIEME KJEUIEBOIO 3HUE®DAIH-
TAY JETEHA

Kagpeopa demekux undexyuonmvix 6oesnen u kau-
nuvecko wwmnyrnoaozuu YI'MA

B HacToflnee BpeMa B CTPYKType OCTpBIX
WHGEKLMOHHBIX 3a60/NeBaHMii HEPBHOH CHCTEMB!

JHATHMTEIILHO BO3pOC YHAEHNbHBIA BeC KIEMIEBOroO
snnedamTa (K2). DTo 3a6oneBaHMe KaK H Npex-
AC XapaKTCPH3YeTCA TAKECTBIO KIHMHHUYECKHMX Mpo-
ABJIEHMH, BBICOKOH 94CTOTOM MHBAMIN3HPYIOLIMX
MOCIEACTBHIA U PUCKOM XPOHU3ALMM HH(pexwym (1,
3.5,6-8].

Mogvem KO pernctprpyercs ceroms no-
BCCMECTHO, OcOOGeHHO HebnaromoxydHas 3rmje-
MHOJIOTHYIECKaA CHTyalMs CIOAIUIACH Ha Ypale H
B Cubipu. JlocraTouHo cka3aTb, 910 B r. ExaTe-
pHHOypre nokasatenb 3aboneBaeMocTi B 1996 .
coctaBui 61 Ha 100 Tbic HaceneHs, npesbicuB B 10
- 15 pa3 cpemHuii ypoBeHb no Pocciickoit Qepepa-
M.

B pabore npepmcraBiieHBl MaTepHaNbl MO
H3Y9CHHIO KIIMHMKH, HCXOIOB, NI€Y4eHHMs, COCTOAHUS
HecneMGHIecKoro H crnelm@u9Ieckoro HMMyHHTe-
Tay 34 pereil, roclMTamM3HPOBaHHBIX B UH(EK-
LHHOHHYIO KIMHMYecKyio GombHMIy Ne 4 B 1993 -
1995 r.r. KaTaMHecTHIecKHEe HCCIeIOBAHHS NPOBO-
mmch y 70 peKOHBaJIeCLIEHTOB B TedeHMe IBYX JIeT
neprona peabumuraumu. [uarnos KO nommsepxk-
Janci COBOKYMHOCTBLIO 3MAASMHUONOMHIECKIX, K-
HUTECKHUX U CEPONOTMIECKMX HaHHBIX.

Kak nokazanu Haum Habmopennsa, KO
ocTaercs THIWIHON [MPHPOAHO-09aropoi HHek-
uueit. [Tuk 3abomeBaniii €XeTOQHO NPHXOAMTCH HA
BeceHHe-JIeTHHII nepuoa. Cpem aetell qalme Bcero
MOABEPraloTCA HANAJCHHIO Kelled UKONbHHKH B
Bo3pacTe oT 8 o |4 neT, NpeUMYINECTBEHHO -
MaJbuMky, 70% NauMeHTOB YKa3bIBAaXOT HAa TpPaHC-
MUCCHBHbBIH MyTsL 3apaxenuda. OgHako ceponpodu-
NMAKTHKY B CBA3M ¢ YKYCOM KJeIla MoMydarT TONb-
Ko 46% 3aboneBmMXx.

Krewmepoii 3xH1edaIMT OT/IHMYAETCAd MHOIO-
o6pa3ueM kmuaaeckux dopM [3, 8. Bomesns npo-
TeKaer B BHAC TKeIoH HeiipoHHpeKLIM
(MeHMHTeanbHasgs M oyaroBble dopmel) y  75%
JeTeil M, TONLKO KaXibli WeTBepTbii peGeHOK
NepeHocHT nuxopafouaHyo dopmy K3. Huxyba-
UMOHHBLIA NepHon y OGonbiumHCTBa 3a00TeBIIMX
cocrapaser 9 - 10 miei, XOTH HaAMM OTMeYeHbI



