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Masa 1.
HACJIEACTBEHHbIE CUHAPOMbDI
N NMOPOKU PA3BUTUA

1.1. Cunpgpom Kaponu
CkapeamnHa A.A., YepmsHuHoBa E.A.,
neanaTpu4eckm gaxkynstet, 6 Kypc,
®@rbQy BO YIMY MuHzapasa Poccuu, r. EkKaTepuH6ypr

BeegeHue

Bonesup Kaponmu (namomarmyeckoe KUCTO3HOE pacIIVpeHMe BHY-
TPUIIEYEHOYHBIX IIPOTOKOB, IOMMKICTO3 IIe4eH)) — BPOXKAECHHOE Ha-
CIefiICTBEHHOe 3a0o0jieBaHIe, KOTOPOe XapaKTepusyeTcs HeOoOCTPYK-
TUBHBIM KJCTO3HBIM pacIiMpeHleM BHYTPUIIEYEHOYHBIX >KeTYHBIX
poTOKOB. BriepBble 3a6oneBanue 6b110 omcano H. Vachel m W. Stevens
B 1906 ropy, 6onee setanbHo B 1954 ropy J.Caroli u C.Couinaud.

ITo xmaccudumkanum (J.Caroli) BbIZeNAT HPOCTYIO (MCTUHHYIO),
VUYL M30/IMPOBaHHYI0 (GOpMY, IIPOABIEHNA KOTOPOJ OrPaHMYMBAIOTCA
CEerMEHTHBIM MEIIOTYAThIM pacIIVpeHMeM KPYIHbIX BHYTpPUIICYEHOY-
HBIX IIPOTOKOB C pOPMIPOBaHIEM KaMHell 1 XOJIaHTUTa; ¥ Hanborlee Ja-
CTO BCTpevaromuiicsa — cungpoM Kaponn, xapakrepusyrowuiics He3Ha-
YUTENTbHBIM PACIIMPEHNEM BHYTPUIIEYEHOYHBIX >KeTYHBIX IPOTOKOB C
bopMupoBaHMeM IOPTaIbHO IUIEPTEH3UN U BPOXK/IEHHBIM Ppubpo3om
nevyenn. Cunppom Kaponu HacmenyeTcs 1o ayTOCOMHO-PELjeCCUBHOMY
tuny. len PKHDI1, naxopAamuiica Ha KOPOTKOM y4YacTKe XPOMOCOMBI
6p21, mopBepraerca MyTaunu. JJaHHbBIN TeH OTBeYaeT 3a BRIPAOOTKY (-
OporucTyHa, 0co60ro 6erka, perynmupymolero GpopMUpOBaHNE SIIATEN-
aJIBHBIX CTPYKTYP COOMpPATeIbHbIX KaHAJIbIIEB [I0YEK, POTOKOB IeYeHN
Y TOMPKENTYNOYHOM >Xene3bl. PacpocTpaHeHHOCTh 3ab0/meBaHus —
1 cry4ait Ha 1 000 000 4ermoBek, mpuMepHO 75% OOIbHBIX COCTABIIAIT
MY>KUUHBI [2].

CumnromMamy 3a601eBaHMs ABJISAIOTCS IIpepbIBUCTas 00/b B 06/a-
CTU TIpaBOrO Mofpebepbs, 0OYCIOBIEHHAsI 3aCTOEM K4y WA TIPO-
XOX/IeHNeM KaMHeil; IPUCTYIIbI TOLIHOTBI ¥ PBOTBI; JITKas JKeNTyXa,
KOTOpasi YCWIMBAETCSI BO BpeMs SIM30MI0B XOJIAHTUTA; 3HAYUTEIbHOE
CHIDKEHMe alIIeTUTa; pe3Koe CHIDKEHMEe MAacChl Teja; 3Y[; JMXOpajKa.
Hamume mopTanbHON TUIIEPTEH3UN MOXKET CIPOBOLMPOBATh BO3HUK-
HOBEHIe KPOBaBOJl PBOTHI, Me/IEHbI, aclUTa. VI3 BO3MOXXHBIX OC/IOX-
HEHWJ BCTPEYAIOTC aMIWION[03, abCliecc MeyeHy, XOMaHIUT, [MPpo3
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HIeYeHM, CENITULIEMIISL, KeTyZOUYHO-KIUIIIeIHbIe KPOBOTEUEHIsI, XO/IaHT -
OKapUMHOMSI [1].

OCHOBHBIMM METOfJaMV JMATHOCTUKY SBJIIOTCA TIIATENTBHO CO-
OpaHHBIT aHaMHe3, cOop a0, 06beKTUBHOE 00C/IeJOBaHNe, a TaKXe
nabopaTopHbIe M MHCTPYMEHTAIbHbIEe METOJIbI MICCTIeiOBaHMA. B obmiem
aHa/IM3e KPOBM TP NAHHOI ITATOJIOTUY OTMEYAl0TCA Hecrenyduieckue
M3MEHEHVsI B BIJIE /IEMKOLNTO3a O ¢ABUTOM (opMyrbl BaeBo. B 610-
XMMMUYECKOM aHalm3e KPOBUPETMCTPUPYIOTCS IIOBBIIIEHHbIE YPOBHI
ob11ero 1 MpsAMoro 6MWMpyoMHa, TpaHCAMIHa3, LIeIOYHOI PocdaTaspl.
CaMpIMM MH(QOPMATMBHBIMY METOJAMU VHCTPYMEHTAIbHOI IMarHo-
CTUKV SIBJIAIOTCA YIbTPa3BYKOBOE MCCIIEOBAaHNE OPTaHOB OPIOLIHON
nonoctu u nouek, KT u upeckoxnasxonanrnorpadusa. Ha Y3U opra-
HOB OpIOIIHOI MOTOCTY ¥ TOYeK MOTYT BM3Ya/lU3MpPOBATHCS MHOXKe-
CTBEHHbIE YIUIOTHEHMs IIeYeHU, HelpaBUIbHAs AMIATAlMs OOJBIINX
BHYTPUIIEYCHOYHBIX >KETYHBIX IIPOTOKOB, pACUIMpeHNe BHEIEeYeHOU-
HBIX JKE/TYHBIX IPOTOKOB, B pe3y/IbTaTe >Ke/TIHOKaMeHHOII 60e3H [3].

Kak 607e3nb, Tak u cuHzipoM Kapomm cBsi3aHbI ¢ BBICOKMM PUCKOM
Pa3BUTHA XOMTAHIMOKAPIMHOMBI, Tpn6m3nuTenbHO B 100 pas Bblle, 4eM
y 3mopoBoro 4denoBeka. Y 70% 6onbHbIXx 60/me3Hb Kapomm ocnmosxHser-
Cs1 LUPPO30M IedeH). ENVHCTBEHHBIM CIIOCOOOM JIedeH Vs, TapaHTUPY-
IOILIVM IIOJTHOE BBI3JJOPOB/IeHNEe OOIBHOTO, SAB/IAETCS TPAHCIUIAHTALVSA
rneyenu [2].

OnucaHwne cnyyan

[Tanment M., mom My>kcKoii, 2 rofia (mara poxenns 24.10.2016).

Anamme3 Hu3Hu.

Pe6enok ot V 6GepemenHocT, III CpOYHBIX OIEpaTMBHBIX POJOB.
BepeMeHHOCTD IIpoTeKasa Ha (poHe Ta30BOTO MpeyIexxanns B 35-36 He-
Tenb, He3PeOCTH LIeHKM MaTKu; B 39 Hellenb — OTeKu OepeMeHHBIX. B
cpoke 12-13 Hepenb 1o Y3V oTMeuanoch yMeHbllleHUE pa3MepOB HOCO-
BBIX KOCTEIA, B CBA3M C 4eM IIPOBOAVIACH ACIIMPalMA BOPCUH XOPMOHA —
KapuorunuposaHue 46XY. HaciencTBeHHOCTD: y MaTepy XpPOHMYECKUI
nyenonedput, oter; — 370poB. Macca Tenma npu poxjennn — 3830
TpaMM, J/IMHA Ipu poxpeHnn — 53 cM. OleHka 1o mkane Anrap —
7/8 6annos.

Anamnes 3a60ne6anus.

Ha 3 cyTkm >KM3HM OTMe4Yajach MKTEPUYHOCTDb KOJKHBIX IIOKPOBOB,
IOTeMHEeHe MO4YN. YPOBeHb OMnmupy61Ha B POAJOMe He UCCIeTOBAICH.
Boinncan 13 popoma Ha 4 CyTKM € iarHo30M: HOBOPOXXIeHHBII IPyTI-
IIbI PMICKa.
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Ha 14-e cyTKU IO COCTOSTHMIO 3[I0POBbSI MaTepy peO0eHOK roCIuTa-
mmsuposajca B LII'D Ne 7 r. Exarepun6ypr.Haxopmncs B craiuoHape ¢
puarHosom: HeoHaTanmbHas >KenTyXa 3aTAHYBUIEroCA TedeHuA. Iumok-
cudeckoe nopaxkenue IJHC II cremenu, octpslit nepuopn. CuHgpom
nndysHOI MbIIeYHOI rnnoToHNN. CHHIPOM IMKBOPOANHAMMIYECKIX
Hapyuenwit. Juchynknusa BHC. Cungpom nuronusa. Jeduunt Maccol
tena (puc. 1).

= &

Puc. 1. UKTep1yHOCTb KOXKHbIX MOKPOBOB

JlabopamopHo-urcmpymeHmanvHole Mermoovl UCCe008aHUS.

[Tpu mabopaTOpPHOIL AMATHOCTMKE B OOIIeM aHa/lu3e KPOBM OTMe-
JajIcsl yMepeHHbII TpoMboruTos o 443*109/n (N 150-300*109/1). B
OMOXVIMIYECKOM aHasM3e KPOBY IIPY IOCTYIIEHN PeTMCTPUPOBAIach
IUnepOonIMpyorHeMus 3a CYeT HEIPSMOro OMIMpyOMHa, MOBbINIEHNE
ACT. Y31 6prournoit nonoctut ot 14.11.2016 — opraHsl OPIOLIHOI TI0-
noctu 6e3 maronoruu. IIo cocTosAHMIO 3T0POBbA MaTepyu peGEHOK ObII
HepeBefieH Ha ICKYCCTBEHHOE BCKapM/IMBaHIE.

Jleuenue

Hpmconesa — 30 mr/kr/cyTKu 1 pas B leHb Ha HOYb 2 Hefle/,
mnaxkap6a — 62,5 Mr 3 [Hs, 3aTeM 2 IHs HepepblB, 3aTeM CHOBA 3 [JHA B
TedyeHue 1 mecana yrpom, nananruiaa — 0,51 3 pasa B ieHb KypcoMm 1 mMe-
A1, acapkama — 87,5 mMr 1 pas B ieHb KypcoMm 1 mecsl, ma"nTorama —
62,5 Mr 1 pa3 B ieHb 11octe efbl KypcoM 1 mMecsan. Ha ¢poHe npoBegenHoI
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Tepanuy COXPAaHMINCH IOBBIIICHHBbIE TTIOKa3aTenyu OummpyoOuHa, TpaH-
caMMHa3, KeJITYIIHOCTb KOXKHOTO IOKpoBa.BpInucan 13 cranmoHapa ¢
peKOMeHfIaIAMY 00CIefloBaHNA y MHPEKIMOHNCTA /I TPOBeIeHNA
nuddepeHIanTbHON ANATHOCTUKY Ha BHYTPUYTPOOHBIE MHEKIINIA.

Pe6eHOK KOHCYNbTMPOBaH BpadoM-mHpeknymonucrom MIL «[let-
ckuit oktop». Ilpu obcnemoBannm xpoBu MetomoMm [ILIP BeisiBIeH
CMV++. Hanpasnen Ha rocrinranusanyio B II'b Ne 15, rie Haxomwica
€ 28.12.2016-23.01.2017 ¢ suarHosom BYV. BHyTpnyTpoO6HSIit remaTuT
CMV-atuonorun, CKepos >KeT4eBbIBOASAINNX Iy Teil. B Tepanun ypco-
caH — 125 Mr B CyTKM JJINTENBHO, aluK10BMup — 100 Mr 5 pas B 1eHb B Te-
geHye 14 gHeit, Budepon — 150 teic. ME 2 pasa B jeHb KypcoM 5 nHelt —
6e3 addexra. PekoMeHIOBAaHO OLIEpaTUBHOE JIeYeHe IIPY YC/IOBUY HOP-
Majy3anyy moKasaresel reMocTasa i CHIDKEeHA aKTUBHOCTY BOCIAIN-
TeJILHOTO ITpoliecca MeYeHN.

B BospacTe 3-x MecAlLeB pe6EHOK rOCIUTANN3MPOBAH B INIAHOBOM
nopsigke B xmupyprudeckoe otpenenue OJKB Ne 1, rpe Haxopmica c
06.02.2017 o 14.02.2017. Ilo pesynbraraM NpOBENEHHOTO KOHCUINYMA,
yunTbiBasg faHHble MPT (BbIpaKeHHas reIaTOCIIEHOMerasus, Ipu-
3HAKM IOPTAJIbHOI TMIIePTeH3UN, YBelIMdeHte IO/ KeTyJOUHOI JKerle-
3bl, HeOOJIbIIIOE KOIMYECTBO XXMAKOCTU B OPIOLIHOI ITOTOCTY) U BBICO-
KYIO CTelleHb OMOXVMMYECKOI aKTUBHOCTH, PEIIEHO BO3AEP)KAaTbCS OT
Ouoncuy nedenn. Pe6eHOK ObIT TepeBefieH B MefuaTpuieckoe OTHeNe-
Hue OIIKDB Ne 1, rme maxommicsa ¢ 14.02.2017-15.03.2017 ¢ gmarsHo3som
Bpoxnennsrit rematut Mukct (LIMB, BOB) atuonoruu, Beicokass 6moxmn-
MMyecKas aKTMBHOCTD, C CMH/IPOMOM BHYTPUIIEY€HOYHOTO XOJIeCTasa.
®opMupoBaHme Uppo3a ne4eHn. ACIUT. ATpe3ys BHYTPUIIeYeHOUHBIX
JKETYHBIX TPOTOKOB.

JTabopaTOpHO-MHCTPYMEHTa/IbHbIe METObl MICCTIEJOBAHMA: Ha MO-
MeHT rociiranusanuy B OAK: cHykeHye SpUTPOLNUTOB U FeMOTTIOOMHA.
B 6uoxmMudeckoM aHamu3e KpOBU: CUHPOM LVITOIN3a, TUIEpOMINPY-
OvHeMMsA 3a CYeT IPsAMOro OMIMPyOUHa, TUII0ATbOYMUHEMNS, YBeInde-
Hue [I® u I'TTIIL. IIpusHaky neueHOYHO-KIETOYHOI HELOCTaTOYHOCTH
¥ CHIDKEHMe 0e/IKOBO-CUHTeTHYeCKol QyHKuym (Tabm.).

Ha ocHoBaHMM yXyAlLIeHNs 3J0pOBbs pebeHKa, paclIpeHHOl Bpa-
4eOHOI KoMYCCuy, OBUIO IPUHATO pellleHne BbImucaTh pebenka B Ha-
L[VIOHA/IbHBIN MEIUIVHCKUI MICC/IefOBATeIbCKII LIEHTP TPAHCIIAHTO-
JIOTMI U MCKYCCTBEHHBIX OpraHoB MMeHM akajemmka B.J. Illymakosa
(r. MockBa), Ha KoHCynbraumio, rae 05.06.20178 BospacTe 8 MecsleB
BBITIO/IHEHA OTI€PalViA POJCTBEHHAsA OPTOTONNYECKAA TPAaHCIIAHTALA
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JIeBOTO JIATepaJIbHOTO ceKTopa nedyeHy oT ABO HecoBMeCTMMOro JJOHO-
pa (otia) (puc. 2).

Tabnuua
[MoKasaTenu 6MoXnMmMmMyeckoro aHanusa KpoBu
[lata ANT | ACT | WO It | XC Anbby- | bunupybux Bunnpy6uH
ME/n | ME/n | ME/n | ME/n | MMonb | MuH r/n | o6, MK- npsamoim,

/n Monb/n MKMONb/n
15.02.17 19 06 233 73 57 28,2 3121 1711
15.03.17 |9 97 03 00 49 26,8 299,8 165,1
Hopma 0-35 | 0-35 | 0-120 | 0-38 | 1,81- 30-50 3,4-20,1 2,2-5,1

4,53

Puc. 2. ®oTo naunveHTa nocse TpaHcnaaHTaunumn nedeHn

VDA xposu Ha BY: iuTomeranosupyc IgM — obnapyskensr, IgG —
o6Hapy>KeHBI, aBUIHOCTL — 47%; IgA — obHapyxeHBI; BuUpyc J6-
wreiiH-bappa (AD' kancupnbnit) IgM — o6HapyxeHbl. Y3V opraHos
opromHoit momoctu (13.03.17): mox mpaBoit [jonei mevyeHn cBoOOmHAs
KUJKOCTD C/I0eM 3,3 MM, OfIHOpOIHas1, 6e3 BKIoueHrs1. HesHaumrenb-
HO€ KOJIMYeCTBO CBOOOIHOI >KMAKOCTH TIOf, IeYEHBIO.

[TocneoneparOHHBbII IepyO poTeKas 6e3 ocnoxHeHuit. CocTos-
HUle peOeHKa, JaHHbIe TA00PATOPHBIX ¥ MHCTPYMEHTA/IbHBIX UCC/Ie0Ba-
HUII — C TONOXUTENbHON AyHaMuKoil. IIpoBopnmace mMMyHOCyIIpec-
CMBHadA, aHTUOAKTepuaabHasA, IPOTUBOrPUOKOBasA, IPOTUBOBUPYCHA,
aHTMATperaHTHasA, CUMIITOMAaTH4ecKas Tepamnus.
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3aKTIOYNTENIbHBIN [MarH03: OCHOBHON: IUPPO3 MEYeHM B UCXOfe
cunmpoma Kaponu ¢ cuHapoMamu me4eHOYHO-KIeTOYHOM HEOCTaTOY-
HOCTM, TTIOPTA/IbHON TUIIEPTEH3UM, X0/IeCcTasa, TUIePCIUIEHN3Ma, Ieve-
HOYHOJI 3HILedanonatuy. Onepauus: poACcTBEHHas OPTOTONMYECKas
TPAHCIUIAHTALVS JIEBOTO JIaTePATIbHOTO ceKTopa medeHn o ABO-Heco-
BMeCTUMOTO JoHopa (oTua) ot 05.06.2017. Oco>XKHeHMsI OCHOBHOTO 3a-
OoneBaHNA: PeLVIAVIBYPYIOLIVIT XO/IAHTUT, HEIIO/THASA MeMKaMeHTO3Has
pemuccusi. BropuyHblii cMHAPOM ManbabcopOLmm XUPOB U >KUpOpac-
TBOPMMBIX BUTAMUHOB. AHEMIsI CMELIAaHHOTO IeHe3a CpefjHell CTeleHN
TAXKECTH.

O6cyrkpeHne

Cunppom Kaponm siB/iseTCs peikiIM HacleiCTBeHHBIM 3a00/IeBaHN-
€M, CUMIITOMBI KOTOPOTO, HeCMOTPSI Ha MX BBIPQXXEHHOCTD, SIBJISIIOTCA
HecreluUYecKyMI M XapaKTepPHBI JIsI MHOTUX JIPYTUX 3a0b0/IeBaHMil
neyeHn. VI3BecTHO, YTO ¢ MMOMOIIbI0 COBPEMEHHOII aNlllapaTyphl CIELN-
a/IVICT YIbTPAa3BYKOBON [MATHOCTMKM MOXeT OOHapy>XUTb OO/Ie3Hb
Kaponu y mnopa, Haxopsmerocs Ha 33 Hefiele BHYyTPUYTPOOHOTO pas-
BUTKS Ha 9rtare GOPMMPOBAHUS HMPOTOKOBOM IUTacTMHBI [2]. Beraer
BOIIPOC JIMIIb O KOMIIETEHTHOCTU Bpaya Y/IbTPa3BYKOBOIl AMArHOCTHU-
KU, O CIIOCOOHOCTM «yBUJIeTb» XapaKTepHble M3MeHeHNs. BakHa Ha-
CTOPOXEHHOCTb Bpadyeil MO IMOBOAY OpdaHHbIX 3a00/IeBaHMIT, TaK Kak
npeo6nazaoiee 6ONBIINHCTBO 3TUX COCTOSHUI HECYT PUCK PasBUTUA
TSDKEJIBIX OC/IOKHEHMI, ITOPOJ HeCOBMECTUMBIX C >KM3HbIO. B Hamem
K/IMHIYECKOM IIpMMepe Ha 3TalleaHTeHaTaIbHOTO IIepIOfia BpOXKAEHHOE
3aboreBaHMe y MalyeHTa Ha Y3V — cKpMHMHTe He ObIIO 3aII0f{03PEHO.
bonee Toro, naronornyeckye M3MEHEHN CO CTOPOHBL IIeUeHM U JKemde-
BBIBOZIALIVX ITyTel ObUIN BbIABIECHBI Ha Y3V muib B Bo3pacTe 3X Mecs-
1eB >KM3HU pebenka. Taxxke B pofiloMe Ha 3 CyTKU He ObII TPOM3BeNieH
3a60p KpOBM Ha cofiep>kaHue OunupyouHa u ero ppakiuii,He aKI[eHTH-
POBaHO BHMMAaHIE Ha M3MEHEeHMe 1IBeTa MOYM.

Takum 06pa3om, He BBINIOIHEH a/ITOPUTM JIeYeHMs M MPOPUIAKTH-
KU JKEITYX! y JieTell, POXKJJeHHbIX B CPOKe rectaumu 35 Hefienb u 60-
lee. Y4aCTKOBBIM IeaTPOM Y TAlyieHTa B Bo3pacTe 10 cyTok 6blra
3aII0l03peHa MaTo/OTIYecKas TUIepOnmMpyoHeMys (KeITYITHOCTD C
3€/IeHBIM OTTEHKOM, TeMHasl MO4Ya), HO MaTb OTKa3aJ1ach OT TOCIIUTAIIN-
3alMy, 0 COCTOSHMIO 3[J0POBB:A (OCTIOKHEHHOE Te4eHIe IT0CTIePOI0BO-
TO MEPUOIa), UTO CTAJIO ellle OHONITPUYIMHOI TTO3Hell JUarHOCTUKM3A-
6oneBaHuA. B cOBOKymHOCTH Bce 9TU PaKTOPBI IIOCTY>XUIN TOMY, 4TO
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60re3Hb 6bUTa BepuduIpoBaHa Ha MO3THNX CPOKAX, KOT/[a IIPOU3OLUTH
cepbe3Hble U3MEHEHNS B CTPYKTYpe HedeHM, PasBU/INCh OC/IOKHEHN.

3aKntoyeHne

PaHHsA U CBOeBpeMeHHasl JMAarHOCTMKA JAHHOTO 3a00jieBaHMsl He
HoB/VsiIa Obl Ha TeYeHNe ¥ MCXOJ Ipoliecca, HO Mo3Bomuia Obl 13be-
XKaTh OCTIOKHEHUIT, TAKMX KaK — MOPTajIbHAs TUIIEPTEH3Ns, TI€IeHOY-
HO-KJIETOYHAs! HEOCTATOYHOCTD, XONMAHIUT. UTO, 6€3yCIIOBHO, YMeHb-
10 O6bI CTpaiaHus pebeHKa U ero CeMbIL.

Cnncok nutepaTtypbl

1. Honrux, E. B. Heonaronorus : yae6Hoe uspganne / Jonrux E. B. —
Exatepun6ypr, 2013. — 95 c.

2. Opnos, I1. 3. bonesus Kapomn / Opnos I1. 3., Kosnosa H. M. //
Cubupcknit MegVIIMHCKUI XypHalL. — 2013. — Ne 3. — ¢.117-120.

3. [lTa6anos, H. I1. [lerckue 6onesuu : yaeOHuk mys Bysos / [Ilaba-
nos H. IT. — Cu6. : IIntep, 2013 . — T.1. — 928 c.

1.2. MNMepBUYHbIA remodarouuTapHbii AMMPOrMcCTUOLUTO3

y pe6eHka c cuHgpomMmom lMpucuennu 2 Tuna
Caneesa E.P, VIan6aeBa T.B.,
neanaTpu4yecku gaxkynbTeT,b Kypc,

@reoy BO YIMY MuHsapasa Poccuu, r. EkaTepuH6ypr

BeegeHue

Temodarorurapubit iuMmdorrncruonuros (I'JII)) — omacHoe, xu3He-
yTpoXKalolliee IMaTOJIOTVYeCKOe COCTOSIHME TUIIEPaKTUBALINY MIMMYHHON
CHCTEMBI ¥ MY/IbTMOPTaHHOTO BOCHA/JINTETbHOTO MOBPEXTEHNA. Y [ie-
Tell Jalle BcTpevaercsa nepsuyHblit [7II, B cocTaBe pasnMyYHbIX Hacyen-
CTBEHHBIX CMHJIJPOMOB, B YaCTHOCTH, cuHApoMa [pucnennu. B pyTunHOI
IpaKTHUKe Bpaya yyacTKoBoro-neauarpa I'JII' BcTpedaeTca kpaiiHe pefi-
KO, BCTpe4aeMoCTb cMHJpoMa cocTasseT 1: 50 000 HOBOpOXXIEHHbBIX B
rox [8]. bes meyeHns cpefHAA MPOJOLKUTENBHOCTD XU3HM OT MOMEH-
Ta nossieHus npusHakos [JII' y Takux fereit cocTaBisAer 6-8 Hepenb, a
IATWIETHASA BbDKVBAEeMOCTb Ha (POHE MMMYHOCYIIPECCOPHOI Tepanum
cocrasnAer 10,1%, npy TpaHCITAHTAMM KPAaCHOTO KOCTHOTO MO3Ta —
66% [4]. VIMeHHO Ha 9Tame NMEPBUYHOrO 3BE€Ha BaXKHO CBOEBPEMEHHO
IVaTHOCTUPOBATh JaHHOE COCTOSIHME, Belb BOBpeMsA HayaToe JieYeHue
MI03BOJIAIET 3HAYUTENIBHO YBEMMYNUTD IPOJO/DKUTENbHOCTD JKU3HH JleTell
C JJAaHHOM IIaTOJIOTMEN.
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B xnmHuKe «reMogaronyTapHbIi IMMQOTICTHOLUTO3» OIpefieseT-
51 KaK XapaKTepHoe CoueTaHue KIMHIYeCKNX (IMXopajiKa, CIJIeHOMeTa-
nist) ¥ TabOpaTOPHBIX (AHLIMTOIIEHS, KOATY/IONATsA, AUCUIINAEMI)
IPOSIBIEHNIT, OTPAKAIOUINX TMIIEPAKTUBALMIO MUMMYHHOJ CUCTEMBI U
MY/IbTHOPraHHOE BOCIIA/ITEIbHOE TTIOBpeXKieHue [7]. lnarHos ycraHas-
NIMBAeTCs Ha OCHOBAHMM HAMM4Ms 5 U3 8 CUMIITOMOB 1 Tab0PaTOPHBIX
npusHakos (HystiocyteSociety, 2004):

- muxopapxka > 38,5 °C > 7 nHei;

— CIUIEHOMeTa/us > 3 CM U3-I0f Kpast peOepHOIt Iyry;

- uuUTONeHus B = 2 muHUsX (reMorno6uH < 90 r/m, TpoMOOIuTH <
100%109 /1, Heitrpodumnst < 1¥109 /m);

— TUNEPTPUTTALIEPUIEMUST /WK TUTTOPUOPUHOTEHEMIIST; TPUTIIN-
Lepuzel > 2,0 MMonb/n wu > 3SD ¢pubpuHoreH;

- ¢pepputuH > 500 MKr/11;

- sCD25>2500 En/m;

- cHmkeHne akTuBHOCTH HK-K/1eToxk;

— reMo(arouTO3 B KOCTHOM MO3re, MMM(pATUYeCKUX y3/aax WIN
nukBope [8].

Brieneno Heckonmbkux ¢popm cemeitnoro IJII: FHL, XLP, cunppom
Yepmaka-Xurammy, cuagpoM Ipucuennm, cuagpom XupMaHcku-Ilynna-
ku. Cunpipom Ipucnenmm — HacnecTBeHHOe 3a00/IeBaHNe C AyTOCOM-
HO-PeI[eCCYBHBIM TUIIOM HAC/IeOBAHMA, aCCOUIPOBAHO C MyTaluei
reHa RAB27A. JlaHHbIiT TeH KOAVMPYeT aMMHOKVCIOTHBIN COCTaB 6enka,
YYaCTBYIOLETO B IPOLIeCcce TPAHCIIOPTA I «YIIAKOBKI» BEllleCTB BO BHY TPU-
K/IeTOYHBIEe Be3VKYJIbI, B YaCTHOCTY, Me/IaHVHA B Me/laHoIMTax (puc. 1).

Puc. 1. lemodaroumTos makpodarom npu cuHgpome Mpucuennu [2]
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Kpome Toro0, JaHHbII 6€7I0K OTBEYaeT 3a 9K30L[TO3 TPAHY/I IIUTOTOK-
cndecknx T-mumbonutos [1, 3]. B pesynbrare myraunnu rena RAB27A,
KOZIVIPYeMBIil M 60K He MO)KeT (pyHKIMOHMPOBATh IOTHOL[EHHO, Me-
JIAaHMH Y3 MeTAHOIIMTOB IIOYTH He BhICBOOOXaeTcs (puc. 2, 3).

SaTRJUSTINE

Puc. 3. CKyaHoe pacnpegeneHve nMrMmeHTa B BOsOCax y geTen
c cMHgpomom lpucuennm

BripeneHo 3 Tuma JaHHOTO CMHpOMa: 1 TUII KIMHUYECKY NIPOABIIA-
€TCA TMIIONUTMEHTALMEN U TAXKeIbIMI HEBPOJIOTMYECKMMM HapyLIEHM-
AMu, cuaapoM Iprcuenu 2 Tuia BbipaXkaeTcs anbOMHU3MOM, UMMYHO-
HedUIMTOM ¥ KOMIIEHCATOPHOJ IMIlepakTuBauyeit u nponudeparmei
MOHOLIMTOB ¥ Makpodaros, ¢ nocnexytomum passutuem IJII, Tperuit
TUII JAaHHOTO CMHIPOMa BBIPa>KaeTcs TOIbKO abOMHU3MOM |5, 6]. Jle-
4YeHMue JeTeil ¢ cMHgpoMoM [pucnenn 2 TiIa maToreHeTMYECKOe M CUM-
HTOMAaTUYeCKOe, BKIII0YAeT B ce6s1 MMMYHOCYIIPECCUBHYIO TEPaINIo 110
npotokony HI'H-2004. Takue geT — 06s13aTe/IbHble KaHU/ATHI Ha aJl-
JIOT€HHYIO TPAHCIIAaHTAIMI0 KPACHOTO KOCTHOTO MO3Ta.

OnuncaHwne cnyyan
[TpuBoguM knuHMYeckoe HabmogeHne nepsuynoro IJII'y pebenka
¢ cuHjgpoMoM Ipucuemmm 2 tuna. Manb4uk, 5 net 8 mecAles, NpoBe-
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IeH OCMOTP BpauOM-y4aCTKOBBIM-IIEIMATPOM B paMKaX AVCIIaHCEPHOTO
HaOJIIOfIeHN s, Y3 aHaMHe3a JKVM3HY M3BECTHO, YTO PeOEHOK OT BTOPOIl
0epeMeHHOCTH, BTOPBIX POfIOB. Y MaTepy pacCesHHbIN CKIepO3, IIPYHN-
MaJja Ipenaparsl MHTepdepoHa 3a 3 MecsAna 4o 6epeMeHHOCTH U ¢ 26
Heperm. CTapumit pe6eHOK — JeBOYKa, BO3pacT 11 jiet, Takxe cTpajia-
eT OT cuHjpoMa Ipucnennn 2 Tuia, [UarHo3 yCTaHoOBJIeH B Bo3pacTe 10
et nocye Bepuukanyny y 6para. Ponsl oneparusHble B 39 Hefenb. bes
ocnoXHeHuit. Macca npu poxxgernn — 4140 r., gmmHa — 51cM, OKpyX-
HOCTb TOJIOBBI — 36 CM., OKPY>KHOCTb ITpyau — 35 cM., bonbmoit pox-
HI4I0K 1,5%1,5¢cm. Orjenka no mikane Anrap — 7/8 6amwios. [lepBoe mpu-
K/IafibIBaHIe K Ipyau cpasy. Iloce poxjeHus pe6eHOK 3aKpyuyal cpasy.
Ipusut BIJK.

AHamHe3 3a6071eBaHMA: B BO3pacTe 4-X MecslieB YCTaHOBJIEH Jiua-
rHo3 BIDK-muMdanenut (mumdaseHIKTOMUSA, B XUPYPrUIeCKOM OT/ie-
nenv OJIKB 1) — anpens 2014 r. Habmogancsa ¢rusnarpom, momydan
C IIPEBEHTVBHOI IIe/IbI0 M30HMA3N, pUMGaMIINIVH, TMPOXOKCUH THU-
npoxynopup fo asrycra 2014 r. B mae 2014 HabmofieHne y MMMYHOJIOTQ
C IMArHO30M: TPAaH3UTOPHAs MMMYHOJIOTMYeCKas HeoCTaToOYHOCThb. C
Hos16ps 2014 B OAK TpomboiuTOneHns, HeiTpoeHu .

B anpere 2015 r. Mama o6paTiia BHMMaHMe Ha YBeMYEHIE )KIBO-
Ta, B Mae 2015 nogbeM TemuepaTypsl o 38 °C, 6e3 KaTapa/lbHbIX sBJIe-
Huil. B OAK neiikonennus 2,6*109/1, Helitponienus 0,7*109/11, cHu>keHMe
TpoMO6OI1MTOB 10 45 *109/71. B3siT Ha jUCHIaHCepHOE Hab/TIoieH e y reMa-
Tosora ¢ Mas 2015 roga ¢ AuarHo3oM: BropmyaHbIil reMogaronyTapHblil
MMM OrUCTONNTO3 Ha POHE MMMYHHON HeJOCTATOYHOCTHL.

B mrone 2015 rofa KOHCYIbTUPOBAH IeMaTOIOTOM: VICK/IIOUEH JIVMIM-
domnponmudepaTUBHBIN 1 MUeTOAUCIUIACTIYeCKUIT mpolecc. Torma ke
HepeHec XXeTyJ04HO-KINIIIeYHOe KpOBOTe4YeHNe, FeMOpparndeckuii ok,
komy. Iocie mepeHeceHHOro COCTOAHMUA HAOMIONANCA y MMMYHOJIOTA
u rematonora OJIKB Ne 1, obocTpenne Tpomboruronennn 1 pas B 3-4
Mecana. B 2015 rogy BrepBble IPeIIONOXIIN OMATHO3 CUHAPOM Ipu-
CIIETUINL.

B aBrycre 2017 1. B Bo3zpacTe 4-x net nepenec OHMK: remopparu-
YeCKUI MHCYNbT, oTeK I'M, CymoOpOXKHBI CMHAPOM, IPaBOCTOPOHHMI
remunapes Ha ¢oHe TpoMbOoUUTO- M jeiikoneHnu. COCTOsIHIE TPOTe-
KaJI0 B KOMaTO3HOM cocTosHmu 1 crenenu. Ha ¢oHe oTpumarenbHoit
HEBPOJIOTMYECKO OVHAMMKMU IIe4eHb +4cM, ceneseHka +10cM. HauaTa
MMMYHOCYIIpeCcCUBHasl Tepanius, KoTopas npuHecna a¢pdexr. KoHcynb-
TMPOBAH IeMaTOJIOrOM: IIePBIYHBII IMMYHOIeDUIINT.
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Cents16pp 2017: JHK-ananus, moaTBepyxpamomuii cuaapom I[pu-
cue/uin (0OHAapy)XeHO [jBa NATOTeHHBIX BapMaHTAa IeHa, M3MEHEHMs B
KOTOPOM IPUBOJAT K PasBUTHIO cMHAIpoMa [pucnenmm). PerynsapHo Ha-
omonaercs y onkoyora 1 Hepposora OJIKB Ne 1. 3ak/io4nTe/IbHbIN A1-
arHos: cuHApoM Ipucuen 2 Tuia, reHepaan3oBaHHas LepebpanbHas
arpodus 2 crenenn. [TomoxxurenpHast fuHaMuka ot 15.01.2018.

ITpn ocMoTpe cCOCTOsIHME YHOBIETBOPUTEIbHOE, CO3HAHME SCHOE,
IIOJIOKEeHNMe aKTMBHOe. Tellocio)keHne IpaBUIbHOE, TUIl KOHCTUTYLNN
HOpMocTeHndeckuit. Koxka 6/1eHas1, BOIOCHI CBET/IO->KE/ITOTO IIBETA, C
cepeOpuCTHIM OTTEHKOM. JIMMdarndeckue y3ibl B mpefenax HopMel. OT-
MedJaeTCsi TUIIOTOHYC MBIIIITHIDKHIX KOHEYHOCTel, 6071ee BhIpa>KeHHBII
C/leBa, HECKOIbKO aTaKCMJecKas IMOoXoAKa. B merkux — npixaHue Be3N-
Ky/IIpHOE, XPUIIOB HET, 4aCTOTA JAbIXaTe/TbHbIX ABIDKeHMIT 20 B MUHYTY.
ITpn ayckynbranyuy cepila TOHBI CepAlia TPOMKIeE, pUTM IIPaBUIbHBII,
IIyMbl He BBICAyHIMBaOTCA. YacToTa ceppieuHblit cokpamennit 100 yn/
MuH. IIpy manpnanyy >KMBOTAa HVDKHMI Kpall IedyeHM HalblupyeTcs
HIDKe peOepHOIT Iyt +2cM, celle3eHKa He nanpnupyerca. CTyn u Mode-
UCITyCKaHle B HOpMe.

Marnpuuk, Bo3pact: 5 net, 8 mecsanes. Poct 110 cm (III xopugmop).
Macca rena 14 xr 700 r (III xopupop). ITocTosiHHbBIe 3y6BI: 3 — CBOEBpe-
MEHHBII1 TeMII IPOpe3bIBaHNA 3y0OB.

3axmoyeHne: ¢uU3nMYecKoe pasBUTHE IO YPOBHIO OMOIOIMYECKON
3peNIOCTM COOTBETCTBYET IIACIIOPTHOMY BO3pacTy. Mopdodynkumo-
HaJIBHBIN CTAaTyC TapMOHUYHBIA. [pynma 3n0poBbsa — V (peGeHOK-MH-
Baux).

Jleyenne ocHOBHOTO 3a60meBanus 1o nporokory HLH — 2004 (nm-
MYHOCYTIpeCCUBHAA XMMMUOTepINA). VICK/IIOUNTh IpueM MMMYHOMOZY-
naropos. Korrpons nmmynorno6ymmaos B OJJKb 1, HabmrofeHne oH-
Kosnora, Hegponora OIKDB Ne 1 xaxxjpie 3 mecaua. [leguatp: OAK, OAM
Ka>KZIble 2 Hefie/ln Ha JIOMY, MOHUTOPVHT OMOXVMIYECKIX ITOKa3aTesel,
anextponutsl, OKI, Y3U OBIL. MPT un 93T o noxasannam. Megnuns-
CKUI1 OTBOJI, OT BaKIIMHALIMI.

3aKnoueHne

TakuM 006pa3oM, JaHHBI KIMHUYECKUII CIydail eMOHCTPUPYeT
HaM Ba)XHYI0 POJIb Bpa4a-y4acTKOBOIO-IIEMaTpa B CBOEBPEMEHHON
AMATHOCTMKE TAaKOTO (aTaJTbHOTO COCTOSHMSA, KaK reModaronyTapHblil
CHHZIpOM. Ba)kHO OTMeTUTD, YTO BCe C/Ty4ayu HeMTPOIeHNM, TPOMOOIIN-
TOIIEHUM, TUIIEPCIUIEHOMETAINI JO/KHBI HACTOPa)XKMBaTh Bpada-Ieu-
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aTpa " 1'I06YHI/[Tb €ro HalrpaBUTb MMalIME€HTA C HO,IL06HI)IM COYE€TaHUEM
CMMIITOMOB Ha CBO€BPEMEHHYIO KOHCYIbTallNIO0 Bpaqeﬁ[ T€MaTOJ/IOTOB "
VIMMYHOJIOTOB.

Cnncok nuTtepaTypbl

1. Griscelli syndrome subtype 2 with hemophagocytic lympho-
histiocytosis: A case report and review of literature // Intractable Rare
Dis Res. — 2017.— Ne 6 (1). — P. 76-79.

2. Griscelli Type 2 Syndrome and Hemophagocytic
Lymphohistiocytosis: Sisters with the Same Mutation but Different
Presentations // ] Pediatris Hematol Oncol. — 2019.

3. Hematopoietic stem cell transplantation in children with Griscelli
Syndrome type 2: Experience and outcomes // Indian J Pathol Microbiol.
—2019. — Ne 62 (2). P. 279-282.

4. Taguep, X. InctnonuTossl geTckoro Bo3pacra / Ilox pen. X. [ague-
pa, A.I. Pymanuesa. — M.; Bena : MaxcIIpecc, 2005.

5. ITepBruHBIi reMOdarounTapHbIil TMMQOTUCTUOLUTO3 Y HOBOPO-
xKpieHHoTO pebenka / Koxemsxa A. V., Kmumenxo B. A., Kanppi6a B. I1.
[u mp.] // 3mopoBbe peberka. — 2014. — Ne 5 (56). —105-108.

6. Munosanosa, H. B. MonekynapHo-reHeTHYeCKasA Mpupofa Iep-
BUYHBIX TeMO(aronyuTapHbIX TMMQOIUCTNONUTO30B B Poccun : aBTO-
ped. muc... kaup. Men. Hayk : 03.02.07 «[enetuxa», 14.01.21 «Iemarorno-
v 1 nepenuBanue Kkposu» / H. B. Munosanosa. — M., 2011.

7. TeModaronuTapHslii CUHAPOM B IIAUATPUYECKON INPAKTUKE /
Oxornukosa E. H., Imagym 0. V1., louckas C. b. [u gp.] // [legnarpus.
JKypnan num. [LH. Cnepanckoro. — 2011. — Ne 4,

8. ®ezepanbHble KIMHUYECKNE PEKOMEH/IAINM 110 IMATHOCTHKE U
NedeHnIo remMoaronnuTapHoro muMmeorucTronurosa. — 2014.

1.3. CuHppom Anbnopta —
AOMMHAHTHbIW TUN HacnepoBaHuUS,

CUEM/IeHHbIN ¢ X-XpOMOCOMOI
JlanwwnH M.A., ApuctapxoBa A.M.,
neanaTpu4eckmii paxkynbtet, 5 Kypc,

@re0y BO YIMY Mursapasa Poccum, r. EkaTepuH6ypr

BeegeHue

CunpipoM AnbIopra — 3TO HAC/IeACTBEHHOE 3a00jIeBaHue MOYEK,
00yC/IOB/IEeHHOe MyTalyell IeHa, JTOKaIu3yllerocs B X-XpoMocoMe,
NpUBOAALIEN K IeeKTy a-Lieny KoyrareHa tuma IV, n npossidmomeecs
HOpaKeHVeM KTyOOUKOB IT0YeK, II0Tepeli C/IyXa, HapylieHueM 3penus [1].
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OnucaHue cnyyan

[MTanment M., 13 ner (28.04.2005 r.p.). IlocTynun B m1aHOBOM IO-
panke 17.01.19 nna o6cenoBanm, OL€HKN @)yHKuMM o4YeK U n0n6opa
Tepamum.

AHaMHe3 3a60/1eBaHVA: BIIepBble Ha MeJl. KOMMCCUY TIepeft LIKOJION
(mait 2012 rona) BBISAB/IEHBI 9PUTPOLUTHI B Mo4e 710 50 B 1m\3, 6e/Iok —
0,25 r\11. PebeHok rocnuTanu3upoBaH B Hedponorndeckoe OTAe/IeHue
II0 MeCTY KUTE/IbCTBA. BbICTaB/IeH AMarHoO3: OCTPBbIN ITToMepynoHepuT,
He(ppUTUYUECKUIT CUHAPOM, IIepyof 0OPaTHOTO PasBUTHUA CUMIITOMOB.
PexomennoBaHo obcnenoBanne B Hedponorndeckom otaenennn OJKb
Ne 1.

Haxopuncs Ha rocnuramm3anuu B OJJKB Ne 1 ¢ 01.03.12 mo 14.03.12
C IMIaTHO30M «OCTpBbI rmoMepynonedput». YT cocynos nmouek — ma-
TOJIOTMM He BBbIABIEeHO; Y3Vl mouek — remarocnjieHoMeTaans, YBenn-
JeHMe pasMepos mouek (91 x 38; 84 x 38), IPCI' — nopma, OAM —
sputpouuThl 60mbuie 100 B m\3. B remocrase ymepeHHas XpOHOMETPH-
JecKas IMIIOKOATY/IALMA. B meyeHun — HUTPOKCOMMH, KaHePPOH, u-
yHOH. [loc/e BBIMVCKY M3 CTallMIOHapa — peOMEHflallNy He cobmofia-
JIMCh, aHA/IM3bI MOYY He C/IaBaJINCh.

B urone 2012 roga Majb4MK KOHCY/IBTMPOBAH He(POIOrOM OT/erIe-
Hus gHeBHoro npe6biBanusi(O/IIT). B meuennn HazHadeH KaHePOH.

B desparne 2013 ropma Ha pone OPBV, 8 OAM spurporuts — 300 B
MKJL, 6e1oK — 100 mr\my1. JledeHne He TPOBOANUIOCH.

B anpene 2013 roga — moBTOpHasA KOHCynbTanusA Hedpomnora OJII,
[MATHO3: «XpoHM4ecKuil rmoMmepynoneppur (XI'H), remarypudaeckmit
BapMaHT, pellNANBMpYIOllee TeyeHNe, aKTUBHasA ¢asa». PekoMeH0Ba-
HO: aMOKCUKJ/IaB, HUTPOKCO/IMH, KYPaHTHUL

[ToBTOpHass rocnmranM3anusa B HeppoONIOrMdyeckoe OTAe/NeHue C
12.07.13 mo 23.07.13. Inarnos npe>xxunit. YT — Ka/nmkosKTasus Bepx-
Hell rpymnbl yaiek mpasoit noukn. Cunppom Opeitmu. IPCI' — HopMa.
OAM — sputpountsl 44 B m\3. [eMocTas — yMepeHHas XpOHOMeTpuye-
CKasl ¥ BbIpa’K€HHAsl CTPYKTYpPHas I'MIIEPKOATY/IALNA IPY MUHUMAIIb-
HOM KOHTaKTe. B je4eHMM peKOMeHJOBAaHO — HMUTPOKCO/NH, 31bKap,
BeTOpOH. [locne BBIMNCKN peKOMEHJalui He BBIIIOMHAINCH, KOHTPOb
OAM He npoBoOAMICA.

B okta6pe 2015 roga — spurporuTos 300 B Mk B OAM.

B HOs16pe 2015 ropa (¢ 26.11.15 mo 02.12.15) — mocmeqHsIs TOCINATA-
mm3auus B Hepponorndeckoe otaenenue OIKBNe 1. [Tposenena ayamo-
rpamMma ot 30.11.15 — ceHcoHeBpanbHasA TYTOyXOCTb cieBa I crenenn,
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crpasa I-1I crenenn. B OAM sputpountst 266 B M1, 6emok 0,9 T\

Pe6eHKy BIiepBble BBICTaB/ICH AMATHO3: CUHAPOM AJBIIOPTA, HOMU-
HAHTHBIN TUII Hac/lefoBaHNsA, CUEIJIEHHDbI C X-XpoMocoMoii. Ilepuopn
K/IMHVKO-Tab0paTOPHON aKTMBHOCTHU. [MmepduabTpalyusa mo KIMpeH-
Cy SHJJOTeHHOTo KpeaTyHuHa. KOHIleHTpaloHHas pyHKLMA CHIDKEHA.
Hapyienne skckpeTopHOI GYHKLMYU CpefHeil CTeleHM TsDKecTu (Io
JIPCT). HeitpoceHcOpHasA TYTOYXOCTb.

B nevenun: sHam, uMMapg, acnapkaM, KypaHTwI. Ilocne BbImmckn
JiedeHye He IPOBOAVIIOCh. B KOHTPO/IbHBIX aHAIM3aX MOYM IIOCTOSHHO
SPUTPOLIUTBHI.

B amperne 2016 roga — xoHcynbrauys Hepponora OJIIL. [Inarnos
IIPEXXHUIA.

B pexabpe 2016 roga — KOHCYIBTMPOBAH 9HAOKpUHOMOroM. [lua-
rHO3 — AU Qy3HbIT TOKCUIecKuit 306. 0-1 crenenn. Knnungecknit sy-
Tpeos. PekoMeH/10BaH flofoMapyH (He IPYMEHSATICA).

Y3T cocynos moyek (gexkabpb 2016 rofa) — BacKynIApu3aLus Imo-
yek He HapyureHa. JPCI' — cekpeTOpHO-BBIieIUTeNbHAS PYHKIV T10-
YeK He HapylleHa.

[TocnegHue pe3ynbTaThl aHAIM30B B aMOY/IaTOPOHON KapTe OT
27.03.18 roga: OAM spurporuts — 300 B MK, 6e710K — 30 mr\mt.

AHaMHe3 >XM3HI: peOeHOK OT 2 6epeMeHHOCTH, 2 CaMOCTOSITeINb-
HBIX TOMAIIHMX CPOYHBIX pOAOB. bepeMeHHOCTh mporekana Ha (oHe
lueslatens, OPBV B 26-27 Hepernb, MH(EKIN MOYEBLIBOAALINX ITyTel,
aHeMIM, TOKCMKO33a, TPMXOMOHAJHOTO TOHOKOKKOBOTO KOJIBIINTA, MHO-
ropopusA. Macca mpu poxxzienun 2680 1, giHa 50 cM. BeinucaH ¢ guarHo-
30M — reMO/IMTIYecKas 60/1e3Hb HOBOPOXKAEHHBIX 10 ABO, xenryurnas
dopma. 3BYP mnopa, runmorpoduyecknii BapuaHt. BHyTpuyTpoOHas
nH}eknyA. KOHbIOHKTUBUT HOBOPOXK/IeHHBIX. JIucbakTepynos Kuiey-
HUKA.

IIpuBuBku no kanenpapio. bIDK B ponpgome.BckapmnuBanne rpyn-
Hoe 710 3 neT. Poc 1 pasBuBajcs 1o Bospacty.VIHpeknoHHbIe 3a60e-
BaHNA — B BO3pacTe 2 JIeT — cTpenrtopepmusd, mumbageHnt. OCTpblit
opouxut B 2012 ropy. B 5 ner — rucrHas musasus. OPBI 2 p\rop.
KoncynprupoBancypmonorom B 2015 . — HelIpOCeHCOpHas TYTOyXOCTb
IT crenenmn.

KoHcynprupoBaH sHIOKPUHONOTOM B Aekabpe 2016 roma — mud-
¢y3HbIiT Tokcraecknit 306 0-1 crenenn. [emarut B, C, Tyb6epkyines oTpu-
naet. Onepauny, reMoTpancysny OTpULAIOT. [leTCKuMii caj mocemaeT ¢
5 nieT, KoMy — ¢ 7 1eT. AjleproaHaMHe3 — He OTATOIIEH.
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O6wpextususbiii craryc: T = 36,1 C, Y1 — 19 B mun., YCC — 79 ya.
B MMH., Al — 100\60 MM pT. cT.Ob111ee COCTOSIHNUE YIOBIETBOPUTE/Ib-
Hoe. Ko>kHbIe TOKPOBBI 671€[{HO-PO30BBIe, YNCThIE, BIAKHOCTh B HOPME.
Cnusucrele YUCTbIE, CaMBALMA OCTATOYHAA. 3€B CIIOKOeH. [IbixaHue
IIPOBOZMTCS 110 BCEM JIETOYHBIM IOJISIM, XPUIIBI He CIIbIIy. TOHBI cepa-
Ija sicHble, putMuyHble. JKnuBOT Msrkmii, 6e360/1e3HEHHBIN, JOCTYIIEH
r1y6oKoil manpnanuy. IleyeHb He BBICTYIAET U3-IIOf pebepHOI AyTu.
Cenesenka He manbnupyercs. CTy/l eXXeJHEBHbI, CaMOCTOSATE/IbHBIIL.
I[TosacHMYHasA 06/1acTh He M3MeHeHa. [luypes ajleKBaTHBIIL.

HacnencTBeHHOCTD: y Miafuiero 6para — CHUHAPOM AJBIOPTa;
Y ABOIOPOZHON CeCTpbl (II0 MMHUM MaTepyu) — SPUTPOLUTHL B MOYE; Y
MaMbl — 9PUTPOLUTHI B MOUe; Y TeTu (MaMUHOI CeCTpbl) — IPUTPO-
LUTBI B MOYe; y AV (CBORHBIN OpaT MaTepy) — CUHAPOM AJIBIIOPTA C
TYTOyXOCTBIO; Y TeTH (CBOJHAS CeCTpa MaTepy) — SPUTPOLMUTHI B MOUE;
y 6a0yimkyu (1o IMHUM MaTepu) — 3PUTPOLMUTHI B MOYE; JBOIOPOTHBII
menyiuka (Opar 6a0yLIKY 10 MaTepy) — CMePTh OT XPOHMYECKOIT Tovey-
Holt HegocTtatouHocty (XITH); y npapenymky u npababymxu (o -
HUV MaTepy) — SPUTPOLUTHI B MOYe; 2 JBOIOPOHBIX Ay (110 IVMHNUK
Mmarepu) — cMepThb oT XITH + Tyroyxocts; ABOOpOAHAA TeTA (110 TMHNUK
Marepy) — SPUTPOLUTHI B MOUe; Y 2 IBOIOPOIHBIX 6a0yIIeK 110 TMHUN
MaTepy — SPUTPOLMUTHI B MOUE; Y ABOIOPOJHOTO AEAYLIKY 110 IMHUY Ma-
Tepu — cMepTh oT XITH + Tyroyxocts (puc. 1).

L] A
e T
s ) o
1T IR an

Puc.1. PogocnoBHaa npobaHaa

PesynbraThl 1a60paTOPHO-MHCTPYMEHTAIBHBIX METOJOB 00CIIeNo-
BaHU MpeJCTaB/IeHbl B Tabmuiax 1-6.
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Tabnuua 1
MNoKkasaTenu obLLiero aHanM3a KPoBu
[arta WBC* | RBC* | Hb MCV | PLT Neu | Lym | Mon | Eos Bas
10%7 10" | r/n on. *107" | % % % % %
18.01.19 | 4,69 4,38 123 79,7 179 382 [490 |94 2,8 0,6
Tabnvua 2
MokazaTenn 6MOXMMUYECKOro aHanmMsa KpoBu
[ata O6wwin | Anbby- | Mniokosa Bunu- ACT ANT XonecTepuH
6enok | MuH MMOnb /N | pybuH ME/n ME/n MMOSb/N
r/n r/n o6,
MK-
monb/n
18.01.19 | 66 40,3 5,27 101 28 13 5,30
HaTa Mouve- | Kpea- Moues. K Na Ca P 1i{o]
BMHa TUHWUH Kncnorta MMOJb MMONb | MmMonb | mmonb | ME/n
MMOJIb | MKMOMb | MKMOJb /n /n /n /n
/n /n /n
18.01.19 | 5,13 61 326 4,43 140 2,39 1,63 435
[ata CPBmr/n ACJIOME/mn »Keneso cbiIBOPOTKM
MMOJb/N
18.01.19 0,07 174 23,61
Tabnuua 3
KnunpeHc sHgoreHHorokpeaTuHMHa
[Hata KpeaTvHUHMKMONb / n K3K mn / MUH.
18.01.19 61 117,3
Tabnuua &4
06wt aHanmn3 mouu
[Mata Lset YB pH GLU PRO KET BLD Bakt Cnusb | LEU onut Lnn.
r/n
18.01 Kent 1011 5,0 HeT 0,5 HeT 114 HeT + 3 HeT HeT
Tabnuua 5
CyTouHas npoTtenHypwua (Hopma 28-141 mr/cyT)
[lata Ounypes, mn | CyTouHaa NnpoTenHypua, Mr/ cyT. NHTepnpeTtaumna
21.01.19 | 570 0,228 N —0,028 — 0,141 r/cyT.
Tabnuua 6
CyTo4HanA aKcKpeums conen
[ata Lunypes, mn ®ocdatbl, MMONL/N/CYT. Ypatbl, MKMOAb / N1/ CyT.
21.01.19 570 10,28 (Nzo 48) 1410,2 (Ngo 6000)
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ITLP xpoBM Ha BUpPyChl — BUPYC JNIITelHa-bapp, nuToMeranosu-
pyc, reprec 6 Tuma He o6Hapy>keHbl. VIMMyHoOrnmo6ymmHel ot 18.01.19:
IgA — 2,8 r\im, IgM — > 2,68 r'\11, IgG — 12,5 r\i1. OKT ot 18.01.19: cuny-
coBas aputmusA ¢ YCC 65-92 yu. \ MyH. Y3V mo4yek 1 MOYEBOTO Iy3bIps
oT 18.01.19 I.: CTPYKTYpPHBIX M3MeHEHNII He BbIAB/IeHO. CTeHKa MOYeBO-
ro ny3pipss — 1,9 Mm. IPCT ot 18.01.19: mpaBOCTOpOHHASA Ka/INKOIKTa-
31A C HapyIIeHUeM 9KCKPETOPHOI (QYHKIUY MOYKU CPeJHell CTeleHN.
3ameqyieHre YPOAVHAMMKI TI€BOJ MOYKM JIeTKOM creneHn. CeKpeTop-
Has QYHKIMA IOYeK He HapylleHa. CyMMapHas KaHajIblleBas CeKperys
B IIpefie/laX HOPMBI.

KnmHnvecknit ayarsHos: cMHAPOM AJIBIIOPTA, JOMUHAHTHBIN TUII
HacJ/leloBaHNsA, CUEIUIEHHbII ¢ X-XpoMocoMmoii. Ilepmopn KnmHMKO-7Ia-
00paTOpHOIT aKTUBHOCTH. [MIIepuIbTpays 10 KIMPEHCY S9HTOTeHHO-
rokpeaTnHyHa. KoHLeHTpalmoHHas GyHKIMA cHyDKeHa. Hapymennme
9KCKPeTOPHOII PyHKIuM cpenHeit crenenn tspxectu (no JPCI). Heii-
POCEHCOpHasA TYTOYXOCTb.

Tepanus: snanmanpun (9Han) — 2,5 Mr yrpoM (mog KoHTponeM AJl),
IJIUTENbHO, MarHe B6 — 1 Tab. x 2 p-\ cyT. 1,5-2 Meca1a, sanbbkap — 13
Kamesb X 3 p. \.ieHb 3a 30 MUHYT [0 efibl 1,5 MecAna.

Pexomenmarn:

- mucrnaHcepHoe HabmoneHne Hedpomnora OJIIT uepes 3 mecsana (co
ceexxumu OAM, OAK, 6\x kpoBu, CyTOYHOII IPOTENHYpUEil);

— caHauMs XpoHn4Yecknx ovaros nHdexunn (JIOP, cromarornor);

— KOHCY/IbTallMAl OKY/IUCTA, CYPHOJIOTa;

— KOHCY/JIbTAIUA 9HIOKPMHOMOrA (3a/jep>KKa 110 MacCo-pPOCTOBBIM
[IOKa3aTessAM);

- ixeTa IO BO3pacTy;

— BOJHBIN pexxuM 1500 Mr\cyT (ITpy OTCYTCTBYM OTEKOB U IOBBIIIIE-
uu AJT);

- koHTponb AJl 2 p\cyTKu (¢ BefieHreM JHEBHIKA);

— VICK/IIOYUTD IIpMeM HeCTePOIIHbIX IPOTUBOBOCIIATNTE/IbHBIX IIpe-
[1apaToB; IIpY MOBBIIIEHNN TEMIIEPATYPhl — MpUEM MapaleTaMOoa;

- koHTporb OAM 1 pas 1 mecar n nocine OPBY (xoHTposnb remary-
puu, IPOTENHYPUN);

— KOHTPOJIb CyTOYHOro Oenka Moun 1 pa3 B 3 MecsAla;

— KOHTPOJIb CKOPOCTY KITyO04KOBOIT pryibrpatyn 1 pas B 6-12 MecsiLieB.

3aknwoueHune
Cungpom Ajbriopra sIBIsSETCS JOBOIBHO peNKuM 3a00/ieBaHmeM B
IpakTyKe Bpada-neguarpa. Ocob6yo BaXKHOCTb MMeeT CBOeBpeMeHHast
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IIOCTAHOBKA AMATHO3a, TAK KaK IIPY HEKOTOPBIX TUIAX HACTeJJOBAHMA
IaHHOTO 3a00/IeBaHMsA Y OONBHBIX OHO MMeeT HeOIaronpyuATHbIN Ipo-
THO3 ¥ BBICOKYIO JIETa/IbHOCTDb B MOJIOZLOM BO3pacTe.

Cnuncok nutepatypbl

TopsaitHos B. A. AjoTpaHCIIaHTALMA TIOYKM OT KMBBIX POJCTBEH-
HBIX JIOHOPOB 60/IBbHBIM C crHApoMoM Anbropra / TopsiiinoB B. A., Ka-
abax M. M., ba6enko H. H. // Xupyprusa. — 2016. — Ne 1. — C. 50-54.

1.4. CnuHanbHO-MbIWeYHas ammoTpoodus | Tuna

(6onesHb BeppHura-fopodpmana)
Kuga A.l1., ne4e6HO-npoduaaKTMIeCcKmn GakyibTeT, 5 Kypc,

@reoy BO YIMY Mursapasa Poccuu, r. EkaTepuH6ypr

BesegeHune

CrnmHanpHas MbluredHass ammorpodusa I tuna (CMA) — ocrpoe
37I0KauecTBeHHOe MH(paHTUIbHOE 3aboneBaHMe (6one3Hp Beppuura —
Toddmana), KoTOpoe HacIenyeTCs MO Ay TOCOMHO-PeIleCCBHOMY THUITY.
[eHbI, OTBETCTBEHHBIE 3a Pa3BUTUe 3a00/IeBaHNsA, PACIIONOXKEHbBI B 00-
JIACTM 5 XPOMOCOMBI, T7ie TOKa/IM30BaHbI 4 TeHa, TIOBPeX/eHe MTOCIe] -
HIVIX BBI3BIBAaeT PasBUTHE TSKENIOro 3a00jIeBaHVsA, OLpesie/iss IPOTrHO3
3aboneBann:A. Yame Bcero BcTpevyaeTcss MyTanys reHa SMN, kotopas
IpefcTaBIeHHa B BUJIE fIeJIelN 7-TO MM 8-TO 3K30HA B TOMO3UTOTHOM
coctosiuuu [1]. B pe3ynbrare MmyTaiuu B reHe nepudepudeckue IBUra-
Te/IbHbIe HeJIPOHBI TEPAIT CIIOCOOHOCTh KOHTPOIMPOBATD MEPEXOJ OT
npePHK x MPHK u mpousBoautb 6enku, He0OXOAMMbIe [JIs X JKU3He-
CIIOCOOHOCTY ¥ PYHKUMOHMPOBAHYSA, YTO IPUBOJUT K CUMIITOMOKOM-
IJIEKCY «BSIIOTO pebeHKa».

30/10TBIM CTaHAApTOM AMarHocTuku CMA sBisgeTca mposefeHUe
TeHeTNYeCKOTO MCCIefJOBAHNA, KOTOPOe 3aK/II0YaeTCsl B OIpefeIeHNN
OIIVICAaHHBIX BBIIIIE «II0JIOMOK» [5]. KpoMe reHeTmdeckoro nccnefoBaHus
IPOBOJAAT M PAR MHCTPYMEHTaNTbHBIX. OCHOBHBIM METOJIOM SBJIACTCSA
UTO/IbYaTast 7IEKTPOMUOrpadus: B XOfie UCCIeOBAHNUA PETYCTPUPYIOT
37IEKTPUYECKMII OTBET MBILILBI, TeM CaMbIM OLEHMBAIOT KOTNYECTBO
IOBUTATENbHBIX eqyuuly [2].

CMA I Tuna MmaunecTupyeT K0 HepBOro IHOMTYTOAVs KU3HY pebeH-
Ka U OTIMYaeTcsA OBICTPBIM TeYEHMEM U JIeTaTbHBIM MCXofoM. etn ¢
JIAaHHOJI ITATO/IOTMEI MOTYT JiepXKaTh TOIOBY, HO HUKOITA He IepeBopa-
YMBAIOTCA U HE CUIAT, 11 TeM bosee He XopArT [5].
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B pmanbHelimeM Ipu HpPOTPeCcCUpOBAaHNM IIpoliecca IOpakeHUe
PacIpoCTpaHsAeTCs Ha MBI, MHHEPBUpPYeMble OynbOapHOI IpyI-
TIOJI YeperrHO-MO3TOBBIX HepBOB. [IpM4MHOI JIeTalbHOTO MCXOAa IpK
BPOXKIEHHOM BapuaHTe 3a00/eBaHNUsA ABJAITCA CepAedHas VIN JIbIXa-
Te/lIbHasA HeJOCTATOYHOCTDb, a TAKXKe IPUCOEHVHEH)Ee BTOPUYHON MH-
¢dexunn. Ilo muTepaTypHBIM ZaHHBIM, IPORO/DKUTEIBHOCTD XU3HU Y
TAaKMX MAIMEHTOB B CPeJJHEM COCTAB/IAET OKOJIO 2-X JIET, HO OTMEYEHO,
4TO 0KO0/IO 10-12 % GOBHBIX NIepeXXUBAIOT IIATUICTHNUI BO3pacT |3, 4].

OnucaHuve cnyyasn

[Manment WM., 7 net (2012 roga poXkaeHns1), HAXOAUTCS TIOJ, HaOIIO-
JIeHeM B Ma/VIMAaTVUBHOM OT/IelleHNe C MMArHO30M «CIMHa/IbHAsl aMMU-
orpodusa Bepmumra-Topdmana I Tnma», mporpeccupyiomiee TedeHne.
Bynpbaphblit cunpgpom. Bsmas rterpamnerma. Hapymenue ¢ynxuym
CcrioHTaHHOTrO AbixaHuA. [Ipunypurenvubii pexxum VIBJI, XxpoHndeckoe
KaHIOJIeHOCUTeNbcTBO. HocuTenb ractpocTombl. Kpunrorennas mapum-
aZbHasA T0OHOOIEeBasA SIMJIENICUA C IIBcefoabcancaMm. MoyekaMeHHas
6onesup. C 9 Mec. HaxoUTCs Ha npuHyauTenpHOM VIBJI B momaimHmx
YC/IOBYISIX.

AnamHe3 xu3HM: pebeHoK oT I 6epemenHocTH, I pomos. bepemen-
HOCTb IIpOTeKasa Ha ()OHe BEreTo-COCYAUCTON JUCTOHUM CMEIIaHHO-
ro TuIa, aHemyu 1 crenenu. Popbl cpounble Ha 41-71 Heferne, TOMOBHOE
npepnexanue. OKoOmoNIoaHbIe BOAbI 3eenbie. Arrap 3/6 6amnos. [Ipn
poxxaenuy Macca Tena —3400 1, jyimHa — 52 cM. OKpy>KHOCTD FO/IOBBI —
34 cm, rpypu — 33 cm.

AHamHe3 3a007eBaHUA: COCTOSHME peOeHKa C POXJEHUs 3aciy-
JKVBAJIO BHUMAHMA 32 CYeT yTHETeHHBIX pedieKcoB (rumopediexcus,
BsJIOE COCaHMe), IPU3HAKOB IIEPEHECEHHOJ XPOHMYECKOl BHYTPUY-
TpOo6HOIT MHeKIVY (3eleHHble OKOJIOIUIOAHbIE BOAbI) U runokcun. Ha
4-e cyTKu pebeHOK ObUI IlepeBeieH B OTHe/IeHNe MATOJIOTUU HOBOPO-
JKIEHHBIX B CBA3YM C HapacTaHVeM HEBPOJIOTMYECKON CHMIITOMATVIKN:
BbIpa)KeHHasI TUIIOTOHNS, peIeKChl CIIMHATBHOTO aBTOMATU3Ma MpaK-
TUYECKU OTCYTCTBOBAJIN, OGHAKO OPa/IbHOrO aBTOMATN3Ma JJeMOHCTPU-
poBa, HO 3aMKCHpPOBaHa MapeTndecKas yCTAHOBKA KUCTeil pyK. Bout
ocMoTpeH reHeTnkoM u B3AT JHK-anamms Ha ammorpoduro 1 tTnma n
6omne3np [Tomrie. Yka3aHHbIT aHA/IN3 BBIIOTIHUIN B IIEHTPe MOJIEKY/ISAP-
Hol1 reHeTuku (r. Mocksa).

B Bo3pacte 1 Mecsitia 6bUT BbICTaB/IeH AuarHo3 «CrinHanbHas aMyo-
tpodus 1 Tnna (Beppuura-Todpdmana)», ayTocOMHO-peljecCUBHBIN THUIT
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Hac/eoBaHMA (fienenysa 5k30HOB 7-8 reHa SMN B rOMO3UTOTHOM CO-
crostHuM). Puck mns cubcoB — 25%. B BospacTe 5-Tu MecseB peGeHKy
IPUCBOEHA KaTeropysi «peOeHOK-MHBaIU .

B koHIje mepBoro roa y pebeHKa pa3Buinch MpU3HAKYU CTAOMIBHO
IBIXaTe/IbHOM HEOCTAaTOYHOCTH, IO ITOBOJY 4€ro YCTAaHOBJIEHA II0CTO-
SAHHAs TPaXeOCTOMMA C peCIMPATOPHON NOoAgepKKoI annaparoM VIBJI.
IToMuMO NOCTOSHHON PeCHMPATOPHON IOANEP)KKM C 3TOTO BpeMeH!U
yCTaHOBJIEHA U TaCTPOCTOMA.

Crycta 2 ropa nociie Ipojio/DKUTEIbHO BEHTWLALINM JIETKUX Y pe-
OeHKa IMarHOCTUPOBAH XPOHNYECKIIT IOCTBEHTU/IALMOHHDIN OPOHXUT,
nHeBMou6po3 S2, S6, S8, S9. [TH-3 cTenenn kak pe3ynbraT IepeHeceH-
HOJI 6pPOHXO0/IETOYHO MHEKIIL.

B Bo3pacre 3,5 et nosBuicsa 601eBOI U AU3YPUIECKUI CUHAPOMBI,
ObIT 00C/IeOBaH ¥ AMATHOCTMPOBAH OOCTPYKTUBHBIL YPeTepOrnfipo-
He(po3 creBa. MouekameHHas 60se3Hb. KOHKpeMeHTBI HIDKHel TpeTn
JIEBOTO MOYeTOYHMKA. KOHKpeMeHTHI Jaledek yeBoii mouku. Ilomyumn
OIIEPAaTUBHOE JICYEHME.

Ha naToM ropy skm3Hu y pe6eHKa CTaly OTMedaTbCsl «3aMUPaHns»,
HEeTO/IBIDKHOCTb MUMMKH, He pearnpoBajl Ha OKpy>KeHue. Pe6eHOK 00-
C/IeflOBAaH B HEBPOJIOTMYECKOM OTJe/IeHNN, OCMOTPEH HEBPOJIOTOM, 3IIN-
JIETITO/IOTOM, BBICTABJIEH INATHO3: «/Ie0I0T KPUITOT€HHO MapIIMaTbHOM
JI0OHOJ0/IEBOTT ATMIETICUM C TBCefoabcaHcamm». C yka3aHHOTO BpeMe-
HU TIO/Ty4YaeT IPOTUBOCYIOPO>KHbIE ITPeNapaThl BaJbIIPOEBON KUCIOTHI
MPOJIOHTMPOBAHHOTIO [eiiCTBUA B o3e 450 MI B CyTK!, TOCTOSHHO, JI/II-
TEJIbHO.

Knuandeckoe Habmonenne. OcmoTp. Peakiusa Ha ocMOTp afieKBaT-
Has. B cosHanum. Ha obpaienHyto pedb ynblbaeTcss MUHUMAJIBHO, U3-
maeT 3BYKH. Y3HaeT 6/m3kmx. Pa3bl COH—O0ApOCTBOBAHNE COXPAHEHBI.
Tunorpodus cnusucroit nonoctu pra. [onosa oxpyrmoit ¢popmer. Imas-
Hble ey, 3pauky D=S. @oTopeakuys coxpaHeHa NpsiMas U CORPYxKe-
CTBeHHas. Bariax ¢ukcupyert, 3a nmpegmeramu cineput. Hucrarma Het.
JIuno cummetpuano. Bynp6apusie Hapymenus. Toryc mbimr auddys-
HO cHIDKeH. CyXOXXMIbHBIe 1 OpIonIHble pedeKchl He BbI3BIBAIOTCH.
KoHTpakTypp! KpyIHbIX cycTaBoB. PYHKIINIO Ta30BbIX OPTAaHOB HE KOH-
Tponupyer. [acTpocToMa, TpaxeocToMa QyHKIMOHUPYIOT, KOXKa BOKPYT
He nsMmeHeHa. IIpunygurenbusle pexxum VIBJL. YT 24 8 munyTy. Ilynbc
nHeM 130-140 ygapoB B MMHYTY, HOUbIO 75-85 ymapoB B MuHyTYy. Cary-
pauns pCO2 96-98%.
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JlabopamopHo-urcmpymeHmanvHole UCCIe006aHUAL.

MonekynapHo-reHeTH4ecKNii aHanmmu3 oT MapTta 2012 roga: cimHa b-
Has ammotrpodua 1 tuma (Beppuura-IToddmana), ayTocomHO-perec-
CUBHBIN TUT Hac/egoBaHuA. Jlemenis sk30H0B 7-8 reHa SMN B roMo3n-
TOTHOM COCTOSIHMU. Puck mis cubcoB — 25%.

OMI ot mapra 2012 ropa: mpu nosepxsHoctHoit OMI ¢ MbI Bepx-
HUX U HVDKHUX KOHEYHOCTEll monmydeH 2a tun Kpusoi mo FOcesnuy,
6e3 accumerpun. KpuBas ypesxeHHast, eproandeckyl YaCTOKO/IbHASA, C
HOTEHIMANIaMM THUIA QACUMKY/IALNI TPV IPOU3BOIBHOM MBIIIEYHOM
HAIPKEHNM M NOTeHIManaMy GacumkynAumii B mokoe. ITokasarenn
aMIUIMTY/AbI CHVDKEHBL. [JaHHBIe 32 CIMHATBHYI0 aMUOTPOMIO.

93T ot Hos16ps 2016 ropa: HayMYMe PErMOHATbHOI MeITIEHHO-BOJI-
HOBOJI M/IM MUK-BOTHOBOJ aKTMBHOCTU C paclpOCTpaHEeHMeM BIIepef,.
JlaHHBIe 32 MapIyaNbHYIO TOOHONOEBYIO SIIJIENICUIO C IICeB/j0abCaH-
CaMIL.

Y3U ceppua ot 2017 ropma: pasMepbl cepAilla COOTBETCTBYIOT BO3-
pactHolt HOpMe. DB — 75.8%.

Y3V 6prourHoii moocTy U 3a0pIONIMHHOrO MPOCTpaHcTBa oT 2018
ropa: renaromeramuA. MKDB: KoHKpeMeHTbI 1eBoIt o4k (6e3 06CTpyK-
uuu). Heppokanpimuos cresa.

Cytounoe mouutopuposanue IKI' or 2018 roga: Ha IpoOTAKEeHUN
BCET0 BpeMeHY MOHUTOPUPOBAHMA 3aPETUCTPUPOBAH CUHYCOBbIN PUTM
o011eit AMNTeNbHOCTBI0 12.30 MMHYT. 3aperncTpUpOBaHbl HapyLIEHNUs
PUTMa U IPOBOAMMOCTY B BUJE CUHYCOBOJ apUTMuM B Komdectse 400
snmusopnoB. CunzpoMm nesamantanyy naTepBana QT k UCC.

OO630pHBIT CHUMOK Tpy#HOI KineTkn oT 2018 ropga: HocuTenb Tpa-
xeocToMbl. IunepBenTHIALNA Nerkux. OCTeOnopo3 BUAVMBIX OTAEIOB
CKefeTa.

O6cy:kaeHue

ITo MuTEpaTypHBIM JAaHHBIM, NALMEHTHI ¢ aMuoTpodueit I Tuma xu-
BYT He 6oree 2-x jieT. Ho B OmMcaHHOM KJIVMHMYECKOM Cily4ae pebeH-
Ky y>Ke 7 JIeT, 9YTO MO>KeT OBITb 00YC/IOB/IEHO C BHE[PEHVEM IIPOrpaMM
[Ia/UTMATUBHOI TIOMOIIY JAeTSIM B Halllell 00/1acTH, OIIBIT Bpayeil y HeKy-
pabe/bHbIX MALMEeHTOB, HACTPOI POAUTENeil Ha BBIX&XMBAHIUE CBOETO
pebenka. CirydJail oKa3bIBaeT COYeTAHHOCTD ITATOJIOTHIL y OffHOTO TIa-
LIM€HTa, 9TO, CKOpee BCEro, TOBOPUT O TEHETUYECKOM CUHJIPOME, B CO-
CTaB KOTOPOTO BXOZIUT HE TOMBKO aMUOTPOdus, HO U ApyTas KIMHUKA.
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BbiBoabl

Takum o6pazom, amnorpodus 1 TuIa JOCTATOUHO U3ydeHa B MefN-
IVIHe, HO, K COXKaJIeHNIO, OTHOCUTCS K HeKypabenpHou maronoruu. Ha
COBPEMEHHOM 3Talle MeAAUIIMHBI Mbl MOXXeM TOJIBKO IPEJIOKUTD Iaj-
JMATUBHYIO IIOMOILb NMallMeHTy. BHeopeHne IporpaMM MajuIMaTUBHOM
nomoiy B Poccun cyiiecTBeHHO 06jierdaeT )KU3Hb CAaMOMY IIAl[MeHTy
U eT0 POAUTENAM.

Ha nam B3I, MeToiMKa IepeBofa pebeHKa JJOMOJI IO3BOMSET
ponuTenAM KpyIJIOCYTOYHO HAXOAUTbCA C JeTbMU, TeM CaMbIM YBeNl-
4yBas Ka4eCTBO XXM3HU peOeHKa, MUHUMM3UPYS PUCKM OC/IOKHEHNI, B
TOM 4MCJIe U 110 YXOfy.

Cnuncok nuTtepaTypbl

1. Aryiac HEpPBHO-MBILIEYHBIX OOJIe3Hell : MPAKTUYECKOe PYKOBOJ-
ctBo / ®enbaman E. J1., Jlemtep B. H., Paccenn [I. B., Ipusonbp B. ; nep. be-
noBa A. H., Ipuropresa B. H. — M. : IIpaktudeckas MeguiuHa, 2016. —
392c.

2. CnuHabHbIe MblIIeYHble aTpoduyu 1 60KOBOIT amMmorpoduye-
CKMIT CK/IepO3 KaK IpOosBJIeHNe 00Ie3HN JBUTAaTE/IbHOTO HellpOHa Y Je-
teit / C. K. EBrymenko, T. M. Mopososa [u np.] // MexayHapomHbIit
HeBpOJIOrnyuecKuit >xypHaia. — 2013. — Ne 6 (60). — C. 15-28.

3. 3aboneBanus HepBHOI cucteMsl y fereit / Ilox pen. A. A. Cko-
pomua ; ITep. c anrn. — M. : Jlaboparopust 3Hanmii, 2013. — 831 c.

4. Survival of patients with spinal muscular atrophy type 1/ Gregoretti
C., Ottonello G., Chiarini Testa M. B. [et al.] // Pediatrics. — 2013. — Ne
131 (5). P. el509-14. — doi: 10.1542/peds.2012-2278.

5. SMN1 Gene Point Mutations in Type I-IV Proximal Spinal
Muscular Atrophy Patients with a Single Copy of SMN1— [No authors
listed]. — Genetika. — 2015. — Ne 51(9). — P. 1075-82.

1.5. Ty6epo3HbI CKNepos

(o} IlJ,e6I-OTOM B paHHEM BO3pacTe
Lhxypaesa /[. [l., ne4e6HO-npopuaakTnieckmi pakyibteT, 5 Kypc
@re0y BO YIMY Mursapasa Poccuu, r. EkaTepuH6ypr

BeegeHue

Ty6eposubiit cknepos (TC) — penkoe, TsKenoe, HaClIeACTBEHHOE
3abojieBaHILe, TPV KOTOPOM B Pa3/IMYHBIX OpraHaX U TKaHAX 00pasyloT-
¢ JoOpOKadeCTBEHHbIE OIYXO/MU BC/IEACTBUE TMIEPIUIA3UU IPOU3BO-

IHBIX 5KTO— ¥ Me3ofiepMbl. B Hacrosmee Bpemsa TC oTHOCAT K rpymie
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(akoMaTo30B, /11 KOTOPBIX XapaKTePHbI BPOXK/ICHHbIE SIIePMOJIUC-
IUTACTIYEeCKIe COYeTAaHHBIE IIOPAXKeHMs KOXKY, HepPBHOI CUCTEMBI, I71a3,
a TaloKe IPYTMX OPraHOB M CHUCTeM. Tun HaclemoBaHUA 3a00/IeBaHNUA:
ayTOCOMHO-JJOMVHAHTHBII ¢ Baprabe/IbHO 3KCIPECCUBHOCTDBIO U He-
IIO/THO¥ TIeHeTPAaHTHOCTLIO reHoB. PasButue TC onpenensaercs renamuy,
JIOKA/IM30BAHHBIMI B 9-11 XpOMOCOMeE. YCTaHOBJIEHO CLEIIEHNE C JIO-
kycamu 9q34 (TSCI), 11q14—11q23 un 16p13.3 (TSC2). Ilonarasot, 4To
raMapTpyH, Kotopbiit kogupyetcss TSC2, perymupyer suporuros. O6-
HapYXMBAIOT TaK)XXe MyTaluy TeHa Ha 12-11 xpomocome [1]. Hacrora TC
cocrabnAet 1 cmyvaii Ha 30 000 Hacenenus:A. PacnpocTpaneHHOCTD cpenn
HOBOPOXKZIEHHBIX Bapbupyet oT 1:6000 o 1:10 000 [2]. Tak xax crmoco6-
HOCTb IIPOU3BOAUTH ITIOTOMCTBO Y 60/1bHBIX T'C IOHIDKeHa, ITepefjaya 3a-
0oseBaHNA IO HACTIENICTBY 60JIee 4eM B /IBYX ITOKOJICHUAX ObIBaeT PefKo.
Ko>xnble nposiBnienns y 6onpHbIx TC BecbMa MHOroo6pasHbl. OCHOBHbIE
U3 HUX IpefiCTaBIeHbl aurnopudépomamu 1 GuOPOMaTOSHBIMI O4ara-
M Ha JIuIie, MHOTTIA Ha TY/IOBUIIe, XapaKTePHbIMI MOHOITEBBIMM UK
OKOJIOHOTTeBbIMM GUOPOMaMU, YIaCTKaMU «IIaTPEHeBOI» KOXKM, TUIIO-
MenaHoTn4eckumi ATHamu. [locnepune Habmonatorcs y 90% 60/IbHBIX
TC, 00BIYHO CYIIECTBYIOT C POXKAEHMA ¥ 4acTO SABJIAIOTCA Hambosee
pPaHHVM CUMITOMOM 3abojeBaHMA. VI3 CUCTEMHBIX HMOpa)KeHWII Hau-
6oree yacTo HAOMIOAETCA CUMIITOMATMKA CO CTOPOHBI II€HTPaIbHO
HEpPBHOII CHUCTEMBI, YTO IPOSBIAETCS CYAOPOXKHBIMM IapOKCU3MaMMU
y>Ke B IepUOJ, HOBOPOXX/IEHHOCTH, @ B IIOC/IEAYIOIeM IPUCTYIIaMU SN -
JIETICUM, Pa3BUBAETCS YMCTBEHHAS OTCTAJIOCTD, HApYyIIeHMe [TOBeeHNA
B IIMKJIe «COH—O6oppcTBOBaHMe» [3]. CyLopO>KHBIIT CUMIITOM HabIIofa-
eTcsi y 80-92% 6ompubix TC. KimmHnyeckue cMMITOMBI TOPayKEHMS TO-
JIOBHOTO MO3Ta 00yCIOB/IEHBI BHY TpuUIiepeOpaTbHbIMI 00BI3BECTBIICHN -
AMu (TybepaMm), MHOT/IA Pa3BUTHMEM TMTAHTOK/IETOUHBIX aCTPOLIUTOM,
a TaroKe rupiponedanyeri, pa3TMIHbIMI AaHOMAINAMU O€/IOT0 BelljecTBa
roIoBHOTO Mo3ra. OOBIYHO OTMeyaeTcsi pesUCTeHTHOCTh 60mbHBIX TC
K TIPOTUBOCYHAOPOXKHOI Tepanuyu. Hepenko BO3HMKAIOT XapaKTepHbIe
IPU3HAKM IOPaKeHNA I71a3: PaKOMBI, VU FaMapTOMBI CeTYaTKY C IpU-
3HaKaMU OOBbI3BECTBIICHN, eI MEHTYPOBAaHHbIE YIACTKY Ha CETYATKe
I71a3 U pafiy>KKe, aHTMOVTHbIE II0/IOCHL. BerencTBre nepedncieHHbIX 1o-
BPEXJEHNII OpraHa 3peHMsI pa3BUBAETCsA HUCTArM, Iporpeccupyolee
cHmKeHUe 3peHus [4]. [Taronmorns cepeyHO-COCYAMCTON CUCTEMBI Ya-
CTO TIPOSIBIISIETCS Pa3BUTHEM pabmomuoM cepaua. Y3V mo3BomnseT BbI-
SIBUTDb OITyXOJIb CepP/IeYHOI MBIIIIIBI ellle BO BpeMs BHYTPUYTPOOHOTO
pasBUTHUA IUIOA, HauMHasA ¢ 21-71 Hep 6epeMeHHOCTH. BONMbUIIMHCTBO
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PabIoOMIOM CIIOHTAHHO pa3penarTcs. MoryT MopakaTbCsi TaKKe JIeT-
Kue, TIOYKYU U TIe4eHb, B KOTOPHIX BO3HUKAIOT KVCTBHI, aHTMOTUIIOMBI,
¢ubpoaneHoMsbl. [IMarHo3 Ty6epo3HOro Ckepo3a IMOATBEPXK/aeTcs TU-
cTojormyeckn. B anrnopubpomax oObIYHO HAOMIONAIOT pa3pacTaHye
COENMHNUTEIbHON TKaHU U Ipomdepanmio Menknx cocynos. CoeayHu-
Te/IbHO-TKaHHble HeBYChl Ipy TC 0OBIYHO NpefCTaB/IeHbl KO/UIAreHO-
Mamu. IlonHoe o6cenoBaHye OONMBHBIX C/IEAyeT MPOBOAUTD C YIETOM
BO3MOXXHOJT ITaTOJIOTM) BHYTPEHHNX OpraHoB. IIpy aToM Heo6XoaumMo
IPOBOAUTH KOMIIBIOTEPHYIO TOMOrpaduio TOJIOBHOTO MO3ra, orasb-
MOCKOIINIO, YIbTPa3ByKoBOe oOcmefoBaHNe nedeny, modek, IKI, axo-
rpa¢uio ceppaua. IIporHo3 fyis BBI3HOPOB/IEHMs HEONMATONPUATHBIN U
OmpefenseTcs U3MEHEHVsIMM B TOJIOBHOM MO3Te, BHYTPEHHUX Opra-
Hax. JleTa/IbHBIIT ICXOM 0OBIYHO OOYCIOB/IEH MATOMOTMEN IIeHTPaTIbHO
HEPBHO CHCTEMbI WM TTOYeK BCIEACTBIE Pa3BUBIIENCS XPOHNIECKO
IIOYeYHOJI HeJOCTaTOYHOCTH. JledeHme, Kak IpaBUIO, CHMIITOMATH-
JyecKoe U Ha3HA4al0T B OCHOBHOM HEBPOJIOTM, TEPAEBTHI, OKYIMCTHI I
mepmarosnoru. KpymHble odarn Ha Ko>ke MOTYT YZa/IATh COBPEMEHHBIMU
MeTOJJaMU 3/IEKTPOKOATYIIALVIN, JTA3€PHBIM U3TydeHNEM, CYPIUTPOHOM.
BonbHble TpeOyIoT IOCTOSHHOTO YXOfia, B CBA3Y C YMCTBEHHOI OTCTAJIO-
CTBIO U IIPYUCTYIIAMM SIIeTICHH [5].

OnuncaHue cnyyas

[Manmenr [1., 12 net 9 Mecsues (2006 T. p.), HAXOAUTCA Ha y4eTe JeT-
CKOTr'O HEBPOJIOra B pallOHHON IOMMK/INHUKE ¢ 1 roma 3 MecAlLes ¢ Au-
arHO30M «TyOepO3HBINl CKIepO3, HEePOKOXKHBIN CHHAPOM, OYaroBble
U3MeHeHMsI CYOKOPTUKATBHOTO 0€/I0T0o BelljecTBa MOTyIIapyii 60IbIIo-
ro MO3ra, CyOsIleHaMMaIbHbIe Y3/Ibl (raMapToMBl)». COIyTCTBYIOLINIT
— «CUMIITOMaTH4ecKass J0OHO-7ioneBas SmuIencusa». IlapryanbHble
HOPUCTYTIBI C BTOPUYHON TeHepajusalyeli, BHEIPUCTYIHbIA NepUOJ,.
Crarnyeckas aTakcys. 3afiepKKa CTaTMKO-MOTOPHOIO M IICUXNYECKOTO
pasButTusA. PekoHBasecIeHT sHIledannTa, BHI3BAHHOTO TepIIeTIYeCKON
uHpexnyei n Bupycom OmureitH-bappa. Tunepmerpomnusa 1 crenenn,
TUIIEPMETPOINYECKIIT aCTUTMATU3M 000MX I/1a3, MHO)XeCTBEHHBIE KU-
CTBI VI aHTIOMMOJIUIIOMBI 001X ITOYeK.

Anamue3 Xu3HM: pebeHoK oT I oHOIIeHHOT 6epeMeHHOCTH, TIPO-
TeKalolell Ha (OHe OTeKOB, aHEeMNUY, MOYEKaMeHHOII OOJIe3HU 1 XpO-
HIYeCKOro nuenoHedpura y MaMbl. Pofibl cpo4HbIe, B CpOKe TeCTalyin
40 Hepenb. Macca npu poxxgenuu — 3100 1, poct — 51 cm. Ilo mkane
Anrap — 7/8 6amnos. [Ipu poxennn pebeHKy ObUI BBICTaB/IeH JMa-
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THO3: «IIepUHATajJbHOE IOpPaKeHMe LeHTPAJIbHOI HEPBHOM CUCTEMbI
TUIIOKCUYECKOTO TeHe3a»; «CUHPOM NMMPaMUTHON HEOCTAaTOYHOCTI»;
«CUHJIPOM JTUKBOPOAMHAMUYECKUX HapylleHUI». Yepe3 MecsAl mocie
pOX/ieHs y pebeHKa ObUI BBISBJIEH aJUIepriuecKmit fepMaTut. YactoTa
OCTPBIX PeCHMPATOPHBIX 3a00/IeBaHMII COCTaB/IsIeT 2 pasa B rof. B 12
MecsileB 6bTa OOHapy)KeHa TOIIOTHUTE/IbHASI XOP/ia JIEBOTO >KeMyoUYKa
o 9XO-KI. TpaBm, onepanuii, reMoTpaHCy3uil y MaJbuiKa paHee He
6b110. [TokasaTenu Gpr3nyeckoro 1 HePBHO-IICUXNUYECKOTO PA3BUTHSA 1O
8 MecAIleB COOTBETCTBOBAJIN BO3PACTY.

AnamHe3 3a6071eBaHNA: B 8 MecAlLleB Ha POHe ObeMa TeMIIePaTyPhl
IIPY OCTPOII PeCIMpPaTOPHO-BUPYCHON MH(peKIMen y pebeHKa BIepBble
ObUIM OTMedeHBI (eOpIIbHbIE CYZOPOTH 1 3aUKCUPOBAH SMUCTATYC, B
CBsI3M C UeM OBUT HATIpaBJIeH Ha JUCIIaHCepHOe HabIoleHe K HEBPOJIO-
ry. ITocie mepeHeceHHOTo OCTPOro 3a00IeBAHNA AMUCTATYC COXPAHSATICA
U ObUIa IIpeIoKeHa IIPOTUBOCYAOPOKHAS TePaIus JlelaKMH-XPOHOC-
depoit ¢ AMAarHO30M «CUCTEMHAsl SUVJIENCUs, IPUCTYIHBIA Mepuofy».
BriepBble ¢ cOXpaHEHHBIMM 3MM30flaMI SMWIENITUYEeCKUX MPUIAIKOB B
18 MecsiiieB ObUTIa Ha3HaYeHa MAarHUTHO-Pe30HAHCHAs ToMorpadusi, 1o
pe3y/IbTaTaM KOTOPOJT ObII BBICTAB/IeH JUATHO3 «TYOepO3HBbIiT CKIepos3,
OYaroBble M3MEHEHNS CYOKOPTMKAIbHOrO 0e/I0ro BellecTBa IONyIa-
puit 60IBIIIOrO MO3ra, Cy6aIeHANMaIbHBIE Y3/Ibl (TaMapToMBI)». B 1 rog
8 MecsIieB AMarHo3 OblT OATBepXeH reHeTukoM. C 1,5 et mpuctymnsr
OTMevasnuch 2-3 pasa B rof, ¢ 4 net — pemuccus 3 roga. C 8 ner npu-
CTYIIBI BO30OHOBM/INCD, OZHAKO Ha (POHEe TOPMOHAIBHOI TePAINN IPH-
CTYTIbl YMEHBIIUINCD 10 1-2 pa3a B Tof] 10 HacTosIIee BpeMsl.

OcMoTp: IATHA TUIIEPIUTMEHTALMM M MHOXECTBEHHbIE aHTMOMBI
Ha JIM1ie, CHVDKEHVe TOHYCa MBIIII] PYK U HOT, CYXOXKI/IbHBIE pedIeKChl
THIOBBILIEHBI, JIETKasl aTakcys B Ho3e Pombepra, kocormasue.

JlabopamopHo-uHcmpymeHmanvHole Mermoobl UCCTE008AHUL.

MaruuTHo-pe3oHaHcHas Tomorpadus (MPT) ronosHoro mosra ot
21.11.16: B 3 mpoexunsax B pexxumax T2W, FLAIR, TIW, DW1 B cy6kop-
TUKAIbHOM 0€/10M BeleCTBe T0OHDBIX, TEMEHHBIX, 3aThI/IOYHBIX I BUCOY-
HBIX JI07Iell MHOXKeCTBeHHbIe rutiepuHTeHcuBHble B T2W 11 FLAIR odarn
HeIIpaBWIbHON POPMBI 6€3 4eTKMX KOHTYpOB. O4aroB aToI0rn4ecKoro
cHkenns auddysnn He onpenensiercss. OTMEYAIOTCS MeJIKe CyOIIIeH-
AVMapHble 00pa3oBaHNUA OT 2-5 MM C YeTKMMY HEpOBHBIMM KOHTypa-
mu. B pexxume T2W BupHbI neTprudukaTsl B Cy0sneHAMAaPHbIX O4arax.
Epuubiin ouar B 71€Boit I0OHOI [[0/Ie TOBBIIEHHOro curHana Ha T1. Be-
70e 1 cepoe BelecTBO guddeperuypyercs. OnpenensieTcs MOBbIIIEHNE
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MP-curnana zva T2W u FLAIR oT nepeBeHTpUKy/IspHOTO 6€/10T0 Bellle-
crBa. CpefiMHHbIE CTPYKTYpPbl He CMeIeHbI, JKeITyLo4K! CUMMeTpUy-
HBI ¥ YMEPEeHHO pacupeHbl. KoHBeKcuTa/lbHbIEe IMKBOPHbIE IIeNN He
paciupeHpl. M030/IMCTOe TeNo MPOCIeXUBAeTCs BO BCeX OTAeNax, TY-
penkoe cemto chbOpMUPOBAHO MPABUIBHO, TUTIO(PN3 00bIYHOIT HOPMBI
u pacrionoxxeHus. MP-curnan oT nepefHeit 1 3ajHeil JONIM OTYETINBO
muddepeHIUpyeTCs, BOPOHKA rUIo¢pu3a M0 CpefHel IMHNAN, X/a3Ma I
HpuIeXXalye y9acTKU IMIIOTaIaMIYecKoit obmacty 6e3 0co6eHHOCTeI.
[Mnnokammbl CMMMeTpUYHBIL, 6e3 maronorndecknx MP-curnanos. Hn-
CTEepPHbI OCHOBaHMA He paclIMPeHbl, CTPYKTYPbI 3a/lHell 4epeIHoi IMKI
U KpaHMOBepTeOpa/lbHBIl Iepexoy, He M3MeHeHbl. OpOuUTHI 6e3 maro-
JIOTMY, 3pUTE/IbHbIE HEPBbl HOPMAJIbHBIX Pa3MepOB, MBI IJIA3HBIX
A07I0K XOPOILIO Pa3BUTHI U UMEIOT OOBIYHYIO IPOTXKEHHOCTb XOAa I
TonmuuHy. PerpobynbbapHas KireTyarka 6e3 IIaTOJIOTVM, MPULATOYHbIE
Ha3yXy HOCA, SYEMIKM COCLEBUJHBIX OTPOCTKOB ITHEBMOTHU3MPOBAHBI.
[moroyHas MMHAaMMHA I'MIepTpodUpOBaHa, B3aMMOOTHOIIEH)E BepX-
HIIX IIE/HBIX I03BOHKOB IIPaBIILHOE.

Anekrosnuedanorpapus (I3I) cHa oT 24.09.16: MOHUTOPUHT 5 U
46 myH. XapaKTepucCTHKa OMO3/MIEeKTPUYECKO aKTMBHOCTYU B COCTOS-
HIUM 6OPCTBOBAHMA IIPU OTKPBITBIX U 3aKPBITBIX IMIa3ax. Albga-puTM
8.9-9.7 Iy ammmutygoit no 50-60 MKB peructpupyercs B TeMEHHO-3aThI-
JIOYHBIX M LIEHTPAJIbHOI 0o6macTAX. HeMopgymnpoBaHHBbII, f1e30praHu-
30BaHHBII, IOJAB/IACTCS IIPU OTKPBIBAHUY I71a3. 30HA/IbHbIE pasINyus
BbIpa)KeHbl. MelJIeHHO-BOMHOBAsA aKTMBHOCTD 3.3-6.2 I ammmTypoi
1o 30 MKB perucrpupyercs no Bcem obnmactsam. bera-akTMBHOCTD peru-
CTpUpYeTCA B TOOHO-TIepeHEBMCOYHBIX 00/IaCTAX aMIUIUTYAOM 10 5-10
MKB. PernctpupyioTcs 3a0cTpeHHbIe BOIHBI B JIEBOJ IIepeJHEBIICOUHOI
obmacTu.

YnprpasBykosoe uccnegosanne (Y3J) mouek or 08.12.16: mpaBas
IMOYKa — MOJIOKEHUe OOBIYHOe, poTanuy HeT, MapeHxuma 16 Mm, He
ucrondyeHa. Kopruko-menymnapuas anddQepeHIMpPOBKa IIPOCTEXMN-
BaeTcs 4eTKo. KOHTYp 4eTKMii, pOBHBIil, IPAaBU/IbHbI. DXOT€HHOCTDb
o6bryHas. J/IoxaHka 1 yaleyky He pacmupeHsl. EcTb o6pasoBaHne B ma-
peHxVMe 6e3 aKyCTHYeCKON TeHM pasMepaMiu o 8 MM 1 06pa3oBaHMA
Io 4 MM C 4eTKVMMI POBHBIMM KpasiMIf; jIeBasi IOYKA — €CTb aHaJIorny-
Hble 00pa30BaHMsA, KaK B IIPaBOII IIOYKe.

Jleyenne: ¢ HOs16ps1 2018 roa peOGeHOK-MALVMEHT IPUHUMALT IIpe-
napar OBeponumyc (ApeHnTop) B fo3e 10 Mr B CyTKM 2 pasa B JieHb, Ha
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(bOHe KOTOPOTO COCTOAHME CTa6I/ITII/I3]/IpOBa)'IOCb, OBIIO OTMEYEHO MEHee
arpeccnBHOE NMOBECHNE, YMEHBIIIECHE aHI'IOM Ha Te/I€ U JINIIE.

3aknwoueHune

Ha ceroguauramuii neHp pe6eH1<y 12 jtet 9 mecaLeB, 3aep>KKa CTaTu-
KO-MOTOPHOTO, pM3MYECKOTO I ICUXO-pedeBOro pa3sutusA (rooput 10
cnoB). CoxpaHAeTCs CYJOPOXHBIN CUH/IPOM, OTMeYeHbI TUTIOMEe/TaHOTH-
JecKle IATHA Ha JINIIE.

Pe6eHOK Ha [JaHHBII MOMEHT HAaXOAWUTCSA Ha 9KCIIEPUMEHTAIbHOM
JIeYeHUN B JIETCKOM IICUMXOHeBposorndeckom otepmenenun HVKWM um.
H.J. IInuporosa. «Hay4no-1ccnenoBaTeIbCKUNKINMHNYECKNIT MTHCTUTY T
neguaTpuy MMeHM akagemuka E. Benprumesa» I'BOY BIIO PHUMY
umenu H.JV. ITuporosa. Taxke pe6eHOK HaXOAUTCS IIOJ, ITOCTOSTHHBIM
HaOJTI0fieH1ieM HeBPOJIOTa, SIJIENITOIOT, OKY/INCTa, Hedporora.

BbiBogbl

1. laHHBIE K/IMHNYECKOTO HAOTIONEHNS JeMOHCTPUPYIOT MY/IBTUCH-
CTEMHOCTDb NOPaKeHNs IpU TyOEpO3HOM CKIIepo3e, YTO TpeOyeT Mex-
AUCLUIUIMHAPHOTO MOAXO0/a K HAOTIOeHNIO 3a JAHHBIMM TAIMIeHTaMHA.

2. HecmoTpst Ha 6o7blie BOSMOXKHOCTY MEAMIIVIHBI HA CETOfHSIII-
HWIT JleHb IPOJO/DKATENBHOCTD >KM3HY OIMCAHHOTO BBIIIE IMAl[MeHTa
HeOo/blIIast ¥ B cpefiHeM cocTasysieT 20 et (0 JaHHBIM UCTOYHUKOB
JIUTEPATYPBI), YTO TpebyeT IepecMOTpa NMPOTOKONOB BelEHMs TaKUX
OO/IbHBIX.

3. B pesynbrare oTcyTcTBUsA 9 GEKTUBHBIX METOLOB JIeYeHNsI HaH-
HOTro 3a00/IeBaHMs CYLIECTBYIOT MepHI 110 IpOopIIaKTIKe TyOepO3HOTO
CKJIEpO03a, 2 UIMEHHO [UIAHNPOBAHME «3[[0POBOI» GEPEMEHHOCTI B MEJIM -
KO — TeHEeTHYEeCKOM LieHTpe.

Cnucok nutepaTtypbl

1. Ty6eposnslit ckinepos / JI. b. Bax6usn, H. V1. Benosa, E. M. Jles-
BuHCcKad, I1. B. Crpubyk // Poccuitcknmii >KypHam KOKHBIX U BeHepude-
cknx 6onesnerr. — 2013. — C. 1-4.

2. MonekynspHas fuarHocTrka TybeposHoro ckieposa / I. A. SIuyc
E. H. Cycrinnipin, M. 1O. Topodeesa, E. H. Vimsauuros // Ilepenoas cra-
Tbs1. — 2017. — T. 4, Ne 1. — C. 6.

3. Mopposues, B. H. HacnencrBenHble 60/1€3HY ¥ IOPOKM Pa3BUTHSA
/ B. H. Mopposues, B. B. Mopprosuesa. — M. : Hayka, 2014. — 40 c.

4. Wy, ]. Y. Noninvasive testing, early surgery, and seizure freedom in
tuderous sclerosis complex/J.Y . Wu, N. Salamon, H. Kirsch // Neurology.
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— 2010. — Vol. 74. — P. 392-398.

5. Ilepcatm M. A. TybGeposHblil CKIepo3: KIMHNYECKOe HaOIIofie-
nue / M. A. Ilepcarnu, A.C. Ilyruep // BronneteHb MEAUIMHCKAX MHTEP-
HeT-KoH(pepeHmit. — 2016. — T. 6, Ne 5. — C. 1.

1.6. Bpo)XXaeHHbIN NOPOK CepALa U BbICOKas ierovyHas

rmunepTeH3usa y pe6eHka 14 net c cmHapomom HyHaH
BapaHkuH E.V., opanHaTop 1-oro roga oby4yeHus
@reOyY BO YIMY MuHzapasa Poccuu,
r. EkaTepuH6ypr

BeegeHune

Cunpgpom Hynas BcTpevaerca ¢ yactoroit 1 Ha 1000-2500 HOBOpO-
XK7leHHbIX. DeHOTUNIMYECKN JleTu cX0XM ¢ cuHApoMoM IllepemeBcko-
ro-TepHepa, HO B OT/IMYME OT IOC/IETHErO MIMEIOT HOPMAJIbHBII Hab0Op
xpomocoM (46XX nmm 46XY). 3aboneBaHue BCTpedaeTcs y MaJbdMKOB
n'y geBouex [1].

Hetn c curgpomom HyHaH MMeIOT BBIpa)KeHHBIE CYIMITOMBI AVICOM-
OproreHesa: IMMPOKO paccTaBIeHHbIe O/IeTHO-TONMYOBbIe VTN CUHe-3eTIe-
Hble I71a33, HU3KO ITOCAKEHHbIe YIIN, BBICOKOE apouHOoe He6o, HebO/Ib-
IIYI0 HVDKHIOK YeNMIOCTh (MUKPOTHATMA). Y MHOTMX JIeTeil KOpOTKas
mesi ¢ M30BITKOM KOXKHOJ TKaHU ¥ HM3Kasl JIMHYSA POCTa BOJIOC HA 3a]I-
Heit vactu 1ren. Okosno 50-70% uuskopocmsie (puc. 1).

Puc. 1. DeHoTunnyeckre npoasneHma cuHgpoma HyHaH

ITpu poXX/ieHNY OHM, KaK IPABIUIO, IMEIOT HOPMA/IbHYIO [INHY Te/a
¥ BEC, HO CO BpeMeHeM POCT 3aMefi/sieTCsl (HU3KIUIT yPOBEHb COMAaTOTPOII-
Horo ropmoHa (CTT)). Ciennduyeckass gedopmaryus rpyfHON KIETKN
0 TUITy «KypyHas Ipyab» (pectus carinatum) wi «BOPOHKOOOpasHas
rpyfHas KIeTKa» (pectus excavatus) CO4eTaeTcsi CO CKOMO30M.
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Bo/MbIIMHCTBO MAalMeHTOB MMEIOT IIOPOK Cep/ilia, Hanbomee 4acTo —
CTE€HO3 JIETOYHOI apTepuy, TUIEPTPOPUUYECKYI0 KapAMOMMOIATHIO.
Taxxe cunpgpoMm HynaH acconumpyercss ¢ JIETOYHONM apTepuaibHOI
runepTeHsueit [2, 3, 4]. HapyiieHus B cBepThIBaloleil cucTeMe KpOBI
IIPOABIIAIOTCA YPe3MEPHON KPOBOTOUMBOCTDIO: JITUTE/IbHBIMU KPOBOT-
eYeHMAMMU 110CTIe TPABM MM Olepaluii.

Y ManbuMKOB YacTO BCTPEYAEeTCA 3a[eprKKa I0IOBOTO PasBUTHA. Y
OOJbIIMHCTBA 13 HUX BBIABIACTCS KPUITOPXU3M U TMIIOIIA3NUSA TECTH-
KyJI, pepTIIbHOCTD HapyleHa. [leBouky ¢ cuHApoMoM HyHaH 0ObIMHO
He UMeIOT OTCTABAaHUIl B IIOJIOBOM Pa3BUTUM M HAPYIIEHMI (pepTb-
HOCTIA.

BonbmmHCTBO fleTell MHTEIEKTYyaIbHO Pa3BUBAIOTCS HOPMAJIbHO,
OfTHAKO BCTPeYaloTCsl OO/bHBIE C BBIPAKEHHBIM CHIDKEHMEM MHeCTM-
KO-MHTE/IEKTYa/IbHBIX QYHKIVIL.

[IporHos cuHpomMa HyHaH OTHOCUTENBHO XM3HM OOTBHOTO OOBIY-
HO 0/1arOIpUATHBIN. Bo/bHbIE JOMKHBI IPOXOAUTD PeryIApHOe 00CTe-
JIOBaHVe y CIELMaICTOB Pa3/IMYHOTO IPOQUIIA, ITTaBHBIM 00pa3oM y
KapAuoora, yponora Wiy aHApojora. TO MO3BOJAET BBIABUTb BO3-
MOYKHBIE OCTIOXKHeHMs cvHApoMa HyHaH Ha paHHMX 3Talax 1 HayaTh UX
CBOEBPEMEHHYIO TepalluIo.

OnucaHuve cnyyasn

JeBouka A., 14 neT, MocTynmIa B KapguOPEeBMaTOIOTYECKOE OT/e-
nenne (KPO) MAY ITKB Ne 11 ¢ >kamo6aMu Ha yTOM/ISIEMOCTb, IIOXYIO
MIePEeHOCUMOCTD (PM3MYECKOI HATPY3KY, OABIIIKY B IIOKOE U Ipyu PU3N-
4eCKOJl HarpysKe, MeT€OUyBCTBUTEIbHOCTbD.

AnamHes 3a6071e6aHUS.

HabmonaeTcs y Kappuosnora 1 KapAyoX1Upypra ¢ AMarHo3oM (OCHOB-
Hoe 3a00/1eBaHNe) «BPOX/IeHHBI MOpokK cepana» (BIIC) — ¢yHkmmo-
HaJIbHO efiuHOe npefcepaye (00nbILION BTOPUYHBIN JedeKT MeXIpen-
ceppHoit neperopopky — JIMIIIT 20 mm). Junatanus npaBbix KaMep
cepaua. TpuxycnmpanpHas peryprutauuma II cremenm. Bpicokas ne-
royHas runeprensusd. Cunppom Aitsenmenrepa. HK 2A-b, III-IV ®K.
ConyrcrBylomue 3ab6oeBaHns (HapyLIeHIe CepeYHOTO PUTMA) «XKe-
TYIOYKOBasA 3KCTPACUCTONNA, KOPOTKME MAaPOKCU3MBI >KETyLOYKOBOI
TaXMKapAuy, MoMHas 67I0Kajia IpaBoil HOXKKY ITyuka [mca». Cuagpom
HynaH, cHppoManbHas HuU3kopocnocTs. Kngockonmos.

BpoxJieHHBbINI IOPOK Cepflja BBLISBIEH C POXAEHNA: BTOPUYHBII
IOMIIII, oTHOCUTeNbHBI CTeHO3 meroyHoit aprepun (JIA), rumeptpo-
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¢usa mmokappa nesoro >xenygouka (JIXK) 6es o6ctpykunn. Habmona-
JIach Y KapAmosora 1 kapauoxupypra. OT ollepaTBHOIO JIe4eHN MaTb
OTKa3bIBajlach. B jledeHny nomyvana KaroTeH, TUIIOTAA3K],

I[Tocme KOHCY/IbTALIMM TEHETUKA HA OCHOBAaHMM (DEHOTHUIIA YCTAHOB-
JIeH AYarHo3 cuHapoM HyHaH: HU3KMiT pocT, KUPOCKOIMO3, BHICOKIIA
7100, TpyOBle YepThI JINIL[A, TUIIEPTENIOPN3M IJIa3HbIX LIe/Iell, TOTUYeCKOe
He60, BIIC — ¢QyHKIMOHA/NIBHO eMHOe Npeficepane 60MbIION BTOPIY-
ubiit JIMIIIT (20 mm).

B Bospacte 6 seT, o gaHHbBIM 9x0-KI, — cyOTOTaNbHBI BTOPUY-
Hb1t IMIIII fuametrpoM 2,8 cM, gumaranus DpaBbIX KaMep cepAla, pac-
4eTHOe CHCTONMYEeCKOe laB/leHNe B mpaBoM xenynouke (CIOIDK) — 90
MM PT. CT, TpukycnuganbHas peryprutauns II-III crenenn, nerodnas
runeptensus (JIT') I crenenn. IIposenena anrnorpagus ¢ MHBa3MBHBIM
MOHMUTOPUHIOM JaBieHNs B JIA — mpu [bIXaHUM KMCTOPOZOBO3LYII-
HOII CMECBIO 1 IIPY IbIXaHMY OKCUIOM a30Ta BbIABJIEHA TapaJjOKCabHasA
peakIyA cocyhoB Manoro kpyra kposoobpamennsa (MKK), napacra-
Hue flaBneHusA B JIA, HacblllieHMe apTepuanbHON KPOBM KUC/IOPOJOM
Ha NIPOTSDKEHUN Bcero mccnegoBanna 68-81%. IIpo6a mokasama BbIco-
KyI0 Pe3MCTEHTHOCTb COCYHOB JIETKMX K BasofuaaTaTopaM, Haamdue
BEHO-apTepUaTbHOTO cOpoca KpoBu. YUnThIBas Hamnmuue Bbicokoit JIT,
pedpakTepHOIT K MEAMKAaMEHTO3HOMY JIeYeHNIO, HaIM41ie CTOVKOIL Je-
caTypaumu, IapagoKCcaJbHOI peaKIi COCYHOB JIeTKIX — ONlepPaTHBHOE
JledeHne He TI0Ka3aHo. B medeHnn pekoMeH/j0BaHbI KallOTeH, TMIIOTHA-
311J], BEPOIINIPOH.

B Bospacre 9 net B cBA3M ¢ gexomnencanyeil HK mocre nepexecen-
HOIT THEBMOHWM B JIeY€HUY Ha3HauYeHb! urokcuH, Tpom6bo ACC, karo-
TeH, TUIIOTHA3W]I, BEPOLIINPOH.

B Bo3pacte 11 jieT B CTaIMOHApPHBIX YCTOBUAX HAa3HA4YeH VMHIUON-
top docdonmacrepassl 5 — cueHaPUI € ONMOKUTENTBHBIM 3hdeKTOM
(COIDX mo tepammu 95 MM pT. CT., ocie — 75 MM pT. cT). XM-9KI BbI-
SBUJIO YKETyNOYKOBYIO 3KCTPACUCTONNIO, KOPOTKIE NAPOKCU3MBbI JKey-
JIOYKOBOJI TaXMKAP/UIA, K JIeYeHNIO 100aB/IeH aTeHoNoN. Uepes 7 MecsilieB
IIOC/Ie TOCTIATA/IM3ALVM, B IIKOJIE Ha yPOKe TIOSIBUIACh pe3Kas cIabocCTs,
maBsias 60/1b 3a TPYAMHON, OfbIIIKa B OKoe, o CMII fgocraBneHa B
KPO 11 II'KB, npu nocTymieHnn cocTosiHue Tskenoe, 3a cueT HK 2b
Ha ¢one BIIC. [IpoBenena koppekiys Tepanuy (OTMEHEHBI TUIIOTHA3NT
U BepalllMpOH, Ha3HaYeH TPUaMIIyp), Ha ¢oHe nedeHns npusHaku HK
ymenbumnuch jo ITA cr. Ilocne Boinucku HabII0manach y Kappuosora.
ITocemana mkorny (fo6upanack 1 BO3Bpaljaaach Ha MaIlHe).
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[Teprommyecky yXyplleHue COCTOSHNSA B BUJie OABIIIKM, CTabOCTH,
YCUJIEHMS YTOMJIAEMOCTHM, CHIDKEHUS AUypes3a, 3NM30/l0B Y4alleHHOTO
cepauebmenn. Ilomydama Tepammio: MOHOIPWI, Tpuamiyp, Tpom6o
Acc, purokcuH, cunpieHagwI, aTeHomnoN, ypcocaH. IToropHo obcneno-
BaHa KapAMOXMPYPraMi: yYUTbIBas BbIpaKeHHOCTD JII, HeBO3MO>KHOCTD
VICIIOYNTD TepeypriecKoe CTEHOTUYEeCKOe TopaKeHe apTepualIbHO-
ro pycna MKK, xoppexkuns IMIIII npoTruBonokasaHa.

B Bospacre 14 neT BHOBb yXy[llleHMe COCTOSIHUA B BUJIE OfbILIKI,
masseil 6o B rpyaHoit kinetke. Hasnauena JIAT-cnenuduyeckas Te-
pamus 603eHTaHOM IIOJi KOHTPOJIeM IedeHOuHbIX mpob. IlocTymmna B
OT/leTIeHNe TIAHOBO JIA OLeHKM 3((PeKTUBHOCTI U KOPPEeKIUM Tepa-
NN,

AHamHe3 HU3HU.

Pe6enok ot V 6epeMeHHOCTH, ITPOTEeKaBIIeil Ha OHe yIpo3bl Ipe-
pbIBaHMA B 22 Heflenu, recrosa, anemun. Pogpr I. ITpu poxxpenun macca
Terta — 3 910 1, ;imuHa Tena — 54 cM.Onepanyy u TpaBMBbL: B 2 MecALla —
OIlepaTMBHOE JIeYeHMe — y/jaJieHe TeMaHTMOMBI B 00macTy men. A-
NeproaHaMHes: ClloKoeH. HacyeicTBeHHOCTD He OTATOLIeHa.

Ob6wvexmusHbLii cmamyc.

Poct — 115 cMm (1 xopupop), Bec — 21,8 kr (4 kopupop). Pusndeckoe
pasBUTIE OTCTaeT OT IMACIHOPTHOrO Bo3pacTa. MopdodyHKIOHAb-
HBIII CTaTyC pesko gucrapmMoHuysbii. T = 36,6 °C, AJl nmpasas pyka —
83/44 MM pr. cT., Al neBas pyka — 80/45 MM PT. CT.

CocrosHue cpenHeil CTENeHN TAHKECTH 3a CUET JIETOYHOI TUIIepTeH-
3UM ¥ TeMOAMHAMMYeCKUX HapyleHuit. Co3HaHMe sICHOe. 3B CIIOKOEH.
Tornyeckoe Heb6o. 3yOpl KapuosHble. KOCTHO-cycTaBHas cucreMa: Tpy-
ob1i1 Kndockonmos. IpygHaa kimetka fepopMupoBaHa — «CepeYHbII
rop6», moxosika HapyuieHa. HemomHoe cMblkaHe BepXHEro BeKa JIeBO-
ro rinasa. Koxa ¢usmonornyeckoit okpacku, onpepernsiercs gupdysHas
MpPaMOPHOCTb, IIIaHO3 HOCOTYOHOTO TPeyro/lbHNKa B IoKoe. KoHeuHo-
CTM XOJIOJHbIE Ha OLIYIb, IPU3HAKM XPOHMYECKOI TMIIOKCUM — «4aCO-
Bble cTeKIa». [I0JKOXKHO-KMPOBOII C/10J1 pa3BUT HeftocTaTouHO. Iluto-
BIJIHaA >Ke/le3a He Manpnmpyerca. HocoBoe fgpIxaHue He 3aTPySHEHO,
OJbIIIKA MHCIIMPATOPHOTrO XapaKTepa B Mokoe. Y]] — 25/MuH., aycKynb-
TaTUBHO: IbIXaHME BE3UKY/IAPHOE, IPOBOAUTCA BO BCE OT/E/bI, XPUIIOB
HeT. O6/acTb cepplla M3MeHeHa, TPAHNUIIBI CepALiA paclinpeHbl B 06e
CTOpOHBI. BusyanbHO ompefieniAeTcs cepfiedHblil TOMYOK. Bepxyieynslit
TOTYOK PA3JINTOIL, onpefensercs B V Mexxpebepbe Ha 2 CM KHApPYXXU OT
CPeHEK/TIOUMYHO IMHUY c/ieBa. ToHbI cepplia sCHble, PUTMUYHBIE, aK-
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IIeHT BTOporo ToHa Bo II Mexxpebepne creBa oT rpyaunbl. YCC cros —
114 yg. B muH., YCC nexa — 108 yn. muH. CpenHell MHTEHCMBHOCTI
CHCTONIMYECKUI IyM Ha BePXYILIKe Cep/illa, B/IONIb IEBOTO Kpas IPyau-
Hbl. JKUBOT MArKmit, He B3AyT, Oe300me3HeHHbIN. [ledeHDb yBenuyeHa,
BBICTYIIAeT M3-1I07 pebepHOIt Ayry Ha 3 CM IO CPefHEKTIOYNYHON JIN-
HuM, Ha 4,5 cM — 110 cpeguHHON nuHMUA. [TacTO3HOCTD roneHei u CTOIL
Cryn exxefHeBHBIN, 0POPM/ICHHBIIL, AMype3 afieKBaTHBIIL.

IIposedertvie 06cned08aHUA.

1. O6muit aHanU3 KpOBM, OOIMII aHAIN3 MOYM, OMOXMMUYECKUIT
aHanu3 Kposu o1 08.10 1 18.10 B npesrennax HOpMaAbHbIX 3HAYEHUIA.

2. KIIC ot 10.10: pH — 7,4, pCO2 — 36,3, pO2 — 53,0, BE-0.

3. 08.10: KOK-MB — 18,0 — nHopma, JIIII' 1,2 — 188 — BbllIe HOP-
mbl, Tponorns I — 0,017 — HOpMa, BNP 4277 mr/Mn— 3HauMTe/IbHO
IIOBBIIIIEH.

4. Temocrasuorpamma ot 08.10 — ArperanoHHbIe CBOJICTBA TPOM-
6ounTOoB CHIDKEHBI. [MnogubpuHoreHeMus. [MNOKOATyIALMA 1O BHY-
TPeHHeMY IIyTU CBEpTbIBaHMA KPOBU. IMIOKOAry/lALMA IO BHEIIHEMY
Iy TV cBepThiBaHuA. CHIDKEHA aKTVBHOCTD (PU3MOTOINIECKNX aHTUKOA-
ry/HTOB KpoBu. Cuctema GuOpMHO/I3a B HOpMe.

5. 9KTI or 08.10: cunycoBblil put™m 68-69 ya. / MuH. brokaza rpasoii
HOXXKM TIy4uKa [uca. BelpakeHHas runepTpodus IMpaBoOro >KerymodKa.
VsMeHeHMe TIPOIIECCOB peNONAPU3ALNN JKETyLOYKOB. 3apernucTpupo-
BaHa ofguHOo4HaA K. Oprocras — put™m cuHycoBblii 71-73 ya. /.MuH.
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6. 9XO-KT ot 18.10: KIP — 30 mm (Hopma), KCP — 17 mm (HOpMa),
®B — 70% (nopma), DC — 40% (Hopma), MIKII 1— 0-12 MM (yBemm-
yeHa), 3CJDK — 6,6 mm (HopMma). 3axmiouenne: BIIC: 6onbiioit BTO-
puunbi JIMIIIT 20-22 MM, pacumpeHne npaBbix kamep. [uneprpodus
MIOKapfia IPaBOroO >KeMyfo4yKa, TPUKyCHMAanbHas peryprutanusa II
crennenu. CAIDK 105-110 mm.pt.cT JOIDK 40-45 MM.pT.CT., MUTpab-
Has peryprutauus I cremeHn.

7. XM-9KT ot 09.10: CHYCOBBIiI PUTM B TedeHVe BpeMeH) HaOo-
meHus co cpepnert YHCC — 78 ya. / mun. AB mpoBefieH1e B HOpMe. 3ape-
TUCTPMPOBaHA YaCTasA >KeTy0UYKOBas SKTONNYECKAsI AKTUBHOCTD B BUJE
OIVHOYHBIX 9KCTPACKUCTO B KO/M4ecTBe 52 B 4ac (1% MH/eKc SKTOmM-
4eCKOJ aKTUBHOCTM). Pefkas Ha/pKeTymouKkoBast SKTONMYecKast aKTVUB-
HOCTb — OfIHOYHbBIE 9KCTPACUCTO/BIB B KonudecTBe 16 B yac. CpegHnit
QTc 3a cytku — 472. 3HauntenbHoe yanuHenne natepsana QTc B Teue-
Hue 31 MUHYTBIL.

8. CMA]I ot 09.10: uupexc Bpemenu runeptensun CAJll = 0%, JA]]
= 0%, nupexc Bpemeny runoreHsuy CAJl = 15% JA]L = 100%, cpegHee
Al nHem = 88/41 MM PT. CT., HOUbIO = 78/36 MM PT. CT.

9. Y3/ nouek u moveBoro myspipsoT 18.10: ynmoraenne YJIC.

10. Y3U 6promnoit nmonoctu ot 10.10: pacumpenue HIIB u ee Bet-
Bell, peaKTUBHbIE U3MEHEeHNs B IIeYeHN U MTOJPKeTyTO4YHOIL XKeese.

11. Penrtrenorpadpusa OI'K or 09.10: TeHb ceppila pacummpena ¢ 2-x
CTOPOH, pacIIMpeH cOCYAUCThI my4ok, KTV — 70% (puc. 4).

Puc. 4. PaclimpeHHas TeHb cepaLa Ha peHTreHorpamme rpygHoin KneTku

12. Tect 6-MuHyTHOIT X0AbOBI 09.10: poJiIeHHOE paccTosIHME — 162
M, mpusHaku CH III @K, crenens oppiuku 1o bopry — 4 crenenn. Pa6o-
TOCIIOCOOHOCTH BO BpeMsI XOibObl — 7998 I, ¢ 4 MuH. 20 ¢ — YCTaNIOCTb.
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KnuHnuecknii guar"os: BbicoKas nerouHas rumneptensus. [1I OK.
BIIC — ¢yHkumonanbHo efmHoe mpepcepaye (GONMbIION BTOPUYHBII
OMIIIT 20 mm). Ounatauys mpaBbIX Kamep cepAna. Tpukycnmpainb-
Haa peryprutanus II-1I1 crenenu. HK IIA-b no Crpaxkecko-Bacumnen-
ko-Jlanry. III-IV ®K no NYHA. Hapymenue cepiedHoro purma: xe-
YOOYKOBas 3KCTPACHUCTONMA, KOPOTKME ITaPOKCU3MBI JKelTyLO4KOBOI
TaxXMKapAuy, MojlHass OlI0Kaja MpaBoil HOXKYM Iydka Inca. CuHApoM
Hymnan, cappoManbHas HuskopocnocTs. Knudockonmos.

C y4eTOM HOJTy4eHHBIX Pe3y/IbTaTOB IA0OPATOPHBIX Y MHCTPYMEH-
Ta/IbHBIX MCC/IEOBAHMI, KIMHIYECKNX IAHHBIX NIPOBeeHa KOPPeKIy
Tepanuy: 603eHTaH — 10 125 Mr 2 p/CyT. BHYTpb, cuiseHadun — mo 15
mr 4 p/cyrt., gurokcuH (0,25 Mr tab.) — 1o % Tab. 2 p/CyT., MOHOIPUIT
(1 Tab.— 20 mMr.) — 1o % Tab (5 Mr) 2 p/CyT., BepOUIMPOH — IO 25 MT
1 p/cyT., Topacemup — 5 Mr yrpom, Tpom6o ACC — 1o 50 mr 1 p/cyT.,
areHoson (25 mr ta6.) — mo 1 tabm. 1 p/cyT.

BuiBogbl

1. XoT4 B 1]e7I0M ITPOTHO3 [i/1A >KU3HM Ipy curapome Hynan 6maro-
NPUATHBIN, OH HAIPAMYIO 3aBUCUT OT CBOEBPEMEHHOCTY IIPOBOAMMBIX
CYMIOTOMAaTUYECKMX MEPONPUATUII — KOPPEKIMM IIOPOKOB Cepplla 1
OPYIMX HapyIIEHMIA.

2. Perncrpupyemas y pe6eHKa BbICOKAs IETOYHAS TUIIEPTEH3MA MO-
XeT OBITb KaK CIefICTBYEM Ha/IN4MA CBOEBPEMEHHO HEKOPPUIMPOBAH-
Horo BIIC, Tak ¥ KIMHMYECKUM IPOAB/IEHMEM, aCCOLMMPOBAHHBIM C
cungpomoM HyHan.

Cnuncok nnTtepaTypbl

1. CmupHOB, B. B. ®yHK1IMOHaIbHAA 3a/lep>KKa II0/I0BOTO Pa3BUTHA:
IpPUYMHBI, JUATHOCTUKA, NedeHue / B. B. CmupHos, H. B. Makasan //
Jleqamuit Bpau. — 2012. — Ne 1. — C. 30-34.

2. JleroyHas runepTeH3ns y HeTeil : KIMHUYeCKue peKoMeHaauuy /
Coros nepmatpos Poccuu ; Accornmanus cepiedHO-COCYUCTBIX XUPYP-
ros Poccun. — MockBa, 2017. — 60 c.

3. TunepreH3noHHasA coCyaucTas 6O/Ne3Hb JIETKUX, aCCOLMMPOBAH-
Hasl C BpO>KJeHHbIMM Iopokamy ceppua / nog pex. [opbauesckoro C. B,
IImamer A. A. — MockBa, 2016. — 850 c.

4. Muxnamesud, V. M. CoBpeMeHHas cTparerus Tepannu 1ero4yHon
runeprensuu y gerent / V. M. Muxmamesny, M. A. llIkonbuukosa, C.
B. Top6auesckmuii // KappnoBackynsapHas Tepanus ¥ IpopUIakKTUKa. —
2018. — Ne 17 (2). — C. 101-124.
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1.7. Bone3Hb BunbcoHa-KoHoBanoBa,

a6pomMmuHanbHas popma
borpaHosa K /., KysHeuyosa W.J1., INonysktosa M.M., LLinxoBa E.A.,
neanaTpu4ecKknii pakynbtet, 6 Kypc,
Oreoy BO YIMY MuHsapasa Poccuu, r. EkaTepuH6ypr

BeegeHue

Penkas BcTpeuaeMocTb 6one3nn Bunbcona-Konosanosa npusoput
K TO3[Hell IMarHOCTHKe, TOTa KaK paHHee Hayajao Tepamuu Croco6-
CTByeT OJIaTOIPUATHOMY IPOTHO3Y, YIyYIIEHMIO KadecTBa >KU3HU U,
B psifie ClIy4aeB, perpeccy 3aboneBaHus. [IpenmylnecTBeHHBIN [eO0T
3abo/eBaHNs B IETCKOM U IIOJPOCTKOBOM BO3pacTe Jie/aeT Ipobiemy
PaHHeTO BBISB/ICH)s I CBOEBPEMEHHOTO JIeueHNs TIPY JAaHHOM 3aborte-
BaHMM aKTya/lbHOI B IIPaKTUKe Bpaya — IeAuarpa.

Bonesnp Bunbcona-KoHoBanmoBa — pepikoe Hac/mecTBeHHOE 3a00-
JIeBaHue, CBA3aHHOE C HapylleHMeM MeTabom3Ma Mefy ¥ M30bITOYHBIM
ee HaKOIUIEHMEeM B Pa3lIMYHBbIX OPraHaX M TKAHAX, IPeMyleCTBEHHO
MIPOAB/IAOIIEeC CUMIITOMATVKON ITOPa)KeHMs MTe9eHN U IIeHTPaTbHOM
HEepBHOI CUCTeMBbl. [WMII Hac/efoBaHUA — ayTOCOMHO-pPeLleCCUBHBII.
[Taronmornyecknit reH, OTBETCTBEHHBIN 3a pas3BUTHE OONE3HM — TeH
ATP7B, nokann3oBaH Ha ITIMHHOM Ij1ede 13 XpoMocoMsl. [1]

Yacrora BcTpeyaeMOCTH 3a00/IeBaHNUsA B IONMY/IALNN KONMeOIeTcs OT
1:30000 o 1:100000, ¢ 9acTOTOI T€TEpO3UTOTHOTO HOCUTENIbCTBA IIATO-
npormyeckoro reqa 1:90. [3]

Bpromnas (abgomuHanpHast) GpopMa — HauMHAETCS B IETCKOM BO3-
pacTe. XapakTepHO TsDKeloe IopakeHye MeYeHH, IpUBoJAlee K CMep-
TU paHbllle MOSABJIEHMS CUMIITOMOB CO CTOPOHBI HEPBHONM CUCTEMBI.
ITpomo/mXUTENbHOCTD OT HECKOIbKUX MecsALeB 4o 3-5 jeT IpU OTCyT-
CTBUM Tepanuu. [4]

Onucanuve cnyyas

[TanmeHT: MaTbYNK, 6 JTeT 2 Mec.

Huaeros.

OcHoBHoI1: 6071€3Hb BubcoHa, abgomuHanbHas popma. XpoHnde-
CKMIT TelaTUT, MMHMMAa/lbHas OMOXMMMYecKas aKTUBHOCTb. PeGeHOK
VHBaNN],

Conyrcrsyromuit: nepcucrennusa HHV 6 tuna. [lepopmanns sxemy-
HOTO Iy3bIps. Pe3anpyanbHas nepeOpanbHas HEJOCTATOYHOCTDb. YMepeH-
HbIJI MMOTOHMYECKUIT CMHAPOM. II/IOCKOBa/brycHass yCTaHOBKa CTOIL
JusapTpus. OMoLOHANbHbIE HAPYLIEHNA.
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AnamHe3 HuU3HuU.

AHTeHaTaTbHBII TEPUOf;: peOeHOK OT 5 6epeMeHHOCTH, 3 POfioB, Oe-
PEMEHHOCTD IPOTEKasIa C 3a/]ep>KKOJ BHYTPUYTPOOHOTO pa3BUTHA II/IO-
Ia, MICTMUKO-11€PBUKA/IbHON HE[OCTaTOYHOCTI.

VIHTpaHaTa/NbHBII IEPUOJ: IpeXXIeBpeMeHHble OllepaTUBHbIE POJbI
Ha cpoke 28 Hefienb. [IpexxieBpeMeHHOe U3MuTIe BOJ. [IinTenbHblil 6e3-
BOZHBIN Nepuof, 8 yacoB. XOPMOAMHUOHUT.

HacrnepcTBeHHBINI aHaMHe3: IIPOBefieHa IpeHaTajabHasA AUarHOCTI-
Ka B ceMbe. O6HapyxeHa MyTanus c.3207 > A B reTepO3UrOTHOM CO-
CTOAHUN y Iofja. IIpy mccnenoBaHuy MapKepoB, PacHoONIOKEHHBIX B
HeNoCpeACTBeHHOI 6musoctu ot reHa ATP7B, o6Hapy»eHO, 4TO IIOA
YHaC/Ief[oBajI OT POAUTEIEl Te Xe XPOMOCOMBI 13, 4To 1 iBOe OOTBHBIX
cbcoB B cembe. [IporHo3 s maofa HeOMATONPUATHBI C BEPOSTHO-
cThio 99,8%. JleTu: meBouka 21 roa, Manbuuk 14 neT, ManbuukK 6 neT. Bce
IeTU MMEIOT JuarHos: «bonesub Bunbcona-KonoBanoBa, abmomMumHab-

Hast Gopmanr.
IIpyt 06BEKTBHOM OCMOTpE BBISB/ICHBI U3MEHEHVS: C/IM3NCTBIE T10-
JIOCTV PTa, KOHDBIOHKTUBBI, CKIep — MKTepudHbl. KocTHO-CcycTaBHasA

CUCTeMa: BaJIbTyCHas YCTAaHOBKA CTOII, MbIIIEYHAS CUCTEMA: MBIIIeYHAs
TUIIOTOHNA, CHCTEMA OPTaHOB IMIeBAPEHN: MATKOe HebO CIerKa VIKTe-
PUYHO; Ma/IbIIalMsA HIDKHETO Kpas medeHu: +1 cm; PasMeps! nedeHn 1o
Kypmnosy: 7(1) x 6 x 6¢cMm.

Hesponorudeckuit craryc: GoHauys, apTUKY/LNs, pedb Hapyllle-
Hbl. [Toxoaka: BambprycHass ycTaHOBKa ctom. OcaHKa: HapylleHa, Kpbl-
JIOBUMIHBIE JIOTIATKM, ACUMMETpUs CTOSHUSAIUIEY. BereratMBHO-TpO-
¢buueckast cdepa: rMIepruApo3 AUCTANBHBIX OTHEIOB; IIOXOIOfAHNE
IVICTA/IbHBIX OT/IETIOB KOHEYHOCTEIA.

Jannvie uccnedosanuii.

Buoxmumuyecknit aHamu3 KpoBM:OMIMPYOUH NPSIMOI -, HEIPsSIMOI
32, obmmit 32 (1), tumonosas mpoba 0,9 Ex (1), ob6muit 6emox 70r/1,
ACT 42 me/n (1), ACT 34 me/n, menounas ¢pocdorasa 288 me/.

KoHuentpanus Meny B ChIBOpOTKe KpoBu: 539 Mkr/n (Hopma 700-
1400).

Konnenrtpauns megu B Moue: 98,7 MKI/JL.

Llepynomnasmus: 12,91 mr/pn (Hopma 20-60).

Jleuenue.

CobmofieHne AUeThl: MCKIIOYNTHIU3 MUTAHNUSA GapaHUHY, CBUHUHY,
YTOK, TyCeil, KabMapbl, CEMIY, CyOIPORYKTHI (II€4eHb, TOYKM, CEepALie),
MOPEIPOAYKTHI (YCTPULBI, KpeBeTKM, KpaObl, 1006CTepBl, MUANMN), COe-
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BbIe NIPOAYKTHI, Opexy, TpuoObl, CyXopyKTHI (M310M, (PUHUKY, YepHOC-
nMB), $pacoib, TOPOX, YeUeBUIIA, IIIEHO, SYMEHb, PXKAHOII X/1e0, CBEXMIl
KapTodernb, MOTOYHBII IIIOKO/MAJ], KaKao, MUHepaabHas Bofa. B muTpe
BOJIbI, YIOTpeO/1AeMOoit BHYTpPb, JO/DKHO ObITh He 60ree 1 Mkr mexu. Co-
omonenne pexxuma aus, JIOK exxenneBHO. MeyKaMeHTO3HasI TepaIyis:
KYIIPeHMT — eXXefHeBHO 1o 250 Mr 1 pa3 B ieHb, IIOCTOSHHO, JJINTE/Ib-
HO. Ypcopesokcuxonesas Kucnora — 250 mr 1 pas B fieHb, IOCTOSIHHO,
IINTE/IbHO.

3aknuyeHune

bonesnp BunbcoHa-KoHOBasoBa — HACIE€[NCTBEHHO [[€T€PMUHM-
poBaHHOe 3ab0/IeBaHIe, [IPY TeTEPO3UTHOCTY OOOUX POAMTENEN PUCK
poxjennst 6onpHOrO pebenka 75%. leTepo3anroTHOEe HOCUTENBCTBO Jie-
¢dexTHOTO reHa gocturaet yactorsl 1:1100.

[Tporuos mpu 6omesHu BunbcoHa cBsi3aH CO CTEMEHBIO JIEKOMITEH-
caluy Ne4YeHOYHbIX PYHKIIVIA, TSOKECTbIO HEBPOIOTMYECKMIT CMIITOMA-
Tuky. CBOeBpeMeHHO HayaTasl IpaBI/IbHASA IIATOTeHeTIYeCKasl Tepamnus
IpefoTBpallaeT pa3BuTue MO0 NPUBOAUT K Perpeccy KIMHUYECKUX
IpOsIBIeHNsT 00JIe3HM, CYILIECTBEHHO YIyd4llasi COCTOSIHME U KadeCTBO
JKN3HMU IIAaLIMIEHTOB.

OCO6€HHOCTbIO KJIMHNYEeCKOTO cnyqa;{ ABIAET TO, YTO B CEMbeE Tpoe
meTell mMMeroT 3aboneBaHume Bunbcona-KoHoBanoBa abmoMuHaIbHYIO
¢dbopMy U IMaTHO3BI OBUIM YCTAHOBJIEHDBI B Pa3HbIe BO3PACTHBIE IIEPUO-
mbl. KOMIIEKCHBII ITOXOJ K AuardocTuke 6onesun Bunbcona-Konosa-
J1I0BaQ, paHHee BbIAB/ICHNE U HpaBI/I}'IbeIﬁ a}II‘Op]/ITM JICYECHU A ITI0O3BO/INIIN
CHU3UTDb BepOHTHOCTb )KI/I3H€YI‘pO)KaIOHH/IX COCTOHHI/II/UI, 4qToO 6}1aronp1/[—
ATHO CKa3bIBA€TCA HA X KAaYeCTBE J)KMU3HU U nporHosa B HaHbHef/I]l[eM.

CnncokK nuTtepaTypbl

1. bonesnb Bunbcona y geteit / bapanos A. A., Karbinos b. C., bara-
esa M. O, 3arnyguHoB 3. M. // Bonpocbl coBpeMeHHOI! NefuaTpumn. —
2015 — Ne 2. — C. 65-73

2. bonesnp Buibcona y meteit. CIOXKHBIN [/1A AMAarHOCTUKY KJIMHU-
geckuii ciydait / Baximosa V. B., Cagponosa JI. E., Opunnnukosa C. B.,
(1 p.] // Ypanbckuit MegyuMHCKMI )XypHaIL — 2013.— Ne 6. — C. 68-70.

3. @epepanbHble KIMHMYECKNE PEKOMEHALNMI IO IMATHOCTUKE 1
nedennio 6onesHy Buibcona-KoHoBamoBa (remaToneHTUKY/ISApHAsA fie-
reHepauns) — Mocksa, 2013. — C. 7-8.

4. Hapymennsa obmena Meny (60one3Hp Buibcona) y reteit : KIMHude-
ckue pekoMeHpanuy / Coros neguatpos Poccun. — Mocksa, 2016. — 39 c.
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1.8. NMporHo3 n oco6eHHOCTM BeaeHUs aeTen
C MHOXXeCTBEHHbIMU nNopokamu LLHC
(AncreHesunen ronoBHOro Mo3ra)

B YC/IOBUSIX aM6YNaTOPHOM CNyX6bl
Abaynnaes A.H.,neanatpuyeckuii paxyneteT, 6 Kypc,
@reQy BO YIMY MuH3apasa Poccuu, r. EkaTepuH6ypr

BeegeHue

Jucnmasun pasnuyHbix otaenos IJTHC dacTo ABIAIOTCA HAaXOAKOM
Bpadell Ty4eBOI AMATHOCTUKY B CBA3M C MOTOPHBIMIU HAapPYIICHVAMMN Y
mere’t, i pedpakTepHbIX K Tepanuu dopm smmtericuii [1]. Hebrot kiu-
HIYeCKMX IpossieHnit mopokos IJHC yacTo npuxoanTcs MKOMbHBIN 1
MOAPOCTKOBBIN BO3pacT [3]. MeTofbI 3alMUTHI IeTeil OT «IIOC/IeNCTBIUI»
HapyIlIeHnit sMOproreHesa oTcyTcTBYIOT [1-3]. B xome Habmonenns 3a
pe6EHKOM ¢ MHOXXeCTBEHHBIMU ITOPOKaMM IIeHTPAIbHOM HEPBHON CU-
CTeMbI HaM CTaJI MHTepeCeH BOIPOC OL[eHKM IPOTHO3a )XVM3HY U Pa3BU-
THA y pebeHKa C MHOTOUMCTIEHHBIMY MOPQOTOTYeCKIMY IPOSIBIeHN -
mu guctnasuy HHC, gna ynydineHns BefeHNA TaKUX ieTell B YCTOBUAX
aMOy/IaTOPHOI CITY>KOBI.

OnucaHwne cny4an

HeBouka A., 15 MecAleB, Ha IpMeMe Y y4acTKOBOTO-IIefMaTpa
11.07.19 ¢ nenbio npoduIaKTMIeCKOro 0OCMOTpa

N3 anammesa.

JleBouka OT BTOpOIT GepeMeHHOCTH, TIepBBIX pomoB. [lepBast Gepe-
MEHHOCTb — perpecc. bepeMeHHOCTD IpoTekana Ha ¢pone BIIP: nemon-
Has IIeperopojKa IoJI0CTY MAaTKY, MYIOMa HeOO/IbIINX pa3MepoB. B 8 He-
Ienb — yrposa npepbiBanus, 10 Hemenb — OPBV, 33 Hegenn — oTexku
6epemennbix, BITP ITHC, MHOrOBOzME yMepeHHOe. POfIbI CpOYHBIE Olle-
paTUBHBIE B 3aTbIJIOYHOM IIpeJl/IeKaHNy B Cpoke 41 Hepens. be3BogHbIN
nepuog, 8 yacos. Bobl mpo3pavHbL.

Macca npu poxgenun — 3390 1, yimHa — 50 M, OKPY>KHOCTD TO-
JIOBBI — 36 CM, OKPY>KHOCTb TPYIHOI KIeTKu — 34 cM, 7/8 6anios 1o
Amrap. CocrosiHue pe6eHKa ¢ pOXKAeHMs YOBIETBOpUTEIbHOE. B co-
BMECTHOM IIpeOBIBaHNM C MaTepuIo ¢ 1-bIx cyToK. [Ipunoxena k rpyau,
COCET XOPOUIO, ycBanBaeT. [IOKOPM CMeChIO B CBA3M CO CKYJHOM JTaKTa-
uueit — 40 myt. YuuteiBas anteHanbHO BbissBaeHHoro BIIP ITHC misa
IajbHelIIero o6cnegoBanys OblIa epeBeieHa B OTAe/IeHNe TaTOIOT YN
HOBOPOXK/I€HHBIX. YPOBeHb Omnmpy6uHa — 267 MKM/JI IIpYU HOCTYILIe-
HUY, poToTepanys HpOBOAMIACH AByMs Tamnamu. Kopmuiack cMmechio,




TpyOHeili OuaeHo3 8 neduampuu. Apxug cmyoeH4YecKol KITUHUYeCKoU Npakmuku

MaTb nepeBefieHa B I'b Ne 7.

Jluaznos npu evinucke.

OcHoBHOe 3a0o07eBaHMe: TUNepONINPYyOMHEMNUA KOHDBIOTALMOHHAA
CpefHell CTeneHn.

ComyTtcTByMolee 3abojeBaHue: IiepedpaabHas UieMus 1 cTereHm.
BITP TM: cy6smengumanbHas rereporonus mnomymapus ['M, rumo-
IIa3nA ¥ JVCTeHe3Ns MO3)KedKa, TMIOIUIa3ua MO30omucToro Tema. He
VICK/TIOYAeTCs TaMapTpoMa IMIOTajaMyca CIIpaBa, MeNKue CyOKOpTH-
KayibHble oyary B nonymapyuax M. (MPT or 24.04.). Bpoxxpgennas ma-
TOJIOTYS OpTaHa 3peHus: KolmoboMa JIYICKa 3pUTEeNbHOTO HePBa U XOPHO-
npen npasoro rnasa. MAPC: OyHKIMOHMpYOllee OBaIbHO OKHO.

[IpoBenena sxosnuedanorpadus. 3akaodeHne: yMepeHHble Aud-
¢y3Hble n3MeHeHUA BOA rooBHOrO Mo3ra B Bujie IIPU3HAKOB AU3PUT-
MUY C IPeXOALIVM UPPUTATUBHBIM 3aMeJlJIeHVeM aKTUBHOCTY B JIEBOII
JIOOHO-LIEHTPATbHO-BUCOYHOI 30HE 0e3 perucTpalyy O4aroBOil VIV
3MUIMAPOKCU3MAIbHON aKTUBHOCTIL.

Y3/ orpaHoB OGpIONIHOI TOOCTH: lepOpMALINA SKETYHOTO ITy3bIPs.
IInenoskrasus cuesa.

HertpocoHorpagus: CeBJOKNUCTA IPABOTO COCYAUCTOTO CIIETEHI.
PacumpeHnne nepegHmx poros 60KOBBIX >KelmynoukoB. Kaprorummposa-
Hue — 46, XX, 6e3 XxpoMOCOMHBIX abbeparuit (puc.).
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Puc. KapnoTtun

Koncynbraumsa nmmyHnonora or 22.08.18 — Hamnpas/ieHa TeHETUKOM
K MIMMYHOJIOTY C Iiefiblo mposenenna Y3V BJK. Y3V BumoukoBoit xerne-
3b1 0T 22.08.18 — Tumomeranus 2 CT.
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PexomenpoBano: Bugepon-rens B Hoc, Kopmmn-neo, MPC-19.
Baxnunanua: megorson go 17.10.18 r. KoHcynbTranysa MMMyHOIOTa OT
30.01.19 .Jlnarnos «rumepryiasysi BUJIOYKOBOIL >Ke/le3bl, BbI3JOPOBIIE-
Hue». Koutpons Y3 tumyca. 30.01.19 — 6e3 maToorum.

Koncynpranus neguarpa OJIKB Ne 1 31.05.19. JKano6sl: runepemus
JIMIA, CYXOCTb KOXKM IlesTylieHue. JJMarHos «aTONM4ecKuil nepMaTuT,
BbIpayKeHHbIe IIPOSBICHSI».

Junamuxa Hesposio2u1eckozo cmamyca:

27.04 — ITaTomornyeckue CTOIHbIE 3HAKY, CYXO>KI/IbHbIE pedIeKChI
YMEPEHHO CHVDKEHBI Ha BEPXHMX Y HVMKHUX KOHEYHOCTAX.

31.05 — JIMCTOHMA MBIINIEYHOTO TOHYCa, acMMMeTpu4Has Qopma
TOJIOBBI, IpaBas I7la3Had IleNlb MNpPe, TUL0 ACUMMETPUYHO, YMEPEHHO
CIJIaKeHa HOCOTYOHast CKIajiKa CIpaBsa.

16.07 — ronoBa pmedopMMpOBaHa, MO ACUMMETPUYHO, TOHYC
MBI Ha KOHEYHOCTAX CHIVDKEH, OBICTPO VMICTOIIAETCS OIOpa, CIaAObIil
3axBaT, MPAaMOPHOCTb KO>KHBIX IIOKPOBOB.

21.11 — Yepen ymrouieH, ne¢opMIpOBaH, MBILIEYHbI TOHYC B PYy-
KaX J HOTaX IOBBILIEH.

31.01 — 63 JMHAMUKIL.

14.06 — JIeBOCTOPOHHMII CXOISIIUIICS CTPOOV3M.

Kpome Toro, CTouT OTMETUTD, YTO B XO/ie HaO/II0eHNs 32 peOeHKOM
pelascs BOIPOC 0 HeOOXOAMMOCTY HeMPOXMPYPTUYECKOTO BMelIaTe/lb-
crBa 17.08.18 — KOHCynbTalMA [JE€TCKOTO HEBPOJIOTA B LIEHTPE MUKpPO-
Herpoxuyprun MAY I'Kb Ne 40 — noxasaamit Het. MPT B Bo3pacte
rojla — JaHHbIE 32 FaMapTOMy I'MIIOTaTaMyca COMHUTeNbHbIe. [IoBTOP-
Has KOHCY/IbTallyisl HEBPOJIOTa B BO3pacTe rofia — IOKa3aHMUIl K olepa-
L[V HET.

B pesynbraTe ocMoTpa peGeHKa 1 aHa/m3a MeAUIIHCKON JOKYMEH-
TalLUV HaM¥ OBbIIO BBIfIEJIEHO CIeAylolIee:

1. 3aziep>xka pocra pebeHKa BO BTOpoM nojyroauu xusuu (SDS po-
cra -1,57).

2. BeposTHOe HapylleHMe aianTanny pebeHKa, IpOsSBUBIIEECs B 9H-
IOKPMHO-VMMYHHOM fincbanance (Tumomeranus) [4].

3. HacropaxmBarwot ciefyomye IpusHaku: 3ajjep>KKa pocTa, Iofio-
3peHNe Ha HellPOCEHCOPHYIO TYTOYXOCTb M KOCOIJIa3Me, ITOSABMBIINECS
BO BTOpPOI1 ITOJIOBMHE IIEPBOTO Tofja KM3HU.

4. PerynapHoe NpUCYTCTBYE AMCTOHUY Y IIPM3HAKOB MOTOPHBIX Ha-
PYLIEHMIA.
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Kak utor rpoBeieHHOII paboThI, HEOOXOAMMO 0OPATUTHCS K JAHHBIM
JINTEPATYPBI, KOTOPble YKa)XyT Ha BO3MOXKHBIE PUCKU [/ 3[OPOBbs Y
faHHOTO pebeHKa. Tak, TreTepoTOmNA Ceporo BelecTBa MOMyIIApU —
3TO aHOMa/IbHOE CKOIUIEHME U HeOObIYHOe PACIIONIOKEHMe Ceporo Be-
I[eCTBAa B Pa3JIMYHBIX Y4acTKaX ronoBHoro mosra. OHa oOycnoBeHa
HapylLIeH)eM MUTPALVY HeIPOHOB 13 TEPMIHA/IBHOTO MaTPMKCa BJJO/Ib
I/IMAIbHBIX BOJIOKOH B KOPY Mo3ra. PYCK — pa3BuTIe TIOBTOPSIOIIVXCA
IIPUITJIKOB B PaHHEM JIeTCKOM BO3pacTe, (POKa/IbHAs SIIETICHs pedpak-
TepHas K Teparnui (y JeBYLIKM Ha BTOPOM AeCATKe )KM3HM), TMpaMI/aib-
Hasl He[IOCTaTOYHOCTD, MHTE/IeKTya/IbHAs HeOCTATOYHOCTS [1, 3, 5].

['mronasnst MO30/IMCTOTO Tella — MOpok pa3Butust MT, mpu koTo-
POM Hab/MI0AaeTCst OTCYTCTBIUE JIMIID 3a/fHEN CIIAMKIL, @ MO30JIICTOE TETIO
yKOpO4eHO. Puck — HapyleHne NHTe/UIEKTa; HApyLIeHNs U3NIeCKO-
ro passutus (gebunnt CTT win CMHAPOM TMIONUTYUTApU3Ma), SIIN-
JIETICHS, CUHAPOM pacllielVIeHHOTo Mo3ra [6, 7]. [umomnmasusa Mo3sxeuka
XapaKTepu3yeTcs yMeHblLIeH)eM 00beMa MO3)KedKa, XOTA ¢popMa MO3-
edka (II04Ty) HopManbHadA. [IpoABIAIOTCA paHHUM Ha4a/IoM IIporpec-
CUPYIOLell aTaKCKeil, TUIIOTOHMEN U 3aTPyJHEHNI0O B MOTOPHOM pas-
Butunu [8]. Komoboma 3purenbHOro HepBa OTHOCUTCA K BPOXK/ICHHBIM
aHOMAJIVISIM PasBUTHSA OPTAHOB OITNYECKOII crcTeMbl. OHa IpeficTaBIIe-
Ha yI/IyO/IeH1eM B AJCKe 3pUTe/IbHOTO HepBa Pa3HOTo pasMepa, KOTopoe
3aII0/IHEHO PeTUHATbHBIMI K/IETKaMH.

OCHOBHBIM CHMITOMOM JIQHHOTO 3a00/IeBaHNs SIB/ISETCS CKOTOMA
[9, 10]. l'amapTpoMa rumoranamyca 1o MopgonIorndeckor Kknaccuduka-
LVJi COOTBETCTBYET IaHITIMOLNUTOME (OOpOKaueCTBEHHAsI OMYXO/Ib 13
37IEMEHTOB CHMIIATHYECKUX HEPBHBIX raHranes). Ha ceropus cumraer-
¢, 94TO JJaHHOe 00pa3oBaHIe He IPeiCTaB/IAeT CI0XKHOCTY B IMaTHOCTH -
KU, HO 3aTpPy[HAeT nedeHne. [leHTpanbHOe IpeXXieBpeMeHHOe M0I0Boe
CO3peBaHIe U SMIIENICH WIN POJICTBEHHbBIE HelIPOIIOBeeHUEeCKIIe CUM-
HTOMBL Y JieTell C LieHTPa/bHbIM IPeXIeBPEeMEHHBIM II0/IOBBIM CO3pe-
BaHIEM, CMIITOMBI MOTYT IIPOSIBIIATLCA YoKe B Bo3pacre 2-3 rofa [11].
Takoxe XOTe/I0Ch ObI OTMETUTD Ba>KHbIE MOMEHTBI, Ha KOTOPbIE XOTE/IOCh
OBl 0OpaTUTh BHUMAaHIE BO BpeMs BeleH)sI TAKOTO peOeHKa:

1. Onenka ¢pu3N9IeCKOro pasBUTNA C IPABIUIBHOI OLIEHKOI IIPY Ka-
KJIOM HOCEIeHU.

2. OnjeHKa BTOPUYHBIX ITOJIOBBIX IPU3HAKOB ¥ MPM3HAKOB PAHHETO
Pa3BUTHsI KOCTHOI TKAaHM TIPY KQXKIOM ITOCEIIeHIN.

3. 3aKOHUYMTP BaKIMHAIMIO COITIACHO PErMOHANbHOMY M HAIMO-
Ha/JIbHOMY KaJIeH/IapIo.
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4. VInbopMupoBaHue popguTesneil 0 pasnMyHbIX GOpMax IpOsBIIe-
HIA STIMAKTUBHOCTY, B CTy4dae IOAB/IEHNA y pebeHKa — HeMeJJIeHHOe
obpaieHne K mefuarpy (B ganbHeieM — HEBPOJIOTY).

5. YTouHeHMe uarno3a HelipOCEeHCOPHOM TYTOYXOCTH, paHee — Ha-
JaJ10 peabyIMTAINN Y CypPHOJIOTa.

6. ITpoABUTDP HACTOPOXXEHHOCTh CO CTOPOHBI SHIOKPUHOJIOTHYE-
ckux 3aboneBanuit — onenka yposHs CTIT, VIOP-2, AKTT, koprusona,
IIO/IOBBIX TOPMOHOB.
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Oreoy BO YIMY MuHsapasa Poccuu, r. EkaTepuH6ypr

BeegeHue

[l71s1 onpepienieH s CIMHAIBHON MBIILIEYHON aTPOdUM aCTO UCIIONb-
3YIOT HECKOJIBKO TEPMIHOB, B TOM YMCJIe «TeHeTIYecKoe 3abojieBaHme,
«ayTOCOMHO-pelleCCBHOE HAc/Ie[iICTBeHHOe 3a0ojieBaHme», «0O0jIe3Hb
MOTOHEJPOHOB» MM «HEePBHO-MBIIIeYHble 3abomeBanns» [4]. YactoTa
BCTPEYaeMOCT! CIVHAJIbHBIX MBIIIEYHBIX arpodumit cocTapnsger 1 Ha
6000-10000 HOBOpOX/IeHHBIX [American Journal of Medical Genetics
2002;110:301-307]. YacToTa HOCUTENbCTBA ieaeluu 7 9k30Ha rena SMN
1:50 uennoBek [American Journal of Medical Genetics 2002; 110:301-307].
Ha ceropHAmHEMII feHb, KaK IPaBUIo, nof TepMmrnuoM CMA nonumaet-
cs1 Hanbortee pacripocTpaHeHHas Gpopma 3abomeBaHMsI, pa3BUBAOLIASICS
BCJIEICTBME MyTanuit u penenuit B reHe SMN1 (survival motor neuron
1 — reH ¢akTopa BBDKMBAHUS MOTOHENPOHa-1), pacmonoXeHHOM Ha
IUIMHHOM IIeYe 5-71 XpoMocoMbl. Jta ¢popMa cTama 00603HAUYaThCs Kak
CMA 5q. V3-3a MyTanuu jaHHOTO reHa y nrogeit co CMA npousBoauT-
cs MeHblllee KomyecTBo 6enka SMN, 4To IpUBOANUT K HOTEpe MOTOP-
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HBIX HEJ[POHOB CIVHHOTO Mo3ra. B pesynbrare 60nbHbie CMA Tepsior
CIIOCOOHOCTD YIPABJIATh CBOMM TE/IOM, BIUIOTH JIO IOTHOV HECIOCO6-
HOCTM ABUrarhbca. Ilo Mepe mporpeccupoBanys 60/Ie3HN yTpadunBaeTcs
CIIOCOOHOCTD CAMOCTOSITE/IBHO [I0TATh ¥ AblIaTh. [Ipu aTOM y feteit u
B3pocibix co CMA He TepseTcs 4yBCTBUTEIbHOCTD KOXKI, MBI, HEPB-
HOII CUCTEMBI, a TAK)Ke COXPaHsAeTCA HOPMAJIbHBIN MHTeIeKT. [laHnHas
TeHeTN4ecKas MyTalusa MOXeT (PeHOTUIINIECKN HPOSB/IATbCSA PasHbI-
Mu KanHndeckumu Tunamy CMA: ot pano HaunHarouerocss CMA 1-ro
TUIIA JO MaHU(ECTUPYIOLIEro BO B3pocioM Bozpacte CMA 4-ro Tnra.

Ucropnaecku CMA cumranoch 3aboneBaHueM, NPUBOIALIMM K
CMepTH! B paHHEM JIeTCTBE, OfHAKO B IocegHe 10 et 6611 paspaboTan
PSE HOBBIX TepaleBTMYeCKMX NofxonoB. Tak, Hanmpumep, B 2016 roxy B
CIIIA 6b11 3aperncTpupoOBaH IEPBbII B MUpe Ipenapar s JedeHus
CMA «Crmapasa» (B 2017 rogy oH ObUI 0I0OpeH K UCIOIb30BAHUIO
B EBpocoro3se). PaspabarbiBaloTcs 1 BHEAPSIOTCS B IMPAKTUKY [pyrue
npenaparel — «Pucpumnnam», «3onrencma» u ip. B Poccun ¢ aBrycra
2019 ropa sapeructpuposat mpemnapar «CIMHpas3a» U €ro y>Ke aKTUB-
HO IO/IYYaloT JIeTY, KOTOpble BOLIIM B KIMHMYECKMe MCIbITanuA. s
3HAYMTETBHOTO YIYYILIeHMA KadeCTBa >KM3HU M IpOTeKaHus 3aboje-
BaHMA BXHO COOMIONATh MPAaBIIbHOE MEAUIIVHCKOE COIPOBOXKICHME
U yCTpaHeHye CUMIITOMOB 00jie3HM (HAIpyuMep, ¢ IOMOIIBI0 pPecrupa-
TOPHOI HOJ/IeP>KKI U SHTEPATIbHOTO IMUTAHMA), @ TAKOKe ITyTeM PaHHETo
Hayasla MCIIO/b30BAHUA Mep 10 MPOGIIAKTUKE PasBUTUA BTOPUYHBIX
ocnoxxHeHuit. Kpome Toro, kommiekcHast pabota My/IbTUAMCIUITIHAD-
HOJI KOMaHJbl MEAMIMHCKNAX U HEMEJUIIMHCKIX CIIeIVaINCTOB IIOMO-
KeT CIIPABUTBHCS C IICUXOTOTMYECKUMY, COUMAIbHBIMU U JJyXOBHBIMMU
TPYAHOCTAMH, C KOTOPBIMM CTa/IKMBAETCS MALVIEHT Y €r0 YWIEHDbI CeMbH
Ha IIPOTSDKEHUN BCell )KM3HM OT MOMEHTA YCTaHOB/IeHN: Anarsosa. Ot
TOTO, HACKO/IPKO CBOEBPEMEHHOIT ¥ KaueCTBEHHOIT OyfieT IOMOIIb, 3a-
BUCUT CyabOa peberka co CMA, ero MeIMIIHCKOE U IICUXOJIOTMYecKoe
COCTOsIHME, COLMA/IbHAA afjanTanusa B obmectse [2].

OnucaHuve cnyyas

[Tanwent A., popuncs B 2012 rony Ha 41 Hegerne ot 1-11 6epeMeHHO-
cty, nporekasiueil Ha ¢poHe BCJI, anemun I cTemenn ¢ HOpMaTbHBIMM
MacCOBO-POCTOBBIMY IOKasaTesIMy (Macca rmpyu poxzpenun — 3400 r.,
mMHa — 52 cM, 1o mmKaje Anrap — 7/9 6aioB), OfHAKO ¢ 3-X CYTOK
CTaJI0 OTMEYaTbCs BAJNIOE COCaHMe, BbIPAKEHHAs I'MIIOTOHNA BCEX MBI-
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IIEYHBIX TPYIII, peIeKChl CIMHAIBHOTO aBTOMATI3Ma He BBI3bIBATINCD,
HaO/MI0amach mapeTnyeckasl yCTaHOBKA KICTell pyK. [lis fampHeriero
06cTeloBaHMsA M JUATHOCTUKM Ha 4-€ CYTKM JXKM3HU peOeHOK OblT Ile-
peBefieH Ha yedenye B O6/1acTHOI IepUHATA/IBHBII LIEHTP C AUATHO30M
«[IITIIHC, rumokcuyecKu-uUIIeMUYEeCKOTO TeHe3a TSDKENION CTeIleHM,
BSAJIBIN TeTpamapes». [anee 1ocae KOHCY/IbTALlMM T'eHEeTHKA BbICKa3aHO
IpeAIooKeHne o0 Hammuuu 3aboneBanus Bepuura-Topmana (CMA 1
TUIIA), IPOBEJIEHO TeHeTNYeCKoe UCCIefloBaHIe, TIOATBEePXKIeH ayTOCo-
MHO-PELIECCUBHDI TUII HAc/lIefoBaHuA B LleHTpe MONEKY/IAPHOI reHe-
Tk (T. Mocksa). B BospacTe 1 MecsIja cTaj IOTy4yaTh B TepaIu CUPOII
«JlemakuH».

HecMmoTpss Ha mIuUTeNbHYIO HelpoMeTabonn4yecKylo, peabuanra-
L[MIOHHYIO0 Tepaluy, HayaTble C POXKAEHNA, ITOJIOKUTEIbHAs JVHAMIKA
OTCYTCTBYeT. B Bo3pacTe 5 MecslleB yCTaHOBJIEHA KaTeropus «pebe-
HOK-VMHBAJIN», @ B 9 MecsAleB IOCTAB/IeH B peaHNMAIJIOHHOE OTAe/IeHIe
IT'B Ne 9 ¢ ppIXaTenbHBIMM HAPYIIEHUAMY, YTHETEHIMEM CIIOHTAaHHOTO
ObIXaHNA; IPOBeJleHa ollepalyis HIDKHel TPaXeoTOMMUY C IOAK/II0UeH N -
eM K allapaTy MCKyCCTBEHHON BeHTWIALuN jerkux. C 3Toro e BO3-
pacTa peGeHOK OBUI IlepeBefieH Ha 30H/IOBOE IMTAHMUE, OTMEYanoch
OTCTaBaHME B HEPBHO-NICUXNYECKOM pasBUTUY (He Jep>Kay TO/NOBY, He
HepeBOPaYMBAJICA, He ITI0JI3aJI, He CHUJieN), IPOM3HOLIeHe HEKOTOPhIX
IPOTSKHBIX 3BYKOB.

Ha momeHT ocMmoTpa B Hos6pe 2019 roja y pebeHKa OTMEYAIOTCs
IPUCTYIIBI 6€CIIOKOMCTBA C TaXMKap/ueil, IOBBIIIEHHOI TOTINBOCTbIO,
IIPOXOZALIVe ITOCIe preMa obe306onmBalonyx npenaparos. [Ipn ocmo-
TpPe COCTOSIHIE TSDKENTOe 3a CYeT OCHOBHOTO 3a00JIeBaHMsI, B CO3HAHUIA,
00111eMO3TOBBIX I MEHVMHTeaIbHBIX CMMIITOMOB HeT. Haxoantcs Ha Kpy-
IJIOCYTOYHOI NIPUHYAUTENbHON BeHTIwnyy nerkux depes TCT. Inra-
HIe 4epe3 racTpocToMy. PopnrenaMn akTMBHO UCIO/NIb3YeTCs OTKAIIN-
BaTeJIb.

ITo mkase oreHKy cuMnToMoB (SAS) mapametp 60mu ¢ 2016 roga o
2019 rox mwraBHO ¢ 8 6a/mnoB cHu3WIcA 0o 0 6a/IoB, TONIHOTA He Obla
u3MeHeHa U pacieHuBaetcs 0 6annos, gpusndyeckas aKTUBHOCTB € 2 6ar-
0B Tepenta Ha 0 6ay0B, CO3HaHME HAXOAUTCSA TaKXe B Ipefenax 9-10
6amos (puc. 1-5).
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Puc.1. Puc. 2.
MNaumeHT A. NMpossnerna CMA 1 Tuna B neproge mnageH4ecTsa.
«CnHgpom BAnoro pebeHka»

Puc. 3, 4, 5. MauymnenT A., 7 ner.
Bruanmas KOHTpaKTypa BepPXHUX 1 HUMKHUX KOHEYHOCTeln
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[aruentka b. pogunace B 40 Hemens (ssuBapb 2018 ropa) ot 1-it He-
PEMEHHOCTH, IPOTeKaBlIel Ha (OHe recTo3a, nopbienns A/l Ha npo-
TSDKEHUM Bcell OepeMeHHOCT. MaccoBO-pOCTOBBIE ITOKa3aTeIy COOT-
BETCTBOBAJIM HOpMeE (macca — 3530 1., iMHa Tema — 53 cM., TI0 Amnrap
— 7/8). Jo 2-x Mecs1ieB KM3HU POC/IA 11 PasBUBAIACh COOTBETCTBEHHO
Bo3pacty. B 3 Mecsna pogureny o6patiiy BHUMaHNe Ha TPEMOP pydeK
B JIBYDKEHUM, CTA0OCTb B HOXKKAX, YMEHbBIIIEHVe aKTUBHbIX IBVDKEHMII B
KoHeuHOCTsX. Habmrojanace 1 ie4niach y HeBpOJIOTa IO MeCTY >KUTEIIb-
CTBA C INarHO30M «MUATOHMYECKUII CMHAPOM». B 10 MecALleB KOHCY/Ib-
THpPOBaHa HEBPOJIOTOM, I flanee auarHo3 «CMA 1 tmma» mogTBepK/eH
reHetudeckn B 11 mecaues. IIpoBopntcsa opronendeckas KOppeKIus
(panHee — opTe3upoBaHue I NIPOPIIAKTUKN PasBUTHA KOHTPAKTYP
U CKO/INO3a), IOCTYPaIbHbI MEHEIKMEHT, KapANOPeCIPaTOPHbII MO-
HUTOPYUHT U peCIMpaTOpHas MOAAepKKa (OTKAIlIMBATe/b, ICIIO/Ib30Ba-
HIe Menika AMOy, anmapart jiyis nposefenyss HVIBJI B HouHoe Bpems).

C mrons o utonb 2019 roga HaxoAMIACh B OTAE/IEHUY TTA/UTUATUB-
Hoit oMoy T'AY3 CO OJKDB u nonyumna 3 mHBEKLUM IIpernapaTa
«CrmHpas3a» MHTpaTeKaabHO 12 MT / 5 MJI C UHTepBaTaMM COOTBETCTBEH-
HO MHCTPYKLMI. BBefleHMe Ipenapara nepeHecia y0B/IeTBOPUTENbHO,
OC/IOKHEeHUII He 6b10 oTMedeHo. Crleayomas MHbeKINs OXKUAeTCA B
auBape 2020 ropa. [lamee mpy oljeHKe MOTOPHBIX HAaBBIKOB IIO IIKaje
CHOPINTEND ormeuaeTcs OMOKUTENbHAS SUHAMIKA IIOCIE MHBEK-
1yit: B MoHe — 14 6a71710B; B ntoe — 16 6a1710B; B aBrycte — 20 6a/Iios.
ITo mkane oumenku cumntomMoB (SAS) B gunamuke ¢ 2018 mo 2019 rop
oTMedaeTcs HapacTaHue 60y ¢ 0 1o 2 6a//10B, MapaMeTp YAYLUIbS — J10
2 6a/10B, CHIDKeHMe anmneTnta — ¢ 10 1o 6 6a/j1oB, a TakKe CHIDKEHMe
¢dusmdeckot akTMBHOCTI — C 4 6aj10B 70 2 6aj1oB (puc. 6).

Puc. 6. MauunenTtKa b.,1r 10 mecaues.
AKTVBHO pearvpyeT Ha OCMOTP B BUAe Kanpu3os 1 naava
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O6cyrkpeHne

ITocTanoBka fuarHo3a CMA cTaBUT MHOTO BOIIPOCOB, OIEXKALIUX
PpeLIeHNIO, KaK IIepefl POACTBEHHUKAaMM 00bHOTO, TaK U IIepeli HeCKOJIb-
KUMU CMEXKHBIMM CITeIManucTaMn. J{jisi KOMIZIEKCHOTO JIeYeHUs TaKUX
IeTeil BaKHa, B IIEPBYIO O4epeb, He TO/IbKO JeKapCTBEHHas Tepalnius,
HO U NOCTypajbHasA Tepamnusd, COBEThbl AUEeTONI0ra, KOppeKIusa Hapylle-
HUII OpTOIE/IOM, KOHCYIbTMPOBAHME U OKa3aHUe IIOMOLIM Y IIY/IbMO-
HOJIOTa, TACTPOIHTEPOJIOTa, PeabMINTOIOra, MEAUIMHCKOTO IT€HETHKA,
nepmatpa. B TeueHme 6onmesHU HAOMIONAIOTCSA 3a/[ep>KKM MOTOPHOTO
pasBuUTHUsA, OBICTPOE pasBUTUE KOHTPAKTYp CYCTaBOB M jedopmarnun
TPYyLHOI KIeTKM. Takske IpOrpeccUpyrOT [bIXaTe/IbHble HApYILEHMs,
po6/IeMbI C IJIOTAHMEM €[Ibl M CITIOHBI, OTXOXKIE€HEM MOKPOTBI. BpIcOK
PUCK pasBUTHS aCHUPAIIOHHBIX THEBMOHUII 13-3a Oy/n1bOapHBIX Hapy-
urenuii. Hapacraronas gpixaTenbHas HEOCTATOYHOCTh, 0COOEHHO TIpK
NpucoeaHeHNM MHQEKINN, 4acTo BefieT K cMepTu. [Ipn ectecTBeHHOM
TeyeHuu 3aboneBanus manyedTsl co CMA 1 tuma norubarr g0 2 et
[3]. OpHako cBOeBpeMeHHas peclpaToOpHas MOJjep>KKa MOXKET YBeIl-
YNUTh POJO/DKUTEIBHOCTD KM3HM pebeHKa, Kak B caydae [TanmenTa A.,
a IpUMeHeHMe MHHOBAI[MIOHHBIX JIEKAPCTBEHHBIX CPEACTB, TAaKMX Kak,
«CrimHpasa», KOTOPBIN MPeACTAB/sAeT U3 Ce0s1 AaHTMCMBICTIOBOI OJIUTO-
HYKJIEOTH/I, BO3JEMCTBYIOLMI Ha T€H BBKMBAEMOCTY MOTOHENPOHOB -
2 (SMN2), He TOMBKO YBEINYNUT IPOAO/DKUTENBHOCTD XVU3HU, HO I
yIy4qmnT QyHKIMOHA/IBHOE COCTOsAHNE, KakK y [Tannentkn b.

Ha cerogHsamHMil leHb B peecTpe HmauueHToB gereit co CMA 1o
Poccuiickoit @epmepannn 3a HOss6pp 2019 roma Bcero 874 OGOMBHBIX
(707 peteit u mompocTKoB /10 18 et 1 167 B3pocnbix crapiie 18 ner).
B CeppioBckoit 061acTyt 3aperncTpupoBaHo 35 feTeil ¢ AMAarHO30M
«CIVHATbHO-MBILIEYHAs aTpoUsI» Y NUIIb 3 JieTell yYacTBYIOT B K/IN-
HUYeCKNX MCIBITaHUAX U MONyYaloT npenapat «Cnuupasar. OfHako He
CTOUT CYUTATh JIEKAPCTBEHHYIO T€palNIo YyJOM, Belb CaMO JIeKapCTBO
OeccuIbHO 6e3 y4acTus Bpadert U pofyITeseit.

BuiBoAbI

1. ITanmenT A., He BK/IIOYEHHDIN B KJIMHNYECKIE VICIIBITAHNSA, ABJIA-
€TCA MPUMEPOM TOTO, YTO MPU PaHHEN MOCTAHOBKE JMATHO3a NETU MO-
TYT IPOXXUTD JIO/IbIIIE, Y€M IMUIITYT BO MHOTMX MUCTOYHMKAX.

2. Ilanuentka B., momy4aromas Kkypc repanuy « CimHpasa», moKasa-
7la 3HAYUTENbHOE YIy4YllIeH)e MOTOPHBIX HABBIKOB.

3. Takum o6pa3oM, IpeficTaB/lIeHHble KIMHMYECKMe Caydan JoKa-
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3bIBAalOT HE TOJ/IBKO POJIb HepeI[OBOIZ MEeUIVIHbI B PEIICHNN JI€YEHUA
penKux 3a6OH€BaHMﬁI, HO U BaXXHOCTU KOMIIVZIEKCHOTI'O JICUECHUA ,I[aHHOI/uI
ITaTOJIOTUN.

Cnucok nutepatypbl

1. Huxndopos, A. C. O6mas nesponorus / A. C. Hukudopos, E. 1.
I'yceB. — 2-e u3p., ucnp. n gon. — M. : TOOTAP-Mepnua, 2015. — 704 c.

2. Huxudopos, A. C. YactHas nesponorus/ A. C. Hukudopos, E. V.
I'yces. — 2-e usp,, ucnp. u gor. — M. : [9OTAP-Menna, 2013. — 768 c.

3. CinmHanpHasA MbllleyHas arpodust: 4to ganbuie? — M. : Vspa-
TenbcTBO «IIpocmekT», 2018. — 32 c.

4. ®epmepanbHble KIMHNYECKNE PEKOMEHIAIVN 110 UATHOCTUKE U
JIe4eHMI0 CIIVHAJIbHBIX MBILIEYHBIX aTpoduil y fgetelt / mop pen. M. B.
Bnopasemn, [I. A. XapnamoBa. — Mocksa., 2013. — 32 c.

5. In vivo activation of SMN in spinal muscular atrophy carriers and
patients treated with valproate.Ann / Brichta, L., Holker, I., Haug, K. [et
al.] // Neurol. — 2006. — Ne 59, — P. 970-975.
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Masa 2.
AETCKAfA XUPYPITMYECKAS NATONOINNA

2.1. MHO)XecCTBeHHbIN ypoauTuas y pebeHka 1 ropa
XakcanbikoB A.C., neanaTpuyeckuii pakynetet, 5 KypcC,

Ore0y BO YIMY MuHsapasa Poccuu, r. EkaTepuH6ypr

BeegeHue

MouekamenHas 6onesub (MKB), wmn yponurnas, mo pacmpocrpa-
HEHHOCTM 3aHMMAeT BTOPOE MECTO IOC/e BOCIIAIUTENbHBIX HECHELN-
¢buryeckux 3aboneBaHMI MOYEK ¥ MOYEBBIX IyTeil. B mocnennee Bpemsa
HacTOpakuBaeT yBenmumdeHne 3aboneBaemoct MKD y mereir. YBenu-
JeHMe YaCTOThI 3a00/1eBaeMOCTH Y fleTell CBA3BIBAIOT U C MOBBIIIEHNEM
MMHEpaNu3auy BOAbl, AepuIuTa BUTAMUHOB B IPONYKTaX IMUTAHNA,
a TaKXKe C yBeNM4eHNeM BIUAHNA JPYTUX GaKTOPOB, CIIOCOOCTBYOMIMX
HapyIIeHno o6MeHa BellecTB B eTCKOM opranusme. Hepepko ypomm-
THa3a AMArHOCTUPYIOT JaXKe Y HOBOPOK/IEHHBIX I JI€Tell IePBBIX MeCH-
11eB KU3HU. ModekaMeHHas 60/Ie3Hb BCTPEYAETCA B OCHOBHOM Y fleTeit
B BO3pacTe OT 3 1o 12 1eT, y ManbuuKoB B 2-3 pasa yame. B 92% crry4aes
KaMHU JIOKQ/IM3YIOTCA B IIOYKE ¥ MOYETOYHMKE, B 7% — B MOYEBOM ITy-
3bIpe U B 1% — B yperpe. [IBycTOpOHHUI yponnuTnas BcTpedaercs B 20%
Habmogennii. [1,3].

OnucaHue cnyyas

Knmnnandeckoe Habmonenne naunenta ¢ DS MKbB. Kamuu nnTpamy-
Pa/IbHBIX OTZENIOB MOYETOYHMKOB, KaMeHb j1eBOit TTOYKM. OCTphIii THOI-
HbII InenToHepput. AGCIiecchl 06enx moyex.

HeBouka M., 1 1. [JocraBneHna 6puranoit ckopoit momoiu B PAO
MAY IOTKB Ne 9 us [ITB Ne 15 ¢ DS «ocCTpblit 06CTPYKTUBHBII T1€TIO-
He(puT, abCliecc IMOYKM».

AHamHe3 HU3HU.

Pe6enok ot III 6epemeHHOCTH mpoTeKaBiueit 6e3 martonmormy, II1
CPOYHBIX pOfiOB ¢ Maccoit Tena 3780, poct 52cM. [lep>xut ronosy ¢ 1 mec,
3y6bI ¢ 6 Mec, cuput ¢ 11 mec. B 1 mec o ganubiM Y3V novek 6e3 mato-
nporuu B OAM — 6e3 usmenennit. C 2,5 mec usmenenus 8 OAM B Buje
nerikonnTypuu ¢ 3 mec Habmogaercs ¢ DS: VH}eKIys MO4eBbIBOIAIIX
nyteii. [Tocne kypca ¢yparnna ananmmssl Moun HopManusosamuch. JIH
y opTorefa — [IByCTOpOHHMII TOABBIBUX Oeziep.

AHamHes 3a6071e6aAHUS.

B Bospacte 1 roga (24.04.2016 r.) »kamo6sl Ha cmMaboCTh, BAIOCTD,
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CHIDKEHNe alIeTuTa, IepuoANdecKre IOAbeMbl TeMIEpaTypsl 10 de-
OpWIbHBIX LMP, HAOTIOAANIACH YIACTKOBBIM II€IIaTPOM, JICU/IACh aM-
Oy/1aTOpHO, IPOBeeHO 2 Kypca aHTMOAKTepyaIbHOM Tepannuy — aMIIN-
UuMHoM, cymmaMenioM. C 01.05.2016 . sxupakuit cTyn 6 pa3 B [ieHb,
pBoTa 2 p. 04.05.2016 r. rocninranusuposana B ['TIb Ne 15, mposefieHo 1a-
6oparopHoe o6cnefoBanme. b/x KpoBu: Imoko3a — 2,82 M/MOJIbII, MOYe-
BMHA — 22,13 MMO/Ib//I, KpeaTMHUH CBIBOPOTKM — 92 MKkMOb/11, CPb —
275 mr/m, Na 133,2 mmonb/n., CO9 — 54 mm/4. OAM: 6emox — 0,390
/11, ne — 500, ap — 50, yx Bec — 1015.

06. 05. 2016 B 15-44 6purapoit CMII gocTaBneHa B IPUEMHBII II0-
koit MAY I'TB Ne 9 ¢ DS «oTpsiit nuenoneput, 00CTpyKTUBHBII». Ab-
CIIECC TIOYKM.

B npueMHOM 1oKoe pe6eHOK Ha pyKaxX y MaTepy, COCTOsIHIE peOeH-
Ka TsDKeJIoe, CO3HaHMe sICHOe, Bsilas, Koka OjefjHasi, TYprop CHVDKEH,
Bec — 9200, ynm — 23, npIXaHye Be3UKY/ILAPHOE, IPOBOAUTCA HaJl BCEMU
nonAMM, Xpunos HeT. IIynbc — 108, anmeTUT CHIDKEH, IbeT He OXOTHO,
JKVBOT IIPY NOBEPXHOCTHOJ MajIbIIALY MATKUI, HOSCHWYHAsE 06/1acThb
He M3MeHEeHa, CUMIITOMOB Pa3/pakeHNs1 OPIOLIMHBI HET.

IToukm, nieyenp, cee3eHKa He MaTbIIMPYIOTCA. Mobunmsanyus mm-
HOJ-PaCIOPKOIi Ha YPOBHE TOJIEHOCTOIIHBIX CYCTaBOB.

B npueMHO-IMarHOCTUYECKOM OTHE/IEHMM BBIIIOJTHEH OO0O30PHBII
CHMMOK T'PYIHO KJI€TKH, TaTOTOTMYeCKUX M3MEHEHNI He BBIABIIEHO.

Y3U: neBasd moyka — 85*35 MM map 14 MM, 9XOT€HHOCTD ITapE€HXVMBI
He M3MeHeHa, KOPTUKO-MeRy/UIApHas fuddepeHIpoBKa IPOCTIeXIBa-
eTCsl YeTKO, KOHTYP IOYKM IPOCTIEXMBAETCA YeTKO, POBHBIN, gopma
IIpaBUIbHAsA, YalleYHO-I0XaHOYHAsl CUCTeMa paclipeHa KOHKPEeMEeHT
HIDKHel1 TPYIIIbI yaniedek — 5*%4 M (puc. 1A) ¢ aKkycTHU4ecKoii TeHbIo.
Pacmmpenue yamedek o — 8,6 MM, T0XaHKM — 10 8 MM, MOYETOYHUK
BEPXHAA TPETb — 10 3 MM, CpefJHAS TPeTb He BU3YaNU3UPYeTCs, HUKHAA
TpeTb — J10 8,7 MM B yCTbe MOYETOYHIKA KOHKPEMEHT C TUIIePCUTHAIOM
(puc. 1B), akycTm4yeckoit TeHblo — 8,5*4,7 MM, BBIOPOC 113 MOYETOYHM-
Ka C/1a0blii, HalpaBsjieH npucteHodHo. CripaBa moyka — 80*32 MM map
14 MM, 5XOT€HHOCTD ITapE€HXMMBbI He M3MEHEHa, KOPTUKO-MeJy/UIAPHAsA
nnddepeHIpOBKa IPOCIEKNBAETCA YETKO, KOHTYP MOYKY IIPOCTIEKN-
BaeTCs YeTKO, POBHBIIT, popMa MpaBUIbHASI, YALIETHO-TOXaHOUHAS CU-
cTeMa He pacuypeHa. Mo4yeBoil ITy3bIpb POBHBII, CTeHKa 3,1 MM 00beM
31 M1, cofep>KMMOe aHIXOT€HHOE.

3akmoyeHue: ocTpass Io4yedyHas HeJOCTATOYHOCTb, KOHKPEMEHT
HIDKHeJ IPYTIIIBI YalleyekK JIeBOJ TOYKY 1 1eBOr0 MOYeTOYHMKA.
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Puc. 1. Y3U neBol NoYKM 1 MOYETOUHUKA
(A — KOHKpEMEeHT HVKHEN rpyrnbl Yaleyek 1eBoi NMoYKu,
B — KOHKpeMeHT MHTpamMypanbHOro 0TAeNa MOYETOHHMK)

YunTeIBas TSOKECTb COCTOSIHMS, PeOEHOK TOCIIUTAIM3UPOBAH B OT/ie-
neHue peannmaryn. B 16-00 st ycTpaHeHUs 0OCTPYKIUN U APEHNPOBa-
H1s1 MBII B HeOT/10)KHOM IOpAAKe peOeHKY BBIIIOTHEHO CTEHTIPOBAHNEe
MBII cneBa nop anmnapaTHO-MacO4YHbIM HapKO30M. Bo BpeMs LIMCTOCKO-
NI BbIAB/IEH KOHKPEMEHT MHTPaMypalbHOTO OTZE/Na JIEBOTO MOYETOY-
HIIKA, BBIIIOJIHEHA peTPOrpaiHasl KaTeTepusanis MO4eTOUHIKA CTEHTOM
3 MM IMHOM 12 cM, BO BpeMs yCTaHOBKM CTEHTA BBIJEINIOCH 60sblI0E
KOJIMYECTBO CNIM3UCTO-THOMHONM MOYM. B MOYeBOI My3bIpb YCTaHOBJIEH
kareTep Qonesa Ne 8. CripaBa ycTbe MOUETOYHIKA He I3MEHEHO.

I[Tocre npeHMpOBaHNUA BBIIIOIHEH 0030pHBII CHUMOK 1 Y 3V1: mono-
JKEeHJe CTeHTAa B MOYEBBIBOJAIINX IyTAX C/IeBa IPaBUIbHOE, KOHKpe-
MEHT B yCTbe MOYETOYHMKAa — 8,5%4,7MM, MOYETOUYHMK DPACIIMPEH B
HIDKHEN TpeTH — 8 MM, CTEHT B IIpOCBeTe. JIeBas MoYKa Mpe>XXKHUX pasMe-
POB, B TOXaHKe U BepXHeM OoKase CTeHT. JIoxaHKa — 5 MM, YallledYKy —
7 MM, YallleYHO-/IOXaHOYHAs CHCTeMa yTO/IIeHa, TOKA/IbHBIX 00pa3oBa-
HUI B ITOYKe ¥ HapaHedpanbHOIl KleT4aTKe He BBIABIEHO. B momoctn
Maioro Tasa 12 MM >KUAKOCTH.

B oTnenennn peaHumanyy nNpoBOAMIIACH TOCUH/IPOMHAs, NHPY3NU-
OHHasl Tepamnus u KIMHUKo-maboparopubiit Mountopuur: YCC — 150 B
MuH., YT — 30 B MuH., Al — 130 / 82MM PpT. cT, Temneparypa — 38,8
C*, S5pO2 — 99%. Ctyn — 5 pas, moua ceTnad. B 23-00, yantpiBas Ha-
pacranne anemuny, JIE — 30,5 *10/911, 9P — 2,46%10/12 1, Hb — 66 /1,
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Het — 18.6% o MHAMBMAYa/IbHOMY IOZI00PY IIPOBefieHa reMOTpaHCPy-
3ust — sputporuraproit B3Becu O (I) Rh (+) mon 100m71.

Ha 4 cyTkn npe6bIBaHNA B CTAlMOHApe, IO ZaHHBIM Y3V, B mpaBoit
U 7IeBOJI IIOYKe OIIPeJIeNATCSA JOIOTHUTE/IbHbIE TUIIO3X0T€HHbIE, OJJHO-
ponHble 06pa3oBaHNA, COCYAVICTBI PUCYHOK OIIPENEAeTCA TONbKO 10
nepudepun (abcreccol) pazmepami oT 4*6 MM 70 14¥18 MM, HeKOTOpBIe
BBICTYIIAIOT 32 KOHTYpbl Houku. [lapaHedpanbHas KjaeTd4aTKa HMOYEK
9XOIIO3UTHUBHA, YTONIIeHA. B I/IeBpa/IbHBIX I10/IOCTAX He3HAYUTE/IbHOE
KO/INYeCTBO CBOOOHOIL >KUIKOCTH, HagAnadparMaabHO CJI0eM IO 2 MM
(puc. 2).

d MAY fIrK6 Neg
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Puc. 2. Abcuecchl NnpaBoit 1 1eBoi noyek. KoHKpeMeHT n1eBoi NoYKu

JInsa yTouHeHuA [MarHo3a M TaKTUKM Ha 7 CYTKM BBIIIOJTHEHA KOM-
IBIOTOPHAs TOMOrpadus OPIOLIHOI IOJIOCTU ¢ ycuneHreM. 13.05.2016
KOHKPEMEHT 7eBOil NMoukn — 6*4*4 MM mrotHocThio 815 HU creBa,
IIOJIOCTHAsA CHCTeMa He pacCIIMpeHa, CTe€H, B MHTPaMypaabHOM OT/eIIe
MOYETOYHMKAa KOHKpeMeHT — 8*4*5 MM mnotHocThio 1010 HU. B ma-
PEeHXUMe IIPaBoil IIOYK) MHOXKeCTBEHHbIe KVICTOBUIHbIE 00pa3oBaHusA
B CpeflHeM pa3MepoM 16 MM, Hanbosee KPyIHOe B HYDKHEM CeTMEeHTe —
18*17*22 MM, BbIXOfAAllee 32 KOHTYpP IIOYKI, 0o0pa3oBaHMUsA YACTUIHO
HaKaIl/IMBAIOT KOHTPACT, ToXaHKa — 10 MM. MO4eTOUYHMK B CpemHeit
TpeTu — [0 9 MM, B MHTPAMypPa/JbHOM OT/ie/lé KOHKPEMEHT OBaJIbHOI
dopmbr — 7*5%4 MM moTHOCTBIO 1135 HU. Beigenurenbhas ¢yHKims
II0Y€K Ha KOHTPACT CHIDKEHa.

B oTOT Xe feHb IPOBENEHO CTEHTUPOBAHME ITPABOr0 MOYETOYHMKA
0], AIlIIApPaTHO-MACOYHBIM HapK030M 1 Y 3VI-HaBuramuei.
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[TpoBeneHa anTMOaKTepyanbHasl Tepams 10 YYBCTBUTETBHOCTY JI0
caHalMM MOYM. B yJOBIETBOPUTEILHOM COCTOSIHUM NAI[MEeHTKA BBINN-
caHa goMoit. Yepes 2 MecAlja IOCTYNUIA B OT/ielleHNe JJiA o6creoBa-
HUA ¥ y#aneHusa cTeHToB. CocTosAHMe peGeHKa Y[OBIeTBOPUTEIbHOE.
BocmanmrenbHbIN poliecc B IMOYKaX KyNMpPOBaH, OOCTPYKIVIM AuIaTa-
LMY IIOJIOCTHON CUCTeMbl HeT. [eMOlMHAMIYeCKIX HapYLIEHUN B I10Y-
Kax He BbLABIeHO. CTeHTbI y/la/leHbl, KOHKPEMEHTbI IIPeXKHell I0KaIn3a-
VM, OOCTPYKIIMY HeT.

18.08.2016. Y3U: npaBas nouka — 68*29 MM, mapeHxuma — 13 Mm,
He JCTOHYEHA, KOHTYpPbl HEpOBHbIE, YeTKMe, JIOXaHKA N0 MMUKIUM —
6,6 MM, TIOC/Ie MUKIMU — ¢ MM., JalIedK! JO MUKOUM — 5 MM, IIOCTIe
MMKLIVUY — ¢ MM, MOY€TOYHUK B/3-6,3 MM; cp/3-7,8 mm; H/3-7mM. [la-
TOJIOTMYECKOI ITOJIBIDKHOCTH HeT. B HIDKHelT TpeTy MpaBoro MO4eTo4-
HJIKa 9XOINIO3UTHBHOE, OBOMIHOE 0OpasoBaHue pasmepamu 9*5%5,1 mMm.
JleBas nmouxka —70%*29 MM, mapeHxumMa — 13MM, T0XaHKa O MUK —
4,2 MM, TIOC/Ie MUKIIMM— IIle/IeBUHAA MM, JalledKu 10 MUKIMU— 3,7
MM, Ha/IM4e JOIONHUTE/IbHBIX CTPYKTYP B IIPOEKLMM HY>KHEN IPYIIIbI
— obpasoBanne pazmepamn 4,6*6,5%4 MM, psJOM aHATIOTMYHBIE 006pa3o-
BaHMA Pa3MepOM OKOJIO 2 MM, MOYETOYHMK — JI0 H/3-1MM B IIpOeKIUN
H/3 — MOYETOYHMKa CjIeBa 9XONO3UTUBHOE, OBOMIHOE 0OpasoBaHIue,
pasmepamu 9,5%4,7*5,4mM. [laTomornyeckoit NogBIODKHOCTY HeT. Mode-
BOJT Ty3BIPb — 00beM 1O MUKIUM 19 M/, ocTaTo4HOI Moun — 0 ML,
CTE€HKA — 2 MM.

3aK/mo4eHne: COCTOSIHNE MOC/Ie YAa/IeHNsI CTEeHTOB MOYeTOYHMKOB,
MIETI09KTA3Ms CIIpaBa, AUIaTalysl IPaBOro MOYETOYHMKA, KOHKPEMeH-
TBbI H/3 MOYETOYHUKOB I JIeBOJ IIOYKIL.

29.07.2016. OKI: cunycoBas Taxukapayusa —143-154 yn B MuH.

11.08.2016. O630pHBII cHMMOK OpromHoit monocT: MKB koHkpe-
MEHTBI H/3 000MX MOYETOYHMKOB, CTEHTBI TIOYEK.

12.08.2016. ITpo6a Pebepra: kpeatuHus — 37,7 MKM/JI, MUHY THBII
mnypes — 0,26 MJI/MMH., KIMPeHC KpeaTuHMHa — 82,3 MJI/MMH., KaHa/Ib-
1eBas peabcopouyss — 99%.

15.08.2016. ITpo6a mo 3uMHMIIKOMY: yHenbHbI Bec — 1000-1015,
OO — 300 mr, 40 — 130 v, HII — 170 mit.

15.08.2016. IToceB moun: Mukpognopa He 0OOHapy>KeHa.

18.08.2016. OAM: ymenbHbIit Bec — 1013, 6emox — 0 /71, TII0K03a —
H/0OHapy»XeHa, JIeiikounTel — 23-27 B 11/3, spurpouutsl — H.U 70-80
u3M 30-40, sruTennit — mepex. HeGObIIOE KOTI-BO.

18.08.2016. OAK: meit — 8,29*10/9, sp — 4,34*10/12, Hb — 117
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/11, reMaTOKpUT — 34,9%, TpoM6 — 370*10/9, CO3 — 8 MM/4, HeNT —
28,3%, mumd — 61,4%, Mmonony — 5,1%, 303 — 3,9%, 6a3 — 1,3%.

15.08.2016. buoxummst kposu: 0611. 6e1ok — 59,4 /71, rioKk — 4,64
MMmonb/n, K+ — 4,67 mmonb/n, kpeat — 37,7 MKMonb/n1, Na+ — 140,4
MMOJIb/J1, MOYeBMHA — 3,7 MMOJIb/JI.

B pexabpe 2016 r. pebenky B HayyHOM ILieHTpe 3[0pOBbs feTeil
PAMH MocKBbl BbIIIONIHEHA YPETEePOIUTOTPUIICA /IO TIOTHOM JIe3UHTe-
rpanuy KOHKpeMeHTOB. [loc/ie MaHUIY/IALMOHHBII [Iepuof, IPOTeKaeT
rmapko. Haxopnres Ha ayucnancepHoM HabmofeHuu Hedporora u ypo-
jiora.

B desparne 2019 r. Ha npueme Hedposora: xanob HeT, pocT — 109
cM, Bec — 18 kr 390 rp.

OAM — 6e3 MaToNIorum.

O61mnmit ananmms KpoBu: et — 6,02*10/9, sp — 4,79%10/12, Hb — 123
/11, reMaToKput — 35,9%, TpoM6 — 320%10/9, COD — 2 MMm/4, HelT —
31,9%, numd — 58,1%, MoHo1, — 6,5%, 9303 — 2,3%, 6a3 — 1,2%.

Y31 01.02.2019 r.: mpaBasd 1moyka — 72*31 MM KOHTYp 4eTKUIi, pOB-
Hblil. [Tapenxuma — 12,3 MM, noxaHKa 1o Muknuy — 13,6%3,2%10,6 My,
BepXHAA valleyka — 7o 2,6 MM, MoueTOYHUK B/3 mo 1,7 mm. Crion ma-
penxumbl guddepenunpytorcs yetko. Kposorok mpn LK mpocnexu-
BaeTCs 1o Karcynbl. [logBIbKHOCTD oYek — B Ipefenax HopMbl. Ilocre
MUKIUU pa3Mephl T0XaHKM — 9,1%2,5%7,9 MM, yalieyka BepxHAA — [0
2,3 MM, MOYETOUYHMK B/3 1o 1,4 MM, IIOYE€IHbIN CUHYC YMEPEHHO YIIIOT-
HeH. Ilodka cmeBa — 79*33 M KOHTYp 4eTKuMit, poBHbIit. [Tapenxnma —
12,8 MM, noxaHka mo Muknuu — 10,1%3,1*9,1 MM, MOYeTOYHMK B/3 [0
1,5 mm. Ilocne Mmukuum pasmepsl noxanku — 9,0%2,5*8,1 MM MoueTou-
HUK B/3 mo 1,1 MM. AHOMa/IbHbIE 3XOCUTHAJIbI HE BBIAB/IEHbI. Mo4eBoit
ITy3bIpb IIPaBIIBLHON (OPMBI, 00BEM IO MUKIUN 73 MII, COTEPKIMOe
TOMOT€HHOe, CTeHKa — 2,1 MM, He yronmeHa. [locie Mukunm ocraTtod-
Hasd Mo4Ya B MOYeBOM IIy3bIpe — 1 MJI. 3aK/rouyeHMe: yIbTPa3ByKOBBIX
M3MEHEHUI IT0YEK He BBISIB/IEHO.

BbiBoAbI

[laHHOe HaOnmoNeHNe JeMOHCTPUPYET AJIUTeIbHOE MaTOCUMIITOM-
HOe TedyeHVe 3a00/eBaHMsA, TPYAHOCTY AMATHOCTUKY 1 AudepeHiu-
aJIbHON AVIATHOCTUKY Y Ma/ICHbKVX IeTeil ¥ BBICOKVEe KOMIIEHCATOPHbIE
BO3MOXXHOCT! [IeTCKOTO OpraHusMma. JICmonb3oBaHMe COBPEMEHHBIX
METOJI0B KOMIIBIOTEPHON ToMOrpadui HO3BO/IAET AUATHOCTUPOBATb He
BbIsIB/IeHHBbIE NIpK Y3Vl KOHKpEMeHTBI, JIOKa/IN3aIyIo, pasMepbl, IJIOT-
HOCTb KaMHs, PyHKI[MOHAIbHOE COCTOSHNE BEPXHUX MOYEBBIX Iy Tell.
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rayeB. — M.: I'90TAP-Menua. — 2009. — 832 c.
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2.2. YOBOEHME NPSMOM KULLKN Yy MNafeHLa:

KJIMHUKa, ANarHOCTUKa, 3Tanbl Jie4yeHus
bopucos C.A., neanatpudeckmnt pakynbTeT, 6 Kypc,
@reQy BO YIMY, r. EkaTepuH6ypr

BeegeHue

Ynsoenne JKKT — penkuit Hopok pa3BUTHs, IPU KOTOPOM YacTb N~
1[eBapUTEIbHO TPYOKY IpeCcTaBseT co00il HOMOCTHOE 0Opa3oBaHiue,
PacIONIOXEHHOE PSAMIOM C CETMEHTOM AMI€CTMBHOTO TPAKTa, IOKPBITOE
00111eiT MBIIIIEYHOIT 000/I0UKOIL, NMerolIee 0b1iee ¢ HUM KPOBOCHA0Ke-
Hie. Ha ynBoenne npsamoit kumku (ITK) B crpykrype ynBoennit JKKT,
TI0 JAHHBIM MUPOBOJI INTEPATYPBI, IPUXOANTCA 4-5% Crrydaes.

Hawnb6onee npuBiekaTenbHON Teopyell IPOUCXOXK/IEHUA OPOKa SAB-
nsercs teopus Slitnotochord (pacienienns xoppasl), 06ycnoBIeHHAsA
HapylLIeHMeM pPa3BUTUA KUIIEYHO-MO3TOBOTO KaHaaa B OHTOTEHe3e.
JlynnuKanyoHHbIe KUCTBI MOTYT ObITb COEIVMHEHBI NN C TIO3BOHKAMI,
VIV C 37IeMeHTaMI CIIMIHHOMO3TOBOTO KaHaJIa.

JI3Haua/bHO 3MOPMOH MMeeT [iBa C/IOS: 9KTOJEPMY U 3HTOLIEPMY.
B TedeHMe KOPOTKOrO BpeMeHN, KOIZIa 9TH JiBa CJI0S IPUJIETAIOT IPYT K
ApPYTY, IPOUCXOAUT (GOpMIPOBaHIe Me3ofiepMbl. B mocenyromem obpa-
3yeTcs HOTOXOpAMa/IbHas IJIOMA/IKA, COeVHAIONIA HEeIPOHATbHYIO 9K-
TOZIEPMY ¥ MHTeCTUHA/IbHYIO SHTOEPMY. B HOpMaIbHBIX yC/IOBUAX 3T
IJIOIIaIKa MUTPUPYeT B JOP3a/bHOM HampasieHuu. [Ipn Hapymennn
MUTpAL[UY 3TON IUIOLIAJKY, B pe3y/lbTaTe afre3uy K SHAOAEePMaTbHOI
BBICTWJIKE, He TIPOMCXOANT 3aKPBITUA CIIMHAIBHOTO KaHa/Ia C BEHTPAIb-




TpyOHeili OuaeHo3 8 neduampuu. Apxug cmyoeH4YecKol KITUHUYeCKoU Npakmuku

HOJT CTOPOHBI, YTO IPUBOAUT K 00pa3oBaHIIO KaHasa, HATOMIHAIOIETO
AMBEPTUKY/L. DTOT KaHa/I MOXKET OCTaBaTbCA OTKPBITBHIM Yepe3 PUCTYIy
MEeXX/Iy KMIIKOJL 1 CIIMHHBIM KaHA/IOM MU 3aKPBIBAaThCsI ¢ 00pa3oBaHu-
eM ¢ubpo3Horo TsvKa. OFHAKO B OONBIINHCTBE CTy4aeB OH IOTHOCTBIO
UCYe3aeT, OCTAB/IAA TOIbKO AyIuKanyonHble KucTol JKKT.

Kpome Toro, B cOBpeMeHHOII TUTepaType NPU3HAIOTCS TEOPUIO IM-
OpMOHAIBHBIX JVIBEPTUKY/IOB CIM3UCTON O0OOIOUKY, BHEAPAIOLINXCS B
cy0amuTenaabHble IO KAIIKY, ¥ TEOPUIO ieeKTOB peKaHamnu3alum,
KOI'Zla IIpY YCWJIEHHOM 3MIUTENINAJIbHOM POCTe B paHHNE IIEPUOMbI OH-
TOT€He3a, MPOLeCC BOCCTAHOB/IEHN MTPOCBETA KMILIKY 3aBepLIAeTCA He
MIOJTHOCTBIO.

Knuunueckas kapTyHa yIBOEHMIT IIPSAMON KMIIKY HecreludHa 1
CBOIMTCS K TpeM BapuaHTaM MaHudbecTanny mopoKa: HU3KOI KUIIed-
HoOJl HempoxopumocTy, kpooredenus u3 JKKT, a npu uswassrnenun
BO3MO>KHBI Ilepopariys 1 MepUTOHNUT.

Llenp — mpencTaBUTh pe3yNbTaThl OVATHOCTUKU M ONEPaTUBHOTO
nedeHnsi pebeHKa 0 1 rofa KM3HM C PEOKON UM CIIOXKHON aHOMasmeit
npsamMont kumky. Knmundeckoe HabmoneHne 3a pe6eHKOM, ydacTue B
OIepaIAX OCYIIECTBIANOCH ¢ OKTAOps 2018 mo mapt 2019 ropa.

OnucaHuve cnyyas

Manpunk Aptem K., 7 Mecs1ieB, HOCTYIWI B KJIMHUKY JI@TCKON XU-
PYPIuM C MAarHo30M «0bpasoBaHye NPecakpasbHOTO IPOCTPAHCTBAY.
Mama oTMeuana y pebeHKa ¢ 6 MecCALeB SKU3HU 3a[ePXKKY CTyIa o 4
IHelt, HeadeKTUBHbIE TO3BbIBHI K aKTy fiedeKannu, 3aTeM OHa 0OHapY-
XXIJTa OKpYITIoe 06pa3oBaHue, Iponabypylollee B aHAIbHOE OTBEPCTIE
PV HATYXXVBAaHUY pebeHKa, 00pa3oBaHMe MPEIATCTBYeT COKPAIEeHUIO
aHa/lIbHOTO cuHKTepa. ObpalieHye 3a MeAMLIMHCKOI IIOMOIIBIO B HEOT-
JIOKHOM IIOpSifiKe, peOeHOK rOCINUTAMN3MPOBAH, SKCTPEHHO BBIIIOJTHEHO
Y3W opraHoB Majoro Tasa 1 0OHapy>XeHO KMCTO3HO-CONMUHOE 0bpa-
30BaHMe [0 4 CM B [iMlaMeTpe, JIOKa/IM3yIolleecs KIepeayu OT KpecTlia.
ITocre KOHCY/IbTaLINM OHKOJIOTA peOeHOK TOCIINTA/IN3NPOBAH B e TCKIIT
OHKOTeMaToIorndeckuit ieHTp O6/1acTHO 1e TCKOT KIIMHIYeCKOI 60/Tb-
Hutsl Ne 1 ¢ fuarno3oM «o6pasoBaHue 3a0PIOIIHHOTO TPOCTPAHCTBAY.
ITo abcomoTHBIM MOKa3aHVAM BbinonHeHa KT Maoro tasa ¢ KOHTpacT-
HBIM yCU/IeHMeM. B 3aK/II0ueHnu JaHHOTO JIy4eBOro MeToja 00cieno-
BaHNsA YKa3aHO, YTO KICTO3HOe oOpa3oBaHue pasmepamu 50*35%39 MM
pacronaraercs npecakpaabHO, HaKaIl/IMBaeT KOHTPACT; IIpAMas KUIIKa
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OTTeCHEHa KIlepefy, IIPOCBET ee KOMIPeMIpPOBaH 00pa3oBaHyeM 10 5
cM. CUrMOBUiHasI KUIIKA BbILe YPOBHS OOCTPYKLMM pacuIVpeHa [0
25 mMm. Bpiasrennble Ha KT maTtomormueckme m3MeHeHUs IO3BOIMIN
OHKOJIOTaM YCTAaHOBUTDH [MArHO3 «KPeCTIIOBO-KOIMYMKOBas TepaToMa
(TepatobmacToma?)». BpIno/nHeHa ollepaTyBHAsA PEBU3NSA MajOro Tasa,
P KOTOPOJ MaKPOCKOIMYECKUX IPU3HAKOB KPECTIIOBO-KOIIYMKOBO
TepaTOMbl He 0OHAPY>KEHO, YCTAHOBJIEHO, YTO IIePefH:AA CTeHKAa HOBO-
06pa3oBaHNA MHTYIMHO CIIasHa C MPAMOI KUIIKON. C IIe/IbI0 CO3aHMsA
ONTMMAJIbHBIX YC/IOBUII [JIA IOCIENYIOLIeTo y#ajeHns oOpa3oBaHMA
IPUHATO pelleHre 00 «OTKIIoYeHN» MpsaMoi kumiky. Onepauns 3a-
BepIeHa GopMMPOBaHMEM ABYCTBOIBHOI KOTTOCTOMBI Ha HMCXOJ AN
TOJICTON KuuiKe 1o Maiijmo. B mocneonepanonHoM nepuojie BhIION-
HeHa MarHUTHO-Pe30HaHCHAsA TOMOTrpagusa OPraHOB MajIOTO Ta3a ¢ KOH-
TPACTHBIM yCHUIEHVEM: KUCTO3HOe obpasoBaHme 35*35%67 MM, B MaioM
Ta3y MMeeT OOIYI0 CTEHKY C IIPAMOV KMIIKOIL. 3aK/II0UeHNe: YBOeHUe
IpsAMOJ KMIIKY. B fanbHeileM, co CI0B MaMbl, OTMEYAETCA MOsAB/IEHNE
KOHTAKTHOJ KPOBOTOYMBOCTH, yBe/INUeHNe 00pa3oBaHMs B pa3Mepax.
Yepes MecAl] C 1Ie/IbI0 PafMKaTbHOTO JI€YeHN s Hal[IeHT BHOBD ObIT
rOCIUTANN3NPOBaH B IIJTAHOBOM nopsapke. Ha pucynke 1 npencTsieHo
COCTOsIHME 00/TaCTU AaHA/IPHOTO OTBEPCTNA Ha MOMEHT TOCIIATa I3,

Puc. 1. OcmoTp 06nactv aHanbHoro otBepcTua. Busyanusupyetca
onyxoseBngHoe o6pasoBaHue, NponabupytoLiee B MPOCBET KULWKK
1 NOMIHOCTLIO 06TYpUpytoLLLee ee NpocBeT

I[Tocre mpoBefieH sl IPeRONIePALINIOHHOl TOATOTOBKY ObL/IA BBIIIOTI-
HeHa olepalys 10 yAaTeHNI0 KUCTO3HOTO YABOEHNS IPSIMOI KUIIKM:
CpefVIHHaA JIAIlapOTOMMsA, PeBU3NSA OPIOIIHOI MOIOCTU M MAJIOTO Tasa,
ynaneHye o6pasoBaHusA OPIOIIHO-IPOMEXXHOCTHBIM JOCTYIIOM C JICCe-
JeHueM O011IIelt C IPSIMOIL KUIIKOJ CTEHKY U YIIMBaHIeM IPOTsKEHHO-
ro fiedexra. (puc. 2-4).
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Puc. 2. PeBn3nsa manoro tasa: cteka Puc. 3. MpomeKHOCTHbIN gocTyn:
NPAMON KMLIKM NPOLLMTA, KMCTO3HOe HoBoOGpa3oBaHue

NpOoCBeT BCKPbIT, Ha 3a*K1UM B3ATO yaapeHo, onpegenaeTca gedeKkt
KMCTO3HOe HoBoOoGpa3oBaHue NpaBoW CTEHKU NPAMON KULLKN

C obLLel C NPAMOM KMULKOW CTeHKoM

g S Sl v8 Y

Puc. 4. MakponpenapaT: KuctosHoe obpasosaHue (B LeHTpe)
c 06Lel C NpAMOI KULIKOM cTeHKol (Ha nepudepun)

O6paias Balle BHUMaHNe Ha CIIOCOO XMPYPIUdecKoil KOppeKuny,
XOYeTCst OTMETUTD, YTO OOJIBIIMHCTBO aBTOPOB MPUJIEP>KUBAIOTCSA TEX-
HUKI TaK Ha3bIBaeMOIl CyOMYKO3HOM JJUICCEKIINM, TIPY KOTOPOIi olepa-
TYBHBIN IIpVeM BBIIIONIHACTCA B CIOSX 00Iell ¢ KMIIKoy cTeHKu. Crio-
co6 XOpouI TeM, YTO, UCIO/Ib3Ys JAHHYI0 TeXHVKY, MUHUMUSUPYIOTCSA
MOBPEXEHNA COCYAUCTOTO ¥ HEPBHOTO alllapaTa IPsAMONM KUIIKA, 9YTO
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B Jla/IbHeIIIIIeM IpefAIonaraet 6omee ObICTpOe BOCCTAHOB/IeHNE (HU3NO-
noruy opra”a. OgHaKo, BO3BpalljasAch K 3TMONOTUM IOPOKA PasBUTHS, a
VIMEHHO K TeOpUM S5MOPUOHATbHBIX UBEPTHUKY/IOB, PELVAVBLI KMCTO3-
HOTO YJJBOEHM: MOYKHO CB513aTh C HEIIOJTHBIM y/jajleHJieM KJIETOK C/IU3M-
CTOI 060/I04KM, KOTOpBbIe B Ja/IbHENIIeM IIPOIO/KAT IPOAYLMPOBATh
KIIIeYHbIe CEKPeThl, pereHepypoBaTh X BHOBb OOpa3OBBIBATH KICTY.
Brmxaiiimit IoceonepalMoHHbIN Tepuoy 6e3 ocmoxHeHu . [InHamm-
Jeckoe HabmoieHne ¢ fekabps 2018 mo mapt 2019 BkI0Yano KIMHNYe-
CKOe U MHCTPYMEHTa/lIbHOe 00C/IeOBaHMe: PeKTaIbHOE MCCIefOBaHNe
nox Hapko3oM, MPT opraHos manoro Tasa, aHTerpajHasi KOJIOCTOTpa-
¢us, xononockomnsA. Ha KonmoHOCKomMi: mpsAMast KMIIKA IIPOXOAVIMA,
cmsucras 1K 6e3 mpus3HakoB BoCIla/leHNsI Ha BCeM IPOTSDKEHNM, KOH-
TaKTHO He KPOBOTOYUT. (pHC. 5).

Puc. 5. CocToaHme cnnmsncToin 060104KM NPAMON KULLKK
yepes 3 mecsua Nocne pagnKanbHOro fevyeHus

3aBepIIAONMM 3TAllOM ONEPATHBHOTO JIeYeHVs] M/IafieHIa ObIIo
yCTpaHeHMe KOTOCTOMBI ¢ OKOHYAaTeTbHBIM BOCCTAHOBJIEHVEM IIPOXO-
AMMOCTH TOJICTOM KUIIKY yTeM GOPMUPOBAHNS OFHOPSIHOTO MEXKKN-
IIEYHOTO aHACTOMO3a «KOHeI[-B-KOHel. [loceonepainoHHblil eproz
6e3 0C/IO)KHEH NI, BOCCTAHOB/IEH MOTHOL[EHHBIIT aKT iedpeKarinm.

BbiBOAbI

YiBoenue npsAMON KMIIKN — JOCTATOYHO PEOKMUIT U TPYAHBIA B I1-
arHOCTUKe TOPOK pa3ButysA. Oco6yio IIeHHOCTb B AMArHOCTHKE IIOPOKA
npepncrasiser MPT ¢ koHTpacTHBIM ycnneHneM. ¢ deKTNBHOCTD olepa-
TYBHOTO BMEIIATe/TbCTBA, OTCYTCTBME pelyiuBa 6asupyeTcs Ha IOTHOM
YIQ/IeHNY YABOEHMS IIPSMOIL KVIIKY C ICCeYeHUeM UX OO0IIell CTeHKIL.
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2.3. Mem6paHO3Has HENPOXOAUMOCTb
JJ,BeHaJJ,LI,aTVInepCTHOVI KULLUKHA
CyeHkosa [.[1., neanatpudecknii ¢pakynbtet, 6 Kypc,
@reoy BO YIMY MuHzapasa Poccuu, r. EkaTepmH6ypr

Besepenune

BpoxpeHHasd HempoOXOAMMOCTb [BEHAALIATUIIEPCTHON  KMUIIKK
(OIIK) y mereif, BbI3BaHHAsA aHOMA/IVAMN/IOPOKAMY Pa3BUTHUA IIep-
BUYHOM KUIIIEYHOI pr61<1/1 Ha 8-10-011 Hefene recTaun, Tpe6yeT 9KC-
TPEHHOV JVATHOCTUKM M XUPYpPIM4ecKom Koppekumm. Yactora myo-
IleHa/IbHOM 0oOCTpyKuuy cocrasisgeT 1:5000-10 000 HOBOPOXKAEHHBIX
[6]. Hanbornee yacroit mpuunHoi Henpoxopumoctu HIIK saBnsercs ee
arpe3ns, KOTOPOIl B HAacTosllee BpeMs MOCBAILIEH Lebl psj PpyHpa-
MEHTa/IbHBIX paboT. Mem6panosHasa HempoxoauMocTb JITK BcTpeda-
€TCsl TOPasfio pexe, IO JAHHBIM IIPOBEJEHHBIX MccIefnoBanmuit, us 100%
VICCTIeyeMbIX BpOXKieHHbIX NopokoB [IITK nmpubmmsnurensao 12% oTBo-
nutcs meMbpaHam [5, 7, 9].

B npouecce pa3BuTnsa sMOpMOHa {BeHAAIATUIIEPCTHAS KUIIKA IIPO-
XOIMT «COMUAHYIO» CTafINIO PAa3BUTHA UM CTaIMIO «IUVIOTHOTO IIHYpPa»,
¢ 18-20-oro gHA smuTeNnMii NpeBpalaeTcsd B MHOTOCTIOMHBIN U 3aI10/1-
HSET BCIO KullleyHyio Tpyoxy. [Tocie 45-50 gHA HaUMHAETCS TU3UC SN~
Te/IMaNbHBIX KJIETOK, B MX TOJIIIEe MOABJAIOTCA BaKyo/y, B Ipolecce
CIMAHUA KOTOPBIX BOCCTAHAB/IMBACTCHA IMPOCBET KUIIEYHON TPYOKM.
ITpu 3apepkke pasBUTHS SMOPIMOHA Ha «COMUJHON» CTaIMUM Pa3BUTHUSA
copmupyeTcsa MONMHAA aTpe3Ns KUIIKY, eCIM 3aJep)KKa IPOU3OIieT
Ha CTajyM BaKyonusanym, 6yneT copMupoBaH CTEHO3, B YaCTHOCTU—
MeM6paHo3Has ¢opma [1, 3, 11]. MembpaHa, cocTosas 13 ABYX C/I0€B
(CMBUCTBIN M TTOACIM3UCTBIN), IIPU 3TOM CEPO3HO-MBIIIEYHBIN CI0V
KUIIKY HeIpepbIBeH, OpbDKeliKa MHTAKTHA, @ 001Iast IMHA KMIIeYHMKA
COOTBETCTBYeT Bo3pacTHbIM HopMaM (Grosfeld J.L.,1979).
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AnTeHatanbHO, Ha 14-20-011 Hemenne 6epemeHHOCTH, Ha Y3W 06Ha-
PY>KMBaeTCs NaTOTHOMOHMYHBIN CYMITOM AYOJeHa/TbHON HEeIPOXOu-
mMoctn «doublebubble» n monurungpamunon. Takue et pOXKAATCSA C
IpU3HaKaMyl BHYTpUyTpoOHOI runorpoduu. Heobxomumo mposene-
HII€ TeHETUYECKOTO UCCIeNOBaHus, IOCKONbKY B 30% cly4aeB BbIABIIA-
eTcsi TpucoMus 21 Xxpomocomsl [2].

Jnarnoctuka nonHoit arpesun HIIK, kak mpaBuio, He cOCTaBIsAeT
3aTPyIHEHVA: paHHAA PBOTA (C MPUMECHIO JKemrdn unm 6es, B 3aBUCH-
MOCTY OT YPOBHA aTpe3uu), OTCyTCTBUe MeKOHMs (ofgHako y 30% ot-
MeYaeTcs OTXOXK/IEHJe B IepBble CYTKV YKU3HU), TIOTEPU XXUJKOCTYU U
37IEKTPOJINTOB, IPUBOJALINE K HePUIUTY MAaCcChl Te/Ia ¥ AeTUpaTaliii.
OpHako B crydae DYO[eHA/IbHOTO CTEHO3a MM MeMOpaHbI CMIITOMBI
IPOSIB/IAIOTCS HAMHOTO IIO3Ke U PaCTAHYTHI BO BpeMeH! [4].

OnucaHune cnyvan

ITanuenTka N., pogunacek B 2010 rogy ¢ oTcTaBaHmueM B Macce Tesa,
OTMeYa/IiCh OOV/IbHbIE CPBITMBAHNS OKpAllIEHHbIE )KeTUbI0, OTCYTCTBHUE
MeKOHIs. bblIa 3a1ofjo3peHa BpOXx/IeHHASKUIIEYHAs HeIIPOXOANMOCTD
(BKH), ogHako BO BpeMs OCMOTpa XMPYpra CTy/I OTOIIEN, ¥ KMIIeYHas
HEIPOXOAMMOCTDb OblIa MCK/TI0UeHA. BbII yCTaHOBJIEH VIarHO3 AucOaK-
Tepuo3. B TedeHme XM3HM BO3HUKA/IN PBOTHI 3aCTOMHBIM COREP>KVMMbIM
Ha (OHe MIOTTHOTO 3[J0POBbs, HEOTHOKPATHO IPOXO/NIA JIeYeHUe B VH-
(beKIMOHHOM OTJENeHUN, B TAaCTPOIHTEPOTIOINN C TAaKUMM AMArHO3a-
MM Kak: AMCOAKTepuo3, OTpaBIeHNs, TacTpuUT. II0CTOAHHAA TOIIHOTA
U pBOTA IpK OOpalljeHNsAX K Bpady OCTaBaInCh 6e3 BHUMaHusA. B nud-
(depeHIMANTbHOI AMATHOCTVKE HAa IPOTSHKEHMU 8 JIeT IMOf03peHMs Ha
BPO>KZIEHHBIIT opok kuirednnka (BIIK) 6onblie HY pa3y He BO3HUKIIO.

I[Ipu ouepenHOM NPUCTYIIe PBOTHI OBIIO MIPOBENEHO MOTHOE 00CIIe-
IoBaHUe, OblIa BBIIOJTHEHA 0030pHAs peHTreHOrpadus 1 Maccax KOH-
TpactHoro BemiectBa (puc.l, 2) (6apuesas cmech) no JKKT ¢ unTepsa-
mamu B 1.5, 3 u 6 yacos.

Ha 0630pHOII peHTreHOrpaMMe B IIPSMOIL IIPOEKIY OOHAPY>KEHBI
nBa ypoBH: xugkoctu (cumnroM «doublebubble»); mpu penTrenokon-
TPacTHOM JICC/IEJOBAHMM BBISAB/IEHA 3aMeJJIeHHAs 3BaKyalus U3 3Ha-
uynrenbHO gumarupoBanHoit [IIIK, a BeiABIeHHOe paHee Ha 0030pHOIT
R-rpadun mertanmmdeckoe MHOPOJHOE TEIO HAXOUIOCh IMEHHO B ITPO-
csere JITTK.

[Tanmentke 6bU10 BBhIMONMHeHO PIITIC, ymameHO MHOPOLHOE TeIo
(MoHeTa), BU3yanmu3upoBaHa MeMOpaHa C IIeHTPUYHBIM OTBEPCTIEM IO
2,0 mM. BbicTaBeHbl aOCOMIOTHBIE OKa3aHNA K XUPYPIUIeCcKoil Kop-
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pextuu BITP nBenapguatunepctHoit kumkiu. OnepaTMBHOE BMelIaTe/b-
CTBO IIPOM3BeIEHO B 00beMe JTallapOTOMIH, AyofileHoToMMUM (puc. 3, 4).
I[TepepHsisi CTeHKa KUIIKM BCKPBITA IPOJOIBHBIM pa3pe3oM, MeMOpaHa
LMPKYIAPHO JCCeYeHa, MPOCBET KUIUKM YIIUT HENPEPHIBHBIM LIBOM.
[Tocneomnepal[MOHHBI TTEpKHOf TPOTeKan 6e3 0CmoXKHeHnit. BoccTaHOB-
JIEH BO3PACTHOM NUIEBON PEXKUM.

Puc. 1, 2. BoiparkeHHoe pacwupeHue npoceeTa AlK, aBakyaums
3aTopMOXKeHa; MHopogHoe Teno B npocseTe ANK

Puc. 3, 4. Nopok pazsuTtusa AK; onepaTMBHOe BMeLwwaTenLCTBO B 06beme
flanapoTomMuu, 4yo4eHOTOMUN, CCeveHUs MeMbpaHbl

O6cy:kaeHune

B mocTHaranpHO XM3HM [uarHo3 Hempoxopmmoctu [AIIK mog-
TBep)X/jaeTCsi 0030pHOI PEHTTeHOTPAaMMOIi OPIOIIHOI OTOCTH, Ha KO-
Topoit onpepensiercs cumntoM «doublebubble». Ecin HempoxogumocTsb
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YacTMYHAsA, TO /I MOCTAHOBKU AMArHo3a HeOOXOAMMO IIpOBefeHue
PEHTTeHOIOTMYEeCKOTO YICC/IEIOBAHNS C KOHTPACTHBIM BEIlleCTBOM.

baupos IA. (1991), Jonenxuit C.4. (1994), Vicakos 10.D. (1988) u
Apyrue oTMedasy, 4To 4acrora codeTanusa BKH c gpyrumm nopoxammu
passBuTuA cocrasnseT 30-65% u 10 80,6% meTelt MMEIT COIY TCTBYIOLLYIO
naronoruio [10], a mmeHHo: okomo 30% — cuHpgpoM [layHa, MambpoTa-
111, BPOXK/IEHHDBIE TIOPOKM cep/ilia (Jallle BCero MOMHBI aTPMOBEHTPH-
KY/IAPHBIII CeNTaIbHbII lepeKT), aTpe3ns NMIIeBOJa, TATONIOIMA IT0YeK
U aHanbHasA arpesus. B pabore N. Spiglandetal (1990) o6osHavaercs
12% codeTaHmsi C aHOMaJIMEN OMIMAPHOTO TPAKTA, B TOM YNC/IE aTpe-
3MM JKeTIEBBIBOAAIINX IyTeil [4]. VIMEHHO M09TOMY Ba)KHO IOAXOAUTD
K pemeHuto npo6membl BKH KoMIIIeKCHO 1 BHMMAaTeIbHO, TIIATETbHO
aHaIM3MPYs HaHHBIe IpK cOOpe aHaMHe3a ¥ 0COOEHHO CTONKME XKalo-
ObI MMAIEHTOB.

ITocneonepanOHHBIN IPOTHO3 Y TAKMX jieTelt OmaronpusatHbiil. Oc-
TIO)KHEHMA B XOJie OTlepaljyl MOTYT BOSHUKHYTb B C/Ty4ae MOBPEX/EHNsA
OOJIBIIOrO COCOYKA IIPY MICCEYeHUY MeMOpaHbl WV 3aXBaT €ro B IIOB,
4YTO MOXKHO IpefylpeiuTb IpM TIIATeNbHON OUATHOCTHMKE BO BpeMs
onepanyn. CrefyeT Takke HOMHUTD O TOM, 4To MeMOpana JIITK moxeT
OBITH CBSI3aHA C )KETYHBIMY BBIBOJJHBIMY IIPOTOKaMIU. B Tex ciydasx, Kor-
Ia >KeJTYHbIe IIyTU BIANAIOT B €€ CTEHKY WIN B CTEHKY KUIIKY, HaXOH -
I[YIOCS B HETTOCPEACTBEHHOI O/IM30CTI OT MeMOpPaHBI, BBIIIOJTHSIOT CeT-
MeHTapHYI0 pe3ekuno. [loMnMo 3Toro, cymecTByeT piucK MHOBPEKIECHNA
CaMoJi KUIIKM, Yalle BCEro 3TO MPOUCXOANUT BO BpeMs MHTEHCHBHOTO
HOATATYBAaHMA MeMOpaHbl BO BpeMs rccedeHss. OfHaKo 4acTOTa BBIIIIe-
HepeYNC/IEHHBIX OCTIOKHEHMII MUHVMA/IbHA U OO/IBIINHCTBO OLIEPUPO-
BaHHBIX JIeTell JAI0T XOPOIlNe TOC/Ieoepal[IOHHbIe Pe3y/IbTaThI [8].

BuiBogbl

IIpepcraBieHHbIl KIMHUYECKUIT CIy4all MHTEpeCEeH KaK C TOYKU
3peHMs IMATHOCTUKY PeIKOTO BPOXKAEHHOTO MOPOKA PasBUTHUA, TaK I
CO CTOPOHBI MEVIIMHCKOI JeOHTONIOT V.

Croitkasi Oeclipy4MHHas PBOTA, OTCTaBaHMe B (PU3NIECKOM pas-
BUTUM SBJIIOTCA BAXHBIM [IMATHOCTUYECKMM IIPU3HAKOM B IIONMCKe
BPOXKIEHHOI KUIIEYHON HEIPOXOAMMOCTH, O KOTOPBIX [JO/DKEH IIOM-
HUTb Bpau-Ieayarp.

Cnncok nuTtepaTypbl
1. Topenos, A. B. OcHOBHBbIe MOpPOKM pasBUTUA IUIofa. — M. :
«ACTpaMEIL», 2001. — C. 30-31.
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2.4. Ny3bIpHO-MOYETOYHUKOBDIN pedtoKC

y pe6eHka 6 mecsaueB
ApxunoBa A.C., opanHaTop 2-ro roa oby4eHus,

@reoy BO YIMY MuHsapasa Poccuu, r. EkaTepmrH6ypr

BeepgeHune

[lesiTeNbHOCTD IIOYEK Y [ieTeil MMeeT BakKHelilllee 3HAYeH e ISl TO-
MeocTasa. [ToYKy y4acTBYIOT B OCBOOOXK/IEHI OPTAHM3MA OT KOHEYHbBIX
POIYKTOB 0OMEHa, Yy)KEPOJHbBIX ¥ TOKCUYHBIX BEI[ECTB, OT M30BITKA
buU3MOIOrNYeCKX [eHHBIX BeleCTB (BOfja, HEOPraHMYeCKye IOHBI, Op-
FaHMYeCKye COeMHEeHN ), IOCTYIMBIINX C IMIIelT MIn 06pa3oBaBIINX-
cs B pesy/brare MeTabonmmsma [1].
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ITo mannbIM PoccTata, 3a 2000-2017 IT. 3aperucTpupoBaH pPocT 3a-
00/1eBaeMOCT) OPraHOB MOYEIIOIOBOI CUCTEMBI y ieTet o 14 et B 1,6
pasa, y IoJpOCTKOB — B 2 pasa.

Honsa geteii—-MHBAMNAOB C IaTosoruent modek B Poccuiickon Pepne-
pauyu cocrasnAeT 3,2 Ha 10 000 Hacenenus. VIHBaIMgHOCTD, CBA3aHHAsA
¢ Hedponaronorue, 3auuMaet 11 Mecto B 001Iel CTPYKTYpe MepBUY-
HOV MHBa/mpHoCTH [3].

BenepctBue mopakeHus TyOYIOMHTEPCTULIMAIBHOTO alIapaTa U
BO3MOXXHOTO TIOBPEX/EHNUA 4YalleYHO-TOXaHOYHOM CUCTEMBI IIOYKM
BO3HMKaeT Takoe 3a00jieBaHMe, KaK M1eIoHePUT.

Cpenn Bo3Oymureneit MH(MEKIUII MOYEBBIBOAAIIMX IIyTell y fe-
Teil mpeobajjaeT rpaMoTpuLaTenbHas ¢ropa, mpu 3ToM okomo 90%
npuxoanutTcs Ha nHPuuuposanue 6akrepuamu Escherichia coli. Tpam-
MONIOKUTE/IbHbIE MMKPOOPTaHM3Mbl IpPEeACTaB/lIe€Hbl, B OCHOBHOM,
3HTEPOKOKKaMM 1 cTadpmnokokkamm (5-7%). Kpome Toro, Bblmens-
10T BHyTpubonbHnuHble nHpekuuu mrammamu Klebsiella, Serratia n
Pseudomonas spp. Y HOBOpPOX/IeHHBIX JieTell OTHOCUTEIbHO YaCTO
IPUYMHONM MHQPEKIMII MOYEBBIBOJAIIMX IyTell ABIAITCA CTPENTO-
KOKKM rpynn A u B. B mocnenHee BpeMs OTMe4eH pOCT BBbIAB/IE€HUA
Staphylococcus saprophyticus, XoTs1 ero pob ocTaeTcs ClIopHOII [2].

MaIoCMIITOMHOCTD ¥ HeCHelIU(pUYIHOCTh KIMHIYECKUX IIPOsIBTIe-
HUIT y JeTeil IIepBOTo Tofa >KM3HM 3aTPYAHAET IOCTAaHOBKY [MarHO3a
nuenoHeppur.

OnuncaHune cnyyan

Manpunk K., 6 mecanes. Iloctynun B jHeBHOI HedpoIOrmdecKnit
craiuonap MAY JITKB Ne 11 ¢ >xano6amu Ha peliuANBUPYIOIIYIO JIeii-
KOLIMTYPUIO, IPOTEMHYPUIO, M3MEHEHNE NMHENHBIX Pa3MepoB JIEBO
1ouKy (0 HaHHBIM Y 3V1 moyek ¥ MOYEeBOTO ITy3bIPA).

AHamHes 3a6071e6aAHUS.

B 1 mecan no Y3V noyek 1 MO4eBOro Iy3blpsl — yMeHbIlIeHJe Pas3-
MEepOB JIEBOI OYKN. AHAIM3BI MOUYM O€3 M3MEeHEeHMIL.

B Bo3pacte 3 MecsIeB MOABMINCD XKATOOBI Ha TIOAbEM TeMIIePaTy-
pol 10 pebpunbHBIX LUdp, USMEHEHMe CTYa, 6eCIoKoCcTBO. Pebenok
rociuTanusuposad B MAY JITb Ne 8 ¢ nmarHo3oM «mHGeKIusA Mode-
BBIBOJIAILEN crcTeMbl». C MOMTOKUTENbHONM AMHAMUKON I HOpMaIbHBIM
aHa/IM30M MOYM BBIIIMCAH JOMOIL.

Yepes 3 nHa nopHAMach TeMueparypa 1o 39,0 °C, u pe6eHOK rocmm-
TaJIM3MPOBaH B KPYI/IOCyTOuHbIN cTaunoHap MAY [IJI'Kb Ne 11 ¢ gua-
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THO30M «OCTPBIil IueToHeppuT». B 06111eM aHaMM3e KPOBU: TEMIKOLUTO3
— 16 x 109 1, CPb — 37,04 mr/n. B 0o61mem aHanuse mo4u: OEI0K OT-
pUIaTeNbHBIN, TEIKOIUTYPHA He 0OHapy»eHa. Y3V modex 1 MO4eBOro
Iy3bIpA — IIPU3HAKU OCTPOTO NUeTOHePPIUTa, BTOPUIHO CMOPIIEHHAA
neBas MoYKa. B nmevennn: nedrprakcon — 9 jHeit, ganee cynpakc — 7
nHeit, nanee ¢pyparut. IIpyu JOCTUTHYTON KIMHUKO-Tab0OpaTOPHOIL pe-
MUCCUM BBINVICAH TOMOJA.

B ambynatopHbix ycnousax. [Ipunnuman ¢yparus 4 Hefenu B IOJI-
HOII T03MPOBKe, 3aTeM IIpU CHIDKEHWM JJ03bl Qyparuta go 1/3 Tabnerku
2 pasa B [leHb BHOBb IIOBBIIIEHNE TeMIleparypsl fo 37,5 °C. B obuem
aHa/IM3e MOYM: JIeVIKonuTypus — 13-27 B 11/3p, cKorteHne jjo 45, 6ak-
TEepUYPUS +++.

Jlanee pe6eHOK TOCINTAMN3UPOBAH B KPYIJIOCYTOUYHBIN CTAI[IOHAP
MAY JI'KB Ne 11. B o6uiem ananuse KpoBu: neiikonntos — 13,8 x 10/9
1, CPB — 0,22 Mr/n. O61mmnit aHaau3 MOYM: neixountypusa — 17-29 B i/
3p. B neyenun: cynvnepaned 6 nueit. Moua canupoBaHa. Beinucan us
CTaIlMOHapa C PeKOMEeHJALVIAMM IPOJO/DKNUTh 00C/IeloBaHNe B JTHEB-
HOM HedposnorndeckoM cranyonape MAY JITKDB Ne 11.

AHamHe3 Hu3HuU.

AmnrenaranbHo 1o Y3 miopma 63 naTonorum.

Ot 3 6epeMeHHOCTH, IPOTEKABILEIl C YTPO30i IpepbIBaHMsA B 13 He-
nennb, 33 Hefenm — OTeKU, aHeMU S, KOTbIINT.

Poppl 2 B cpoke 41 Hepens, camocroATenbHble. [Ipn poxxpeHnn mac-
ca Tena — 3 240 1, gnuHa Tema — 50 cM, olleHKa 1o mkK. Anrap — 9/10
6. Oco6eHHOCTH Ieproa HOBOPOXKEHHOCTI: HapacTaHMe SKe/TYIIHO-
CTU — IlepeiMBaHKe KpoBI. BckapMimBaHMe ecTecTBeHHOe o 21 fiHs,
3aTeM UCKYCCTBEHHOE.

AnieproaHaMHe3: CIIOKOEH.

HacnepgctBeHHOCTD. CO CTOPOHBI MaTepy — XPOHUYECKUI TacTPUT,
XpoHMYecKkuit tucTuT. Co CTOPOHBI OTIIa — 3a00/IeBaHNue CepfieYHO-CO-
CYIVICTOV CUCTEMBIL.

[IpenBapuTeNbHBI AMATHO3 «BTOPUYHBIN IMETOHEPPUT, peLuan-
BUpYOllee TedeHNe». [Iy3pIpHO-MOYeTOYHNMKOBBII pedmiokc? Bropiy-
HO CMOpIIEeHHas 71eBas IMoYKa.

Jleyenne: manued 3 mi 1 pas B AeHb BHYTpPb, 6akceT 6ebu 1 camre 1
pas B [leHb BHYTPb, HOATOTOBKA K MUKIIVIOHHO IIVICTOTpaduu.

[TpoBeneHHbIe 06CIENOBAHNA:

1. O6uwmit ananua kposu oT 02.10 u 05.10 — B Ipefenax HOpMaIb-
HBIX IUQP.
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2. O6umit ananu3 Mmouy oT 02.10 1 12.10 — B mpezie/Iax HOpMaIbHBIX
up.

3. buoxummaeckuit ananus kposu 29.09 n 05.10 — B mpefenax HOP-
MaJbHBIX IUPP.

4. Y3W novex u moueBoro mysbips (01.10) — mpasas mouka — 61 x
27 MM, 4alle4YHO-JIOXaHOYHasA CUCTEMA He PACIIVPEHa; jieBasd IoYKa —
47 x 20 MM, T0OXaHKa — 3 MM; MOY€BOIT IIy3bIpb OBaIbHOI (GOPMBI, KOH-
TYyp 4eTkuit, 06veM 10 M1. 3aK/moueHre: BTOPUIHO CMOPIIeHHasI JieBast
IIOYKa.

5. IIpo6a 3MMHUIIKOTO — B Ipefe/iax HOpMaIbHBIX LUQP.

6. IIpo6a Heunnopenko ot 04.10 — B mpefie/tax HOpManbHBIX LUP;
ot 10.10 — neitkouuTypus 17 500.

7. IloceB MOYM Ha CTeNIEHDb 6AKTEPUOYPUN: HET POCTa MUKPO]IOPHL.

8. Cytounnle okcanmarsl: 27 MKM/cyTk (HopMa o 28 MKM/cyTk).

9. Putm Modencnyckanuit: kommuectso — 10-12 p/cyTk + nmammepe,
MUH. 00beM — 20 MJI, MAaKCHMaJIbHBIT 00beM — 33 ML

10. MukiuoHHas nucTorpadusa: CMEIIaHHbIA ITy3bIPHO-MOYeTOY-
HUKOBBIIT pedriokc IV-V crenenn cresa.

Puc. 1. MuKunoHHas umctorpacus Puc. 2. MukumoHHas ymuctorpadua
nocse 3anosiHeHa MoYeBoro ny3bipa B rnpoLiecce coBepLieHus
PEeHTreHOKOHTPACTHbIM aKTa Mmo4yencnyckaHua
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Centabpb
Maii Aerycr P OkTAGpL

Anpenb (4 mec) (5 mec) (6 mec) MNepeeog 8

(1 mec)
PoxaeHue T ArKG 11— DyparuH [ONKG 11—
O.MH 4uen, nmp

ATKG 9

BbiBoAbI

1.V gereil mepBOTo rofia >KM3HM CJIO’KHO OLEHUTb MOUYEBOI CUHJPOM
U3-3a TPYAHOCTHU cOOpa aHAMN30B B CBSI3U C BO3PACTOM.

2. Hecriennn4HOCTb KIMHMYECKUX IPOSBICHNII U TO3HASA [jUa-
THOCTYKA ITy3bIPHO-MOYETOYHMKOBOTO pedIioKca y ieTeil IepBoro roga
JKM3HM 3aTPyLHAET IIOCTAHOBKY IMATHO3a U, KaK CIe[ICTBYE, IPUBOIUT
K pOopMMpOBaHue BTOPUIHO CMOPIIEHHOI IOYKY ¥ MHBATUTHOCTH.

Chncok nutepaTypsbl

1. lerckas Hedponorus : PykoBoncTBo 1A Bpadeit / mox pen. M.
C. UrnaroBoit. — Mocksa : OO0 «Menuimackoe nHGOpMaLMOHHOE
areHTCcTBO, 2011. — 696 c.

2. VIn¢exuyst MOYEBBIBOJSAIINX IIyTel! Y ieTell : KIMHUYEeCKIe PeKo-
MeHfIaLVM A7 neauaTpoB / mox pef. A. A. bapanosa ; Coro3 refnaTpos
Poccun. — MockBa, 2018. — 24 ¢.

3. ®epepanbHas cmyxba rocygapcrBeHHoN cratuctuku (Poccrar)
[OnextponHbit pecypc] / M. : 2019. — Pexxum poctyma: https://www.
gks.ru/, ceo6onusrit. — 3ar. C skpaHa. — f3. pyc., aHIIL

73



74

YyebHoe nocobue

Masa 3. .
MHOPEKLIMOHHDLIE 3ABOJIEBAHUA Y OAETEN

3.1. BetpsiHaa ocna Ha ¢poHe ANCHYHKL NN

€O0UHCTBEHHOM TpchnnaHTMPOBaHHOVI MOYKU
MwuHoruvHa T.B., neanatpuyeckuvi pakysbteT, 6 Kypc,
®reQy BO YIMY MuH3apasa Poccuu, r. EkaTtepuH6ypr

BeegeHue

Berpsanasa ocma (B01.9 mo MKDB-10) — ocrpoe mH(ekImoHHO
3aboreBaHMe, BbI3bIBaeMOe BMpycoM 13 cemelictBa Herpesviridae —
Varicella Zoster, nepenatomeecst BO3IYIIHO-KaIle/lbHBIM ITyTeM, XapaK-
Tepusylolleecs TMXOPAZKON U TOMYKOOOPa3HBIM IIOSB/ICHNEM Ha KOXe
Y CIVM3VUCTBIX NMOMMMOP(HOI MATHUCTO-BEe3NKYIe3HOM chimn. VHpek-
VST MOXKET IIPOTEKaTh B CPeHETsKENON MM TsKenoil popMe y mereit
MIePBOTO Tojja KMU3HY, IOAPOCTKOB, B3POC/IBbIX ¥ UMMYHOKOMIIPOMETH-
POBaHHBIX MAlMEeHTOB. IIpy oclmoXXHEeHNM BEeTPAHOI OCIbl MHEKIVel
BTOPUYHOTO THUITa BO3MOXKHO IOIajlaHNe IMAaTOTeHHON (IOphl B KpoBe-
HOCHBIe ¥ TMMaTudecKe Iy T 1 pasBuTue MMMajeHUTa, BTOPUYHOI
OakTepuanpbHON ITHEBMOHUM, cericrca. [lopaykeHne HepBHOI CUCTEMBI
IIpY BETPSAHOMN OCIle BCTpedaeTcsa B 5-9% chydaes, pasBMBAKTCA MO3-
YKEUKOBbI€ HAPYILLIEHN L.

YhenbHbI BeC BETPSHOI OCIIbI B CTPYKType MHQEKIMOHHBIX 3a60-
nesanmii (6e3 rpumma u OPBI) B Poccuiickoit Penepariy Ha IpoTsXe-
Huu 2010-2015 rofoB ocTaBancs CTabMIbHO BBICOKUM, KaK M B IIP€JIbI-
myuve rogs! (23,3-30,5 Ha 100 ThIc. Hacenenns). [Ipu ob1em exxerogHOM
qycre crydaeB MHGEKIMOHHBIX 3abomeBanmit oT 2 289 542 o 3 187 329
Ha JIOJI0 BETPAHOM OCIIBI IPUXOAUIOCH OT 644 042 o 855 237 ciy4aes.
B cTpykType nHbexumnit ¢ a3p0o30IbHbIM MEXaHI3MOM Ilepeiauyl Bo30y-
nurens (6e3 rpunma u OPBI) pons BerpsiHoit ociiel B 2010 rogy cocra-
Bua 88,8% [1].

[maBHasA Leb BaKUMHONPOPWIAKTUKY — JaThb BO3MOXXHOCTb Ka-
xpoMy pebeHky >xuthb B XXI Beke B 6€30IaCHOCTHM U He CTPafaTb OT
MH}EKIWIT, KOTOpbIe MOTYT OBITH IPEJOTBPAIeHbl NMEIOLMMMICS BaK-
nyHamu. B HacTosmee BpeMa mpoBoauTcs crienndudeckas npoduirak-
TMKa BE€TPSAHOMN OCIIbI, HO Y MIMMYHOKOMIIPOMETHPOBAHHBIX JINII, JIUL] C
0C/1ab/IeHHbIM UMMYHIUTETOM VIV TSXKeIOl POHOBOJI MATOJIOTHEl BaK-
IVHALA IPOTUB IAHHOTO 3a00/IeBaHIA IPEJICTABIIAET 0COObIe TPYIHO-
CTU I/ yYaCTKOBOTO Bpaya.
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[IpuBOAMM KIVHWYECKUI IIPUMepP PasBUTHS TsKelnoll GpopMbl Be-
TPSHOI OcIa Ha POHe TPAHCIUIAHTMPOBAHHOI ITIOYKI.

Onuncanuve cnyyas

Pe6enok A., 6 et 3 Mecsua. Haxoauics Ha cTalioHapHOM JIeYeHUN
MAY OI'KB Ne 9 ¢ 1.08.2019 o 10.09.2019 . c inarH030M «BeTpsAHAsA
0OCIIa, TSOKEIOM CTEeIeH».

Ocro)kHeHMe: THOMHBIN KOHbIOHKTYBMUT.

doHoBoe 3ab0/eBaHMe: OTMUPAHNE U OTTOP)KEHNE TPaHCIUIAHTa-
ta nouku. [TuchyHkums noveynoro Tpancivanrara (ATIIP or 6a6ym-
ki 16.05.2016) B MCXOfie aHTUTETBHOTO OTTOPXKEHMs. ApTepuanbHas
runeprensus. Hedporennas anemus. ®Pubpos neyenn Ha HoHe O6mn-
apHOil TuUnomtasuu. 3ajepkKka pocTa. MemMKaMeHTO3HbBII CUHIPOM
Nuenxo-Kymunra.

JKano6pr npu nocTymiennn: 6011 B KUBOTE CIIa3MaTU4eCKOTO Xa-
pakTepa, THOJHOE OT/ie/iAeMOe U3 JIEBOTO I71a3a, CHIDKEHHBII alleTnT,
BBICBIIIAHMSI Be3UKY/ISIPHBIE B 00/1aCTM BOJIOCUCTOI YacTy TOJIOBBI, Oe3
OVHAMMKH, OfTHOKpaTHAs pBOTA.

Anamues 3aboneBanus: 30.08 abgoMuHaIbHBIN 60/IEBOI CUHIPOM,
CHIDKEHMe alllleTnTa, 1 KpaTHas pBOTa, CTy/Ia He Ob10, 31.08 60711 >X1-
BOTE CIIACTIYECKOTO XapaKTepa, peOeHOK KPUINT 6eCIIOKOMUTCS KK ble
20-30 MMHYT, HOYbIO caMOCTOATENbHO obpatmmich B MAY JITKB Ne 9,
HAa MOMEHT OCMOTpa 60/M B )XMBOTE, THOTHOE OTHE/IsIeMOe JIEBOTO T7Ia-
3a, BATIOCTD, CHIDKEHIE alllIeTUTA, CBEXXNE Be3UKY/LAPHbIE BbICBIITAHNA B
00/1aCTV BOJIOCUCTON 9aCTH TOTOBBI, 5-KpaTHasi PBOTA, TOCIIUTATN3UPO-
Bana MAY JITKDB Ne 9.

ONNAEMUONIOTMYeCKII aHAaMHe3: KOHTAKT I10 BeTPsIHOI OcCIie B JieT-
CKOM JIOIIKOTTbHOM YUPeXIeHNU.

AnaMHes )XM3HU: MaTb 27 JIeT 3J0poBa, oTell 33 rofia, 350poB. bepe-
MEHHOCTb 1, popipl 1, TeueHre GepeMeHHOCTU 6e3 0COOEHHOCTEN!, POJibI
caMOCTOATeNbHbIe Ha 38 Hefese, TOIOBHOE Mpeiexanne. Bec — 3000
L, pocT — 53 cm. ITputoskena K Tpyfi B pOZlOBOM 3aJjie, BCKapM/IMBaHe
IPyZiHOE 10 4 MecsA1eB, HepBHO-IICUXIYECKOe Pa3BUTIe CBOEBPEMEHHOE,
BaKLMHAIMA 110 MHAVBY/Yya/IbHOMY KaJIeH/japIo (10 2-X JIeT 10 KajIleH/ja-
PI0, BaKLIMHA IPOTUB BETPSHOI OCIBI He BK/IIOUEHA, Iajlee BaKIIMHALNA
10 CXeMe JJIs1 ieTeil, TOTOBSLIMXCS K TPaHCIUTAHTALN).

Anemusa c poxpgeHusa. C 6 MecslleB — YMEPEHHBINI KOXKHBIN 3T
(rmasa, ymm), KynpoBascs IpUeMOM aHTUIMCTaMUHHBIX. B 11 MecsieB
IIepeHec/Ia OCTeOMMEUT, TPy 00CIeOBaHNY BBIAB/ICHA Ty04aTas 04-

75



YyebHoe nocobue

Ka. B arpeste 2015 roa nepeHecia OCTpYyIo KMIIEYHYIO MH(EKIMIo, Tede-
Hye am6ynaTopHo. Mait 2015 rofa — cHIDKeHMe reMornobuHa jjo 76r/1,
B nioHe 2015 — moBbIIIeHNe KpeaTHNHA (415 MKMO/B/JT), MOYEBJHBI
(28,3 MMoOB/11).

4.07.2015 B 3KCTpEHHOM NOpsA/IKE reMOofinanu3. VICK/II04eH CUHPOM
bappa-Knapu, cocTossHue paclieHeHO KaK BpOX/JeHHbIIT pruOpo3 medeHn.

16.05.2016 — ajITpaHCIUIAaHTALVA MOYKM OT Oabymku ¢ 6uate-
puIbHOI HeppoaKTOMMeT, QYHKIVA TPAHCIUIAHTAaTa HEMe/JICHHAs, I~
ypes B mepsble CyTKM 3470 MJI, CHYDKEHME KpeaTVHMHA O HOPMBL VM-
MYHOJEIIPECCAHTBI a7IeMTy3yMab + 9Kynmu3ymao.

B panHeM IOC/I€ONepallIOHHOM IIepMOfie YXY/lleHNe IeYeHOUHbIX
THIOKa3aTesiell, JaHHbIe 3a (GOPMUPYIOLNIICA UpPPo3 Ha GoHe Oummap-
HOJI IUIIOIUIA3NN, Tepanus ypcodanbkoM ¢ apdexTom.

B panHeM noceomnepalyioHHOM Iepuofie MuenoHeppUT TPaHCIIaH-
tara (K. Pneumoniae), Tepanusa HetmnMunyaoMm n ¢$pochoMmULIMHOM,
KpaTKOBpEMEHHOE IIPMOCTAHOBJIEH) € UIMMYHOCYIIPECUML.

B mapre 2017 rojla — noBbIlI€HVE KpeaTMHMHA KpoBu 10 60-70 MK-
MOJIb/J1, TUTIepKanueMusl, aHeMIs, IMXOPaZiKa, POCT IPOTeMHYPUM. BblI-
sIBJIEHO CHIDKEHMe KOHIIeHTpaluy TaKpoIMMyca.

[TyHKIVIOHHAs OMOIICKs TPAHCIUIAHTaTa — XPOHMYeCKasi Hepora-
THUA TPAHCIUIAHTATA KaK IIPOsBIEHNE XPOHNYECKOIO TyMOPATIbHOIO OT-
TOP>KEHNA + OCTpOe K/IETOYHOEe OTTOpKeHMe 1a.

B HacTosmee BpeMs JeBOYKa IoaydaeT MuKodeHonar 500 mr, Hu-
IleprajivH CEPMMOH 5 MT, aT€HOJION 25 MT, aM/IOfUINH 7,5 MT, (ONNeBYIo
KICTIOTY, KBaMaTell 5 MI, MeTUIIpe] 4 MT, OMHUK, ¢pyparus 50 mr, AIILL 5
M1, ypcodanbk 250 Mr.

1.09.2019. ITpu nOCTYIUIEHNM COCTOSHUE TAXKENIOE 32 CYET CUMIITO-
MOB TOKCHKO33, a0JJlOMIHAIbHOTO 60/IeBOTO CMHAPOMA, C YTpa Habmo-
Janach OBYXKpaTHas PBOTA, Ha IPAaBOM IUlede eJMHMYHbIE 3/1€MEHThDI
nanysnesHoit cbimy. OKasaHa MeIVKaMEeHTO3Has IOMOILb: BHYTPUMBI-
meyHo Ho-1mna 60 Mr, wiatndwimmH 60 Mr — 6e3 BbIpa>KeHHOTO 3¢-
dexra.

2.09.2019. [leBouka IpembsABIsAIa XaT00bl Ha 60N B )KUBOTE CIIas-
MaTMYeCKOTO XapaKTepa, THOMHOE OTAeNAeMOe M3 JIEBOTO I7Ia3a, Bs-
JIOCTDb, CHIVDKEHHBIN anmeTut. [Ipn oO6beKTMBHOM OCMOTpe BBIABJICHBI
3/IeMEHTBI CBIIIU B BYJIe: HA BOJIOCUCTON 4acTy TOTIOBbI — KOPOYKM, Ha
IpaBOM IUIe4e — Be3MKY/IEe3HON CBbIIM, Ha ILIee — MeIKOIATHICTON
CBIINL.

3.09.2019 — nopbeM Temmepatypsl go 37,5 °C, omHOKpaTHas pBOTa,
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ro/I0BHast 6071k, 60/Ib B )KUBOTE CIIPaBa, THOHOE OT/Ie/sIEMOE U3 JIEBOTO
I71a3a, BSATIOCTD, COXPAHS/IACh Be3VKYy/Ie3Has ChIIIb Ha IPaBOM IUIeye, Ia-
Iy/Ie3Has ChIIb Ha IIee.

4.09.2019 — Temmeparypa 36,9 °C, ronoBHas 60/b, BSIOCTb, 60N
B JKVMBOTE YMEHBILIVINCh, KOPOUYKM B BOMTOCUCTON YacTU TOMOBBI HOJ-
CBIXAIOT U OTIAJAIOT, eAVHNYHbIE 57IEMEHTHI Ha IIPaBOM IIjIede B Bl
KOPOYeK, Be3JKyJIe3HasI ChINb Ha IIlee.

5.09.2019 — Temmeparypa 36,7 °C, BAIOCTb, CHIDKEHNE aIllleTUTa,
e[VMHIYHbIE 9/IEMEHTbI [IATHUCTO-IIAMY/IIE3HON ChIM B 0OIACTU TPYA-
HOI KIeTKM.

B tabmuie 1 mpepcTaBeHbl MmoKasaTenyu OOIero aHammsa KpOBH,
obpaijaeT Ha ce6s1 BHMMaHIE BBIPaKeHHDI HeTPOdUIIes mpu mocTy-
[UTEHVM, OYEBU/IHO U3-3a PAHHUX GaKTepPUaTbHbIX OCIOKHEHWIT BETPSI-
HOJ OCIBI U B IMHAMIKe OTMedaeTcs jielikoneHnsd go 2x10/9 1, Tak Kak
pebeHOK MoTyyaa MMMYHOCYIIPECCUBHYIO (POHOBYIO TepaIuio.

B Tabnuiie 2 npencTaBieHbl OKa3aTenn 001ero aHaan3a MO4.

Tabanua 1
[dnHamuKa obLiero aHanmsa Kposu
[ata WBC RBC Hbr/n | PLT Mon% | Lym% | Eos% Neu% | CO3
*10°/n | ¥10%/n *10°/n MM/
1.09 11,21 |55 140 231 2.2 38 0,2 71,2 5
2.09 9,13 5,72 145 231 10 7 0,3 71,4 5
3.09 6,5 5 122 161 10 1M 0,2 70,2 8
4.09 3,43 4,7 112 131 12 22 0.3 62,9 8
5.09 2 4 102 90 17 38 1 43,1 5
Tabnuua 2
[nHamurKa obLwero aHannsa Mmo4n
Hata Ypenb- pH benok Nen kkn/ | Sputkn/ | Lunuk- bakTe-
HbI BEC r/n n3 n3 opbl en/s | pun
npen
1.09 1,008 6,0 0,8 1 - - 30
3.09 1,011 6,0 1 1,05 7 5 52
4.09 1,013 6,0 1,2 3 10 5 41
5.09 1,012 55 1 3 3 2 40

Y3J npu nocTynneHnn: renaTociyieHoMeranus, yBe/lndeHne efuH-
CTBEHHOII IIPABOJI IIOYKY, IMETO0IKTA3N, IIPU3HAKN MUenoHeppuUTa.

14.09.2019 penrrenorpa¢us rpygHOI KJIeTKN: yBelTndeHre KapAnuo-
TOPAKa/JIbHOTO MHJEKCA.
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15.09.2019 9XO-KI: ¢yHKIMOHATBHO ABYXCTBOPYATBIN a0PTajb-
HBIJI KJIallaH C perypruTtanyeil, yMepeHHas AWIaTalus BOCXOZAIeN
a0PTHI, YMepeHHas TUIIePTPODIA MEXOKETYTOYKOBOI ITeperopoaKIL.

15.05.2019 Y3M TpaHcIIaHTaTa: CITaKEHHOCTb KOPTUKO-Mey-
NApHOI AndGepeHIMPOBKI, IOBbILIEH)E 3XOTeHHOCTV HapeHXVIMBI,
pacimpeHne YaleyHo-I0XaHOYHOI CUCTEMBI, COCTOSHIIE TTOCTIe TPaHC-
TUIAaHTAIUIL.

Jleuenne: auyxnosup 20 MI/Kr B/B B 3 IpreMa B TeYEHNUN ILATH JHEIL,
4e/I0BeYeCKNII MIMMYHOITIOOYMH 1 I/KT BHYTPUBEHHO KallelbHO (Kyp-
coBas mo3a 18 mr).

Ha ¢oHe KOMOMHMpOBAaHHOI Tepammy KyNMpOBaHA JIMXOpPAjKa,
9JIEMEHTBI CBIIN B CTAJVM KOPOYEK, OTMEYAIOCh yIydlleHle CaMOYyB-
crBysA. C HONOXUTENTbHO AMHAMMUKON 3a00/eBaHMs HallpaB/ieHa Ha
IJIaHOBOEe 00C/efoBaHMe oYeyHoro Tpanciianrara B ®IAY «Hanmo-
HaJIbHbBI MEIMILIMHCKNIT MICCTIEIOBATENbCKIUI LIEHTP 3/J0POBbA JleTell».

Y nmanyeHTKM 0TMeYanoch HeTUIIMYHOE TedeHVe BEeTPSHON OCIIbI Ha
¢done HepOIATONOTUY ¥ MMMYHOCYIIPECCUBHOI Tepanyy (IOsIBIeHNe
IePBBIX BBICBHIIIAHNUIT 63 TeMIlepaTypHOJ peaKlL[uy, B Ja/lbHelIeM OT-
Medasicsi KOPOTKMII Iepuof;, cy6dpeOpuIbHOIl TNXOpaiKi, paHHee pas-
BUTIIE THOHOTO OCTIOKHEeHVsI, MaHudpecTanus ¢ abJOMUHAIBHOTO 60-
JIEBOTO CHHAPOMA, yXYAlleHue (YHKIMM ITOYeYHOTO TPAHCIUIAHTATa).
[IpuMeHeHVe HPOTMBOBMPYCHON Tepalyuy COBMECTHO C BHYTPUBEH-
HBIM MMMYHOITIOOY/ITHOM II03BOJIMTIO AOOUTHCS KYIMPOBaHNS MHDEK-
IIVIOHHOTO IIpoIiecca. Y JaHHOTO peGeHKa MOXKHO ObIIo ObI m36exaTb
PasBUTHA TsKenol pOpPMBbI BeTPSHON OCIIBI, YUUTHIBAS COBPEMEHHBIE
BO3MO>KHOCTY BaKIVHONPOPWIAKTUKM (IJITAHOBAsi M SKCTPEHHAst BaK-
LVHALIN).

J1)11 IMMYHOKOMIIPOMETHPOBAHHbIX IALIMEHTOB pa3paboTaHbI pas-
JMYHBle cTparerny BakumHauuy [12]. ITpegmoyTuTeNbHO IPOBOANUTD
BaKIMHAIMIO JIO IIepecajikyi OpraHa/TKaHM B CBA3YM C TeM, YTO PUCKK
BaKIVHAIMM HIDKe. BakumMHaIua nocie TpaHCIUIAHTALUY MOXeT OBITh
IpOBeJieHa CIYCTs 3 Mec, e/ OblIa Iepecajika OpraHoB, a TaKXe CITy-
cTs 12-24 Mec. mocrie epecajky KOCTHOro Mosra. Knmanueckne nuccie-
TOBaHMA IIOKAa3a/lIn, YTO YPOBEHb CEPOKOHBEPCUM IIPY BaKIVHALIUY JIO
TpaHCIUIAHTALVM BapbupyeT oT 27 fo 100% [12-2], mocte TpaHCIUIaH-
Tanum — oT 66 10 94% [3-5].

Taxoke MOXXHO MCIO/Nb30BaTh CTPATETMIO IO TUITY «KOKOHa»:
Advisory Committeeon Immunization Practices pekomMeH/yeT BakIu-
HYPOBAThb IPOTYUB BETPAHOI OCIIbI JINII, HAXOAALIMXCA B KOHTAKTE C M-
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MYHOKOMIIPOMETMPOBAaHHBIMM TAIVIEHTaMM, CEPOHETaTUBHBIX 110 VZV,
B TOM YNC/Ie MEAUIMHCKMX paboTHMKOB. Heo6xommmo, 4To6bl BCe Me-
AUIHCKIE PAOOTHUKY TIOTYYMIN 2 JO3bI BaKIMHBI IPOTUB BETPSHONM
ocrl [8].

BbiBogbl

1. BerpsiHas ocma y manyeHTOB ¢ MMMYHOAEPUIUTHBIMU COCTOSI-
HUSIMU COXPAHsIET TUIMYHbIE KIMHUYECKVE TPOSIBIEHNS, OT/INYAETCS
BBICOKOJ MHTEHCUBHOCTBIO PACIIPOCTPAHEHNsI, 0COOOI TAKECTDIO, pas-
BUTIEM OCTIOKHEHUIA. [[JIs CHUDKEHMsI CTEelleHN PUCKA BETPSHONM OCIIbI
y HeTell ¢ MMMYHORE(pUIIUTHBIMIU COCTOSHUAMY HEeOOXOIMMa CBOEB-
peMeHHasi MpOQuUIaKTUKA, YTO IIO3BOMMIO ObI CHU3UTD YUCTIO 3300-
JIEBIINX, CMATYNTD TeYeHVE BETPSHON OCIIBI B CIy4asiX ee PasBUTUA U
[peRyIpeNuTh IETATIBHBIN MCXOM. B C/IOXKMBILIENICS B PETMOHE SIMIEMI-
OJIOTMYECKOII CUTYAL[UY [I0 BETPSIHOI OCIIE 1[e7lecO0OpasHo TaKKe Mpo-
BeJleHIe BaKI[MHAL[M IIPOTUB BETPSHOI OCIIBI MEAUIIMHCKUX PabOTHN-
koB Bcex JIITY (panee He 60neBIINX).
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3.2. Taxxenas popma rpunna (H3N2),
OCJIOXXHEHHas MeHVIFOBHLI,eq)aHVI"IeCKVIM
CUHAPOMOMY HENPUBUTOIO NPOTMB rpunna pebeHka
KoposuHa A.B., neanatpuyeckuvi pakynstet, 6 Kypc,
@rb0y BO YIMY MuHzapasa Poccuu, r. EkKaTepuH6ypr

BeegeHune

[punn — octpoe nHpekLMOHHOE 3a0b0/1eBaHMe, BbI3bIBAEMOE Op-
TOMMKCOBYPYCaMU, I TUIIMYHBIX (POPM KOTOPOTO XapaKTepPHBI IpO-
SIBJIEHUSI VHQEKIVMOHHOTO TOKCMKO3a B COYETaHMU C CUMITOMaMU
HOpaXKeHMs CIM3UCTBIX OOOJIOYEK JbIXaTeIbHBIX ITyTeil Ha BCEM WX
NpoTsDKeHUN. IIpomo/KaloT perncTpupoBaThbca SNMUAEMUM TPUIIA B
Poccun, BpI3BaHHbIE OHOBPEeMEHHOI LIMPKY/ALMell BUPYCOB Ipummna A
(H3N2; HIN1) u B [1, 3].

Bupyc rpunma A ABjIseTcs aKTyaJbHBIM 3a00/IeBaHMEM /I 3VIM-
He-BeCeHHEro BpeMeHU rofja, KoTopblit Mackupyercs nog OPBV n gacto
BBI3BIBAET TsDKeIble 0CTIOXKHeHs1 co ctoponsl [THC, 6poHxomerouHoit n
CepHeYHO-COCYANCTON CUCTeMSBI [1, 2].

HanmonanbHbI KaneHAaph NpUBMBOK Poccum pekoMeHAyeT exe-
rOJIHOE IIpOBefieHle OeCIIaTHON BaKLIMHAIIMY BCEMY HaceJIeHUIO, Ha4uM-
Has C 6-MeCSIYHOTO BO3PAcTa, IPpM YCTIOBUM OTCYTCTBUSA NMPOTUBOIOKA-
3aHmit [3, 4].

BakumHa, Kak 1 caM BUPYC I'PUIIIA, BbI3BIBAET y Y€/TOBEKA CTOMKMIA
VIMMYHUTET, IOBTOPHAasI 3200/1eBaeMOCTb IPUIIIIOM SIBJISIETCS pe3y/IbTa-
TOM M3MEHYMBOCTH Bupyca rpumnmna. [locTosHHasA M3MeHUNBOCTD BUpyca
rpumima TpebyeT M3MeHeHMsI COCTaBa BaKIVH. [1py IOAKO)XHOM BBeleHIMN
VHAKTUBUPOBAHHBIX BaKI[H COOMIONAETCS TOYHAS TO3MPOBKA BUpYCa.

s popmupoBaHus 3aIUThl IOCTe BaKIVHALMUKM Tpebyercs 14
pHell. [leTsaM, KoTOpble paHee He MOTy4aIy IPUBUBKY, BBOLUTCA 2 1O3bI
¢ naTepBanoM B 30 Heit. [leT 1 B3pOC/ble HOPMaIbHO IIEPEHOCAT BaK-
LMHY, B peIKMX Cy4YasX MOT'YT BO3HMKATb MEeCTHbIE PeaKI[, KOTOpble
IPOXOMAT OeCCIefHO CaMOCTOSITENBHO [5].

Hawubornee Tsmxenble OCIOKHEHNS U JIeTaIbHbIE MCXOMIbI BO3MOYKHBI
y HeIIpUBUTBIX fieTell. [IpuBuTEIe leTV TaK)Ke MOTYT 3a00/IeTh TPUIIIIOM,
HO y HUX I'PUIII IIPOTEKAET JIETKO U He JjaeT TsKe/IbIX OC/IOKHEeHMIT N
JIeTAJIBHOTO MICXOJIa.

Onuncanue cnyyas
Hamn nabmopmanace manment(ka) A., 7 et (marta poX[jeHHM-
5114.12.2011r.), KOTOpasi HAXOAM/IACh B J€TCKOM MHQEKIIOHHOM OTJie-
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nenny Ne 6 I'Kb Ne 40 ¢ 11.01.2019 o 28.01.2019 rt.

Anamnes susnu: pebeHok ot 1l 6epemennoctn, IV ponos Ha ¢one
IIOJIHOTO 3/10poBbsA. Pocna u pasBmBanach 110 Bo3pacTy. B cembe ecThb
6ompHOI OPBU. Anneproanamues criokoiiHbiil. [IpUBMBOK HET B CBA3K
C OTKAa30M pOJUTEIEN OT BaKLIVTHALMIA.

Anamnes 3a6onesanus: 6ompHa co 2.01 — 3aUKCHPOBAHO IOBBIIIIE-
HIe TeMIeparypsl 1o 38,5, Kalienb, ppora 2-3 pasa/meHb, OTMeYanach
BSAJIOCTb, COHIMBOCTD. JledeHne MpoBOAMIOCh cUMITOMaTndeckoe. Ha-
unHas ¢ 3-4.01 — nMuxopasika CHM3MIACh, HO HAO/TIOA/IACh OBBIIIIEHHAS
COH/IMBOCTD, KOTOpasi HapacTana. B aToil cBA3M 06paTUINCh B CTALVO-
Hap LIPb r. bepesosckoro, a ¢ 9 mo 10.01.2019 maxopgmmacs B PAO.

B cBasu ¢ yxymmennem coctosuna 11.01.2019 rocnuranusuposaHa
B 6-e nHpekonHoe otaenenne ['KB Ne 40 mo caHaBuaium, B HEOTIOX-
HoM mopsiike B 20:00 u3 Bepe3sosckoit IIPb Ha 9-it menb 3a6omeBaHus
(8 pmHeit meumnach B cranyonape bepesosckoit LIPB) ¢ »xamobamy Ha
COHJIMBOCTD, BSIIOCTD, CMabOCTb, pBOTY. [IpM aHanmse CIMHHOMOSIO-
BOII KUIKOCTY OTME€YeH HM3KUIT LIUTO3 U IOBBIIIEHHbIT 6€10K 2,7T/1L.
ITpu o6¢cnemoBanuy ot 10.01.19 monydeH MONOKNUTENbHBIN Pe3y/IbTAT B
[P na rpunn (H3N2). Ilonyvana nedenne: apOupgon, NHQPY3MOHHYIO
tepammio. C 11.01 o 28.01.2019 HaxoamnIach B e TCKOM NHPEKIIVIOHHOM
orpenenyy Ne 6 I'Kb Ne 40 ¢ menbio nedeHns ¥ KOppeKLUUU COCTOSIHUA
HMalIeHTKIL.

OcCMOTp: COCTOsIHME IPY HOCTYIIEHUH TSDKETIOE 3a CYeT LiepeOpaib-
HOJI HeIOCTaTOYHOCTH, CTeIIeHb HApYLIEHNA CO3HaHMA — OITyLIEHMe.
BAnocTp, COHMMBOCTD, afyHaMUsA, C OBICTPBIM UCTOLIEHVEM BHUMa-
HusA. O4aroBoil HEBPOJIOIMYECKON CMMITOMATUKM M MEHMHTeaTbHbIX
CUMIITOMOB HeT. J/Inxopajka 38,5, TOIHOTa, PBOTa B IIPUEMHOM IIOKO€
cmusblo. TakKe OTMeYanuch acTeHOBETeTaTHBHBIN (0011eil BAIOCTbIO,
YaCTBIMM KaIlpM3aMy 1 IIadeM, OTKa30M OT e/ibl i HapyIlIeHNeM CHa) 1
KaTapajbHbIVl CMHPOMBI.

CocrosHre 60mpHOrO Ha 14.01: cocTOsIHME TsKeNOe 3a CYeT HEeBPO-
JIOTMYECKOV CUMIITOMAaTHUKY, CO3HaHMe — OITIyLIEHNeE, JIEXKUT C 3aKPhI-
TBIMM I7Ia3aMM, Ha KOHTAKT MAET HEOXOTHO Moy Mom4ut. Ilepecranma
y3HaBaTh MaTb. O4aroBoii cMMNTOMAaTVKM HeT. CKOBaHHOCTH JIBUTa-
Te/IbHOJM aKTMBHOCTY, CaMa He CaJJUTCA, He BCTaeT. MeHMHTealbHbIX
CYMIITOMOB HeT. ToHyC MbIIII] Tefla 1 KOHEYHOCTell CHIDKEH, CIIOHTAH-
Has JBUTaTe/bHas aKTUBHOCTb 3HAYMTEIbHO CHIDKeHaA. JIBUraTenbHas
aKTVBHOCTD Ha 4 6ajia.

CocrosiHye 6ompHOro Ha 21.01: cocTosiHMEe CpemHel TsKecTu 3a
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cdeT HeBponormyeckoir cumnroMaTukn. CosHaHue sicHoe. Peakiys Ha
OCMOTp HelTpa/ibHasi, HEOXOTHO OTBeYaeT Ha BOIIPOCHL. BBIMTONMHsAET KO-
MaHpbl. ToHyc MBI HeMHOTO CHIDKeH. 20.01 ObTa pBOTA, AlIIETUT CO-
XpaHeH. JIBuratesibHas aKTMBHOCTb BOCCTaHOB/IeHa. Ha KOHTakT uper
HEOXOTHO, OTMEYAIOTCsI KOTHUTUBHbIE PacCTPOIICTBA.

JlabopamopHo-unHcmpymeHmanvHole Mermoovl UCCE008AHUSL.

AHanus MOJIeKyIApHO-6monorndecknx uccnenosanuit (merop ITIIP)
OTJE/IIEMOTO POTO-HOCOINOTKM OT 14.01.19 oKasajca MONMOKUTENbHBIM
— o6napyxena PHK Bupyca rpunma A (H3N2). IToBropHoe nccnenosa-
Hue B rHaMuKe 6ome3Hu ot 23.01.19 6b1/10 OTPHUIIATENBHBIM.

B obmem aHanmmse KpOBM Ha MOMEHT IIOCTYIUICHUA B CTAaIlVIOHAp:
nekonuTel — 6.3 * 109\n; sputpouutos — 5,15 10*12/m; copeprxaHue
remornobuna — 124 r/m; konndectBo TpombonntToB — 288%109/1. bro-
xumus Kposu: AJIT — 13,3 Ep\im; anbda-ammnasa — 10 Ex\n; ACT — 45,3
En/m; xpeatnHUH — 45 MKMOJIB/1T; OMmpy6uH o61mmit — 11,5 MKMO7B\J1;
Ounupynmus npsamoit — 2,0 MKMOMb\I; OmnumpyOomH HempsAMon ——
9,5 MKMOJIb \/1; MOY€eBMHA — 3,5 MMOJIB\/I; 001mmit 6enoxk — 67,6 T\1.

MPT ronosroro mosra ot 15.01.2019: faHHBIX 3a sHIedaaUT Me-
HUHTUT HeT. BplpaskeHHble KaTapajbHble M 9KCCYlaTVBHbIE I3MEHEHN
B IIPUJATOYHBIX ITa3yXax Hoca.

ITpn OMI-uccneoBaHnuy IpPOBENEHNA HEPBHOTO MMIIY/IbCA IIO
HepBy oT 14.01.2019: ymepenHO€e CHVYDKEHME aMIUIUTYbI MOTOPHBIX OT-
BETOB I10 MajI00epLIOBOMY HEPBY, JAHHBIX 32 IIOJIMHEPOIATHIO He I10-
JIy4€eHO.

AHanmus CIMHHOMO3TOBOI >KUAKocT oT 14.01.2019: nBer — 6ec-
I[BeTHAs; IPO3PAYHOCTb — IpO3pavHasi; oouuit 6emok — 274,000 mr\i;
IJTII0OKO3a — 3.2 MMoab\m; 1uto3 — 11*106 \m; He171Tp0(1)Man — 25%;
mmponnter — 75%.

JleyeHne. BbIiv Ha3HAaYeHBI IPeNapaThl AUacopO, BUHIIOLETUH, [ieK-
caMeTa3oH, MypalleTaM, acrapkaMm, MHPysuoHHas Tepanus. [Iposepun
0,1 M1 0,05% Ha rox >xusHu Ne 10. D deKT OT 1edeHNs HOTyYeH, HeBPO-
JIOTMYECKUI CTATyC C HE3HAYUTE/IbHOI IIOJIOKUTEbHONM IAVHAMUKOIL,
IIpeBaMpOBaHNe KOTHUTUBHOTO JleeKTa.

Ocmotpena 3aBefyomuM Hesponorndeckoro oraenenns OIKD Ne 1
U BPa4oM-peabuanTosorom. JJaHo MeCTO B peaOMIMTALMIOHHBIN LIEHTP
OJKDB Ne 1 ¢ nocnenyomuM HabmogeHeM HeBpOIora B peabuinTanm-
OHHOM IIeHTpe I TI0 MeCTY >KUTeIbCTBA.

Ha pucyHke mpepcTaBIeHBl pe3y/lbTaThl MOJIEKY/LAPHO-010IOrNYe-
ckux uccnegosanuit (meron ITLP).
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BbiBoAbI

JJaHHBI KIMHUYECKUI Cydail JaeT SCHOe IPENCTaBIeHNe O BO3-
MO>KHOM Te4YeHN) TpUIINa A y HempuBHUTOro pebeHKa. [laHHBIE KIu-
HIYECKOTO HAOMIONeHNA [IeMOHCTPUPYIOT TUINNYHYIO TSKENTYIo K-
HIYECKYI0 KapTVMHY TPUIINA C PasBUTHEM MEHMHTO3HIlehamniecKoro
CUHJpPOMa C KOTHUTUBHBIMM PAaCCTPOICTBAMU, YTO YKas3hbIBaeT Ha Xa-
PaKTepHYIO HEMPOTPOIHOCTD IPUIIIIA HAPAMY C SIUTENMOTPOIHOCTHIO,
YTSKETIAIONIYI0 TedeHne 60esHM.

Cnucok nutepaTtypsbl

1. Bosgyurno-kanenpHble nH@ekyuyn. CTaHAapThl MEAMIMHCKO O-
momu / cocT. A. C. [lementbeB. — MockBa : [9OTAP-Menua, 2016. —
448 c.

2. PyKoBOACTBO IO KIMHNYECKO UMMYHONIOTUA B PeCIMPATOPHOI
MepuuuHe / mop, pen. M. II. Koctnnosa, A. I Yydanuna. — Mocksa :
ATMO, 2016. — 128 c.

3. Bupychele 60me3nn : yuebHoe noco6bue / nop pen. H. [I. FOmyxa.
— Mocksa : [90OTAP-Mepgua, 2016. — 640 c.

4. Bukynos, I. X. HacTble ocTpble pecpaTOpHO-BUPYCHBIE MHPEK-
I[MM ¥ TPUIII B IIpaKTMKe Bpaya-TepaleBTa, lefinaTpa I OTOPMHOIAPYH-
rOJIoTa: COBpeMeHHas NMAaTrHOCTMKA U JIeYeHNe ¢ MTO3ULINY NOKa3aTeNlb-
Hott Meguuyubl / I. X. Bukynos // Consilium medicum. — 2015. — T.
17, Ne 11. — C. 47-50.
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5. Hukonopos, J1. }0. AKTyanbHbIe aCIEKTbI Te4eHMs ¥ IpOodUIaK-
tuky rpunna / V1. 0. Huxkonopos // Pyc. men. xypu. — 2015. — T. 23,
Ne 2. — C. 66-69.

3.3. TpyRHOCTU AUArHOCTUKU TudpononobHom Gpopmbl

CaJlbMOHeNe3a y nerten
@pavipensa T.A., neamatpuyeckmni pakynbTeT, 4 Kypc,

Ore0y BO YIMY MuHzapasa Poccuu, r. EkaTepmrH6ypr

BeegeHune

CanibMOHe//Ie3 — aHTPOII0300HO3HOE OCTPOe NHPEKIVIOHHOE 3a60-
NeBaHue ¢ (eKaTbHO-OpaIbHBIM MEXaHU3MOM Iepeflaull, XapaKTepusy-
tomeecs nopaxkenueM JKKT, pa3BuTueM MHTOKCUKAIIIOHHOTO CUHJIPO-
Ma. BosOyznutenem nH@peKuuu ABIsAETCA IPaMOTpPULIATE/IbHASA TaIOUKa
pona Salmonella cemerictBa Enterobacteriaceae. CaibMOHeIBI CIOCO6-
HBI JINTENIbHO IIePCUCTUPOBATh B KJIETKAX CHCTEMbI MOHOHYK/I€APHbBIX
¢darounToB, YTO 3aTPyAHSAET MPOLECC IMUMUHALMY OaKTepuii 13 opra-
HI3Ma YeJI0BeKa, CIIOCOOCTBYS MX J/INTEeIbHOMY HOCUTENbCTBY [1].

OCHOBHOIJ Ty Th 3apa>keHMs IIPY Ca/IbMOHe//Ie3e — a/IIMEHTAPHBI,
00YC/IOB/IEHHBINT yIOTpeOnIeHneM B IUINY CBHIPBIX WIM HELOCTATOYHO
TepMuYecku 0O6pabOTAHHBIX KOHTaMWHUPOBAHHBIX MPOLYKTOB INTA-
HyA [2]. Knuandeckas kapTuHa 3aboeBaHys BapuabebHa U Majio 3a-
BUCUT OT CcepoBapa Bo30yauTe/ns. Beiensaior cienyomne KIMHNIecKme
dbopMBI cabMOHeNIe3HOI MHPeKINN:

1. TacTponHTecTMHANbHAS pOpMa: racTPUTUUECKIIT, TACTPOIHTEPH-
TUYECKIIL, TACTPOIHTEPOKOIUTNIECKII BAPUAHT.

2. TenepanusoBanHas popma: TMPONOLOOHBIN, CENTUIECKIIT Bap-
aHT.

3. BakTeprOHOCUTENBCTBO: OCTPOE, XPOHNUIECKOE, TPAH3UTOPHOE.

I[Ipu racTpoMHTeCTUHAIbHOI (HopMe 3a00/IeBaHNsA B KINHIIECKOM
aHa/M3e KPOBU Yallle BCETO BCTPEYAIOTCA CIeyIONyie ISMEeHEHUA: yMe-
PEHHBII JIEMIKOLMTO3 CO CABUIOM JIEVIKOLMTAPHON (OPMYIBL BJIEBO,
COD3 B mpepenrax HOPMBI WM YMepeHHO mosbinieHa. [Ipn tngonono6-
HOJ1 popMe canbMOHe/UIe3a B Heprdepnieckoil KpoBM B IepBble JHM
3a007IeBaHMA BBIAB/IAIOT JICKOLUTO3, B A/IbHENIIIeM — JIe/IKOIIEHNIO,
anaszodmmio, ysenmndenue COI [3].

Tudononobuas ¢opma 3abomeBaHMsI BCTpedaeTCs 3HAYUTETBHO
peXke TacTpOMHTeCTUHAIbHOI. OHa pa3BMBaeTCA Y JeTeil KaK M/Iajlle-
rOo, TaK U CTapIIero BO3pacTa U MMeeT psAx ocobenHocTelt. IIpomomku-
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TEeJIBHOCTb MHKYOAIIIOHHOTO IIepMOAa COCTaBisgeT oT 3 mo 10 cyTok.
XapaKTepHO OCTpoe Hauyamo 3abo/eBaHMs C Pa3BUTMEM O3HOOa, IO-
BBIIIEHNA TeMIlepaTyphl Tena o GeOpunbHbIX nudp. TemmeparypHas
KpMBas MOXKET OBITh Pa3IMYHOIO XapaKTepa — BOTHOOOpasHasd, IO-
CTOAHHOTO WJIM HENPaBWIbHOIO TuUIlla. lumeprepmusa coxpaHseTca B
TeyeHne 2-4 Hemenb. OTMEYAIOTCA CUMIITOMBI TacTposHTeputa (601b
B KIBOTE, TOLIHOTA, PBOTA, MTOHOC). CTY/I SHTEPUTUIECKOTO XapaKTepa
KUK, 3€/IEHOTO 1IBETA, COREPIKUT OCTATKM HellepeBapeHHOMN MMM,
B HekoTOpBIX crTydasx AUCGYHKIUY KUIIEYHNKA MOKET He ObITb, WK
XapakTepHa 3afiepKKa cTyna. CUMIITOMBI FacTPOSHTEpPUTA IIPOMOIKA-
I0TCA B Te4eHMe 1-2 JHell, 3aTeM pa3BUBAIOTCA CMMITOMbI OPaYKeHNA
HEpBHOII CYCTeMBI (TOloBHAasA 60JIb, CTAbOCTD, BANOCTD, OITYIIEHHOCTD,
Hepeiko Opeq ¥ Ta/UTIONHALNN ), HAIOMMHaomue Tudonaparudos3Hble
3aboreBaHMsA. Y 4acTy MALMEHTOB Ha 3—4 IeHb 3a00/IeBaHUA MOXKeT I10-
ABUTBCA CHHIPOM HEOOMTbHON 9K3aHTEMHOJI ChIIM PO3€0/Ie3HOTO MIIN
MaKYyJIOIIAIly/IE3HOTO XapaKTepa, JIOKANU3YILIeicsA Ha XUBOTE, TPy,
peXke Ha CIIHe ¥ KOHeYHOCTAX. Koka 671efjHas1, A3bIK I'yCTO 00/10KeH KO-
PUYHEBBIM HaJIETOM, YTOJIIEH, C OTIeYaTKaMy 3y60B. JKMBOT ymepeH-
HO B3JyT, IpM Na/IbIaluy 0O/Ne3HEHHDII B SIUTACTPaIbHOI 1 IIPABOIi
HO[B3/IOLIHON 00/acTAX. XapaKTepeH relaToMeHaTbHbIl CUHPOM. B
HepBble THY 60/Ie3HM IY/IbC yYallleH, a B IIOC/IeAYIoleM Hab/II0aeTcs
OTHOCUTeNbHasA OpaguKapaus. ToHbI cepAlLia IPUITTYLIEHB], apTepuaib-
HOe€ JIaBjIeHe TOoHIDKeHO [1, 3].

OnuncaHune cnyyan

Pe6enok C., 4 roga 9 mecsanes, nocrymut 29.09.17 B 16:53 B npu-
emHoe otaenerrie MAY JI'KD Ne 9 mo HanmpaB/ieHuIo reMaTosiora Meu-
IMHCKOro LeHTpa «YI'MK 310poBbe» ¢ [UaTHO30M «BUPYCHBII TeaTUT
HEYTOYHEHHOI 3TU/IOTVM, BbICOKOI CTEIIEH aKTUBHOCTI».

VI3 maHHBIX aHaMHe3a 3a00jIeBaHNs M3BECTHO, YTO peOeHOK 3a60-
nenn ocrpo, 28.08.2017 nogbeM Temmeparypsl 1o 38-39 rpagycos, 3aTeM
ClIefiyIoliye [Ba JIHA TUIIEPTEpMUA OTCYyTCTBOBana, 31.08.17 mopgbem
TemIiepaTypbl 1o 40 TpasycoB, COXpaHAIOIIMIICA B TeYEHME AT JHEIA.
KarapanpHble CMMIITOMBI He BBIAB/IS/INCH. BO BTOPOIT leHb 60/Ie3HNU B
OAK oTmeyanach BeIpaKeHHas fefikonenns (2,3¥10A9/m), yBenudenne
CO3 (55-100 Mm/u). Jle/iKOIeHUA ¥ HENTPONEHNUA ObUIM BBIABJICHBI
BIiepBble. Ha MpoTsyKeHUM IATH JHE MPOBOAMIOCh CAaMOCTOATENIbHOE
NedeHre HypodeHoM 10 5 pa3 B ieHb, 9P (eKT OT IpUMeHEeHNUs Nperna-
para orpunarenbhblit. OcMaTpuBacs nHpexyonucrom 31.08. 17, mpu
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cObope aHaMHe3a ObUIV BBISAB/ICHBI TMIEPPEAKTVBHOCTD JIbIXaTe/TbHBIX
IyTeil, peluAnBUpYoIye GapUHTUTBI, KOMIEHCHPOBAHHBI aTOINYe-
CKUI1 iepMaTUT. BbUI yCTaHOBJIEH IMarHO3 — TPAH3UTOPHOE MMMYHO-
HepUIUTHOE COCTOSAHME (JIeIKOTIEHN A, HETPOIIeHNS CPeHell CTeleHN
TSDKECTV, HOPMOXPOMHas aHeMus). [I0CKONIbKY COXPaHSAINCh CYMIITO-
MBI MHTOKCHKa1uy, 5.09.2017 MaIp4MK ObII TOCIUTANN3UPOBAH B ITEV-
aTpuyeckoe ot/esieHne 60mpHNUIbI ropoaa Pespsl ¢ fuarnozom «OPBU,
nelikonenus, anemus Il crenenu». B cTanuoHape NpoBOAMIACh JIeKap-
CTBEHHas Tepalys CYIPaKCcOM, ITOTydasl BUTaMIH B 12 BHyTpUMbIILIed-
HO, omnmeByo Kucnoty. IlokasaTen 61OXMMIYIECKOTO aHamu3a ObUIN
B npepenax HopMsl (AJIT — 12 En/n, ACT — 20 E/n, o6umit 6emox —
69 r/m). OT™Mevanoch 3HaunTenbHoe nosbiienne CPb — 92-100 Ex/n
(nopma m0 4 En/m). B OAK BbIsABNIsAIACh TEHAEHIUSA K JIEHKOIEHUN —
3,75%10A9/11, 3ateM 4,12*¥10A9/51, cHU>KeHMe reMornobuHa no 89 1/, ¢
yBenmudeHueM B fuHamuke go 108 r/n. Coctosanne pebeHka Ha poHe aH-
TIOAKTepaIbHOI Tepalyi HOPMaIN30Banoch, 1 7.09.17 OH ObUI BbIIN-
caH 13 cTaunoHapa. Hukaxkux foNoMTHNUTENbHBIX UCCIEl0OBaHNIL, KpOMe
o6111ero aHamM3a KpOBY, He IIPOBOAMIOC.

B centsa6pe manuent C. nepernocun OPBV, koTopoe nposBIAIOCh
B BUJe KalliA 1 HacMopka. [loryyan cumnromaTiaeckoe nedenne (MH-
rajnyy paynMmynwia u Karwm Vsodpa B Hoc). B aHanmsax kpoBu oT
12.09.17 6bUIM BBLAB/IEHBI: HOPMOXPOMHO-HOPMOLMTApHAs aHeMus I
creneHy (remorno6uH 99 r/n), ysemmuenne COD 81 mm/4ac, HeTpodu-
nes3, TpomboruTos (676 Toic), CPb — 15,39 En/n, nmoBbleHne ypoBHA
ButamuH B12 (2000).

28.09.17 BHOBB runepTepMus 1o 38 rpafyCcoB B TeYEHME CYTOK, PBOTA
4 pasa, CTY/I KalniieoOpasHblii, TEMHOTO I1BeTa (IIPMHUMA MabTodep)
CO 37I0BOHHBIM 3amaxoM. JlekapcTBeHHble IpemapaTbl He IPUHMMAI,
TeMIlepaTypa HOPMAa/IM30Ba/Iach CaMOCTOATENbHO. 29.09 B pesynbrare
caMoobpaleHys ObUI OCMOTPEH I'eMaTO/IOrOM MEAVILIMHCKOrO IIeHTpa
«YI'MK 3popoBbe». COCTOsIHME PACLiEHMBANIOCh KaK CpelHeTsKesoe.
Arnmnerut 6s11 coxpateH. Ha royeHsax oOHapy X1MBaInuch efUHIYHbIE IK-
xuMo3bl. JKuBoT ObU1 yBemrdeH B o6beMe, MATKNUIL, 6€360/1e3HEHHBIIL.
IleyeHb MaIbIMPOBANIACH IVIOTHOBATON KOHCUCTEHINY, BBICTYIIA/Ia Ha 7
CM U3-TI0f] Kpasi peOepHOIt IyTH, Cele3eHKa Ha 3 CM, 9/1aCTUYHO KOHCH-
crenuyn. Ha Y3: 9X0onmoTHOCTD NeYeHN YMEPEHHO OHVDKEHa, IIpaBas
IOJIA BBICTYIIAeT U3-IIOf] Kpas pebepHOIL 1yru Ha 4,5 CM; Cee3eHKa yBe-
mndeHa (97,9%52,7 MM), nepern6 >KeTyHOro My3bIpsl B LIeliKe, 1a0WIb-
HbIl, pacIIpaB/IAeTCs B IIOJIOXKEHUH CTOA.
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B 6mnoxnmmdyeckom aHanmse KpoBy (PUCYHOK 1) BBISB/IAIACH TUIIEP-
¢depmenrtemus: AJIT 702 En/n, ACT 937 Ep/n, ILI® 317 En/n.

[ara B3atua GBuomaTepvana: 29.09.2017 9:57:20
[Hata nccneposanus: 29.09.2017
Narta neyaty : 29.09.2017

Buoxi nccnenosat
Matepuan: KpoBb 2
MNokasarens / Hassanune Pesynsrar il
3HaYeHUA
06wui 6enok (r/n) 67,3 57-80 -*
Iniokosa (Mmons/n) 3,46 33-5,6 *--]
MoyeBuHa (Mmone/n) 5,5 1,8-64 —*]
KpeatuHnH (mkmon/n) 47 27-62 [-*
py oBLnin /n) 13 5-21 -*]
XonectepuH (MMonb/n) 3,16 3,1-4,5 [*--]
Ar (En/n) 702 4-30 =
AcnapratamuHoTpaHcdepasa (Ea/n) 937 12-44 (=
Anbda-amunasa (Ea/n) 58 28 - 100 [&]
Lilenounan docdparasa (En/n) 317 93 - 309 -]
lFemonus 0 0
WkTe puuHOCTL 0 0
Xunes 0 0

Puc. 1. PesynbTaTthbl 6MOXMMUYecKoro aHanmsa kposu ot 29.09.19

B OAK (pucynok 2): BbIpakeHHas jelikomeHus (2,86*10179/m),
tpombonenus (122*1079/n), camxeHHslit TpoM6okput (0,12%). B neit-
KoLuTapHou ¢popmyre: abcomoTHas Heiitponenus (0,53*1079/1), oTHO-
CUTENbHBIT MOHOLMTO3 1 /iuMboruTo3. IIpn moacyere hpopmybl 06Ha-
PY>KUBAINCh €AVHUYHBIE K/IETKM, KOTOPble MOP(OIOTNYECKN CXOXKI C
Omacramm.

lara neuatu : 29.09.2017

OGweknMHUYeCcKoe UccrieaoBsaHne KPoBM

Moxasarent. / Hasmanme Peaynurar Eawnnua Fomepancunio | NBoAcTannenns
anavemus
€03 (no Becreprpen: ET v Py 2 -
TNeAkouuTel (WBC |2.86 0"o/n 5-145
DpuTpouMTI: (RBC) 4.29 0~12/n 3.8-4.9
Temorno6uw (HGB) 116 n 110-145
TomaToxpur (HCT) 35.0 5241
Cpeann# o6Lam spuTpounTa (MCV) 81.6 Ton 73 - 107
CpoaHee COAGPHANIUE rOMOrNIOEHHA B SPUTPOUNTE (MCH] 27.0 22-31
CpoANAN KOHUSHTPALMA reMOrNO6UHA B 3pUTROLNTS (MCHC] 331 71 310-370
Anusoumutos 3puTPOUNTOR (RDW-SD) 50.2 3754
AHuIOUMTO3 3pUTPOLMTOR (RDW-CV) 7.5 I 11.6-148
TpomGouuTii (PLT) 122 [1676/n 142 - 424
LinpuHa pacnpoaeneryia TPOMBOLHITOR NG G6Lamy (PD! 124 b 7
Cpeanwi 66%8m TpomGouuTa (MPV) 9.8 Tcon ERE]
Koo (hepiUHBHT KPYNHiIX TPOMBoLUWTOR (P-LCR) 244 ] 3 - 43
iy (PCT) 0.12 = G.17-0.35
“ Peaynerar Eannnua PediépencHeie
TieiiounTapran bopmyna
oATPODunE 8.7 25.58
i epoumTer €5.7 30-61
0.8 =
5
{03 | B
AT .53 | 10%8/n | 15-85
1388 #5/n [ 15-95
.31 /0 |
arin [0.13 07970 I 507
[o.01 10%9/n T 0-02
= ¥ Eawnnna Pochopencwuie | NpoacTannonine
MBpdISHOMATKRETOK Kp P e porin e s
Moxasarent / Hassanue
HeRTpodunLl nanouxenaspHLIe I 1-3 ]
HoRTp oLl cCormonT 115 | 20-58
Tinn 1 IE 30-61 = =i
Mool 3-9 ]
Soaurodunis T 1-7 T
0-1
T 128,70 07Gin === 42—“‘4 T

Puc. 2. NameHeHunsa B OAK ot 29.09.17
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ITpenBapuTenbHbIN AMAarHO3 — OCTPbIMl HEYyTOYHEHHbII BUPYCHBII
reratut, ['OP II cTenenn, ocTpylii neiikos? bota pekoMeHj0BaHa rOCIIN-
tanusanusa B JJI'KB Ne 9.

ITpn nocrynnenuu B ITKB Ne 9 29.09.17 npenbsBisan xanobsl Ha
00/ B XXMBOTe, IIOBTOPHYIO PBOTY, IIOf’beM TeMIepaTypsl o 38 rpa-
nycos. CocTosiHMe pacLieHMBAI0Ch KaK CpeJHEeTsDKe/Ioe 3a CUeT TOKCU-
Ko3a. Macca Tenma — 16,6 Kr, TeMneparypa — 36,7 rpagycos, YJI — 20 B
MyH., YCC — 100 ynapoB B MuH. Pe6eHOK ObLI BB, HO B ICHOM CO-
3HaHNW, MEHMHT€a/IbHBIX 3HAKOB He OBUI0. BBIsB/IsIIacCh 00/I0)KEHHOCTD
sA3bIKa O€/IbIM Ha/leTOM, yMepeHHast 60/Ie3HeHHOCTD XMBOTA IIPY T1aIb-
nanyy. Iledenp BbICTymama U3-10f Kpas pebepHoIt Ayru Ha 5 cM, cerle-
3eHKa Ha 3 cM. IIpegBapuTenbHbIN AMarHo3 mocie 0CMOTpa — OCTPBbIt
BUPYCHBIN renatut? B 61oxnMudeckoM aHau3e KpOBM: IMIIepacliapTa-
TaMnHOTpaHcepazemus (848,9 r/i), runepamaHMHaMUHOTpaHCepa-
semus (288,8 r/n), ysemmuen CPB (14,7 mr/n). B ananuse xana ot 30.09
obu1a BbIsiBeHa Salmonellaenteritidis rpynnsr D. Msmenenns B OAK n
OMOXMMIYECKOM aHanu3e MpeACcTaBaeHbl B Tabmuie 1. bour mocrasnen
OKOHYATe/IbHBIII JVIaTHO3 — CaJIbMOHeIe3 rpymnnbl Denteritidis, Tudo-
nopobHas popma, HelfTponeHus, muMdonponudepaTuBHLIIL CTaTyC?

Tabnuua

Pesynbtatel OAK 1 6uoxmnmum ¢ 29.08.17 no 30.09.17 B guHamumKe
Hata WBC* 10 CPB, mr/n CO>3,mm/u | ANT, Ep/n ACT, En/n Hb, r/n
nccnepo- A9/n
BaHWA
29.08.2017 | 2,3 - 55-100 - - -
05.09.2017 | 3,75 92-100 - 12 20 89
07.09.2017 | 4,12 - - - - 108
12.09.2017 | - 15,39 81 - - 29
25.09.2017 | - - 10 - - 130
29.09.2017 | 2,86 - 10 702 937 116
30.09.2017 | - 14,7 - 288,8 848,9 -

B nH(ex1MOHHOM OTHe/IeHny OblIa IIpOBefieHa CIeAyIolas TeKap-
CTBEHHas Tepalnus: HOIIIA, Me3uM (opTe, e TPUaKCOH, MaTHNUA CYIIb-
¢ar. 5.10.17 npoBOAMIACh IMYHKIVA KOCTHOTO MO3Ta, IZie BBIABIIATICSA
6macto3 10%. BbIIo peKOMeH/J0BaHO IIPOBECTY IIOBTOPHYIO ITYHKLIUIO
yepe3 5-7 pHeit. B OAK or 11.10 nefikonutel 5,6*10/9/11, ymepeHHas
Heiitponenus (1,12*1079/n), nopmanusanusa COI (6 mm/4). B 6uoxu-
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MIUYEeCKOM aHaIN3e KPOBY ObITa BbIBIIEHA TEHAEHI[UsSI K HOPMaTu3alnn
nokazareneit: ACT 70 En/n, AJIT 118 En/n, o6muit 6vmupy6us 3,1 M-
MOJIb/JI. YUUTBIBAA yIy4dllleHVe CAMOYYBCTBIU, HOpMaIM3al Mo JaHHBIX
TabOPaTOPHBIX UCCIEOBAHNI, OTPULIATEIBHOTO OaKTEPIMOIOTNIECKOTO
aHa/M3a, ObUI BBIIMCAH U3 MH(beKuMOHHoro ormenenusa 11.10.17.

3akntoyeHne
JaHHBI KIMHWYECKNII C/Tydali MIOKa3bIBaeT CI0KHOCTD ITOCTaHOB-
KI [JarHo3a caibMOHesIe3, TiudononobHast Gpopma.

BeiBoabI

1. JImarHOCTMKa Ca/JbMOHe/Ie3a OblTa BO3MOXKHA ellje BO BpeMs:d
IepBOJI rocnuTanusanuy pebeHKa, MMenach JUIUTe/IbHAS JIMXOPAZIKa,
nevikonenns, nossimenne COJ u CPB, 4to xapakTepHO /st 6akTepu-
ampHbIX MHeKIMiT. OTCYTCTBIUE KaTapaabHBIX CUMIITOMOB Y 60/IBHOTO,
BBICOKasI /IMXOpafika 6osiee 5 [jHel HesICHOTO IeHe3a SIB/IAeTC OCHOBAHM-
eM IS VICCTIeOBaHMsl Ha MUKpoObI Tndo-napatudosnoit rpynms! (CII
3.1.1.2137-06 «IIpodunakTuka 6promHoro tuda u mapatndos A.B.C»).

2. HeobObl4HOE TeueHMe calbMOHe/Ie3a BEPOATHO CBA3AHO C 0CO-
OeHHOCTAMM BO30yAuTeNs (CIOCOOHOCTD MEPCUCTUPOBATh B KIETKaX
Makpodarax), HelOCTaTKaMIl B IIPOBEfeHNM aHTMOAKTepUaIbHON Te-
pamuu, U, BO3MOXKHO, OCOOEHHOCTAMUMMMYHHOTO OTBETa OpraHM3Ma
pebeHka.

Cnuncok nutepaTypbl

1. Maugpsiko, B. A. CoBpeMeHHBIe 0COOEHHOCTH CaTbMOHEIE3HO
undexuyn / B. A. Mauppsiko // Monopoit yuensrit. — 2008. — Ne 1. —
C.71-74.

2. YpaBuxuHa, JI. C. CoBpeMeHHbIe TeH/IEHIIUN B SIN/EMIOIOTUN
caJIbMOHe/Ie3a, obycnosneHHoro Salmonella enteritidis, u pornb oTpens-
HBIX IUIEBBIX IPOJYKTOB U O/II07 B €r0 pacpoCTpaHeHuu : aBToped.
muC. ... KaHj. Mef. Hayk : 05.03.2010 / YpaBuxmua Jlapuca CepreeBHa;
I[ITMY. — Ilepmb, 2009. — 25 c.

3. CoBpeMeHHbIe TTOAXOABI K OIleHKe (DAaKTOPOB pUCKa CIOpajnde-
CKOJ1 3a00/1eBaeMOCTH Ca/IbMOHE/Ie3aMI JieTell paHHero Bodpacrta / A.
A. Oymmnnosa, H. H. @uaros, E. I. Cumonosa, A. E. Cyposa // Megu-
IMHCKUI ambMaHaxX., — 2012, — Ne 3, — C.61-64.
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3.4. Ty6epkynesHasa Bon4aHKa y pe6eHka 12 net
KoxHoBsuny K.B., Bpa4y-¢Tusmatp,
CrenaHos H.H., LLImakosa A.A.,opanHaToOpbl 1-0ro roga oby4yeHus,
Or6oy BO YIMY MuHsapasa Poccuu, r. EkaTepuH6ypr

BeegeHue

Ty6epkyrnes siBnsieTcs 3abo/ieBaHMeM, KOTOPOE OT/INYAETCS HEOObI-
YalfHO IIMPOKIM CIIEKTPOM K/IMHNIECKIX TPOsiBIeHnit. Bpau-drusuarp,
paboTaloLINIt C ZeTHMY, BCTPEYAeTCs MIPENMYIIECTBEHHO C IIEPBUYHBIM
TyOepkyne3oM opraHoB ppixaHus. Cpeay Tybepkyne3a BHeEIETOYHBIX
JIOKa/IM3ALNIT TIOpaXKeHMe KX TyOepKy/Ie3HOI 3TUONIOINY BCTpedaeT-
¢ KpaliHe pefiKo. B cBA3YM ¢ 3TMM Bpady pasIMYHbBIX CIIELMAIBHOCTEN U
faxe GTU3MATPBI KpariHe MaJIo OCBELOMJ/IEHBI O KIIMHUYECKVX IIPOsIBIIe-
HISIX, METOfIaX JUATHOCTYKIY ¥ JTedeHVs TyOepKye3a KOXKIL.

Ty6epKyrnes KOXXu SIB/ISAETCS T€TEPOTEHHBIM B KIMHIYECKOM U MOP-
donornueckom 1raHe 3a60meBaHEM, OH MOYKET BbI3BIBATHCSI MUKOOAK-
TepuAMU TyOepKyesa IpsAMO WIN OIIOCPEJOBAHHO, YePe3 MeXaHU3MbI
MMMYHHOTO Bocrmanenus. C 9TUM CBsI3aHO MHOTOoOpasye U «pasMbl-
TOCTb» K/IMHUYECKMX IIPOsiB/IeHMi 3aboneBanus. [lopakeHre Koxu,
BBI3BaHHOE MMKOOAKTepusAMU TyOepKysesa, sB/ISETCS MECTHBIM IIPO-
sBIeHNeM TybepKy/e3a Kak o01iero 3aboeBaHysl OpraHmn3Ma 1 pasBiu-
BaeTCs 110 eAMHBIM /I TyOepKyje3a MaTOreHeTUIeCKMM MeXaHMU3MaM.
Ty6epkynesHas BOT4aHKa MPOSBIACTCS TIOIIOMaMU — TYOepKy/Ie3HbI-
My 6yropkamu pazmepom Ao 0,5 M MATKOI KOHCUCTEHIUY, UMEIOLVIMM
PO30BATO->KE/IThII MM KPACHBII I[BeT. B 1leHTpe Oyropku y1erko paspy-
IIAIOTCS, TIPU 3TOM 00Pa3yIOTCs 3Bl ¢ MATKMMIU Mao00/Ie3HeHHBIMM
OTEYHBIMU KpasiMu. Bech ovar mopaxeHust MMeeT BUJ, IIOBEPXHOCTHOI
SI3BBI, TIOKPBITOI IPKO-KPACHBIM M/IN XKE/ITO-KPAaCHBIM HajeToM. Tybep-
KyJ/Ie3HbII1 IIPOLiecC B KOXKe 3aKaH4MBaeTCs pyblieBaHIeM ¢ 0OpasoBa-
HIeM arpodudeckoro pybma. Ha ydacTkax M3MeHEHHON KOXXU MOTYT
HOSIBJIATBCS HOBBIE JTIONOMBI. Yallje BCero M3MeHeHNs TOKaIN3yITCs B
00671acT! HOCA, 11IeK, YIIHBIX PAKOBIH, @ TAK)Ke Ha CTIM3UCTBIX 000T0YKax
HOCa U TIOJIOCTY pTa. Y OONBHBIX C AIUTE/IBHO TEKYLIVM BOTYaHOYHBIM
IIPOLIECCOM Ha MeCTe IOPaKeHNs Pa3BMBAIOTCA ITIafiK1e OecTsiiie
pyobusl ¢ nocnenytoeit sepopmanueit. bes crnennduyeckoro nedeHms
3aboreBaHNe MOXKET IIPOTEKaTh TofaMy. BmecTe ¢ TeM, py KO/DKHOM
JIe4eHNM TIPOTHO3 [IS BBI3AOPOB/IEHN s O/1arONPYATHBIIL.

OnucaHue cnyvan
Manpunk, 12 7eT, HOCTYNWI B JeTCKoe PTU3MATpUYecKoe OTHese-
HIe B anpene 2013 roja ¢ HampaBUTENbHBIM AMarHosoM «Tybepkyres
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KOXX1». Pebenok BakumumupoBad BIDK-Bakumnoit B Bo3pacte 3 mHeil.
B Bospacre 1 Mecsna y pebenka passwica nmogmblimeyHsiii BIDK-mm-
¢dafieHNnT, 10 MOBOAY KOTOPOro peGeHOK ObUI MPOOoIeprpOBaH I BIIO-
CJIeiCTBUM TIOTy4aJI JIedeHle IIPOTUBOTYOepKY/Ie3HbIMI ITperapaTamu,
TaK>Xe IIPOBOAUIOCH MecTHOe fiedeHne. B 2004 rony B cBA3U C TUIIEPIP-
TMYeCKON peakyeli mpo6sl MaHTy pe6eHOK Iomyyan XMMIONpoduIax-
Tideckoe nedeHne. B 2005 roxgy y pebeHKa MOSBUINCDH y3€IKOBBIE 971e-
MEHTBI Ha KOXKe JIEBOTO IJIe4a B 00/1aCTY MTOCTBAKI[HA/IBHOTO KOXKHOTO
3HaKa, IPOXOJALIME CAMOCTOATENbHO C OCTATOYHON IMUTMeHTanuein. B
Hoc/efyole rofibl KOAM4ecTBO ¥ pa3Mep JJaHHBIX 37IEeMEHTOB yBeNN-
YYBa/INCh, OHYU MOAB/IAIUCH HA PA3/IMYHbBIX YIaCTKaX KOXU TY/IOBUILA,
KOHeuHocTeil. B MapTe 2013 roga pe6eHOK ObIT HaNIpaB/ieH Ha KOHCY/Ib-
Tanuio K prusuonennarpy B Ypanockuit HUM ¢prusnonynpmononoruuy,
a 3aTeM B Ypanbckuit HVV gepmatonornn 1 MMMYHOIOTUY, ITie pebeH-
Ky ObUIa IIpOBefieHa OMOIICUA KOXKU TPYAHOI KITKM C IOCTIeH YoM
TUCTO/IOTMYECKUM UCCIIeIoBaHeM. B ammpuepmice 6bU1m 0OHApY>KeHBI
yMepeHHBIII aKaHTO3, 04aroBas BaKyo/lIbHasg AUCTPOQNA KIETOK MaJlb-
nurueBa cosd. B BepXHMX U CPeIHUX OT/eNIaX JIEPMBI JIOKa/IN30Ba/ICh
HekazenuUIpOoBaHHbIE SINUTETVON/JHO-KIe TOYHbIe I'PaHy/IeMBI 1 TI0JIA
SMNUTETMONIHBIX KJIETOK ¢ OOIBIINM KOMNYeCTBOM TMTAaHCKMX MHOTOS-
IepHBIX K/IeToK JIaHTXaHca, ¢ poKycamu MHPMIbTpauyy mMMEQOLUTAMIN
C MIPMMeECHIO ITa3MAaTNYECKUX KIETOK, 903MHOMUIOB 1 MenaHO]aros.
Ha6mromancss 04aroBslil 9K30L[MTO3 B SIuziepMuce. Bplm oTMeyeH BbIpa-
JKEHHDIJ MHTEPCTULIMAIbHDIN oTeK. IIpy onomHNTENbHOM OKpalllBa-
Hyy npenapata o Llwmo-Huabceny kmcmoroycToiiunBble MUKOOAK-
Tepuy OOHapyKeHbl He ObUIA. I/Ig yTOYHEeHNs JyarHosa pe6eHOK Obll
HarpasjieH B J[leTckoe ¢prusuarpudeckoe orgenenne Ne 2 'bY3 CO IIpo-
TUBOTYOEPKY/Ie3HbII JUCIIaHCeD.

[Tpu nocTymieHnn ob1jee coCTosiHME pebeHKa ObIIO YIOBIETBOPH-
TenbHbIM. CO CTOPOHBI JbIXaTENbHOM, CEPAEeYHO-COCYAUCTON, NIeBa-
PUTENIBHOI, MOYEIIONIOBOI CUCTeM OCOOEHHOCTel BBIABIEHO He ObIIO.
Ha xoxe Ty/noBMIIa, BOIOCUCTON YacTH TO/IOBbI, KOHEYHOCTAX OTMeYa-
JIUCh MHOXKECTBEHHbIE 0Yaryl MOpaKeHus 6arpoBO-CUHIOLIHOTO IIBeTa
nrameTpoM ot 1 o 15 cm, npu manpnanyy 6es6onesHeHHbie (puc. 1, 2).

B o6uexknnHndYeckoMy OMOXMMMUYECKOM aHaau3ax KpoBU, 00-
IIeKIHIYECKOM aHa/M3€ MOYM IIaTONOTMYECKUX OTK/IOHEHMI BbIAB-
JIeHO He 6bU10. VIMMYHO/MOIMYeCcKOe MCCIefoBaHNe BBIABUIO TMM(O-
nenuto, gedpunur CD8-T-mumdonnTos, ymepeHHoe moBbieHMe IgA,
CHIDKEHNe aKTUBHOCTY II0 MOHOIIITAPHO-(aronuTapHOMy 3BeHy. bak-
TEPUOCKONVIS VM OCEBBI MOKPOTBI M MOYM MUKOOAKTepyu TyOepKyiesa
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He BBIABMIN, IPU TIpoBefeHnM 0630pHoIT peHTreHorpadum u KT opra-
HOB TPYJHOI KJIETKY IIATOJIOTMYeCKX M3MEHEHMII BBIABICHO He OBIIO.
Peakuua ManTy — manyma 11 M, InacKuHTeCT OTpuUIlaTenbHabli. Vc-
CTIeIOBAHNA C IIeNbI0 VICKIIOUEHNSA IMCTHO-TIAPA3UTAPHBIX MHBA3MIA
[Ny OTPULIATENIbHbIN pe3yIbTaT.

PeGeHKy ObUI MOCTAB/IEH AMATHO3 «TeHePANTN30BaHHbIN TyOepKye3
KOXU (TybepKy/iesHast BOTYAHKA), UMMYHO[ePUIMTHOE COCTOSTHIE.

HasHaveHue KOMIUIEKCA IPOTUBOTYOEPKY/Ie3HBIX IperapaToB Mpy-
BeJIO K ITOJIOKNUTEIbHOM [UHAMIKE KOXKHBIX IIpoAB/IeHuit (puc. 3, 4).

. |

#

2l/02/2014 12:46

Puc. 3, 4. OcTtaTouHble U3MEHeHUA Nnoce nevyeHuns
npu TybepKynesHol Bon4YaHKe y pebeHka 12 net
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3aknoueHne

OmnucaHHbI cyYaiizaboneBanns TyOepKynIe3oM KOXI IeMOHCTPU-
pYyeT He TOTbKO IIPUMEpP PeAKON JTOKaIM3aLuy TyOepKyIe3HOro mopa-
xeHMA. OcTaeTcs HEACHBIM, TIOYEMY IIPU CTOMb JJIMTEIbHOM TeYeHUN
3a00/IeBaHMA U PACIPOCTPAaHEHHOM MMUKOOAKTepUaaTbHOM ITOPasKeHUN
KOXI Pe3y/IbTaThl TYOepPKY/INHOBBIX IIPOO OCTAaBa/INCh OTPULIATETbHBI-
MI1. BeposATHO, 3TO MOC/TYKI/IO IPUYMHOI TOMY, YTO PeOEHOK B TeUeHMe
HECKOJIbKVIX JIeT IIOCTIe OSB/ICHN A KOXKHBIX CUMIITOMOB He 00CIefjoBaI-
cs Ha TyOepKyies. [Ipu aTOM BC/IeCTBUE OTATOLEHHOTO (pTU3MaTpude-
CKOTO aHaMHe3allosIB/IeHVe TIOPaXeHNIT KOXI TO/DKHO OBbIIO CTAaTh IO-
BOJIOM [I/Is1 TOTIOJTHUTE/IBHOTO OOC/IeOBAaHNS U MIPOBENEHMs TTYOOKOI
Omoncuy Koxxu. ITo MO3BOMMIO Obl CBOEBPEMEHHO AMATHOCTHPOBATDH
TyOepKyJie3 1 Ha3HAYNTh a/IeKBATHYIO TEPAIINIO.

Takum 06pasom, Bpad 10007 CHEIMATbHOCTH O/DKEH TIOMHUTH O
BO3MOXKHOJI TyOepKy/Ie3HOil 3TUONorny 3aboneBaHsA, MMEIIEro He-
ompefe/eHHble, HEOOBIYHbIE CUMIITOMBL. JTO MO3BOJIUT CBOEBPEMEHHO
BBIABIIATD U 9 PEeKTUBHO 1eunTh TyOEepKyes.

Cnncok nntepaTypbl

1. Buenerounsit Ty6epkynes / A. H. Bpaxenko, C. 1. Pa6os, 5.M.
Apwuoanb n gp. — CII6. : Crien/Int, 2013. — 395 c.

2. Ousuarpus : HanuonanbHoe pykoBogcTso / mox pen. M. V. Ile-
penbmana. — M. : TI9OTAP-Menna, 2010. — 500 c.

3.5. TpyAHOCTU ANarHOCTUKMU

MHPUNBLTPATUBHOIO Ty6epKysesa y NoapOCTKOB
CrenaHoB H.H., LLImakoBa A.A., opanHaTopsl 1-oro roga oby4eHus,
Ore0y BO YIMY MuHsapasa Poccuu, r. EkaTepuH6ypr

BeegeHune

TpaguiMoHHO y #eTeil ¥ MOAPOCTKOB NPY NEPBIYHOM BBIABICHUN
TyOepKyie3a JUarHOCTUPYIOTCS epBUYHbIe POPMBI: TaTeHTHAs Tybep-
Ky/ne3Hasi MH(]EeKIMs, TepBUYHBI TYOepKy/IesHbII KOMIUIEKC, TyOep-
Ky/le3 BHYTPUIPYAHBIX nuMpaTndecknx y3nos. OfHaKo B IOCTIefHee
BpeMs Y JieTell BCe Yallje CTa/Ii BCTPEeYaThCsl BTOPUYHbIE GOPMBI Tybep-
KyJie3a, B TOM 4Ic/ie MHQYIbTPATUBHBLI TyOepKy/ies.

/H}unbTpaTuBHBIM TYOepKy/Ie30M JIETKMX Ha3bIBAIOT BTOPUYHYIO
¢dopmy TybepKynesa, MpOTEKAWIy0 C OOpasoBaHMEM 9SKCCY[aTUB-
HO-TTHEBMOHVYECKIUX OYaroB, Y XapaKTepU3YIOIIYIOCs TSDKEIbIM Tede-
HIEM, a TAKXXe COIPOBOXIAIIIENCA eCTPYKIMEN IeETOYHOM TKaHU U
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6akTepnoBbifenenneM. Hamm HabmofeHnA Mokasanm, 4To eCTh Onpeie-
JIEHHbIE TPY/JHOCTY B BBIABJIEHUY U JVIATHOCTYKE IaHHON (popMbI 3a60-
JIeBaHNUA Y IOLPOCTKOB, YTO ABJIAETCA HepeIleHHO Mpob1eMoit mefya-
TpuM U QTUSMATPUML.

OnuncaHue cepum KAMHUYECKUX CayHaeB

Bamremy BHMMaHUIO IIpefTaraeTcs cepysl KIMHNYIECKUX CTyYaeB VH-
GUIBTpaTMBHOTrO TyOepKyie3a JIeTKUX Y fIeTell CTapIlero IIKOIbHOTO
Bo3pacTa. B naHHy10 BBIOOpPKY BouIo 25 fieteit oT 10 5o 17 n1et, cpepHuin
Bo3pacT — 15,440,4 net, cpepn Hux 60% (n=15) feBouex u 40% (n=10)
Ma/Ib4uKOB. [leTn HabGMIOIaMICh B JeTCKOM (PTU3MATPUIECKOM OT/IeNe-
Huu Ne 2 TBY3 CO IIT] B centsibpe-nosiope 2017 roma. Mbl obparmin
BHMMaHIe, YTO 0COOEHHOCTHIO KIMHIYECKON KapTUHBI JAHHOTO 3a00-
JIeBaHMS SABJISIETCS OTCYTCTBYE BBIPAYKEHHOI CMIITOMAaTUKM B Jie0roTe
6onesun. I1py KIMHNYIECKOM MCCTIETOBaHNN OBIIO YCTAHOBJIEHO, YTO CH-
CTeMHasl BOCIIA/INTebHAs peaKuys OblIa BRIpakeHa C/1abo MM OTCYT-
CTBOBaJIa. Y IMOJAB/IAIONIEr0 OOIbIIMHCTBA NalieHTOB (84%; n=21) He
ObIIO KakMx-1m160 xanob. MeHee ofHOI TpeTn maryeHToB (16%; n=4)
YKaJIOBA/IMCh Ha CHIVDKEHIE alllIeTUTA, TOXyAeHNe, BeuepHuit cyodebpu-
mmterT. [IpuMeyarenbHO, 4TO y 3a060/IEBIINX OTCYTCTBOBAIY CUMIITOMBI
IIOpaKeHMsI CYCTEeMbI OPIaHOB IbIXaHV, @ Tepalys CUMIITOMATIYeCKY -
Mmu cpenctBamu 3¢ dexTa He maBana. CiefoBaTeNbHO, B KIMHIYECKOI
KapTuHe 3a00/1eBaHNUs HET MHANKATOPHBIX CUMIITOMOB, KOTOPbIE MOTIN
OBl MOATONKHYTh Bpaya K IIPaBUIbHOMY AMATHO3Y.

AHanm3 pe3ynbTaToOB KIVHMKO-TA00PaTOPHBIX MCCIENOBAHMUI I10-
Kasaj, 4TO TPaAVIMOHHbIe METONbI AVIATHOCTUKM, TaK/e KaK HepKycC-
CMs M ayCKy/IbTalus, MPAKTUIeCKU HeMH(OPMATUBHBI, @ Pe3y/IbTaThl
0a30BBIX /TA0OPATOPHBIX VCCIEHOBAHMII HeCHelVpUYHBI, 4TO TaKXe
3aTpyAHseT MPOLecC AUarHOCTUKM 3aboneBanus. IIpy aToM BBIEUTD
M. tuberculesis Mukpo6monornyeckumMm crocobammn, TaKMMM Kak 6ax-
TepunocKonu, KynbTypanbHble MeTonsl IDKIIC u IIIIIC, ITLIP, yranocsh
TONBKO B 32% ciy4aeB (n=8), cpeau Hux 50% (n=4) 611 ¢ IeKapCTBEH-
HOJI YCTOMYMBOCTBIO K M3OHMA3UAY U pUPAMINLIMHY.

B BbLaBIeHUN TyOepKynesa y ieTeil OCHOBHBIM METOIOM SIBJISIETCS
MaccoBasi TyOepKynInHoauarHocTuka (mpoba Mautpy ¢ 2 TE, mpoba ¢
a//IepreHoM TyOepKy/Ie3HbIM peKoMOMHaHTHBIM — [InackuuTecT). Off-
HAKO IO JAHHBIM UCCIIEOBAHNS CPey ITALMEHTOB C MTHPUIbTPATUBHBIM
TybepKyne3oM muib 16% (n=4) OGbUIM BBIAB/IEHBI C IIOMOIIBIO TYOEPKY-
JIVHOAMATHOCTYKY, TIPY 9TOM y 52% (n=13) B aHaMHe3e ObII BbISABIICH
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BUpPaX TyOepKyIMHOBBIX P00, a CpefHee BpeMs, MpOolIeflee OT BUpa-
JKa 0 pa3BUTUA KIVHUYECKYU BBIPAKEHHOTO TybOepKyje3a, COCTaBUIIO
5,5+0,7 rofia. TV JaHHbIE YKa3bIBAIOT Ha HEYJOB/IE€TBOPUTEIbHOE MTPO-
BeJleHMe yueTa pe3y/IbTaToB Ipobbl MaHTy 1 [lnackuHTecTa B CeTH Iep-
BIYHON MeJVIKO-CAaHUTAPHOII CITy>KOBI M OTCYTCTBYUE HACTOPO>KEHHOCTI
Bpadvell B OTHOILIEHNY 3a00/IeBaHNIT TYOepKY/Ie3HON 3THOIOTU.

Cpenu manueHToB 20% (n=>5) ObUIM BBIAB/IEHbI II0 KOHTAKTY C TY-
OepkynesHbIMU 60/1bHBIMY, 28% (N=7) — C/Iy4aiiHO Ipy 0OpaleHNM 110
HIOBOZly COIIyTCTBYIOLIero 3aboneBanus u 36% (n=9) mo pesyabpraram
npoBefeHust npoduiakTudeckoro Qaooporpaduueckoro obcmemnoBa-
Hus (metn crapiue 15 ner).

Benymyio ponb B AMAarHOCTMKe MHQWIBTPATMBHOTO TyOepKynesa
JIETKMX CBITPAJIO IPOBeleHNe MYIbTUCINPATbHON KOMIIBIOTEPHON TO-
morpadun. ITo ganupiM KT, maTonmormyeckuii mporecc T0Kaan30Bancs
B 84% cimy4aes (n=21) crpaBa, B 8% (n=2) — cneBa u B 8% (n=2) cny-
JaeB ¢ 00enx cTopoH. Pacmaz meroyHoit Tkauy 6bI1 06HApyXeH B 16%
caydaeB (n=4). KajnpuyHatel B muMaTndecKux ysnax KOpHei JTeTKux
ObUI 0OHapY>keHbI B 32% cirydaeB (n=8), YTO CBUMIETEILCTBYET O Iepe-
HeCeHHOJI paHee IePBUYHOI PpopMe TybepKy/esa (IIPeAoNoKUTETbHO
Ty6epKy/e3a BHy TPUTPYAHBIX TMM(PATHUECKUX Y37IOB).

Knunuueckuii cnyuaii undunvmpamuenozo mybepkynesa

nieekuxy noopocmka 14 nem.

HeBouka X., 14 yieT, mocTynmia B ieTckoe PpTusnaTpmieckoe oTHesne-
Hite Ne 2 24 miona 2017 ropa. Ilpy mocTynieHny npegbABIAIa XKamoObl
Ha cy0(deOpIIbHYIO TEMIIEPATYPY U CYXOJT Kallleb.

/13 anamHe3sa. [leBouka oT 1 6epeMeHHOCTH, 1 pOOB, pOC/Ia 1 pa3Bu-
Bajlach IO BO3PACTy. BakumHupoBaHa no Kanenjapio. ConyTcTByomIe
3a00/IeBaHMA: TICOpMA3 B CTAAMU PEMUCCHUM, CHHIPOM BeTeTaTUBHOIM
AUCYHKIUY N0 CMEIIAHHOMY TUITy. AJUIEPrO/IOTMYECKUII aHaAMHe3 He
OTATOILEH, OIlepalnii, TpaBM, reMoTpaHcdysuit He 6p110. PectimpaTop-
HBIMIU 3a0071eBaHMsAIMY O0JTeeT He vaiie 2-3 pas B rofj. CBoe 3aboeBaHme
HII C 4eM He cBsA3bIBaeT. Pusnueckoe pasBuTHe 0 YPOBHIO 6MOIOrMYe-
CKOI1 3peJIOCTH OIlepe)kaeT MACIIOPTHBIN BO3PacT (II0 IOTIOBOMY Pa3BM-
o). ViMeeT BpegHbIe IPUBBIUKI — KypeHne curaper ¢ 12 yet, B 2016
I. — 3MM30J OTPABJICHN HEM3BECTHBIM BEIIeCTBOM (TOKCUKOMAHIA).

CoryanbHbIil aHAMHE3: )KMBET B 0/1aTOyCTPOEHHOI IByXKOMHATHO
KBapTHpe BueTBepoM. MaTepnanibHOe IT0JI0KEHVIe CeMbI YOB/IETBOPI-
TeIbHOE, BOCIIUTHIBAETCS OIIEKYHOM — 0a0yIIKOIL.

DTy3MaTpUYecKMii aHaMHe3: COCTONUT Ha yueTe B IIPOTUBOTYOepKy-
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JIe3HOM JiuiciiaHcepe ¢ 16 anpens 2016 I. 1o KOHTAKTY ¢ TyOepKyIe3HBIM
6onpubIM (IV-A rpynma gyucnancepHoro ydera). [leBouka Ha IIpOTsIKe-
HUM MecsAlja HaXO[WIach B TECHOM KOHTAKTe C POJHOI TeTeil, yMepllei
oT TybepKy/nesa OKO/lIo 2-X /1eT Haszad. Marb ymeprna B ceHTs0pe 2016
roga B CTalyoHape OT TyOepkynesa (cOmyTCTByMoIue 3ab0eBaHU:
BUY, cuctemHas kpacHas BOM4YaHKa).Tak >Xe KOHTaKT C JIefyLIKON C
AMarHO30M VH(WIBTPATVBHBI TyOepKy/e3 BepXHell O IeBOTO JIeT-
Koro, ¢asa pacmazga (OJII' ot 20 uronss 2017); meunscs B CTalMoOHape.
XumnonpogumakTnieckoe jedeHne MoMyJdana B anpene — uione 2016
roga (H+Z 90 n03), B Hosi6bpe 2016 — deBpae 2017 roga xummonpodu-
JIAKTHYeCcKoe JiedeHNe He Toy4iIa. PenTreHorpadums rpynHoi KaeTKn
3a 2016 — depanp 2017 roga — 6e3 maronorun. BIK ot 18.01.03 —
pyburk 6 mm. Peakiua MauTy: B anpene 2016 roga — mamyna 3 MM.
HuackuHTecT — B anpene 2016 roga — namnyna 15 My, 31.10.16 roga —
namyna 23 My, 14.07.17 roga — namyna 16 mm. KT rpygHoit kieTku ot
17.11.16 roga — 6e3 matonoruy, ot 18.07.17 roga — MHQUIBTPATUBHBILIA
TyOepKyJie3 BepXHeil JOJII JIEBOTO JIETKOTO, ¢asa pacriaja 1 OrpaHIyeH-
HOTO 00CeMeHeH.

TocnuranusupoBaHa B feTckoe (rusamarpuyeckoe oTmeneHve N 2
UL ;OO0 CTIe[OBaHMs, yTOYHEHNA JUAarHO3a U JIeYeHMNA.

Pe3y/pTaThl MUKPOOMONIOINYIECKOTO MCCIefoBanms (6aKTeprocKo-
A, KynbrypanbHble MeTopbl IDKIIC un IIIIIC, I11IP) 3a 2017 r. — s1H-
Bapb 2018 1. — oTpuLaTENbHbIE.

Pe3ynbraThl 1a60paTOPHBIX U PYHKIVIOHAIBHBIX METO/[OB MCC/IEO-
BaHMA:

- OAK, OAM, 6moxumMuvecKuit aHamms KpoBu — 6e3 OTKIOHEHU I
oT pedepeHCHBIX 3HAYCHMIL;

- crimporpadusa — JKEJI B mpepentax HOPMBIL.

PesynbTarhl 1yyeBbIX METOJOB MICC/IENOBAHMA:

- Y3 6promHoit nonoctu: Ay dy3Hble U3MEHEHVS TOIKENy0d-
HOI >KeJle3bl;

— peHTreHorpadusa OpraHoB IrpyfHOI K1eTku oT 14.07.2017 1. — uH-
GUIBTPAaTUBHBL TyOepKy/ie3 BepXHeil JOIU JIEBOTO JIETKOTo, ¢da3a pac-
maza (puc. 1).

- KT opranos rpynHoit kinetkn ot 18.07.2017 . — uHpUIBTpaTUB-
HBIII TyOepKy/ie3 BepXHeil OV JIEBOTO JIETKOTO, (asa pacrajia 1 orpa-
HUYEHHOTO obceMeHeHms (puc. 2, 3).

Ha ocHoBaHuM aHaMHe3a u pe3ynbraToB pentreHorpagum u KT op-
TaHOB TPYIHON KIeTKM MalMeHTKe ObUI BBICTaB/IeH AMArHO3: MHQWUIIb-
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TPaTUBHBIN TyOepky/e3 BepxHeil 30HbI sieBoro jerkoro (C 1/2), dasa
pacrazia 1 orpaHu4YeHHOro obceMeHenns, [A rpymma ydera.

HasnaveHa nporuoty6epkynesHas xummuorepanys 1o 111 pexxumy
(n3oHMasnp, pudaMnnuyH, 3TaMOyTON, MMPasUHAMUL) C HOTOXKUTENb-
HBIM 3¢ dexToM.

Puc. 1. PeHTreHorpamma opraHoB rpygHol KneTku ot 14.07.2017 r.
NHunbTpaTUBHLIN TY6EpKyNes3 BepxHein 401 eBoro nerkoro,
dasa pacnaga

Puc. 2. KT opraHoB rpygHoii kneTkm ot 18.07.2017 r.
NHdunbTpaTUBHLIN TY6EpKyes3 BepxHein 401 NeBOoro nerkoro,
¢dasa pacnaga v orpaHMyeHHoro obcemeHeHus
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Puc. 3. KT o1 23.10.2017 r. UHdmALTpaTUBHBLIV TybepKynes BepxHen gonu
neBoro nerkoro, ¢asa pacnaga v orpaHM4YeHHoro obcemeHeHns

3aknwoueHune

B HacToOAIIee BpeMs IeiyaTPpbl U QTHU3MOIEANATPBI BCe Yallle CTAIKN-
BAIOTCA C PAKOM TPYAHOCTeII B IUATHOCTYKE MHPIIBTPATUBHOTO Tybep-
Ky/ie3a JIETKVX Y TIOAPOCTKOB. K HMM OTHOCATCSA CKy[Has KIMHIYecKas
KapTuHa, Majasi MHQOPMATUBHOCTb (DMSMKANBHBIX M TaOOPAaTOPHBIX
MeTOJIOB MCCIeoBaHNA, Maas 3(PeKTUBHOCTD TyOepKyIMHOMATHO-
cTyKi. YacTo MarHo3 yCTaHABIMBAETCA TONBKO C MOMOIIbIO KOMIIBIO-
TepHOII ToMOrpadyy OPraHOB IPY/HON KIETKY, IPY 9TOM, HECMOTPS Ha
MacCUBHBIE U3MEHEHNs B IETOYHOI TKAHM, He yjaeTCA 0OHAPYKUTD M-
KobakTepuy TyOepKyiesa 13-3a CKYJHOTO OaKTepUOBBIfIe/IeHNs, YTO BbI-
3BIBAET TPYJHOCT B IOAOOPE IPOTUBOTYOEPKY/Ie3HOI XMMIOTEPATINIL.
Tak >ke BaXHON IPOG/IEMOIT AB/IAETCA OTCYTCTBUE HACTOPOXKEHHOCTU
Bpauyell IIepPBIYHOTO 3BeHa 110 OTHOLICHNUIO K TyOepKyesy.

B cBA3M ¢ 9TUM HEOOXOAMMO MOBBIIIATH HACTOPO)KEHHOCTD Bpadell
BCeX CIIeLVa/IbHOCTEll 10 OTHOLIEHNIO K TyOepKyriesy, a TakKe CoBep-
IIEHCTBOBATh CUCTEMY Mep II0 BBIAB/ICHNUIO TyOepKy/iesa y AeTeil.

CoKpaweHusn

I'bY3 CO IIT] - TocymapcTBenHOe O10mKeTHOE
yuapexzenne CBepaoBCcKmit 06/1acTHO
IPOTUBOTYOEPKY/Ie3HbIIl AVCIIAHCEP

ITDKIIC — IIOCeB Ha >KMJKIe IINTaTe/bHbIe CPelbl

IIIIIC — II0CEB Ha IUIOTHbIE MUTATEbHbIE CPEJbI
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Cnncok nuTtepaTypbl

1. BolsiBrieHVe U AMarHOCTHKA TybepKyse3a y feTell, IOCTYMaoIX
1 00y4arommxcs B 00pa3oBaTe/IbHbIX OPIaHN3ALAX : KIMHUYIECKNe pe-
KoMeHpanuu / mog pef. B. A. AkceHosoit. — Mocksa, 2017. — 27 c.

2. Tybepkyres opraHoB AbIXaHUA y ieTell : KIMHUYeCKIe PeKOMeH/1a-
uun / nop, pef. B. A. Akcenosoit. — V3p-e 1-e. — Mocksa, 2016. — 45 c.

3. JlatenTtHas TybepkynesHas nHdpexuysa (JITU) y pereit : kmmHMdecKme
pexomenpauuy / mop, pef. B. A. AkceHoBoiT. — MockBa, 2016. — 44 c.

4. Tybepkyrne3 y fieTeil ¥ IOAPOCTKOB : yueb. mocobue / o pex. B.
A. AkcenoBa. — M. : T9OTAP-Mepgna, 2007. — 272 c.

5. OBcankuHa, E. C. IIpo6nemsbl Ty6epKynesa y feTeil ¥ IIOZPOCTKOB
B yCloBMAX pocTa sugemMun 3abonesanns / E. C. OBcankuna // PMIK. —
2002. — Ne 18. — c. 837.

6. Ilpukas MuHucrepcTBa 3fpaBooxpanennsa P® or 29.12.2014 r. Ne
951 «O6 yTBep>KAeHUYN METOAMYECKUX PEKOMEHJAINII 110 COBEepIIeH-
CTBOBAHMIO AVIATHOCTYUKY I JIeYeHNA TyOepKy/ie3a OpraHOB IbIXaHUS».

7. Ilpukas Munszapasa PO ot 21.03.2003 Ne 109 «O coBepIieHCTBO-
BaHMM NIPOTUBOTYOEPKY/Ie3HbIX MepONpUATUIL B PD».
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MasBa 4.
YHUKAJIbHbIE KJWIHVI‘I"ECKVIE C/NVYAU
B NEAUATPUMECKOMU NMPAKTUKE

4.1. Knaccunueckas numpoma XomKKnHa
JlntBuHoBa [.B., neanatpuyeckuii paxyneteT, 6 Kypc,

@reoy BO YIMY MuHsapasa Poccuu, r. EkaTepuH6ypr

Besepgenune

Knaccuueckas numepoma Xomxkmua (JIX) — MOHOK/IOHaIb-
Has OIyXOJb, CyOCTPaTOM KOTOPOIl SIBJIAIOTCA KIeTKU bepe3oBcko-
ro-Pup-1lItepubepra (BPII) u XomkkuHa, KOTOpble HMPOUCXOAAT U3
B-kyeTok repmuHanbHOro neHTpa ¢poummkyna. OHM COCTABIAIOT OKOJIO
1% oT Macchl BCell OIyXO/IeBO TKAaHM, COCTOALLEN U3 PEAKTUBHBIX, He-
onyxoneBbIX T- 1 -TMMQOLNTOB ¢ IPUMECHIO IPAHY/IOLUTOB I MaKpO-
daros.

OnucaHuve cnyyas

[Tanment M., 16 net. B mapre 2019 roma mpoxoan1 IIaHOBYO (III00-
porpaduio, Ha KOTOPOI OBIIO pacIMpeHne CpefflocTeHns cipasa. [Tanu-
eHT >Ka/100 HMKAKIX He IPebABJIAI, CAMOYYBCTBMeE He cTpagano (PO
ot 29.08.17, 02.08.18 — HOpMa). 3aTeM B ABYX IIPOEKUMAX ObIIa IPOBe-
leHa peHTreHorpadus IrpyfHON KIeTKN. BBIsAB/IEHO: TeHb CPeOCTeHNUA
He CMellleHa, B MOIepeYHMKe paclypeHa, Hanbosee BEpOATHO 3a CYeT
BOCXOfIAILENl YT aOpThbI-3aTeMHEHME C POBHBIMU YETKUMU KOHTYpa-
MH, pazMepoM o 8,5*3,0 cM o IpaBOMY KOHTYPY CEpAeYHON TeHMU.
PexomenpoBano nposepienne KT. B mae 2019 Bemmonueno KT rpynHoit
KJIeTKI. 3aK/II04YeHe: Hellb3sl ICKTIOUUTb 00beMHOe 0OpasoBaHIe cpe-
HOCTEeHUA. Bbll 0CMOTpeH XMpYyproM IO MeCTy >KUTE/NbCTBA, JUAarHO3 —
MHOYKECTBEHHBIE KVICTBI CPelOCTEHNA?

Yepes Hepemo ObII KOHCY/IBTYPOBAH [IABHBIM BHEIITATHBIM XMUPYP-
roM Yenss6muHCKOM 0671acTy, peKOMEH0BaHa SKCTPEHHAs TOCIIMTATIN3A-
IV /IS OTIePaTMBHOTO JIeYeHMs, Ifie peOeHOK HAaXOAWICA C AMAarHO30M
«00pa3oBaHue NepeHEero CPEfOCTEHNsI HesICHON STHOMorum». JleyeHnue
IIPOBEJICHO B IIOJTHOM 00'beMe, aKTVMBHBIX 5Ka/I00 MAIIeHT He P bsBISIL.

ITo pesynbraTaM NpM>KM3HEHHOTO AaTO/IOT0AaHATOMIYECKOTO M CCIIe-
[IOBaHVA OMOICUITHOTO MaTepuana ObUIO CHelaHO 3aKIodyeHNe: Kiac-
cndeckast mumdoma X0oKKIHA, HOAY/ISAPHBI cKiepo3 I Tuma, ¢ KoaKc-
npeccueit CD20 B 9acTu KIeTOK.
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3aknoveHne

I[IpencTaBeHHBIN KIVHIYECKNI CTy4Yail OTYETIMBO OTOOpaXKaeT He-
06XOIMOCTD €KETOJHOTO INTAHOBOTO OCMOTpa fieTeil, KOTOPBI ITOMO-
JKET IMarHOCTUPOBATD ITaTOIOTMY CBOEBPEMEHHO U Ha PAHHUX CTafIVX.

Cnncok nuTepaTypbl

1. Jlnmpoma Xomxkuna / A. A. Knmumenko, A. I1. Paka, A. A. Ko-
nenes, H. A. TBepnosa // Jlede6noe geno. — 2007. — Ne 4. — C. 76-83.

2. Msxos, H. B. @epnepanbHble KIMHNYECKME peKOMEH AU IO M-
arHOCTMKe ¥ jiedeHuto nuMpombl XomkknHa (muMdorpanyremaros) /
H. B. Msaxos, A. A. Macuas, A. I. Pymannes // PXKIInO, 2015. — Ne
4. — C.79-90.

3. InddepenimanpHas fuarHocTuka 1uMpoM CpefoCTeHNS: B3I,
onkosora 1 narosnora / E. B. Xapuenko, A. C. Aprembesa, T. I0. Cemn-
rmasosa u ap. // MC. — 2017. — Ne 6. — C.124-131.

4.2. HetunuyHoe npossneHne 6onesHn KpoHa

y pe6eHKa € uMTomMmeranoBupycHom nHoekumen
XycamHoBa O.M., KocteHko [.E., [xab6aposa LLI.4.,
opanHaTopskl 1-oro roga o6y4eHus

Ore0y BO YIMY MurHsapasa Poccum, r. EkaTepuH6ypr

BeegeHue

Bonesup Kpona (BK) — xpoHmueckoe peunpnBupyioliee 3aboe-
BaHIeE XXeTY[JOYHO-KMIIEeYHOr0 TPAKTa HEsACHON 3TUMOJIOTMMU, XapaKTe-
pusymolleecss TPAHCMYPalbHbIM, CETMEHTApHbIM, TI'PAaHYJIeMaTO3HbIM
BOCHAJIEHMEM C Pa3BUTHMEM MECTHBIX ¥ CUCTEMHBIX OCIOXKHeHui. Pac-
npocTpaHeHHOCTb BK Kkak B Poccun B 11e710M, Tak 11 B OTHENbHBIX €€ pe-
I'MOHaX HeMsBecTHa [3].

BK — wMmynbrudaxropnanbHoe 3aboneBaHNe, B reHe3e KOTOPOTO
3aMellaHbl TeHeTHYecKas MPefpaclonoXeHHOCTb U MMMYHHas I1aTo-
JIOTMA. 3HAYMMbBIM IIPEeTEeHIeHTOM Ha POjIb TpUITepa ayTOMMMYHHOTO
npouecca npu bK saBmsercsa uuromeranosupyc (LIMB), otHOCsIMIICA
K rpynne B-reprnecBupycos. Pesynbrarsl Meraananusa (Kurait, 2017 1.)
HI03BOJIAIOT C OOTIBIION JIOTIeNl YBePEHHOCTY TOBOPUTD O porut IIMB-uH-
¢exuyu B passutuu BK [8].

Knmnnnka BK npepcrasiseT co60il CTOXXHYI0 KOMOMHAIMIO KUIIEY-
HBIX J1 BHEKMIIIEUHBIX NIPOsAB/IeHNI1. [laTorenes mocnegHmx u3yyeH Hefjo-
CTaTOYHO, IPEATIONAraeTcA polb MMMYHOIIATOIOTMYECK)X IIPOLIECCOB.
HekoTopple yTBep>XIAIOT, 4YTO BHEKMIIEYHbIe posABneHn: bK sarparu-
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BAIOT BCE OPTaHbI U CUCTEMbI, B YaCTHOCTH, OMMCAHBI iepudepryeckne
apTPUTBHI, YBENUTHI, y3/0Bartas spurema, TIJIA, u B pefKux caydasx —
BY/IBBUTHI [7].

Llenb nccneposanun

V3y4dnThb nMuTEpaTypy, Kacalollylocs NAHHOTO 3abojleBaHM:A, IOJ-
pOOHO pa3obOpaTh STUONATOr€HEe3, AHAMHE3, KIMHNKY, AMaTrHOCTUKY, JIe-
JeH!e Y JAaHHOTO MalleHTa.

MaTepuanbl n meTogbl
JlaHHBIe aHaMHe3a, aMOY/TATOPHOI KapTbl, BBIIVCHBIX SIMKPU3OB,
3aK/IIOYEHUI IIPOBEIEHHbIX UCC/IEJOBAHMI ¥ KOHCY/IbTALIMIA.

OnucaHue cnayyan

IIpencraBiseM KIMHIYeCKOe HaOIOfeHNe IeBOYKY ¢ 6071e3HbI0 KpoHa.

V3 aHamHe3a >XM3HM: B 3 Mecslja MarHo3 — IIePCUCTUPYIOLIAs
LIMB-uHdex1us, peakTMBHBII rematut. Ilonyyana nedeHne.

/13 aHaMHe3a 3a00/1eBaHNA: IIePBbIe CYMITOMBI TIOSBU/INCH B BO3-
pacte 9 net (>kanoObI Ha IeproaMYecKye 60N B HOTaX, YacThIe TOIOB-
Hble 60/1), mocTaseH auaraos BCII.

Ha npors>keHnu AByX JIeT OCTEIIeHHO OSABIIVCD U HapacTasy 60/
B KPYIHBIX CyCTaBaX BEePXHMX M HIDKHMX KoHedHocTell, MDC nesoit
pykn. IocnuranusupoBaHa ¢ IMAarHO30M «IOBEHM/IbHBIN XPOHUYECKMUIT
aptput (mommaprtpur), akt. I ct., ®H 0-1 crt., Re 0 cT.; mepcuctnpyromas
LUTOMerajioBUpycHas MHpeKuys». [Ipu o6cnegoBaHny CycTaBoB —
cnHoBMNUT. B mewennn — HIIBC, cynbdannmaMuibl ¢ KpaTKOBPEMEHHOI!
IIOJIO>KUTEIBbHOI JVHAMYKON B BUJIe YMEHBIIEHNsI 00/IEBOTO CUHIPOMA.

3MMOJT 3TOTO XKe rofja MPUCOeNUHIINCh OO0/ B CIIMHE, IIPY 9TOM
peBMoIpo6s! oTpunaTenbHble, mopbinenne ACT, AJIT, II®. YBennyena
1o3a cynbgacanasuHa, COXpaHAIICh BbIPa)KEHHbIE apTa/IT VM.

B Bospacre 11 j1eT — nmaHoBasA TOCOUTANN3ALNA B KapAMOPEBMATO-
JIOTMYeCKOe OT/ieJIeHNe C IMAarHO30M «HenuddepeHpOBaHHBIN IO/ -
apTput, akT. I-II ct., ®H I-II cT; mepcucTupymomas IUToMerajaoBupyc-
Has nHpekuus». VI3MeHeHa 6asucHas Tepanus: Ha pOHe MeTOTpeKcaTa
OTMeYeHa MOIOKNUTeNbHAs JUHAMIKa (0c/mab/ieHye apTparuit).

B sToM ke rofy OKy/IMCTOM OTMEYa/IMCh M3MEHEHMS CO CTOPOHBI
I71a3, IOCTaBJIeH AVIATHO3 «KepaTOIaTH»; momydana Makcuaekc (mexca-
MeTa30H) C ITOIOKUTETbHON JUHAMUKOIL.

B Bospacre 14 neT y manmeHTKy 6b1a 0OHapy>keHa KICTa IIPaBOro
AVYHYKA (€CTh BEPOSATHOCTD, YTO KUCTA TOXKE SIB/ISETCS MPOSBIEHIEM
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BK, mosromy Heo6xonmMMo fanbHelilee 06cieoBaHme; B ONb3Y Mpe-
HIOJIOXKEHNUA TOBOPUT NPaBOCTOPOHHSAA JIOKAIM3aLMs, Beflb Hamboee
4acToJ JOKaau3alyeil BOCIaanTeIbHOTo npouecca npu bK ABngerca
HOAB3IOIIHO-C/ICTIOKNIIEYHBII IePEXO0f, YTO, YIUTbIBAsA CKIIOHHOCTDb K
CBHIIIe0OPAa30BaHMIO, CIIOCOOCTBYET 0OPa30BAHNUIO KUCT C IIPABOIL CTO-
pousl [10, 12]).

B aTOM e TOfy AMarHOCTMPOBAHBI XPOHMYECKMIT HEMH(EKIVOH-
HBIIT SHTEPOKOMNUT (peluVBYUpYIOllee TeYeHIe), XPOHNIECKIIT TOBepX-
HOCTHBIJ TacTpPOAYOleHUT C rumepxnopruppueit, Hp-acconumnposan-
Hbll1. HasHaueH nTenbHbI IpueM 3aKodabKa.

Yepes nBa Mecslla MOBTOPHas TOCIUTAIM3ALMUA C XamobaMy Ha
nepuoadeckye 60/ BO BCeX CyCTaBaX, OTEYHOCTb TKaHe! B 00/1acTn
KOJIEHHBIX cycTaBoB, XpycT B HIOII. ITpu Y3U cycTraBoB — CMHOBMMT
o6oux THC, MUHMMAaNTBbHBIT TEHOBATMHUT pPasrubdaTeseil maabliieB 060-
ux JI3C, ynnornenne kancynsl KC; ysenndyena fo3a MeToTpeKcara.

CrycTs ewje Tpu Mecslla Y9aCTUINCh 60N B XXMBOTe (HE3aBUCUMO
OT efIbl), CTYJI C IPMMECBIO KPOBI. B racTposHTepoIornieckom oTzerne-
HUM JMarHO3 — yrpoxkaemas 1o 6one3nu Kpona. MerorpekcaT oTMe-
HeH, Ha3HaveH caodarbk.

B 15 ner — mnmaHoBasA rocuuTanusauys, npu ¥Y3W cycraBoB — Mu-
HuMasbHblil BeIOT B 'CC, TBC, M®C. B cBsA3u ¢ ycunenuem 6omeit B
CycTaBax BO30OHOBJIEHA TepalNsA METOTPEKCaToM, IipueM cynbgacara-
31Ha IIPOJOJDKEH.

Yepes rop Haxofuaachb B TaCTPOIHTEPOTIOIMYECKOM OTAENTEHUN C
KamobaMi Ha eXeIHeBHble 60N B SIUTACTPUN U OKOJIOIYIIOYHON 00-
JacTH, Yale npy GU3NIecKoil Harpyske 1 mepef gedeKaryen, CHIDKe-
HIIE allIIeTUTA, TOLUIHOTY, OTPbIKKY, U3)KOTY, METEOPM3M, YUallleHNe CTY-
na (mo 5 p/cyT.), cmabocTh, yTOMIAEMOCTD, AeuIUT Beca. YCTaHOBIEH
muarHo3 — 6one3Hb KpoHa TOHKOI KUIIKY, BOCIAINUTeNbHas (opma,
CpeJHeN TAXECTY, YMEPEHHOM aKTUBHOCTY; XPOHMYECKIIT TIOBEPXHOCT-
HbIIT racTpopyosieHuT, Hp-otp., o6ocTpenne; IOVIA, nonmaprpur, Mu-
HMMaJIbHOJ akTMBHOCTHU. HasHaueHbI MecamasyH («Impemapar BbIOOpar»
npu BK ToHKOI K11Ky), MeToTpeKcaT, ¢ ojmeBas KUCI0Ta, OyIeCoOHI/,.

Ha momenT ocmorpa (2018 r.) maumenTke 17 net, auarHos — 6o-
ne3Hb KpoHa TOHKOJ KMIIKM, BOCIANTeNbHAA (GOpMa, PEMICCHUA; XPO-
HIYeCKUI TaCTPOAYOREHUT, pacipOCTpAaHEHHBDI, HeaCCOLMPOBAHHDII
¢ Hp, o6ocTpenne; roHOMmecknit monmuapTput. [JuHaMnka Ha QoHe yede-
HIIA TIO/IOKMTE/IbHASL.
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Taxoke pecTaBIAeT MHTEPEC BOIPOC XPOHMYECKOTO TacTPORYOie-
HUTa y manyueHTku. B 2015 1. (14 net) 6b11 ycTaHOB/IEH fuarHo3 «Hp-ac-
COLIMMPOBAHHDIN racTpofyofeHnT»; B 2017, 2018 IT. njieT pevn 0 racTpo-
IyOlleHNTe, He acCOoIMMpoBaHHOM ¢ Hp-nHdpekunmeit. OpagnukayoHHas
Tepamys, HaCKOJIbKO HaM M3BECTHO, MAllMieHTKe He IpoBoawIach. Ilo
JaHHBIM JINTEPATYPBI, Cylb(acanasvH, KOTOPbIl MAalMeHTKa IPUHU-
Mmaet ¢ 2012 ropma, obnmajjaet, Ipy JINTETbHOM IIPUMEHEHUN, dpajiuKa-
IIVIOHHBIMU CBOJICTBaMM B oTHoieHuu Hp. Hamndne BocmanuTenbHbIX
usMeHeHuit B BepxHeM sTaxke JKKT B orcyrcreue Helicobacter pylori
npu BK sBiseTcs moBopgoM s 6ojee rmyb0Koro 06cIeToBaHs 3TOTO
y4acTKa C B3ATHEM OMONTATOB Ha IIpeMeT IPaHy/IeMaTO3HOrO BOCIIasIe-
HIIS1 C IOC/IEAYIOIMM paclIYipeHyeM TOMMYeCKOTo AMarHo3a Ipy I0Jo-
XKUTEIbHOM pesy/brate [6, 11].

BbiBoAbI

Buexumieynsle nmposBrenuss BK moryt mpeo6najgate B KIMHKYe-
CKOJI KapTuHe 3a060/eBaHMs, I0O9TOMY Ba)KHa HACTOPOXKEHHOCTb Bpa-
4eyl B OTHOIIEHN! aTUNNYHOTO TedeHUs 60/mesHy; 6oee IpUCTaIbHO-
My HabmofeHnio nomexar et ¢ [IMBV B anamHe3e. Y maiueHTOB
C yCTaHOBJIEHHBIM AuarHosoM bK ciefmyeT BHMMaTe/IbHO OTHOCUTBCA K
CUMIITOMaM, IOJJO3PUTETbHBIM Ha BHEKUIIIEYHOE IIPOABJIEHNE, CBOEBpe-
MEHHO U IPaBUJIbBHO JUATHOCTUPOBATh, U JIEYUTD IAHHbIE COCTOSHUA.

Cnncok nutepaTtypbl

1. Boiiko, T. V1. BHeknIeuHble IPOsIBIEHNsI BOCIATIATENbHBIX 3200-
neBaHmit kuieuynuka // HoBoctn meguiuust n papmanum. — 2010. —
18 (341).

2. Tpynaocty suarHoctuky 6onesHyu KpoHa BepXHUX OTHENOB Ke-
nypgo4dHoKMIIeyHoro Tpakra / I'pumenko E. I, Hukonaesa H. H., Huko-
maesa JI. B. u np. // Cubupckoe meguuyHckoe o6ospenne. — 2013. — Ne
6 (84).

3. Oybposa, C. 3. bonesup Kpona Tonkoit kumku / Iy6posa C. 3.,
Cramyxk I A, Top6auesa 0. B. // QuKI. — 2014. — Ne 4 (104).

4. Crohn's disease of the vulva / Andreani S. M., Ratnasingham K.,
Dang H. H. et al. // Int J Surg. — 2010. — Ne 8 (1). — P. 2-5. — doi:
10.1016/j.ijsu.2009.09.012.

5. Baumgart, D. C.Crohn's disease / Baumgart D. C., Sandborn W. J.
/] Lancet. — 2012. — Ne 380 (9853). — P. 1590-605.

6. Low prevalence of Helicobacter pylori in inflammatory bowel
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disease: association with sulphasalazine / el-Omar E., Penman I.
Cruikshank G. et al. // Gut. — 1994. — Ne 35 (10). — P. 1385-1388.

7. Clinical Features and Extraintestinal Manifestations of Crohn
Disease in Children / Lee Y. A., Chun P,, Hwang E. H. et al. // Pediatr
Gastroenterol Hepatol Nutr. — 2016. — Ne 19 (4). — P. 236-242.

8.Is cytomegalovirus infection related to inflammatory bowel disease,
especially steroid-resistant inflammatory bowel disease? A meta-analysis
/LvY.L,HanEE,JiaY.]. etal. // Infect Drug Resist. — 2017. — Ne 10. —
511-519.

9. Inflammatory bowel «Cardiac» disease: Point prevalence of atrial
fibrillation in inflammatory bowel disease population / Pattanshetty D. J.,
Anna K., Gajulapalli R. D., Sappati-Biyyani R. R. // Saudi ] Gastroenterol.
—2015. — Ne 21 (5). — P. 325-9.

10. Adnexal localization of Crohn's disease and recurrent massive
ovary cysts / Ribaldone D. G., Conti L., Resegotti A., Astegiano M. // Rev
Esp Enferm Dig. — 2016. — Ne 108 (8). — P. 525-6.

11. Roman ALS, Mufioz F. Comorbidity in inflammatory bowel
disease / Roman A. L. S., Muiioz E. // WJG. — 2011. — Nel7 (22). — P.
2723-2733. — doi:10.3748/wjg. v17.i22.2723.

12. Ovarian involvement in Crohn’s disease: A rare complication /
Saborit R., Roig A., Garcia Del Cafio J. et al. // RevEspEnfermDig. —
2016. — Ne 108 (2). —100-3.

4.3. Taxenasn 6p0onnerquaﬂ Ancnja3sng HOBOPOXAEHHOTIO:

nocnencTeuga HeﬂpaBManOVI ANAarHOCTUKHU
Komaposa U.A., YepmsiHuHoBa E.A., neavatpuyeckuii pakyneteT, 6 Kypc,
@reOy BO YIMY, r. EkaTepuH6ypr

BeegeHue

Bpounxonerounas pucmiasus (BJIJ) — 3TO MOMMITHONOrMYECKOE
XpOoHMYecKoe 3abojieBaHMe MOPQOIOTNYECKN He3peNbIX JIeTKUX, pas-
BUBalolleecs Y HOBOPOXKJEHHBIX, IIABHBIM 00pa3oM ITTyOOKO HefJOHO-
IIEHHBIX JleTell, B pe3y/IbTaTe NHTEHCUBHOI Tepamnuy pecnupaTopHOro
nuctpecc-cunanpoma (PIC) n/unv mHEBMOHUMA.

Krnaccndeckass popma mpoTekaeT ¢ IpeMMyIeCTBEHHBIM MOpake-
HyleM OpOHXMOJ 1 TapeHXVMBI JIETKIX, PasBUTIeM aMbu3eMsl, pubposa
¥I/VUIY HapyIIeHUeM PeIUIMKALVIM a/IbBeOJI; IPOAB/IAETCA 3aBUCUMOCTBIO
OT KMCTIOpOJia B Bo3pacTe 28 CYTOK )XM3HU U CTaplile, 6pPOHX000CTPyK-
TUBHBIM CHHJPOMOM ¥ CUMIITOMaMU IbIXaTelTbHOM HeJOCTATOYHOCTI;
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XapaKTepu3yeTcs CIelpIYHBIMI PEeHTTeHOrpaduecKMI M3MeHeHN -
SIMU B IIepBble MeCALbI )KI3HM U PErpeccoM KNMHIYECKUX NPOsABIeHNI
TI0 Mepe pocTa pebeHka.

CpefHnit recTallMOHHbIN BO3PacT OONBIIMHCTBA AeTell, pa3BMBalo-
mux BJII, B COBpeMEHHBIX YC/IOBUAX COCTABIIAET 28 HeJle/b; TO/IABIIA0-
1jee 6O/IBIIMHCTBO CTy4aeB (75%) IPUXOAUTCA Ha IeTell C Maccoll Tena
npu poxxjeHny MeHee 1000 . B cBsA3u ¢ M3MEHUBIINMMCS KOHTMHI€HTOM
HALMEHTOB ¥ KapTMHOI 0O0JIe3HM ObUI NPENIOXKEeH TePMUH HOBAs»
BJIJl — mapeHXMMaTo3HOE JIETOYHOe 3ab0jIeBaHIe, XapaKTepusylolle-
€cd HapylIeHMeM pOCTa U pa3BUTHUA albBeO U COCYNOB MajIoro Kpyra
KpPOBOOOpallleHsI, B pe3y/IbTaTe BO3/IE/ICTBIS Pas/INIHbIX (aKTOPOB Ha
Hespesoe jierkoe. [mcronornyeckas kaptuHa gaHHoi ¢popmbr BJI]I xa-
paKTepu3yeTcsl yMeHbIlIeHNEeM YMC/Ia ¥ pa3Mepa anbBeosl, CHY>KEHHBIM
YJC/IOM KaIlM/ULIPOB, MMHMMA/IbHBIMU (PUOPO3HBIMM VIBMEHEHUSMIU.
CunoHMMOM TepMuHa «HoBas» BJIJl ABnsgeTcs «mmocTcypdaKkTaHTHASY.

daxTops! prcka passutus bJIJ] npenctapnensl B Tabmue 1.

Tabnuua 1

®dakTopsbl pycka passutua B/
(dPepepanbHble kKAMHUYECKMe pekomeHgaumm, 2016)

npu poxaeHun (< 2500r)
3afiepKKa pa3BUTUA Nerknx
HepocTtatouHocTb
AHTNOKCUAAHTHON 3aLunTbl
[eHeTnuyeckasn
npeapacnonoKeHHOCTb
benas paca

My»ckoi non

PecnupaTopHbIi gnctpecc-
CUHAPOM HOBOPOXAEHHbBIX
OYHKLUOHUPYIOLLNIA
OTKPbITbIA apTepuanbHbIi
NpPOTOK

HapgnoueuHnkoBas
HeoCTaTOYHOCTb
CrHIpoM acnvpaumm
MEKOHUA
lacTpo3zodareanbHblii
pedniokc

JlerouHoe KpoBoTeUeHMe
CUHIPOMBI YTEUKM BO3AYXa

DHAoreHHble | DK30reHHble
Hemoandunuupyemble Mogundunumnpyemble

HepoHolweHHOCTb HepocTtatouHOCTb BN c Bbicokum MAP
Manas macca Tena cypdakTtaHTa BpoxnaeHHas

1 nocTaTtasibHas
HO30KOMManbHas HbekLus
HapyweHve nuTaHua
Lednunt ButammHa A, mean,
LMHKa, CefieHa, MarHus
M36bITOK XXNAKOCTU 1 OTeK
Nerkunx

Bormpocsl BbIxa)XyBaHMsI [TTyOOKO HEIOHOIIEHHBIX fieTeil B Poccnii-
CKOM 37IpaBOOXpaHEeHN! KpalHe aKTya/IbHBbI, ¥ C TAKOII ITAaTOJIOTMeN KaK
OpOHXO/IErOYHas UCIUIA3NA IPUXOAUTCA pabOTaTh JOCTATOYHO YacTo.
B coBpeMeHHOI KIMHNYECKOII IIPaKTHKe A/IA JODKHOTO Mofbopa Tepa-
MM Y Ka4eCTBEHHOI peabIMTalyy HeJOHOIIEHHOTO HOBOPOXX/JeHHO-
ro KpalflHe BXHO PacIO3HATbh ¥ NPAaBMIbHO AMATHOCTUPOBATb OPOH-
XOJIETOYHYIO JMCIUIA3UIO0, TOCKO/IbKY y IPeNCTaBIeHHBIX BBIIIE BYX
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($hopM UMeI0TCA CylleCTBeHHbIE Pa3IMyNs B IIaATOreHe3e I MOP(OJIOTUIL.
HenpaBuibHast AuarHocTyKa 1 Mog00p Tepanuy NpUBOAAT K ITyOOKoit
VHBAIMAM3ALNY peOeHKa ¥ CTAaBAT IOf, BOIPOC €T0 BBDKMBAEMOCTD I
CIIOCOOHOCTD K aflalTAL[V BHE PEaHVMAIVIOHHOTO OT/e/IeHNA.

OnucaHwne cnyyan

[TameHT: meBOuKa, 1 rom 1 mec.

KnuHnyaecknit AuarHo3 — MHTEPCTUIMATbHASA 60/Ie3Hb JIETKMX KaK
MICXOZl OPOHXOJIETOYHOI AMCIUIa3NN, KIaccudeckas popMa, TsHKeoe Te-
YeHue.

@DOH: HE[JOHOLIEHHOCTD 25-26 Hefle/b. DKCTpeMaTbHO HM3KasA Macca
tena (OHMT) npu poxxpennn (500 r). TpaHsuTopHOE MMMYHOLEPULIAT-
HOE cocTosAHMe. [nnepniasusa Tumyca 2 CTeIeHn.

OcnoxxHeHMs: JbIXaTeNbHass HegocTaToyHoCTh III cremenn (Kymm-
poBaHa). J/lerounas runeprensus. [locTMHTYOaIMOHHBIN CTEHO3 TOpPTa-
Hu. [lannmnaTuBHOE cOCTOsAHME

ConyTcTByrOmuIil: peTUHONaTUA HefoHomeHHbIXx III cremeny,
perpecc. Omepanus IaHpeTMHA/IbHAasA TPAHCHYNWULIPHAsA Ja3epKo-
arynanua. IlepuHaranbpHasg sSHIjedanonaTusa TIMIIOKCUYECKV-NIIeMI-
YeCKI-TeMOpparndeckoro reHesa, TsDKeON CTeNeHy, IO3IHNII BOCCTa-
HOBUTE/IbHBIN 1Tepuof;. CMH/IpPOM ABUTATeTbHBIX HApYLIeHNUIL. 3ailepKKa
CTaTMKO-MOTOPHOTO ¥ IICUXO-TIpefipedeBoro pasputus. Ilepcuctupy-
fomast CMV undexusa. Anemus 1 cTereHy CMeIIaHHOTO reHesa. BeH-
TWIATOP aCCOLMMPOBAHHAsA THeBMOHMSA TsDKenast GopMa, peKOHBajIec-
1ieHT. [HOJHBI TpaXeoOPOHXUT, CpefjHell CTeNIeHN, PEeKOHBAJIeCIIEHT.

Omnepanus: 10.04 — HIDKHAA TPaxeoCTOMMS.

Anamme3 Hu3Hu.

AHTeHaTaIbHBIN epyof;: 6epeMeHHOCTb — 5, poxsl — 2 (1,2 — ca-
MOIIPOM3BO/IbHBIN BBIKM/IBIIL, 3 — IpeXJeBpeMEeHHbIe pobl B 31 Hefe-
0, 4 — CaMOIPOM3BOJIbHBII BBIKMADINI). TeueHne 6epeMeHHOCTH: Te-
HeTr4decKast TpOMOOPUINs, MICTMUKO-IiePBMKaTbHAsI HEOCTATOYHOCTD,
aKymepckuit meccapuii, anemus 1. Hecrrennduueckuit konpmmt. CuH-
IPOM MEKOHMEBBIX BOJ,. Bo BpeMs BhIHAIIMBaHMA IIJIOfA MaMa IIUTA/Iach
XOPOILIO, VCK/II0Yasi 06nuraTHble ajyieprensl. Mama cobriofana pexxum
OT/bIXa, MUTAHUSA, CHA, pabOTHl BO BpeMs OepeMeHHOCTH. VIHTpaHa-
TaJIbHBINI TepUOof: MpeXeBPeMEeHHOe WU3NIUTHE OKONOIIONHBIX BO[,.
JmnrtenbHblt 6e3BOHBIN Tepuof. Poxbl mpexeBpeMeHHble abOMU-
HaJIbHbIE B 24 HeJleNn B Ta30BOM Ipefesxanun. HeoHnaTanbHbIN epu-
OJ: XapaKTepUCTUKAa HOBOPOXKIEHHOTO: HEJOHOIIEH, Macca Te/la Py po-
sxpenun 500 r., muHa Tena 31 cm. O1ieHKa 10 1Kaae Amrap 6/6 6anios.
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JKumminele ycmoBust: 6maroyctpoeHHas KBapTupa. 3a peGeHKOM
JIOMa YXaK/BaeT NpeUMyllecTBeHHO MarTb. CoOiofieHNe TUTieHnye-
CKOTO pexxmma coOmrofjaeTca B IOMHOM Mepe. CoOIManbHbI aHAMHe3:
0/1aTOIIONTYYHBIN. AJIIeproaHaMHe3 CIIOKOEH.

AHamHes 3a6071e6aHUS.

Cpasy nocye poxxjieHusA Ha cpoke 25-26 Hefienb ¢ Maccoit 500 T He-
HOCPEeICTBEHHO B POJOBOM 3ajie ObUIV IPOBEIEHbI peaHMMAaI[IOHHbIE
meponpuaTusa: Milking, Tepmonaker, corpepanne, CPAP, unryb6auns,
VBJI, Kypocypd 200Mr/Kr, TpaHCIIOPTUPOBKA B OT/E/IEHUE peaHVMa-
nuyu u nHTeHCBHOI Tepammu (OPUT) B TpaHcmopTHOM KioBede Ha
MBJI. CocTosiHMe Ipy NOCTYIUIEHUM TSDKEIOE 3a CYUEeT JIbIXaTelbHOI
HEI0CTATOYHOCTY, HEBPOJIOTMYECKOI HEJOCTATOYHOCTY, MOP(POPYHK-
LIMOHa/IbHON HespenocTu. IIpogomkena pecnuparopHas Tepanusa VIBJI,
VHQY3MOHHAsI Tepanys C Le/IbI0 TapEeHTEePATbHOTO MUTAHMSA, AaHTNOAK-
TepuanbHasd TepanyA (aMIMIVIMH+TeHTAaMUIVH), KOQENH C Ie/bio
npodwnaktuky bJIJI. Ha 3 cyTku, yunTbiBas HU3KMe mapaMeTphbl BeH-
TWIALMY, — YMEHbILIeHMe JipIxaTenbHoi HepoctaTouHocTu([JH), pebe-
HOK 9KCTYOMpOBaH, POJIO/DKeHa peciimpaTopHas noaaep>kka BNCPAP.
Ha 4 cytkm — orpunarenpHas AMHaMuKa, Hapactanue [IH, pe6eHok
BHOBb IlepeBefieH Ha npoaiennyto VIBJI. Ha 5 cytku >xnsunm (24.06.28),
YIUTBIBAsI aHEMMIO TSDKEJION CTelleHM, IPOBefleHa IeMOTpaHC]ysus,
6e3 ocnoxxuenuit. Ha 6 cyTku mist fanpHeNIero redeHns mnepeBefeHa
Ha Bropoll atan OPUTH. CocrosiHue mocie TpaHCIOPTUPOBKU CTa-
OunbHOe, HopMoTepMusA. IIpomo/pkeHa aHTMOAaKTepuanbHas Tepamus,
MHQY3NOHHAs Tepals C LIe/IbI0 APeHTepa/bHOIO MUTAaHMA, KOQenH,
¢dororepanusa. Ha 8 cyTku >X1u3HM, yIUTBIBasA OTCYTCTBME IPU3HAKOB
TeyeHMA MHQEKIMOHHOTO IIpoliecca, aHTMOAKTepManbHas Tepam
(ABT) saBepuiena. Ha 16 cyTku, yunTbIBasi CTOVIKME 1 YacThle 3MN30-
Ibl alHOd, BHOBDb nopnepxkka VIBJI. Ha 29 cytkm — orpuiarenbHas
AVMHAMMKa, HapacTaHue 02-3aBUCUMOCTH, peOeHOK MHTYOMpPOBaH, Ipo-
BefieHa reMoTpancdysusa. Ha 35 cyTku mpoBefieH Kypc JjeKcaMeTa3oHa
¢ nenbio nedeHuss BJIJI. TTompITKy 3KCTyOaLuy U mepeBofja Ha peciu-
patopHyto nopep>kky BNCPAP 6esycnemnst. Ha 45 cyTky, y4nTbiBast
peHTreHorpagieckre faHHbIe, HApAacTaHNe JeIKOUNTO3a. BricTaBieH
IVMATHO3 «BE€HTU/IATOPACCOLMMpPOBAaHHAsA THEBMOHNA», B3AThI IIOCEBHI,
HasHaYeH LedennM, nposefieHa reMoTpancdysus. Ha 55 cyTku >xn3Hn
IIpoBeieH BTOPOJ Kypc JeKcaMeTa3oHa ¢ Lenblo nedeHus bJIJI. Ha 62
CYTKM, YYUTBIBasA HU3KMeE ITapaMeTpbl BEHTWIALNY, aKTVBHBIE HOIDIT-
KJ CaMOCTOATENbHOTO JbIXaHNA, peOeHOK SKCTYyOMpOBaH, IIPOIO/KeHa
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noppep>kka BNCPAP. Ha 91 cyTku pecnmparopHas Imojfiep>KKa 3aBep-
meHa. Ha 98 cyTku orpuiiarenbHas JUHAMMKa, HapacTaHMe KUCIOPOJ-
HOJI 3aBUCYMOCTH, OPOHX000CTPYyKIIMs, peOeHOK MHTYOMPOBAH 1 Havya-
Ta npojieHHas VIBJI. YuuTbiBasg oTpuLaTENbHYIO IMHAMNKY, Ha3HaYeH
ammmcup. Ha 125 cytku, yuntsiBas ymenbuieHue [JH, skctybuposana,
MpoJo/DKeHa pecnuparopHas nopgepxka Ha BNCPAP. Ha 133 cytku —
HOBTOPHBII Kypc AekcaMerasoHa. Ha 143 cyTku Ha ¢poHe yMeHbIIeHNA
IOH pecnuparopnas nopgepxka BNCPAP sasepmena. Ha 152 fenb
BHOBb Hapacranue [JH. Ha 155 cyTkn peGeHOK MHTYyOMpOBaH, Hauata
npopienHas VIBJI, 1o maHHBIM peHTreHorpaduy — IPU3HAKY TSKENOi
BJIM. YanuTbiBas OTpULIAaTebHYIO AVMHAMMKY, Ha3Ha4eH aMIIVCH],

C 28.11.18 nepesefiena B MAY JII'Kb Ne 11 Ha cremyromuit sTamn
BpixaxuBaHysA. CocrosHue TspKenoe 3a cuet OIH, mopdodynkumo-
HanbHOM Hespenoctu (M®H). Knuunuyecknit muarunos. OCHOBHOM —
OpOHXOJIeroyHas AUCIVIA3UA Kaccudeckas QopMa, TsKenmoe TedeHue.
Ocnoxnenns: [IH III. Jlerounas runeprensus. OPoH: HeJOHOILIEHHOCTD
25-26 nHepenb. OHMT npu poxxpenun. ConyTcTBYIOUINIT — peTUHONA-
A HepoHouleHHbIX III crenennu, perpecc. Onepanysa — MaHpeTHHAb-
Has TpaHcnymwuLApHas masepkoarymauysa OU 11.09.18. IlepuHaranb-
Hasi OSHUe]aTonaTys TUIIOKCUYECKU-MIIeMIYeCKI-TeMOPParndeckKoro
reHesa, TsOKENIOl CTENeHM, OCTPhIi Iepuop. [lepuBeHTpUKyNApHad y1eli-
koMarAnuA. Vcxon BHyTpimkenygoukosoro kposousmusanus (BXKK) III
CTeIeHy crieBa. AHeMIA TSDKETION CTeNeHy, KypoBaHa. BeHTuiArop ac-
couympoBaHHas nmHeBMoHMA (BAIT) Tsokenas gpopma, peKOHBaIECIeHT.

30.11 HapacTaHue ABJIEHNUI CUHPOMA CUCTEMHOTO BOCIIA/INTEIbHO-
ro orBera (CCBO) (caBur neikonutapHoit popmysl BiaeBo, poct CPB)
yctaHoBseH auarHo3 BAIIL. Havara repanus (nedrasuanm); 2.12-8.12 —
aMuKanmH; ¢ 7.12 — anuknosup B/B (tepanusa CMV-undexuymn). 10.12 —
Hapacranue CPB, nerikoruroza — cmena ABT na cynbpnepaned. [Toces
MOKpPOTbI — Psaerugenosae (mmonmpesucteHTHbI), Ac. baumanii ¢ uys-
CTBUTENIBHOCTBIO K Cy/nbOakTamy. 17.12 — peHTreH OpraHoB I'PYAHOI
xietku (OT'K) 6e3 mnpunbrparuBHbIX nsMeHenuit. Y3V ceppua: pac-
XOXKJIeHM€ JIETIECTKOB IepUKapAa K0 4 MM, IPU3HAKY JIETOYHOI IUIIep-
tensuu (JII') He onpepensiorcs. 25.12 nepeBeseHa B pexxum VIBJI CPAP.
27.12 momnbITKa 9KcTybanym He ycnemHa. Hapacranne OJTH Ha done mo-
CTUMHTY0AIMOHHOTO CTEHO3a, IPOM3BefieHa MHTYOAIs Tpaxen. PeHTren
OT'K — panHBIX 32 THeBMOHMIO HeT. [Io pekoMeHaum Kap/i1oiora K te-
panuu no6asnen karmoreH. 02.01 Otmena ABT. PekoHBanecieHT o mHeB-
MoHuH. 5.01 Mpy KOHTPOILHOM PEHTI€HOIOTMYECKOM MCCIENOBAHNN —
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IIPaBOCTOPOHHS OucerMeHTapHas nHeBMoHus (BAII). BosoOHoBeHa
ABT uedennm + nunpodrokcauys. B Mokpote BbiceB Ps.aerugenosae
HONMPEe3NCTEeHTHAasA B HU3KOM Tutpe. 11.01 — ocMOTp Kapamosnora, oT-
MeHa KallOTeHa, Ha3Ha4yeHJe BepOIINMpoHa n cungeHaduna. 14.01 —
Hapacranue CPB, cmena ABT Ha MepoHewm. [TonbiTKa 9KCcTy6a1ny BHOBD
He yCIIeIlIHa, CAaHALs 0OMIbHOT THOMHON MOKPOTBL. 15.01 — KOHTpO/b
peHTreHa, JaHHbIX 3a MHeBMoHUIo HeT. bJIJl. 17.01 — VIBJI CPAP, Ho
C yyeToM HapacraHus mnokasarensi PCO2 — nepesBop B IPUHYAUTENb-
Hbit pexxuM VIBJI ¢ 21.01, B 9TOT [ieHb BbICEB U3 MOKPOTBI Ac.baumanii,
k ABT po6asnen cynbnepaned. 23.01 — B pexxume CPAP. JJaHHbIX 3a
nHeBMOHMIO Ha pertreHe OI'K Het. 25.01 mombITKa 9KCTyOanuym — He
ycnemHa. IlepeBefiena B npuHynuTenbHblil pexxum VIBJI. 8.02 oTmeHa
ADBT. PexonBanecuent mo BAII. 14.02-22.02 — napacranne CPb o
58,7 mr/n, neiikoruTo3 — no 20,4, Ha3HavueHa aHTUOAKTepUaTbHAs Te-
pamus: neTasuauM, TMeHaM. YCTaHOB/IeH AnarHo3 BAITI. 28.02 — ak-
cTybupoBaHa, nepesefeHa B pexxum BNCPAP. 3.03 na ¢one HapacTa-
founx siBnernit OJJH (06CTpyKTUBHBIN THI — CTEHO3 TOPTaHM) OblIa
3aMHTYOMpOBaHa 1 IlepeBefieHa Ha HPUHYAUTENbHBIN pexum VIBJL.
7.03 — pexonBanecueHT BAIL. Ormena ABT. Ha peHTrene jaHHbIX 32
ITHEBMOHMIO HeT. 11.03 ¢ y4eTOM HeOHOKPATHBIX ITONBITOK 9KCTyOaLum
C HOC/IEAYIOWMM Pa3BUTIEM KIVHUKYU ITOCTMHTYOALMOHHOTO CTEHO3a
nepesoputca B OIKD mis onpenenenus nokasaHnuii K onepanuy Tpaxe-
OCTOMMM IO COITTACOBAHMIO C 3aBEIYIOLIVIM OTZENeHN s aHECTe3VO/IOT UM -
peannmarnuu (PAO). [Inarnos npu nepesope. OcHoBHol — BJIJI, kmac-
cnveckas dopma, Tsokenoe Tedenne. Ocnoxuenust: [JH III. Jlerounas
runeprensys. ITocTMHTY6aIVIOHHBII CTeHo3 ropranu. IlammarusHOe
coctosHue. OoH: HefoOHOLIEHHOCTh 25-26 HA. OHMT npu poxpenun.
[TocraaranpHas CMV undexims. BAIT, pekonBanecuent. [unorpodus 1.

B OJIKb 6pi1a nposenena KT OI'K: atenexras C2 B/monm crpasa.
Tepanusi: cynprakcuH, aypuiinH, fekcameTasoH, peHobapbuTa, Bepo-
mmpoH, Tamudio ¢ 15.03. 12.03 mponussesieHa reMoTpaHCcy3ns.

18.03 mepesemena B OPVT 11 JIb. CocrosiHue TsKenoe 3a CUeT
OIH, CCBO. Pentrenosnorndecku onpefeneHa IHeBMOHNA CIIpaBa B B/
mone. Hasnauena ABT-niedenum. 19.03 Y31 noduek u nevenn— nud-
¢dy3Hble M3MEHEHNA B IIApEHXMMe MOYeK U PeaKTUBHBbIC M3MEHEHU:
neuenu. Hevtpoconorpagpusa (HCI) 6e3 naronorun. Y3V ceppua — He-
3HauUMTeNbHasA APKOCTh nepukappa. 28.03 penrren OI'K — arenexrasnl
B BEpXHeIl Jlofie 11 cpepHeit forsix cipasa. CmeHa ABT Ha TueHaM c yde-
toM pocTa CPb. 05.04 — pentren OI'K, faHHBIX 32 THEBMOHUIO HeT.
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09.04 ¢ y4yeTOM HEOTHOKPATHBIX IOMBITOK 3KCTYOAIMM C K/IMHU-
KOVl MOCTUHTYOAIVOHHOTO cTeHo3a mnepesoautcss B OIKDB Ne 1 pia
onepauuu Tpaxeocromun. 10.04 mpousseieHa HVDKHAA TPaXeOCTOMMAL.
ITpousBenena remMoTpancdysus ¢ 3amecTuTenpHoN nenpio. C 12.04 Ha
CIIOHTAHHOM JIbIXaHNM Yepes TpaxeocToMmnyeckyio KaHiomo (TCK) ¢ pe-
CIMPATOPHOI MOAAEPIKKOI — MHTanAnuu yBnaxxaeHHoro O2. OtmeHa
THEeHaMa.

16.04 nepesox 8 OPUT 11 [Ib. C 16.04 o 24.04 Haxogunace B OPUT
Ha CIIOHTaHHOM ibixaHu. [Tonyuana ABT: nedrasunmm + aMukanyH (Te-
JyeH1e OPOHXMTA C BBICEBOM arpecCUBHBIX BO30yauTeneit), sygpummms —
2,4% B/B M/cT, yBnaxxHeHHblit O2 depe3 TCK, nnrananum ¢ 6poHXomm-
TyKamu. Ilepyopndeckyt b SIM30ABI TUIIEPKATHUY [0 60-65 MM PT.
ct. [locne crabunusannn nepesefgena B [IOJPB Ne 1. Tam npomomkua
nony4yarb ABT: nedrasuamum + ammkanuH, OblT HOAKIIOYEH (BIyKOHa-
3071 B CBA3M C COXPAHAMUMMCA NTEeMKOIMTO30M. 3a 3MMKPU3HBIA CPOK
BOCXO[iA1[asA BecoBas KpuBasd, Bec npu Boinucke ABT — 5338 .

JlabopamopHvie UHCMPYMEHMATIbHbLE UCCTIE008AHUL:

23.04 — pentren. OnpesieeHbl aTe/IeKTasbl C JBYX CTOPOH. 25.04—
IUII09KTa3pl crupasa. 30.04 aTenexTas B CpefHEN o€ CIIpaBa, TUII09KTa3
B A3BIYKOBBIX cerMeHTax cnesa. HCI — 6e3 matonormu. Y3M OBII, no-
yek, MII — peakruHble usmenenus IDKOK. OKI' — cunycoBblit putMm C
YCC 136-143 ypapos B MunyTy. IXO-KI XKXJDK (cpenmuHO-anmkanp-
Has). [THP IIMB — o6napyxeno 9,3*102 xonuit/min. KIIIC — He60b-
IIas TUITOKCeMMs, JOIYCTUMas TUIepKaHysA. B Tabmuiie 2 MOXHO yBI-
metb pesynbratsl OAK, B Tabmuie 3 — pe3ynbraThl OMOXMMUYECKOTO
aHaym3a kpoBu. OAM 03.05.19 — HebonbInas 6aKTepuypus, KO-
typus. 06.05 — OAM B HopMe.

Tabnuua 2
PesynbTaThbl 06L1ero aHann3a KPosu B gnHamuke (@npenb-mait)

Hata Hb, r/n RBC * WBC * Eos% Neu% Lym% Mon% PLT *

10%/n | 10°/n 10°/n
23.04 114 4,45 21,8 8 37 47 3 245
25.04 122 4,72 18,4 40,1 53,7 9,8 234
29.04 109 4,2 20,8 46,9 48,3 4,8 256
03.05 105 4,06 17,5 36,2 56,0 7,8 292
06.05 102 4,12 16,1 38,8 53,4 7,8 252
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Tabnuua 3
Pe3synbTaThl BUOXMMUUYECKOro aHanM3a KpoBu B AvHamuKe (@anpenb-mait)
HaTta CPBmr/n
29.04 5,95
03.05 0,82
17.05 0,06

3a BpeMs HaXOXX/JeHUA B CTallMOHApe ObIJIO IPOBEIEHO CIefyolee
Jle4eHMe: YBTAXHEHHBI KUCTIOPOJ], MHTA/IAIVIOHHASA Tepanys ¢ aypuii-
mmHOM 2,4%, ABT — ¢ykoHa3071, aMMKal[H BHYTPUBEHHO, (IyKoHa-
3071 BHYTPb, BHYTPUBEHHO, MHT /LAY ¢ OPOHXOMTUKAMY, IHT /AL
oHHbIMU TmOKOKopTuKocTepoupamu (VIIKC). JJaHbl peKoMeHAaImu:
HaO/MoleH1e IefuaTpa, HeBPOJIora, XUPypra, OKyIICcTa, MUMMYHOJIOTa,
CIIeL[Va/IICTOB Ma/UIMATYBHOI CTYXOBI, PYTUX CIELMATNCTOB B IeKpe-
TUpOBaHHbIe CPOKN. [TpodummakTiKa OCTPBIX pecnupaToOpHbIX 3aborte-
BaHuit (OP3): caHaumsa BepxHMX mbIxaTenbHbIX myTent (BIII) mo Tpe-
6oBanuo. Koncynpranus u HabmofeHne MIyIbMOHOIOTa aMOY/IaTOPHO.
Ha6monenne, npukperenne B KITO Ne 13, 6nonpenaparst Kypcom 10
IHell (IMHeKC 6 Kanenb 1 pa3 B IeHb BHYTPb), KUCTIOPOAOTEPaIs Yepe3
TPAaXeoCTOMIYECKYI0 KaHIOMI0 CUTYAI[IOHHO (ZOMa MIMeeTCs KUCTIOPOf-
HBII KOHLIEHTPATOP), eXKeHeBHAsl MY/IbCOKCUMETPUS (IIyIbCOKCUMETP
npuobpeTeH), JOMAIIHNI oXpaHuUTenbHbI pexuM, OAK ambynaTtop-
HO Ha ioMy 4epe3 10 gHelt, nHranAnumu ¢ nynbMmukoproM 0,250 2 pasa
B IeHb 1 Mecsl], MHTIALY ¢ OepoayanoM 5 Kamesb ¢ fobapneHueM 2
M1 puspacTBOpa 4 pasa B ieHb 5 [JHell, KOpM/IEHe SHTePAIbHOE, Yepe3
30H[], 00beM ajanTUpoBaHHON MomoyHoit cMecu (AMC) 120 mi depes
3 gaca, B 09:00 — momo4Has Kama, B 12:00, 15:00 — msacuoe mope 50,0.
BosBbllleHHOE NONOXKEHNE IIOC/ie KOpMIeHMs. TeXHuKe KOpMIEHN:A
Matb o6ydeHa. Takxe KOHTPOIb MPUOABOK Beca, aKBaeTPUM — 2 Kall-
mu 1 pas B genb BHYTpb B 10:00 n 22:00, mpueM BepoinupoHa 6,25 mr
2 pasa B jeHb BHYTpb 10:00, 22:00, 9XOKI, OKI' ambynaropHo depes 1
Mecsl], KOHCY/IbTAIVs KapAMoJIoTa ¢ pe3y/IbTaTaMy 06CIejoBaHus, pe-
KOMeHauuy Hepposora: snabkap 30% 5 Kanenb 2 pasa B IeHb BHYTPb B
Te4yeHue 2 MeCALEB, 3aTeM ITaHToraM B cupore 1o 0,5 M1 2 pasa B JieHb 1
Mecs1, ponmeBas K-Ta ¥4 TabeTKy 2 pasa B leHb BHYTPb JJIUTENTbHO MOJ
koHTponeM OAK. AkTuB B nonmuxmnuuky 17.05.19.

C17.05 1m0 03.07 vaxogmmacek B IIOJJPH JJT'KB Ne 11. JImaruos — mH-
TepcTUIManbHast 00e3Hb IeTKMX KaK MCXOJ, OPOHXOTETOYHOM [VCIIa-
3uy, KIaccudeckas popma, Tsokenoe tedenne, [JH II(xymuposana). Buy-
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Tp1OOIbHIYHAS THEBMOHNA CIIPaBa, TshKenas GopMa, peKOHBAJIECIIEHT.
TpansutopHoe MMMyHOAePUIIMTHOE COCTOsIHME. [UnepruIasus Tumyca
2 crentern. OC/IO)KHEHNA: JIETOYHAA TUIIePTeH3MA Ha GOHe MHTePCTULN-
aznpHON 607e3Hn erkux. [TocTMHTYOanMOHHBI cTeHO3 TopTanu. [lan-
nMaTuBHOe cocTosiHMe. CONyTCTBYOMINIA: peTMHONAT HeJOHOLIEHHBIX
III crenenu, perpecc. Onepanusa naHpeTVHa/IbHAA TPaHCIYIWIIAPHAA
nagepkoarymanysa OU 11.09.18. IlepunaTanbHas sHuedanonaTus riu-
MOKCUYECKNU-UIIeMIYeCKI-TeMOPPArn4eckKoro reHesa TsDKEJION CTelle-
HU, TO30HMI BOCCTAHOBUTENIbHBIN Iepuon. CHHIPOM J[IBUTaTeIbHBIX
HapylleHMil. 3aJep>KKa CTATMKO-MOTOPHOTO ¥ ICHUXO-IIPefpedeBOro
passutua. JXJDK. Iepcuctupytomas CMV nupexiusa. [HolHbI Tpa-
xeobpouxut Ha poHe HocutenbctBa TCK. Onepaums: 10.04 — HUOKHSAS
Tpaxeoctomus. YKasoObl py MOCTYIIEHNM: Kallle/lb, OfBIIIKA, 3aTPY/-
HEHHOe JibIXaHle, ajieHre carypanuu go 50%. AHamHe3 3a00/1eBaHMA:
BBINVCaHa JOMOM 17.05.19 B CTaOMIBHOM COCTOSIHUY CPelHel CTeleHN
TSKECTHU, COXPaHANACh YMePeHHas KMCIOPOfiHAsA 3aBUCUMOCTD. JJoma
UMeeTCs KUCIOpPOAHBIN KoHLeHTpaTop. K Beuepy 17.05 mossieHue
OZBIIIKY, 3aTPYJHEHHOrO [bIXaHMA, MafieHue carypanuy go 50%. Bei-
3paHa CMII, pebeHok focTaBneH B mpuemHblil mokoit MAY JITKB Ne
11. Ilepesepgena B OPUT. Ilo KIIC — runepkanHus fo 65,1 MM pT. CT.
ITpenBapuTenbHbII AUATHO3 — ITHEBMOHMA? B /ledeHNN yBIasKHEHHDI
kucnopop depe3 TCK, syduwuina BHyTpUBeHHO MUKpPOCTpyitHO, ABT:
cynbliepatied BHYTPUBEHHO, MHIA/SLNY C OPOHXOMTUKAMY, CUMIITO-
Marndeckas Tepanus. Ha ¢oHe mpoBopmmoit Tepammy KUCTOpOFHAS
3aBMCHMMOCTb YMEHBIINIACh, OfBIIIKA MeHee BhIpakeHa, perpecc JJH mgo
1 crenenu, coxpansawTca asnenua bOC. Ilo KIIC — ponyctumas ru-
nepkamnHus 47,3 MM pT. cT. 21.05 pebeHOK IepeBefieH B IpOdUIbHOE OT-
nenenue IIOJPB Ne 1. 25.05-26.05 — mogbeMbl TeMIepaTypsl fio 37-37,7
C. Pentrenonornyecku 6e3 MHOWIbTPATUBHBIX U3MEHEHWIT, B IMHAMU-
Ke CHIDKeHMe JIeNKoIuTo3a 1o 15,3¥109//1. YuurtpiBasi TedeHme rHOMHO-
ro Tpaxeobponxura Ha ¢poHe HocutenbctBa TCK, ABT — cynpnepaned
npopo/bkeHa. Temmeparypa 6orbiie He nmogHuManace. 23.05 9XO-KI:
npusHaky erouHoit runeprensun, CAIDK 60 MM pT. cT. OcMOTp Kapan-
OJIOTOM: JIETOYHAs TMIEePTeH3NA Ha (OHe MHTEPCTUIMATBHON 00Te3HN
JIETKIX, HEJIOCTaTOYHOCTDb KpoBooOpamenus [la crernenn.

JleueHe: BepOIIINPOH NIPOJO/IKEH, KalloTeH 1 Mr 3 pasa B JieHb, T-
noTuasuj 5 Mr 2pasa B JieHb, cunpeHadun 2 Mr 3 pasa B geHb. 31.05 ycu-
JIVJICSL KaIlleyIb, TUIIepCeKpeLia MOKPOTBI CIM3MICTO-THOMHOTO XapaKTe-
pa, HapacTaHue neiikounTosa o 21,6*109/1, napacranue CPb mo 15,25
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MTI/JI, Ha PeHTTeHe TUII09KTa3 cripaBa. [IMarnos — BHYTPUOOTbHUYHAS
nHeBMOHUA, cMeHa ABT Ha MepoHeM BHYTpuBeHHO. Jlajiee II0/I0KUTeNb-
Has amHamuka: perpecc JH, BOC, cumwxkenne runepkansaun. 10.06 —
pertren OI'K, runoskrasa HeT, ormeHa ABT. HauaTbl monbiTky oryuye-
HYSI OT KMC/IOPOZIHOV TIOf/IeP>KKY, BbiiepkuBaeT 1o 40-60 MuHYT 6e3
KICTIOpOfa C MHTepBanaMu B 3-4 daca. 11.06 9xo-KI'— CIIDK 40-45 MM
pT. cT. Kapayosor moBTOpHO OCMOTpeIT: yBe/IMYeH e JO03bI CuIeHaduIa
1o 4 mr 3 pasa B geHb. 20.06 9x0-KI' — CIIIDK 40-45 MM pr. cT. Kapguo-
JIOT IOBTOPHO OCMOTpeJI: YBeIM4YeHe JO3bI cufieHadua o 6 Mr 3 pasa
B JIeHb 113-3a OTCYTCTBMA OVHAMUKM 110 JIeT04YHOI rumneprensuu. Cocro-
AHUe pebeHKa CpefjHell CTeNeHN TsKeCTH, YMEPeHHas 3aBUCUMOCTD OT
Kucnopopa. Bocxopsamas BecoBas kpusasd. Jepuiut Beca yMeHbIINICA
1o 5%. B Tabmmue 4 npusenens! pesynbratel OAK, B Tabmume 5 — pe-
3y/IbTaThl OMOXMMIYECKOro aHam3a KpoBu. OAM COOTBETCTBYeT BO3-
PacTHBIM HOpMaM.

Tabnvua 4
Pe3synbTaThl 06Wero aHannsa KPosu B guHamuke (Main-utosb)
[ata Hbr/n | RBC* | PLT* WBC* | Eos% Neu Neu Lym% | Mon%
10%/n | 10°%n | 10°/n M% C%
17.05 112 4,29 300 17,2 - - 61,4 35,7 29
10.06 118 4,75 423 28,8 4,0 10,0 32,0 60,0 2,0
03.07 119 4,59 315 12,2 - - 39,1 52,9 6,4
Tabnuua 5
PesynbTaThl BUOXMMMYECKOro aHanm3a KpoBuM B gMHaMmuKe (Mai-uionb)
OaTa CPB mr/n
17.05 0,92
20.05 19,3
10.06 4,75
02.07 0,75

JHCTpyMeHTaIbHbIE METO/BI MCCTefoBaHuA: peHTreHorpagusa OI'K
18.05.19: BJI]I. InnoakTas B cpepHeit fone cupasa. [IneBMoOHNA? PeHT-
redorpadpus OTK 31.05.19: BJI/I. TumoskTas B cpefHeit moe cIpasa.
Pentrenorpadus OI'K 10.06.19: naHHBIX 3a THEBMOHMIO HeT. PeHTreHo-
rpacpmsa OT'K 28.06.19: naHHBIX 3a THeBMOHMIO HeT. Tumomerams? Y3U
OpraHOB OPIOIIHON OMOCTH, oveK 03.06.19: nuddysHble n3meHeHNs B
napenxume nedenn. IKI 20.05.19: cunycosbit put™, YCC 176 ya./MuH.,
V3MEHEHVS NIPOLIeCCOB PeIoJIApU3aLNN JKeTyLOUKOB, yCuIeHne 6moa-
JIeKTPUYECKOIl aKTMBHOCTY IIpaBoro xenygouka. 9XO-KI 20.06.19 : ®B
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67%, CIIDK 40-45 MM pr. cT. HesHaunTenbHOE paciiypeHne MoaoCTu
npaBbix kamep. [IXJDK. 3a Bpems, mpoBefieHHOe B CTalMOHApe, ObLIO
IIPOBEJEHO JIeYeH)e: YBIaXKHEHHBIN KUCIOPO/l, MHTA/IALMOHHAsA Tepa-
s ¢ 9ypuwuinHoM 2,4% ABT — cynbreparied BHyTPUBEHHO, MEPOHEM
BHYTPUBEHHO, (PIyKOHA30/I BHYTpPb, MHIAAINMMA C OPOHXOMUTUKAMI,
UTKC, xapanoTponHas Tepamys: CuIfieHaduI, KaloTeH, ITUIOTHA3N .
Bec npu nocrymnennu 5400 1, Bec mpu Bbimmcke 6440 r. JJaHbI peKOMeH-
JAIVy TIpY BBIINCKE: HAOMONeHe IefiyaTpa, HeBPO/Iora, XIPYpra, oKy-
JIUCTa, VIMMYHOJIOTQ, CIIEL[VIQJVICTOB IIQ/UIMATUBHON CITyXObI, JPyTUX
CIIEIVIA/ICTOB B JieKpeTHpoBaHHble cpoku. IIpopmnaktrka OP3: cana-
nyst BITI, Tpaxeoctomsl o TpeboBanuio. KoHcynbraiys u HabmofeHue
nyapMoHosora ambynaropHo. Habmonenne, npukperienne B KITO Ne 13.

OcMoTp Ha IOMY aKTMBHO: Ha MOMEHT Kypallli COCTOsIHME pebeH-
Ka TsDKeJIoe 3a CYeT /IbIXaTe/TbHOI HeZOCTaTOYHOCTY, MOPPOQYHKIIN-
OHAJIBHOII He3penoCcTU. Pe6eHOK Ha IOCTOSHHON KUCTOPOROTepaIny,
CaHalMA TPaxeoCcTOMbI MpoBoauTcA. JKamo6 akTUBHBIX HeT, KOXKa 1
C/IM3YCTBIE YMCThIe. JIMMQOy3/Ibl He YBenM4YeHbl, 3¢B CIIOKOHDI. TOHBI
ceppua sacHble, putMuuHble. YCC — 125/MuH. [Ipixanne sxectkoe, Y7111 —
28/vmn. JKuBoT MATKnMit, 6e360e3HeHHbIN. [IedyeHD 1 cene3eHKa He yBe-
mraensl. Ctyn u guypes B HopMe. Temnepatypa — 36,7 C. Carypanusa —
96-98%. MaTb obecreunBaeT SHTepaJbHOE IMITAHME Yepe3 30H/ U IpU-
€M JIeKapCTBEHHBIX CPEJICTB B IIOJTHOM OO'beMe.

3aknoueHne

AHanmusupys TaHHBI KIVMHUYECKUI CTydalt 1 Kypupysa pebeHKa Ha
JIOMY, MBI He MOIJIN He 3aMeTUTb, YTO IOAJePKIBaoLIas Tepanus oyze-
connpoM, oponxopmnararopamu yim VITKC npakTidyecku He OKa3biBa-
eT HuKakoro adekra. CocTosHME MAIVIEHTKY BHE YCIOBMIL CTAI[VIOHA-
pa 3a 04eHb KOPOTKIE CPOKY eCTaOUIN3UPYyeTCs, CaTypaLys MafaeT 1o
KPUTUYECKUX LUPP, AeBOYKA, HECMOTPS Ha XOPOLINIT YXOJ, M TIaTe/lb-
HOe COOIofieHVIe MaTePbIo BCeX peKOMEeHIAIVII, IIPAKTUIECK) He MOXKeT
HaXOIUThCA JJOMa.

B xope mccnenoBaHys Mbl BepHYIUCh K (GOPMYIMPOBKe OIpefiere-
HIA Knaccudeckoyt ¢popmsl BJIJI, mpennoskennoit Coro3oM IefuaTpoB
Poccun. O6parusio Ha ce6s1 BHUMaHNe, YTO, COIIACHO STOMY OIIpefiere-
HMIO, KIaccuyeckas ¢popma BJIJI, KOTOpPyIo AMarHOCTUPOBAIN JIeBOUKe
C POXKJieHM A, BO3HMKAET B pe3y/bTaTe peclypaTOPHOTO JUCTPecc-CHUH-
IpoMa HOBOPOXK/IEHHBIX, KOTOPBIil B HaIlleM CIy4ae 3aperucTpUpOBaH
He 6b11. KpoMe Toro, kmaccndeckasn gopma BJI]] conmpoBoxkpaercs mo-
paKeHMeM, NPEeNMYIIeCTBeHHO pas3BuTueM ¢uobposa, crennduyecku-
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M U3MEHEHMsIMY, KOTOpPble PerpecCUpyIT 0 Mepe pocTa pebeHka. B
HaIlleM JKe C/Iydae JibIXaTe/IbHasi HeJOCTaTOYHOCTDb Obla 00yCIoBIeHa
MOpP}OPYHKINOHAIBPHO HE3PeNIOCTbI0 U3-3a IIYOOKO! HeJOHOIIEH-
HOCTH, GUOPO3HbIe M3MEeHEeHNUA OBUIM BbIPa>KEHbl MUHVMMA/IBHO, YXY/-
IIeHNsI TIPOTPeccupoBaIy OTCPOYeHO. B mociepymomeM 0TMevanoch,
YTO VMHTA/IAIVIOHHbIE ITIOKOKOPTUKON/BI U OPOHXONMNUTYUKY, Ha3Havae-
Mble COITIACHO K/IMHIYECKUM PeKOMEHAALMAM Ipu Knaccudeckoit BIIJ,
6butn ManmoaddextuBHbl. CTabunmsanns cocTosiHMs pebeHKa OTMeYa-
JIach IPY TePAINM YBIAKHEHHBIM KVUCIOPOLIOM Y TIPK JIEYeHNNU CUTITe-
HaWIOM B CTallMOHAape IO MHJVBMAYaJIbHBIM HOKa3aHMAM JaHHOTO
pebeHKa, YTO CBUJIETE/NBCTBYET O HAPYyLIEHVUSIX KPOBOOOpalljeHMs M0
MaJIOMy KPYTy U ITOJTHOCTBIO COOTBETCTBYET OIIpefie/IeHII0 HOBOII (T10-
crcypdakranTHoit) popmsl bJ1]I, a He Kraccuyeckoit, KoTopasi OblIa ay-
arHOCTYMPOBaHa.

TakuM 06pa3oM, MbI MO>KeM IPEIIONIOKUTb, YTO Ipu Gojee Kop-
PEKTHOI! MI3HAYa/IbHOI IIOCTAaHOBKE [MArHo3a K HAaCTOSAIEMY BpeMeHU
Bpauy, ONpenessis TAKTUKY BefeHMs MAHHON IMaIVieHTKY, Jenany Obl
OCHOBHOJI yIIOp Ha KOPPEKIVI0 TeMOAVHAMUKI ¥ KIUCIIOPOROTEpaIny,
a He TIPOTMBOBOCIA/INTEBHON TEPAIINM U TepaIuy 6pOHXOANUIATATOpA-
M, YTO, BO3MOYXKHO, MOIJIO OBI CyIIleCTBEHHO IIOB/IVATD Ha JUHAMUKY U
IPOrHO3 3a60/eBaHNs. B JaHHOM Ciy4yae IIPOTHO3, K COXAJIEHUIO, He-
0/1arOIPYATHBII, JAHHOMY peOeHKY BO3SMOXKHO OKa3aHMe TOJIbKO Iaj-
JIVATVUBHOJ TIOMOIIY C IIe/bI0 00JIerYeHnsT COCTOSIHMSI Y MaKCUMa/IbHO
JOCTYITHOTO yTy4IlleH)sI KadeCTBa XU3HI.

CnncokK nuTtepaTypbl

1. bormanoBa, A. B. KnuHuka, mpyHIUIIBI TEPATTUU U UCXOIBI OPOH-
XO7erovyHo gucmnasun» / bormanosa A. B., boiinosa E. B. ; HVIM mynb-
monomnorun C.-I16. TMY um. akap. VL.II. ITaBnosa, [leTckasa obnacTHas
KmHn4YecKkas 6onpanna. — Cankr-IletepOypr.

2. Jle, H. C. VlutepcTunmanbHble 60mesHu nerkux y gereit / Jles H.
C., Posunosa H.H., lllmenes E. V. ; HayuHo-MccnenoBaTenbCcKuil Kn-
HIYeCKMil MHCTUTYT nepuarpun, Llentpampusii HUM Ty6epkynesa
PAMH. — Mockaa, 2014.

3. Peructp nexapctBeHHBIX cpeficTB Poccum.

4. DepepanpHble KIMHNYECKIE PEKOMEHAIVM 10 OPOHXO/IETOUHOI
mucrinasun y geteit / Munsgpas PO, Coro3 neguatpos Poccun. — 2016.

5. bponxonerounas gucnnasus y gereit / Xonnues [. A., CeHkeBUY
O. A., GunonHos B. A,, u f1p. ; [labHEBOCTOYHBII TOCY/JapCTBEHHbII Me-
OVIIVIHCKUI YHUBEPCUTET.
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4.4. ATUNNYHBIA rEMONIUTUKO-YPEMUYECKUIA CUHAPOM
mma3soBa J1.P., MenkosepoBa E.A., XaxanoBa A.A., XyaskoBa A.A.,
neamaTpu4yecku gaxkynbteT, 6 Kypc,

Oreoy BO YIMY Mursapasa Poccuu, r. EkaTepuH6ypr

BesegeHune

Temomtuko-ypemndeckuit cungpom (I'YC) ABnderca omHMM U3
YacTbIX IIPUYMH OCTPOIl TIOYEUHON HELOCTaTOYHOCTH Y AeTeir. OH Xa-
paKTepusyeTca TpUaLoil IPU3HAKOB: TEMOINTIYECKO aHEMMEN C Hajn-
41eM (pparMeHTHPOBAHHBIX PUTPOLVUTOB (IIN30IUTOB), TPOMOOIIUTO-
IIeHJEN, OCTPOII IOYE€YHOM HEeLOCTAaTOYHOCTDIO.

Y 6ompummmucTBa metein (90-95%) oTMedaeTcsas TaK Ha3bIBA€MBbIIl
TUNMYHBI WK TOCT-Auapelinbii ['YC, KoTopblli BTOpUYeH IO OTHO-
mennio Kk nHpexuuu Escherichiacoli, mpogymupyomeit muraTroxcux.
HOpyras ¢opma I'YC, HaspiBaemas atunmdeckoit (al'YC), Bcrpedaercs
ropasyio pexxe — 5-10% Bcex cirydaeB U ABJIAETCA Pe3y/lIbTaTOM aHOMa-
7y (4alie reHeTUYeCcKoit) 6€IKOB, PeryIMpPYIOIVX IIPOLecC aKTUBALINN
KOMIIJIEMEHTA.

Arunuysbiil BapuaHt I'YC ABseTcsa reHeTUYeCKN IIPOrpeccupyo-
MM 3a0b0/IeBaHMeM C KpaliHe BBICOKMM PUCKOM BHE3aIHON CMePTHU 1
HeoOPaTUMBIX MHBATUU3UPYIOINX TIOBPEX/ICHNI )KU3HEHHO BaXKHBIX
OPraHOB, BK/II0Yas IOYKM, IIeYeHb, cepple 1 Mo3r. B ocHose al'YC ne-
XUT TpoMboTnueckas Mukpoanruonarus (TMA), cBs3aHHas1 C HEKOH-
TPONMUPYEMOIl aKTUBaLMeil cucTeMbl KoMmIileMeHTa. OCHOBHBIM Opra-
HOM-MMILIEHDIO ABIAIOTCA MOYKM, OfJHAKO BO3MOYKHA TeHepanu3anys
TMA, npuBoOAsAIas K IOINOPraHHON UIIEMIY ¢ KAPTUHOI IONMOPraH-
HoIT HegocTatrouHoCcTU. Heobxoaumo otMeTnth, 4yto al YC — XpoHmye-
ckoe 3aboreBaHIe, Tpebyloliiee MOXKI3HEHHOTO HAOMIONEHISI 1 JIeYeHN .

3a0071eBaeMOCTb U PACIPOCTPAHEHHOCTb AAHHOI MATONOIMU U3Y-
YeHbl HefocTaTo4HO. 110 JaHHBIM pa3/IMYHbIX MCTOYHMKOB, B CTpaHaX
C IOCTaTOYHBIM YPOBHEM JMArHOCTUKMU PacIpOCTPaHEHHOCTDb 3abojte-
BaHMsA COCTaB/IsAeT 1-7 MalMeHTOB Ha 1 MMWIIMOH HaceleHus, 60/Ie3Hb
varie MaHudecTupyer y feteii 1o 18 jer.

OnucaHue cnyyas

[Tarment A., 05.10.2008 r.p. (10 et 9 mec.). C 3-x neT opopmieHa B
TIeTCKUI cajl.

JlvarHo3 — ocTpblit I1oMepynoHeppUT, HeppPUTUYECKNIT CHHPOM,
aTUIMYHBII TeMONMUTHKO-ypemmdeckuii cungpom, OITH octporo nepuopa.
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AHnamHe3 HusHu:

1. AHrenaranbHbIl epuop. Pebenok ot 1 6epemenHocTH, 1 ponos.
bBepemenHocTb mpoTekana Ha ¢pone XBMM (ypeamnasmos, MUKOIIIa3-
Mo3, IIMBI), skTonuy ImeyKy MaTK/, ypPOreHTUATbHOTO KaHANZ03a 3
TPUMETCpPa, XPOHMYECKOTo IuenoHepuTa, aneMun 1 CT., 0TeKOB Oepe-
MEHHOCTH ¢ 34 Heql. (IIpeaKIaMIICHs).

2. VInTpaHaTanbHblil epuof. Popbl cpoyHble CaMOCTOATeNbHbIE B
cpok 39 Hepenb. bes ocnoxxHeHMIL.

3. HeonatanbHbIl nepuof. XapakKTepUCTUKa HOBOPOXKJEHHOTO: JI0-
HOILIEHHAA IeBOYKa, Macca Tenna npu poxgenun — 3900 r., mimHa Tena —
55 cm. Orjenka o mkaze Anrap — 9/9 6annos. Ileppoe mpukiagbIBaHue
K rpyzu cpasy. [Toce poxxaenns pebeHok 3akpudan cpasy. [Iporusory-
Oepky/nesHas BaKI[MHALMA IPOBefieHa IIOTHOCTBIO. B pogome — puHO-
pesl HOBOPOXK/IEHHOTO, TPAaH3UTOPHAs IMXOPajiKa.

BckapmnmBaHye: pe6eHOK COOMIOAn peXXuM [AHS, HAXOAWICA Ha
TPYAHOM BCKapM/IMBaHuM fio 2-x jet. [Tokasarenn pasButus peOeHka:
¢dusndeckoe ¥ HepBHO-IICUXIYECKOe pa3BNUTHe 110 Bo3dpacTy. [IpuBura B
COOTBETCTBUM C Ka/IeH/lapeM IIPUBUBOK.

[TepeHeceHHble 3a00/IeBaHNA: a/UIEPTMYECKUIT IEPMATUT, CTPEITO-
mepmus B 2 ropa. C 3 et opopmriena B reTckuii caj, yactsie OPBY/, me-
peHec/Ia IByCTOPOHHMII OTUT, OCTPbIit 6poHxut. B 2015 1. — BeTpsHas
ocra 6e3 0CTIO>KHEHUIL.

AHamHe3 3a6071e6aHUS.

BriepBble o6patmnch k Hepposnory B ssHBape 2016 I. — moctynmia
B HeoTmoXHOM Topsiike B IKIT'B Ne 9 ¢ skanmobamm Ha cmabocTh, MHO-
TOKPaTHYI0 PBOTY, OTKa3 OT BOABL. J[MarHo3 — o. raomepynoHedpur,
HeppuTnyeckuit c-M kak nucxop I'YC, OITH. ITonyyama UT, 9p-maccy,
MeTHIIpe]], aMIINICUJ, TellapyH. BoInycaHa ¢ yaydiieHneM.

B amperne 2018 roga nosBUINCh CMab0CTh, TOIOBOKPY>KEHNE, TOTIOB-
Has 6071b, TomHoTa, AJT 130/70 MM pT. cT. loctmranmusanua 8 JI'KD Ne
9 ¢ guarHoszoM «al'YC, xp. rmomepynoHepur, remarypudeckas popma,
akTuBHaA cT. XBII 3-4 cT.».

[anee 6b11a nepeBeneHa B Hepponorndeckoe otaenenre OIKD Ne 1
I/ fajbHelIell IMarHOCTUKY M YyTOYHEHUsA IMarHosa. bbuio mpose-
JeHO HECKOJIbKO KOHCMIMYMOB C IIPUBJIEYEHMEM CIIeIanncToB us Mo-
CKOBCKOTO TOC-TO MeJVKO-CTOMAaTONOTMYeCKOTO YHUBEpPCUTETa; Jya-
rHo3 al'YC Hambonee BeposATeH. Bbl1o NIpUHATO pelleHNe O BBEIEHNUN
npenapaTa OKyn3yMaba — IOOKUTENbHbIN 3P PeKT.
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OO BeKTUBHBIN OCMOTP: COCTOSIHME CPefJHEell CTeNeHN TSKECTH, CO-
3HAHUE ACHOE, IOI0YKEHNE AKTUBHOE.,

VccnenoBanne KOXM, IOAKOXKHO-KMPOBOJ KJI€TYaTKU: COCTOSHME
KOXI ¥ BUJJVIMBIX CIM3UCTBIX 000JI0UeK: OKpacKa KOXXu 671eHO-po30-
Basl, BUJVMbIE CIM3MCTBIE YMCTHI, BJIaYKHBIE, PO3OBbIe, A3BIK He 00J10-
JKeH, 3€B YMCTBIN. Fy6b1 pO30BbIE, 6e3 aTo/IOrN4ecKMX M3MeHeHuit. Jlec-
HBI KpernKie 6e3 HaloXXeHWiT, He KpoBoTouar. Koxka Ha oulynb Msrkas,
TeIIasd, BIaKHAsd, MaCTUYHAA, TYprop coxpaHeH. Koxka Bomocucron
YacTy ronoBbl YncTad. Horrepble IacTMHKM pOBHBIE, TOHKIE, YNCTHIE,
MAaTOBbIE, OBA/IbHON (POPMBIL.

ITonKO>XXHO-KMPOBOI C/IOV PasBUT yMEPEHHO, He3HaYMTeIbHas
OTEeYHOCTb BEK, JINIIA, TOTIeHEN.

MccnenoBanye KOCTHO-CYCTaBHOM M MBIIIEYHON CUCTEM: MBbIIIEY-
HasA CUCTeMa pasBUTA YHAOBIETBOPUTETBHO, MBIIIIIBI 6e300/1e3HEHHDbIE,
TOHYC COXPaHeH, CWIa JOCTaTOYHasA, 00/Ie3HEHHOCTD IIPY MaJIbIIAIIN U
MOKOTAYMBAHNN OTCYTCTBYET.

@opma ronosbl cuMMeTpuyHa. Popma TPYAHON KIE€TKM IPaBUIb-
Has, KOCTU ¥ CYCTaBbl IIPY NMa/IbIALUY U IOCTYKMBAHUY 6e300/1e3HeH-
Hple. OrpaHMYeHnIi IBVOKEHMIT B CyCTaBaX HeT.

VccnemoBanme gbIxaTenbHOI CUCTEMBL. [IpIxaHuMe yepes HoC cBOOO -
Hoe. Tun #pIXaHUA CMeIIAHHBIA. JacToTa AbIXaTe/NIbHBIX ABVDKEHUI —
20 B MUHYTY. [[pIXaHUe PUTMUYHOE, CpefHell ITyOuHbL. Bcromorarennb-
Has MYCKy/aTypa B aKTe JIbIXaHlA He yYacTBYeT.

VccnenoBanne cucTeMbl OpraHOB NUIIEBAPEHMA: KMBOT MATKUIA,
0e360/1e3HEHHBIIT; CTY/I PeTy/IAPHBII, 1 pa3 B CyTKHU, 0pOpM/IEHHBII; ITe-
YeHb I Celle3eHKa He YBeINYEeHb.

ViccnemoBaHme MOYeIIONOBO CUCTEMBL: 00/1acTh moyek 6e3 medop-
Mauuii, CUMIITOM IOKO/IAaYMBaHVS OTPULATENbHBI C 00eUX CTOPOH.
MoueBoii my3bIpb He Ma/bIINPYeTCs, IEPKYTOPHO BEPXHASA TPpaHUIA He
omnpependercs. [lampmanysa B MOYETOYHMKOBBIX TOYKaX 6e300/1e3HeH-
Has. [ToYKM B ITOJIO>KEHUM CTOS, JIEXKA He MaIbIUPYITCA. Modyencycka-
HIIe He 3aTPYAHEHO, 6€300/1e3HEHHO.

JTabopaTopHO-AMarHoCTHYeCKIe MccmenoBanms (Tabmuma 1, 2).

Tabnuua 1
MNokazaTenu KAMHNYECKOro aHanMsa KpoBu
[Nata WBC* | RBC* | HGBr/n | PLT * Lym% | Neu% Mon% | CO3m-
10°%n | 10%/n 10°/n m/4
11.02.19 4,98 4,24 138 205 46,4 38,6 9,0 4
14.01.16 10,0 2,8 61 109 47,0 41,3 8,4 5
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Tabnuua 2
ﬂ,aHHble 6MOXMMNYECKOro aHanmsa KpoBu
[Hata WBC* | RBC* | HGBr/n | PLT* | Lym% Neu% Mon% | CO3m-
10°%/n | 10%/n 10%/n m/y
11.02.19 26 14 138 108 71 501 19 43
14.01.16 30 13 1282 205 14,2 534 18 7,59

YnpTpasByKoBoe McClefloBaHME BHYTPEeHHMX opraHo 04.08.17:
nudQysHble M3MEHEHNA TTeYeH.

Peosunedanorpaduueckoe nccnenopanme 04.08.2017: ToHyc cocy-
I0B YMEPEHHO CHIDKEH.

VY3 mientHoro otaena mo3BoHouHuKa 02.08.17: maTonoruii He BbI-
SIBJIEHO.

M-9XO (sxosnnedanockomnns) 04.08.17: faHHBIX 32 BHYTpUYepeIl-
HYIO TUIIEPTEH3NUIO HeT.

9KT 09.08.17: BbIpakeHHas CUHYCOBasi OpafnapuTMus C 4acTOTON
57-78 yn.\MMH. Ha pOHe MUTpaLIMy BOAUTE/IA PUTMA M3 CUHYCOBOTO y3/1a
B IIpeficepAne.

Y3/ nmmesopa, xenynka, JITIK 26.10.17: myomeHO-racTpanbHBIN
pediiokc.

Y3 muroBupmHON >keme3bl 04.10.17: MenKoo4aroBble M3MeHEHUs
xernespl (muddysHo 1o 3aHeN TOBEPXHOCTN); KOJUIOUIHAS KUCTA Ma-
JIBIX Pa3MepOB.

Topmonanbroe nccnegoBanme: TTI — 2,55 mx ME \ 11, koptuson —
508 HMOB\ /1.

OAM ort 15.01.16 — okcanmarypus 200 MM\cyT. (pu HopMe fo 130).
OAM or 11.02.19: HOpMA.

Ananmns moun o Heunmnopenxo 28.05.17 — HopMa. AHanmn3 Mo4M
1o 3uMHuIKoMy 24.05.17 — HOpMa.

V3T 27.05.17: reMogyHaMMUy. HAPYLIEHUI HET.

Mukunonnas uyctuorpagus 28.05.17: IIMP ner.

OKckpeTopHas yporpadus: cuappom Operinn.

Peaxumsa Kym6ca(npsamas): oTpunaTesibHas.

3aknwoueHune

ATUNIMYHBI Te€MONUTUKO-YPEMMYECKUIT CUHAPOM MpeCTaBIAET
c000i1 cepbe3HYI0 TepaleBTUIeCKYI0 IPOO/IeMy B IeMaTPUN 1 JETCKO
Hedpomoruy, ABIASACH XPOHNYECKUM 3a00/IeBaHueM C HeOmarompusr-
HBIM IIPOTHO30M C BBICOKMM PUCKOM PAa3BUTHA XM3HEYTPOXKAIOIMX CO-
CTOSTHMIT ¥ IIPOTPECCUPYIOIINM CHYDKeHVeM (YHKIUI TOYeK BIUIOTD JI0
TepMuHanbHou cragum XITH.
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ITockonmbKy 3ab0ieBaHMe OTHOCUTCS K KaTeTOPUM PeKO BCTpevaro-
MIVXCA, CHeIMAINCTBI C IMPOKUM KIVMHINYECKUM OIIBITOM I10 IMAaTHOCTH-
Ke 1 nedeHn1o al'YC ABIAIOTCA pefKOCThIO, TAKKe He Be3Je BO3MOXKHA
MIMMYHOJIOTMYeCKast AMATHOCTUKA B TIOJTHOM 00'beMe, 4TO SBJISIETCS PU-
YJHOJ Cepbe3HbIX 3aTPYJHEHMII B BbIABIEHNN 3a00/IeBaHVIS I CBOEBpe-
MEHHOTO Ha3HaYeHMA COOTBETCTBYIOLIEN Tepanuy. B HaileM KinHMde-
CKOM c/Iy4ae ot fiebroTa 3a60/IeBaHMsA IO IOCTAHOBKY OKOHYATEeTbHOTO
AyarHosa mnporito 6osee 2-x net. JIniub B 2018 rogy O6bl1a Ha3Ha4YeHa Te-
pamusa OKynu3yMaboM — IIpenaparoM, ABJIAINIIVIMCA HOBBIM CTaH/ap-
TOM JjledeHus nauyeHToB ¢ al' YC, npuMeHeHMe KOTOPOro IpK JAHHOI
IATOJIOTVMM HE TONIBKO CTAOM/IM3UPYeT TedeHVe MOYeYHON HeoCTaTou-
HOCTM, HO ¥ TIPUBOJUT K YAaCTMYHOMY BOCCTAQHOB/ICHMIO (DYHKIIUU I10-
YeK, 4YTO MOXKHO 3aMEeTUTh B ONMCAaHUN JaHHOTO KIMHNYECKOTO CayJast.

IIpencTaBieHHbIN CyYali JeMOHCTPUPYET CTIOKHOCTD B TOCTaHOBKE
AMarHo3a Ha PaHHMX CPOKax 3ab0/IeBaHMs, YTO 3HAYUTENIBHO YCYTyOIs-
eT ob1ee cocTosiHme pebeHKa 1 JalbHENIINil MPOrHO3. BmecTe ¢ Tem,
VIMEIOLeCs Hay4YHble MICCIEOBAHMA M MPAKTUIECKUIT OIBIT IO3BOJLA-
I0T CBOEBPEMEHHO OKa3bIBaTh 3()(HPeKTUBHYIO IIOMOLIb.

Cnucok nutepaTtypbl

1. ®enepanbHble KIMHNYECKIE PEKOMEHALNM 10 OKa3aHUIO IIOMO-
Y IeTAM C TeMOJIUTUKO-yYpeMmudeckuM cungpomom / Lvirnn A. H., Ba-
mypuHa T. B, Mapruesa T. B.u ap. // Ileguarpudeckas papMaKomorus.
— 2015. — C. 447-455.

2. lenarun, B. M. Iemonutuko-ypemmndecknit cuugpom / lensarus B.
M., ITnacynosa C. A. // Ilegnarpus. Consilium Medicum. — 2015.

3. T'yupkoBa E.B, OcoOeHHOCTM TeMOMUTHUKO-YPeMIYecKOro CHH-
IOpoMay JeTeit pasnuyHoro BospacTa / I'ynbkosa E. B., 3opun I1.B., Ban-
koBa A. A. // lleguaTtp. — 2017. — C. M103-04.

4. boiixo, C. A. [IluarHocTiKa 1 1edeHne reMOINTUKO-yPeMIYeCcKOoro
cuHppoma y gereli / boiiko C. A. // MepuumHckuit BecTHUK. — 2016.

5. ConosbeBa, A. I. JImarHocTuyecKkas LEHHOCTb OMOXMMUYECKUX
IOKasaTesell B IPOTHO3€ JIeYeHU JieTell ¢ FeMONUTUKO-YPeMUIecKUM
cunppomoM / Conosbesa A. I., Aponnna T. B., lugenko H. B. // Menu-
yHa anbMaHax. — 2018.
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5.5. TpaH3uTOpHasa niemmnyeckas ataka y pebeHka 11 ner

ActproxuHa M.N.%, Unberko A.1O.2 KeHsuHa O.M.%,
opanHaTopsl 1-oro roga obyyeHus,
T@reoy BO YrMYy Munsapasa Poccuu, ExkatepuH6ypr,
2Prs0Y BO PHUMY um. H.W. Muporosa MuH3sapasa Poccum

BesegeHune

B mocnenHee gecATuieTie OTMEYEH POCT C/IyYaeB OCTPOTO Hapyllle-
HUSI MO3TOBOTO KPOBOOOpAIL[eHNMsI Cpeiyi TEeTCKOrO HaceleHus, 0coboe
MeCTO Cpeiy KOTOPBIX 3aHMMaeT TPAaH3UTOpHAs MIIeMudYecKas aTaka
(TUIA), sBnsromjasicsi MpU3HAHHBIM (PAKTOPOM PUCKA MIIEMUYECKOTO
nHcynbra. Cpeny feTelt MOAPOCTKOBBIN BO3PACT BbIAE/AETCS KaK Hanbo-
Jiee BepOSITHBIII [/1s1 le6r0Ta 60JIe3HI: COITTACHO BCEPOCCUIICKOMY K/IVHN-
4eCKOMY MCCIeIOBaHIIo, IIPoBefieHHOMY B 2015 rozy, Bo3pacT feTeil Ha
MOMeHT nepBoro anusopa TVA cocrasnan B cpefnem 12,31 + 0,52 ropa.
HepocTaTouHas HACTOPOXKEHHOCTD ¥ MHPOPMIPOBAHHOCTD IIEMIaTPOB
B oTHOweHuu TVIA B meTckoM Bo3pacTe — MX NPUYMH, KIMHIYECKIX
IPOSABIEHNII, Mep NPOMIIAKTUKM, @ TAKXe CITOXXHOCTb AMArHOCTYUKY
Ha HEOT/IO)KHOM ¥ aMOy/IaTOPHOM 3TalaxX — CO3[al0T He0OXOAMMOCTb
yITIyO/IeHHOTO M3y4eHus HaHHOI npobmeMsl. [IpuBoayuM co6CTBEHHBDII
KMHnYeckuit ciaydait TVIA y pebenka, Hab/mogaeMblii HAMY BO BpeMs
JIETHEV NIPOU3BOCTBEHHO IIPaKTUKIL.

OnucaHwne cnyyan

Hesouka E., 11,5 net. B urone 2018 . mossBUIKCH 5Ka100bI Ha OHEMe-
HIle TIPaBOII U JIEBOI KMCTEll, OHeMeHIe A3BIKa, TOIOBHYIO 00/Ib, TO/IOBO-
Kpy>KeHJie, TOITHOTY OblTa BbI3BaHa 6purasa CMIL

/13 anamHe3a 3ab0/meBaHMs U3BECTHO, YTO JeBOYKa 3aboyena 2 Jaca
Ha3a/J| Cc NOsAB/IEHNA OHEMEHM NPaBOIi, a 3aTeM JIeBOJ KUCTU U A3bIKa,
rOJIOBHOJI 00111, TOTIOBOKPY KEH N, TOLIHOTHI. B X0fe onpoca popureneit
OBbIIO BBISICHEHO, 4To anu3on TVIA nosTophsit. Bnepssie TUA cmyun-
nacp B anpene 2018 roga: feBoyka >kajoBaaach Ha CUJIbHYIO TOJIOBHYIO
0071b, OHEMeHNe KOHEYHOCTell. bblyla SKCTpeHHO [JoCTaB/IeHa B HEBPO-
TIOTMYecKoe OTHe/leHe NeAMaTPUIECKOTo CTallIOHapa C MOJ03peHNeM
Ha THIA. 3a BpeMs rociiTanm3anuy mpoBefeHo KOMIUIEKCHOe 00Cefo-
BaHIe, BBIABJICHBI HOCUTE/IbCTBO I'€HOB TPOMOODIINM, TUIePrOMOLY-
cTemHeMMs. B cranmoHape mosydana jieueHye: acllMpuH 3 MI/KI/fieHb,
C HOC/IeAYIOMNM IIePeXOfOM Ha AMMUPUAAMON 225 MI/CyT., (onmeBas
KIC/IOTA 5 MI/CYT. C IIOJIOKUTETTbHBIM 9P PEeKTOM 110 HEBPOTIOTMYECKO-
My cTaTycy. BpllncaHa JoOMOJi ¢ perpeccoM CMMITOMOB, C AMarHO30M
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«TPaH3UTOpPHBbIE WIIEMUYeCKNe aTaky Ha (OHe HOCUTEIbCTBA I'€HOB
TpoMbodwm». PekoMeHioBaH npueM KypaHTWIa 1o 75 Mr 3 pasa B
TieHb, GOMNEBOIT KMC/IOTHI IO 5 MI/CYTKM B IOCTOSTHHOM pexnMe. 3a Jic-
TEeKIINII IePUOJ, 10 HACTOAILETO 31M30/la CAaMOYyBCTBME XOpolllee, XKa-
JIOOBI OTCYTCTBOBAJIN.

V3 aHaMHe3a XM3HM M3BECTHO, YTO HAC/IENCTBEHHOCTb OTATOIIEeHa
0 Cep/IeYHO-COCYAUCTON TATOJOTUM: y AEAYLIKM MileMudeckas 60-
JIe3Hb Cepplla, cTeHOKapaus. Pe6eHOK OT epBoit 6epeMeHHOCTH, IIPOTe-
KaBlleil Ha GoHe (eTo-IUIaleHTapHOl HeTOCTaTOYHOCTY; EPBbIX CPOY-
HBIX, €CTeCTBEHHBIX pofioB. [leBouka popuaack ¢ maccoit 3120 rpaMMoB,
mHoI Tena 50 cM, OLleHKoI1 1o 1iKane Anrap 7/8; pocia 1 pa3BuBanach
IO BO3PACTYy.

OODBeKTBHO Ha MOMEHT OCMOTpA: COCTOSIHME CpPefHell CTeHeHU
TSXKECTU 3a CYeT HEeBPOJIOTMYECKON CMMIITOMATMKM, CO3HaHMe SICHOe.
Tenocnoxenne mpasunbHoe. ToHyC MBI yHOBIETBOPUTENbHBIN Ha
obenx pykax. Koxxa n cmmsncteie 060/10YKY 9MCThIE. SI3bIK BIaXKHBIIL,
HaJIeTOB HeT. 3eB CIIOKOeH. [Ipn aycKynbTanuy Ierkux fAbIXaHye Be3UKY-
napHoe, Y/l — 18 B MMHYTY; TOHBI Cepfilia ACHbIe, puTMu4Hble, YCC —
96 B Munyty, All — 110/70 MM pT. cT., SatO2 — 98%. JKuBoT MATKMIA,
6e3bonesHeHHbIl. [leyeHb U cene3eHka He yBemmueHbl. CTyI 1 fuypes B
HOpMe.

Hesponorudeckuii craryc: cosHanue 1o Illkane kombr I'masro — 15
6a1oB, sicHoe. I1pu ynbiOke 1 I1ade 06e MOTOBMHBI JINIIA CUMMETPIY-
HBI, JBUTAI0TCS OINHAKOBO. [IBIDKeHMs pyK He HapylleHbl. MbplleqyHas
Ci/Ia Ha TpaBoil pyke — 4 6ajua, Ha JIeBoit pyke — 5 6awoB. Obue-
MO3roBasi CUMIITOMATVKa: TOJIOBHAsA 60/Ib B T0OHO-BMCOYHBIX 00/1aCTAX
HABAIIET0 XapaKTepa, HeCUCTeMHOe I'ON0BOKpY>KeHue, TomHoTa. Ouva-
roBasg HEBPOJOTMYEeCKas CUMIITOMATMKA: OHEMEHNe IpaBOi U JIeBOII
KIICTell, OHeMeHNe sI3bIKa. MeHMHIea/IbHble CYMIITOMBI OTpPULIATE/IbHBI.
ITcuxmaecknit CTaTyc: KOHTAKTHA, 0€CIIOKOIHA, B MeCTe ¥ BpeMeHU OpM-
€HTUPOBaHa, Ha BOIIPOCHI OTBeYaeT a[jeKBaTHO, HapYIIeHUIT apTUKYILA-
LIV He BBIABJICHO.

IIpenBapuTenbHblll KIMHNYeCKMI fuarno3 Bpaya CMII — TpaH3u-
TOpHas UllleMudecKas aTaka. PeOeHOK ObII 9KCTPEeHHO JOCTABJIEH B He-
BpOJIOTMYECKO€E OT/Ie/IeHNE MeINaTpU9IeCcKOro CTalioHapa.

3aKnyeHune
Bpauy-neguaTpy HeoOXO[MMO MMeTb HAaCTOPOXKEHHOCTb B OTHO-
IIeHNN 11epeOPOBACKY/LSIPHOI IATONOTMM Y [eTell, 3HaTh OCHOBHbIE
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KauHndeckue cumnrombl TUA. Heobxomumo ObICTPO OLIEHUTH YKamo-
ObI, JaHHBIE aHaMHe3a, COCTOsAHIE MamyenTa cornacHo 1mkane FAST n
9KCTPEHHO TOCIUTANM3UPOBATh pebeHKa B HEBPOJIOIMYECKOe OTHere-
Hye. ONMCaHHBIN KIVMHUYECKNI CITydall YUITIOCTPUPYET aKTyaabHOCTb
po6/IeMBI Cpefy IeTCKOTO Hace/IeHUsI ¥ BO3MOXKHOCTbh OKa3aHMUsI CBO-
eBPEMEHHOI ITOMOIIY TAaKUM IAIMEeHTaM /I COXPAaHEHUA 3[J0POBbA I
KavyeCcTBa >KM3HIU.

CnncokK nuTtepaTtypbl

1. JleTckass HeBpOJIOTUA : KIMHMYeCKe peKoMeHaanuy / 3bIKoB B.
I1., Komaposa I1. b., [Ipaxonosa E. H. n gp. — Bpoin. 2. — Mocksa: OO0
«MK», 2014. — C. 54-120.

2. Knunuko-naboparopHasi XapaKTepUCTUKa TPaH3UTOPHBIX WIIle-
MIYECKMX aTaK, eOITUPYIOLINX B IETCKOM U MotofoM Bo3dpacTte / O. A.
JIbBOBa, E. A. Opnosa, B. B. I'yces u gp. // Becthuk YITMY. — 2015. —
56-59 c.

3. Chabrier, S. Antithromboticmedicationsandchildhoodstroke /
Chabrier S., Kossorotoff M., Darteyre S. // PresseMed. — 2013. — 42 (9
Pt1). — P. 1259-1266.

4. Vmemnyecknit MHCYNbT B fieTckoM Bospacte / B. I1. 3bikoB, C.A.
Bacwuibes, 1. b. Komaposa u fip. //Jleue6noe feno. — 2009. — Ne 3-12. —
16 c.

4.6. HekoHTpoONUpyemMoe Te4yeHue 6pPOHXMAIbHON aCTMbl

Ha ¢0|-|e paHee HeAMaFHOCTMpOBaHHOVI axasa3nm nuwesoaa

BenepHukosa E.3., neanatpunyeckunit pakyibTeT, 6 Kypc,
@re0yYy BO YIMY MuHsapasa Poccuu, r. EkaTepmnH6ypr

Besepenune

Komop6upHOCTD — 3TO cocymiecTBOBaHMe ABYX m/wam Gonee 3a-
6o7eBaHMII y OJHOTO MAIJMEHTA, IATOTeHeTUYECKN 1 TeHeTUYeCKN B3a-
VIMOCBA3aHHBIX MeXJy co00il. BnmsHume codeTaHHOI NATONOIMM Ha
K/IMHNYECKYE TIPOABIEHNA, IMaTHOCTUKY, IPOTHO3 M TAaKTHKY J€YeHN
MHOIMX 3a00/IeBaHUiI MHAMBUAyanbHO. Hampumep, BIMAHME TaKOTO
daxkTopa Kak JIEKapCTBEHHBII NMAaTOMOP(O3 3HAYUTEIBHO M3MEHAET
K/IMHNYECKYIO KApTUHY 1 TeYeHMe OCHOBHONM HO30JIOTM, 9YaCTOTY BO3-
HUKHOBEHMA OC/IOKHEHMIA U UX TAXKECTb, a TaK XK€ yXYALIAIT Ka4eCTBO
XKM3HM 60JILHOTO, OTPaHNYMBAA WIN 3aTPYAHAA Te4eOHO-AarHOCTIYe-
CKMII Ipouecc.
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B mpakTnKe eTCKMX MY/IbMOHOMOTOB HEPEKO BCTPEUYAIOTCS TALiy-
eHTBI C aCTMOIOJOOHBIMY >Kal00aMi, JINTeIbHO HAOMIONAIoNecs ¢
TaKMMU JAVMarHO3aMM, Kak OpoHxuanbHas actMa (BA) min peunpnsu-
pyromuit o6cTpyKTUBHBI 6poHxuUT. OTCyTCTBME 9 dekTa 0T 6a3nCcHOI
IPOTMBOACTMATIYECKOI Tepanmy 3acTaB/IsgeT 3aqyMaTbCs O APYTUX
BO3MOXXHBIX IIPMUYMHAX PeCHMpPAaTOPHBIX HapymeHwit. [IpumanHoit gbI-
XaTeJIbHOTO JUCKOMQOPTA, COIPOBOXK/AIOLIETOCS MNU30AaMI YAYLIbS I
JUINTE/IbHBIM KalllJIeM, MOTYT CTaThb B TOM 4IC/Ie U1 3a00/IeBaHNs BepX-
HUX VM CPEJHMX AbIXaTe/IbHbIX ITyTell, a TAK)KEe BEPXHNUX OTHEIOB JXKeIy-
JOYHO-KMIIEYHOTO TPAKTA.

B pasBuTMM COYETAHHON MATONOIMU BEPXHUX OTHEIOB KETyLOY-
HO-KVIIIEYHOTO TPAKTa 1 OPOHXMAIBHOI aCTMBI CYI[eCTBYET IIOPOYHbII
Kpyr: BA mpMBOAUT K PasBUTHUIO U TOAJEP)KAHMUIO XKeTYJOUHO- IINIIle-
BOZIHOTO pediiokca 13-3a BO3pacTaHUA TpajyieHTa JaBICHNUA MEXIY
TPYIHO KIeTKOJ 1 OPIOLTHOI ITOTIOCTBIO, @ TacTpo33odareanbHas ped-
moKcHas 6one3nb (I'9PB), B cBo0 oyepenb, IPOBOLMPYET U YCYTyO/sieT
KMHNUKY BA. Oco6eHHOCTb KIMHUKM Ipu codeTaHmyu actMmbl u [OPb
COCTOUT B TOM, YTO JIETOYHAS CUMIITOMATVKa IpeobIafaeT Hajl MPOsB-
JICHUAMMU TIATOIOTMY TIMIIEBOJA, IIPY 9TOM HpUCTYIIbl BA yaiie Bo3Hu-
KalOT B HOYHOE BpeMsd, TakKe 00paljaloT Ha ce0s BHUMaHIe: M3XKOra,
OTpPBbDKKA BO3JYXOM, M30BITOYHAs CalMBaIVs BO BpeMs CHa, 60/Ib 3a
rpyauHOIL. JlekapcTBeHHBIN maToMopdo3 mpu codetanun bA n I'OPB,
06ycioBieH TeM, 4To: nHranAnuonHslie 'KC u 2 -aroHmucTsl, 0co6eHHO
0e3 MCIIONIb30BaHNUA CIIeficepa, IoNajas B XKeMYHoK, YCYTyO/IA0T MMe-
IOIIYIOCS MATOMOTMIO MUIEBO/A; METUIKCAHTUHBI YCUIMBAIOT KIMHU-
Ky I'OPB 3a cuer c1aboCTM HIKHETO NMHUIEBOJHOTO KOJIbIIA, BBI3bIBAs
6osee BbIpaXXeHHBIN pedJIIOKC, KOTOPBII BHOBb YCU/INMBaeT OPOHX006-
crpykumio. Teuenne DA B jaHHOI TpyIie OONTBHBIX COIPOBOX/AETCA
yBe/IMYeHNeM HOTPeOHOCT B YICIIO/Ib30BAHNN OPOHXOAMIATATOPOB KO-
POTKOrO JIeficTBMA B cpefiHeM B 1,5 pasa.

[IpuBenieHHOe HIDKe KIMHMYeCKOe HaOmofieHMe 3aboneBaHmsA y
17-neTHero maryeHTa ¢ CoueTaHneM OpOHXMATbHON aCTMbI U aXajIasun
HIIIeBOfIa IT03BOJIAET aKIEHTMPOBATh BHUMaHIE Bpaya Ha 0COOEHHO-
CTAX JVIATHOCTUKM U JIeYeHUY OO/IbHBIX C JINTEIbHO He KyNUPYeMBbIMU
cumnToMamu BA.

OnuncaHune cnyyan
Marnpuuk A., 17 51eT, HaXOU/ICA B ITYIbMOHO/IOTYECKOM OTHE/IeHUN
MAY JTKB Ne 9 r. Exarepun6ypra c 24.09. mo 10.10.2018 .
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AHamHe3 HU3HU.

HacnenctBeHHOCTD He oTATOIeHa. Pe6eHOK popuics oT nepBoii He-
PEMEHHOCTH, IEPBBIX CPOYHBIX pofoB. Macca mpu poxxaeHun — 4084 T,
IJIMHA Tefma — 52 cM. BeinmcaH U3 poAgoMa ¢ AMarHo3oM «CO4eTaHHasd
TUIIOKCY JIETKOJ CTeneHN». KOH'bloralnoHHas runepommpyonHeMus.
EcrecTBeHHOE BCKapMIMBaHMe — [0 6 MecAleB. Poc u pasBuBaca co-
OTBETCTBEHHO B03pacTy. lo 5 jieT pecnmpaTropHble 3a00IeBaHNA Hepe-
HOCU 110 6 pa3 B rof. B auBape 2018 roga nepenec ocTpyr IHOVHYIO
HEeCTPYKTUBHYIO IIHEBMOHMIO CTIEBA, OCIOKHEHHYIO IbIXaTeIbHO HeLO0-
CTaTOYHOCTBIO U IIMOTOPAKCOM CJIeBa.

AHamHes 3a6071e6aHUA.

Astepruyeckie NposBlIeHNUsA IOsABUIACh B BO3pacTe 1 rofja B Bujie
OCTPOM aj/IEPIUYECKON PeaKIUI 110 TUITy KpalMBHUIEL. B 8 et BIIep-
Bble OOpaTWINCh HAa KOHCY/IbTALVIO K IMYIBMOHOJIOTY C XKa/lobaMy Ha
C/Ie30TeYeHNe, HACMOPK, 3Y/l B HOCY, YMXaHue, Kallle/b. bbul ycTaHoBIEeH
IVMAaTHO3 — aJUIEPTMYeCKNII PMHUT. IuneppeaKTMBHOCTD JbIXaTeTbHbIX
nyreit. [Tonyyan nurananum peHoTepona + unparponus 6poMusa, up-
pUTaIVIo HOCOBOIL monoctu. Uepes 6 MecsilieB IpoBefeHa cruporpadus,
BBISIB/IEHO HapyIlleHue OPOHXMATIbHO MIPOXOAMMOCTIA, 110 Pe3y/IbTaTaM
VIMMYHOJIOTMYeCKOTO MCCTIefOBAHNA — CEHCMOMINM3aus K IbUIbIIE fie-
peBbeB. YCTaHOBJIEH AMArHo3 — IOIMHO3. bpoHxmanbHasa acTMma? B
TedeHue 2-X JIeT K ITy/IbMOHOJIOry He ofpaiamich. B Hos6pe 2011 roga
IIOBTOPHO IIPOBEJEHO aJ/UIeProIornieckoe 0OC/IejoBaHNe, BBISABICHBI
ObITOBasA, AMMAEPMaTbHas 1 MuIIeBas ceHcubOmnmsanus. /ledeHne: H-
ranAnyy GeHoTepona + UIparponua 6pomnza 1 OyecoHNaa CUTyalu-
OHHO, OTMeYaJICs TONIOKNUTeNbHbIN 9 dekT. C 2011 1o 2014 rr. pebeHOK
asno6 He mpeabsAB/sUL. B 2014 ropy nosBUICS IPUCTYIOOOpasHBI Ipe-
Iy TPEHHWIT Kallenb 6e3 MpoOy>KAeHNs, HallpaB/IeH B ITy/IbMOHOIOTYe-
CKOe OTZIeJIeHMe, B 001IIeM aHa/3e KPOBM OIpee/isaiNach 303NMHOMUINA,
[0 JaHHBIM CHMPOrpaduyl COXPAHAIOCH CHIDKEHNE IIPOXOMMOCTH
OpPOHXOB MEKOT0 Kannbpa, COXpaHsIach CEHCHOMIN3AIS K OBITOBBIM
U 3IMAepMaTbHBIM a/UlepreHam. [IpoBefeHa koppekuys Teparnmy (MOH-
TETYKACT), HO Kallle/Ib COXPAHSA/ICA. Y UNTBIBASA MMEIOLINeCs >KamoObl Ha
nepyopdeckme 601 B XXUBOTeE, M3KOTY, HOYHOI Kallle/lb, IIPOBeIeHa
IOTNIC, prarHOCTUPOBaH racTpoasodareanbHblll pedIOKC, KaTapab-
HbII 930¢arnut. K tepanuy nopxmounnm 6eKI0MeTa3oH, 330MeIpasor,
BuUCMyTa Tpukamua punurtpat. Ha ¢one nedyenna 6omu B XMBOTe Ky-
IMPOBAINCD, HO Kallle/Ib COXpaHsAICcA. Pe6eHOK Ipoo/DKal epeHoCUThb
pecnpaTtopHble nHGekuyn 5-6 pas B rof. B utone 2015 roza mposeneHa
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KOppeKLs ledeHNns, Ha3HayeH 6yaecoHny] + GopMOTEpOII, HO TTOJIOXKM-
TeJIbHON AVIHAMMKI IIO-TIPEeKHEMY He OTMeJasioch.

B cBA3u ¢ coxpaHeHuem KauuiA B uioHe 2015 roma mposesieHa Io-
BTOpPHasA KOHCY/IbTalVA MynbMoHosora. Hasnayen 6ygeconns + popmo-
Tepor1, 6e3 IMOIOKNUTEeIbHOM AuHaMuKuU. B ¢eBpane 2016 r. BbIIOTHEHO
KT rpynHoit kneTkn. 3akaodeHne — axanasus NMuileBofa. Menkooya-
roBas AucceMMHauMA. I MCKIIOYeHMA CIennUuecKoil 3THOIOTUN
JIETOYHBIX M3MeHeHui (tbc, rpubkoBoe mopakeHue) MpoBefjeHa KOH-
cynbTanma GTM3MATpPa, TAHHBIX 3a Tybepkynes He momydeHo. B OAK
COXpaHsA/IaCh 903MHOGMUINA 10 6-8%.

B auBape 2018 roga mepeHec OCTPYI0 THOMHYIO IEeCTPYKTMBHYIO
ITHEBMOHMIO CJIEBA, OC/IOKHEHHYIO JIbIXaTe/IbHO HeJOCTaTOYHOCTD 1-11
crenHy, muoTtopakcoM cnesa. Ha KT rpynHol KneTky NopgTBepKieHO
Ha/IM4ye axajasuy NNIeBoya.

OmnepaTuBHOe /ledeHNe axanasyuy NNINEBOAa depe3 2 rofa IOCse
YCTaHOBJICHU:A AMarHo3a. BbIo/IHEHa CpeiiHHAS TallapoTOMMs, 930¢a-
roxkapauomnoTomus o lennepy.

Pesynbrarer ®IJIC mo onepaTMBHOTO JieYeHMUA: CM3UCTas TMIIe-
BOJIa B HIDKHeIl IIOJIOBMHE MMeeT OeecoBaTylo oKpacky. B mpocsere
NNIIEeBOJja 3HAYNTETbHOe KOMMYECTBO XMIAKOCTY C SKeT4blo, MNIIEBBIX
Mmacc. IIpocser nuimesopa pacmmpen. Kapaus croiiko comkryTa. Cnn-
suctas xenynka u [JITK 6e3 ocobeHHOCTelt. 3aKmoueHne — axanasus
nuiieBosia. Hapyienne spakyaropHoit pynkunn nuimesoza. JIT'P.

Yepes 6 MecAlleB OC/Ie OINEPATMBHOTO JIEYEHN NUIIEBOAA MOAPO-
CTOK BHOBb 0O0C/Ie[[OBaH B IIyJIbMOHO/IOTMYECKOM otfeneHnu. O6bek-
TUBHO: COCTOsIHIE yHOB/IeTBopuTenbHoe. CosHaHue sAcHoe. [lonoxxenne
aktusHOe. JKamob Her. T°= 36,2 °C. Koxxa u BumuMble CIU3UCTHIE YN-
CTbIe, GPU3NONIOTMYeCKOil OKpacKn. [IpIxaHue BesuKymrapHoe, Y11 — 17 B
muH. ToHbI ceppa sAcHble, putMudable, YCC — 78 B MuH., Al — 116/62
MM PT. cT. JKBOT He B3myT, MATKni1, 6e360ne3HeHHbI. Pusnonornyde-
CKMe OTIIpaB/ieHMs B HopMme. KataMHes: B TedeHue 6 MecsleB 060cTpe-
Huit BA He 3aperucTpupoBaHo.

BbiBoAabI

JJaHHBIN KIMHUYECKNI CIy4all ABNAETCA NPUMEPOM TOTrO, 4TO He-
KOHTponupyemoe TedeHue bA TpebyeT mpoBenenus guddepeHnanb-
HOJI IMaTHOCTUKY C y4€TOM BO3MO>KHOI KOMOPOMIHOCTH, TaK KakK 6oree
sIpKie CUMIITOMBI OpPOHXMA/TBbHOI aCTMBI MOTYT IIpeobasjaTh HaJj Ipo-
ABJICHVAMY MATONOrMM nuineBofa. HecMOTps Ha COBOKYITHOCTDb MMEIO-
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LIMXCsI C paHHEro Bo3pacTa anob (mucdarust, JIUTETbHBIN Kalllenb),
[MATHO3 axajasys MUIIeBOAa ObUI YCTAaHOB/IEH TOIBKO K 17TU leTHeMy
Bospacty. Takum obpasom, o6pasom, Hamm4ue aCTMOI'IO,I[IX CUM-
ITOMOB TpebyeT npoBenenys AnuddepeHIanbHON JUarHOCTUKA C UC-
[I0/Ib30BAaHVEM COBPEMEHHBIX BU3yalM3MPYIOLINX METOJOB U IPUBIIE-
YeHVeM CIHelMaliCTOB pasHoro mpodums: mepmarpa, IMyIbMOHOJIOTA,
TOPAKa/JIbHOTO XMPYPra, OTOPMHOIAPMHIO/IOTa, TaCTPOIHTEPOJIOTA.
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KYPATOPbDI MPEACTABJIEHHDbIX
KIMHUYECKUX CJTYHAEB

Cunppom Kaponu

Ycmioxxanuna Mapaapuma
AnekcaHopoeHa

AccucmeHm kaghedpebi
NOJIUK/IUHUYeCKoU neduampuu u
neouampuu OIK u 111, K.M.H.

MepBUYHBIN remodarounTapHbIl
numdorncTnoumnTos y pebeHka c
cuHgpomom Mpucuennu 2 Tmna

Ywakoea Puma AcxamoeHa
JoueHm kaghedpsl NonuKAUHUYeCcKoU
neduampuu u neduampuu Q1K u 7],
0.M.H.

CvHgpom AnbnopTa, LOMUHAHT-
HbI TN HacnefoBaHNA — cle-
NAEHHbIN C X-XPOMOCOMOWM

Jladukoea EneHa AnekceeeHa
AccucmeHm kagedpwl 20cnumasnsHol
nedouampuu

CnunHanbHoO-MblILLIEeYHasA aMmnoTpo-
¢ualtmna

(6one3Hb BeppHura-fopdmana) y
nayueHTa 7 net

MelwuHckas Onvea UeaHoeHa
AccucmeHm kaghedpsbl demcKux
60one3Hel JIMNO, K.M.H.

CagpuHa EneHa BanenmuHoeHa
AccucmeHm kaghedpwsl demcKux
6onesHell JINO

Tybepo3HbIl CKNepo3c ¢ AeboTom
B paHHEM Bo3pacTe

CagpuHa EneHa BanenmuHoeHa
AccucmeHm kagheopwsl demcKux
6one3Heli JINO

3enenyoea Bepa JleoHudosHa
3asedyrowuli kagpeopol Oemckux
6onesrel /IO — 0.m.H., npogheccop.

BpoXxaeHHbIN NOpoK cepaLa u
BbICOKasA fleroyHas runepreH3uns
y pebeHkKa 14 neT ¢ CUHAPOMOM
HyHaH

TpyHoea FOnusa AnekcaHoposHa
AccucmeHm kaghedpesi
nNosUKIUHUYeckoUd neduampuu u
neduampuu @F1K u 117, K.M.H.
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bone3Hb BunbcoHa-KoHoBanoBa,
abgomuHanbHaa dopma

baxxeHoesa Onusa JlveosHa
AccucmeHm kacgpedpel
noiuKauHUYeckol heduampuu u
neduampuu Q1K u 11

MporHo3 n ocobeHHOCTU Bee-
HUA AeTel C MHOXECTBEHHbIMU
nopokamu UHC (grcreHesnen
roJIOBHOrO MO3ra) B YC/IOBUAX
ambynaTopHoW cny6bl

ba)xeHoea Onus JleeoeHa
AccucmeHm kacgpedpel
NONIUKIUHUYecKoU neduampuu u
neduampuu @K u 1

HoBble BO3MOXKHOCTW B IeYEHUN
OeTen COo CrMHANbHO-MbILLEYHON
atpooduein (CMA)

Lapokosa Coposs AHamosnibesHa
0.M.H., npogheccop 3agedyouas
kaghedpou nonuknuHUYeckol
neduampuu u neduampuu Q1K u 111
WykwuHa Jlapuca AHamonveeHa
3asedytoujas omoesieHUeM 8ble30HOU
NnampoHaxHoOU nanauamueHou
MeouyuHckol homowju 0emsam FAY3
CO O/]Kb, 2nasHell 6HewmameteiU
cneyuanucm M3 PO no okazaHuio
nannuamugHoU NOMOWU HAceneHuUto
8 YOO

MHoxecTBeHHbIN yponutmasy
pebeHKa 1 roga

MenbHukoea CeemnaHa
AHamonvesHa

AccucmeHm kagedpsl demckol
Xupypauu, K.M.H.

YaBoeHune NpAMON KULWKK Y
MageHUa:KIMHKKa, AMarHoCTrKa,
3Tanbl leyeHnn

Lan Hamanesa AnekcaHopoeHa
3asedyrowuli kagpeopol 0emckol
Xupypauu, 0.M.H., npogheccop

Mem6paHo3Has HEMPOXOAMMOCTb
[BEHAALATUMEPCTHOW KULLIKM

Lan Hamanesa AnekcaHopoeHa
3asedyrowuli Kagpeopol demckol
Xupypauu, 0.M.H., npogpeccop.
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IMy3bIPHO-MOYETOUYHUKOBbIN ped-
NIOKC y pebeHKa 6 MecsALeB

YepedHu4eHKoO

AnekcaHopa MapkoeHa

lMpogeccop kaghedpsi
nosuKAuHUYeckol neduampuu u
neduampuu QI1K u 1, 0.M.H.
Kpyanaa Mapusa UeaHoeHa
3asedyrowuli OHEBHBIM CMAYUOHAPOM
cmayuoHapom Ne 2 MAY [ITKB Ne 11 a.
EkamepuHbypea

BeTpsaHan ocna Ha doHe AnchyHK-
LM e QUHCTBEHHOW TpacnnaHTu-
POBaHHOW NOYKM

XamaHoea FOnus bopucoeHa
JoueHm Kagheopbl UHPEKYUOHHbIX
60s1e3Hel U KIUHU4Yeckou
UMMYHO/102UU, 0.M.H.

Taxenasa popma rpunna (h3n2)
OcnoXHeHHan MeHurosHuedanu-
UECKMNM CUHAPOMOM Y HEMPUBU-
TOro NPOTKB rpunna pebeHka

Onbxosukos Anekceli UeaHosuY
lMpogeccop kagedps! UHGPEKYUOHHbIX
6os1e3Hell U KuHU4eckoU
UMMYHO/102UU, 0.M.H.

TpyaHocCTn fgrarHoctukm Tndono-
no6Hon GopMmbl
CanbmoHennesay geten.

KpacHoea Enena UcakoeHa
JoueHm kaghedpbl UHGEKYUOHHbIX
60s1e3Hel U KINUHU4Yeckou
UMMYHOJ102UU, K.M.H

Ty6epKynesHas BofYaHKa y
pebeHka

Ca6aoaw EneHa BeHUOUKMoeHa
JoueHm kageOpsl pmusuampuu u
nysIbMOHOJI02UU, K.M.H.

TpyZHOCTV JMarHOCTUKIN UH-
dunbTpaTnBHOro Tybepkynesay
NMOAPOCTKOB

Yyaaee Opuii [lempoeuy
lMpogeccop kaghedpsi pmusuampuu u
nysIbMOHO/102UU, O.M.H.

Ca6adaw EneHa BeHudukmosHa
JoueHm kagpeOpsl pmusuampuu u
nysIbMOHOI02UU, K.M.H.
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Knaccnueckas numooma Xogx-
K1Ha

baxxeHoesa Onusa JlveosHa
AccucmeHm kacgpedpel
noiuKauHUYeckol heduampuu u
neduampuu Q1K u 11

HeTunnuHoe nposiBneHune 6ones-
HY KpoHa y pebeHKa c untomera-
NOBUPYCHOW UHdeKL el

ba)xeHoea Onus JleeoeHa
AccucmeHm kacgpedpel
NONIUKIUHUYecKoU neduampuu u
neduampuu @K u 1

Taxenasa 6poHxoneroyHas
JMCMIa3nsa HOBOPOXKAEHHOTO:
nocnefCcTBMA HEMPaBUIbHOM
ANArHOCTUKM

baxeHoea Onusa JleeoeHa
AccucmeHm kacgedpeol
nosuKaUuHUYeckol neduampuu u
neduampuu Q1K u M1

ATUNUYHBIA reMONNTUNKO-YypeMu-
YecKni CUHAPOM.

baxxeHoea KOnus JlveosHa
AccucmeHm kagheopol
nosuKaUuHUYeckol heduampuu u
neduampuu OFK u 1

TpaH3nTOpHAA NEMMYECKas
aTakay pebeHka 11 net

TpyHoea Onus AnekcaHopoeHa
AccucmeHm kagpedpel
nosuKuHU4eckol heduampuu u

neduampuu OIK u 1, K.M.H.
HekoHTponupyemoe TeueHune MyxamemwuHna
GPOHXMANBHOWM acTMbl Ha GpOHe TyneHapa Ueopeena

paHee HeAVarHOCTMPOBAHHOM
axasfiasuu nuwesoaa

AccucmeHm kacgpedpeol
Makynememckol heduampuu u
nponedesmuku demckux 6ose3Hel
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