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Pesome

KAnHMyeckne Habnogenna | clinical case

MepBUYHbINA CKNEPO3UPYIOLMIA XONAHTUT — XPOHWUYECKOE XONeCTaTUUeCKoe ayToUMMyHHOe 3ab0s1eBaHie neyexy,
XapaKTepr3yeTcs NporpeccupytoLimM TeYEHVEM U MOXET NIAaTEHTHO NPOTEKATb B TeUeHUEe MHOTVX NeT. 3aKOHOMEPHO,

Uem paHblie Pacno3HaHo 3abonesaHyie, Tem oMbl NPOAOMKATENBHOCTb XM3HU. B CTaTbe NPeACTaBNEHO KIMHUUECKOE
HaboAeHe ANNTENbHOMO BECCUMNTOMHOTO TeUeHs ayTOUMMYHHOTO 3a00/eBaHUA NeUeHu, KOTOPOe MaHMGECTUPOBANO
Wb 33 6 MecALEeB 40 HebNAronpUATHOTO UCXO/a, OAAHAKO K MOMEHTY MaHudecTalmnn y pebéHka yxe chopmnposanca

UMPPO3 MEYeH.

Kntouesble cnosa: ﬂepBl/Il—IHbIIZ CKﬂepO3VIpy}OU.U/II7I XONAHTUT, AETN, ayTOUMMYHHbIE 3aboneBaHwa neyeHn, xonectas, nep-

BVUHbIV OMNMAPHBIN LPPO3 MeyeHMu.

JKCneprMeHTanbHaA U KNMHMYeckaa ractposnteponorva 2016; 125 (1): 107-112

Summary

Primary sclerosing cholangitis — autoimmune chronic cholestatic liver disease characterized by progressive course

of latent and may proceed for many years. Naturally, the earlier the disease is detected, the longer lifespan. The article
presents the clinical observation of a long asymptomatic autoimmune disease of the liver that is manifest only 6 months
prior to an adverse outcome, but at the time of the manifestation of the child has already formed cirrhosis.

Keywords: primary sclerosing cholangitis, children, autoimmune liver diseases, cholestasis, primary biliary cirrhosis.

Eksperimental’naya i Klinicheskaya Gastroenterologiya 2016; 125 (1): 107-112

ITepBu4HbIii ckneposupyoumuit xonaurut (IICX) —
XPOHMYECKOe X0JlecTaTu4eckoe 3aboeBaHume, Xapak-
Tepusyouteecs uddysHeiM BocmanenneM u Gpubpo-
30M BHYTPUIIEYEHOYHBIX VI BHEIIEYEHOUHBIX JKETYHBIX
IIPOTOKOB ¥ BeJjyliee B KOHEYHOM UTOTe K Pa3BUTHUIO
BTOPMYHOTO 6MIMapHOTo Lupposa [1, 2, 3].

ITepBoe onucauue IICX npunagnexur P. Delbet
(1924) [4]. To 1980 r. 66110 ONMMCaHO HEMHOTUM OOTIEe
100 cnyvaes. Haunnas ¢ xonna 70-x rogos XX Bexa,
6marofapsi INPOKOMY BHEPEHUIO B KIMHIYECKYIO
MPaKTUKY 9HTOCKONMYECKON peTpOrpajiHoil Xo/maH-
ruonankpearorpadun (APXIIT) cTamo BOSMOXHBIM
ycTaHaBnuBaTh guaruo3 IICX 6e3 onepaTuBHOTO BMe-
marenbcTBa. Briasnenne Tecnoit csasu [1CX ¢ Boc-
ManuTenbHbIMu 3aboneBanuamu kumednnka (B3K),
ocobenHo ¢ a3BeHHbIM KonmuToM (IK), Takyke crioco6-
CTBOBAJIO YY4LIEHNIO paHHEl JUAarHOCTUKM.

B Hacrosmiee BpeMs U3BECTHO, YTO MI3MEHEHN A
(YHKIMOHAIBHBIX TTIeYEHOYHBIX TECTOB y OOTBHBIX
¢ SIK u 60nesupio Kpona (BK) mo3BosnsoT ¢ BBICOKOI!
CTEIeHbI0 BEPOATHOCTYU NPEJIIONOKUTD Pa3BUTHE
I1CX pa’ke npu OTCYTCTBUY KIMHUYECKOI CUMIITO-
MaTuKu [5, 6]. HecMoTpsi Ha 04e€BMUHBIT TpOTpecc
B puarHoctuke IICX, npuyumnHa ero pasBuTuA JO CUX
TIOp HEM3BECTHA, a B apCeHasIe Bpaya Mo-TIPeXXHEMY
OTCYTCTBYIOT METO/bI 3¢ (HEKTUBHOTO JIeYE€HM I HTOTO
3abonesanus [1, 3, 7, 8].

Mctunnasa pacnpoctpanénnocts IICX To4yHO
He ycraHoBeHa. Cpexu 6onbHbIX ¢ K, acconmanms
C KOTOpBIM Habmofaercs B 62-70% ciaydaes, O/
6onpupix IICX ot 2,4 no 7,5%. PacnpocTpaHéH-
HocTh IICX cocraBnser okomno 8,5-13,6 cayvaes
Ha 100000 HaceneHus, Torga Kak 3a601eBaeMoCTb —
0,9-1,3 Ha 100000 Hacenenus [9]. BeposTHO, aTn
U ApyTVe aBTOPbI HEJJOOIEHMBAIOT UCTUHHYIO pac-
npocTpan€HHOCTb [ICX, yunThIBasA BOSMOXKHOCTD €T0
IIUTEIBHOTO 6@CCYMIITOMHOIO TeUEHN A M OTCYTCTBUE
acconmarnun ¢ B3K, mo xpaiineit mepe, y 20-30% ma-
mueHTos (1, 3, 10].

IICX mopaskaeT npenMyuieCTBEHHO MY>K4YIH TPY-
pocroco6Horo Bospacra (62-70%), cpeHuiT BO3pacT
60IbHBIX Ha MOMEHT YCTAHOB/ICHNS JUATHO3a COCTAB-
nsiet 36-52 ropa. Y 60-80% manuentos [ICX couera-
ercsa ¢ B3K [1, 10, 11].

Ha ceropnAmumit feHb CYMTAETCA JOKA3aHHO
POTb TeHeTMYeCKNX ¥ MMMYHHBIX HAPYUIEHNUI B pa3-
Butuy IICX. B monb3y 3TOro CBUJETe/IbCTBYIOT OIN-
CaHMA CEMENHBIX C/TyYaeB: Y POJICTBEHHUKOB IIEPBOIL
JIMHUM BEPOSITHOCTD pa3BuTusi 6omesHu B 100 pas
IpeBbINIaeT TAKOBYIO B 001eit monymsanu (1, 12, 13].
Bricoka 4acToTa 0OHApYKeHUA y OONbHBIX aHTUTe-
HoB HLA-B8 n HLA-DR3, BLIABIAEMBIX IPY APYTUX
ayTOMMMYHHBIX 3ab0neBannsAx (5, 9, 14].

Tecnas accoumanusa IICX c JK nerma B ocHOBY
Hpe/IIONI0KEHNA O MaTOreHeTIYeCKOIl POIN MPOo-
HUKHOBEHV:A OaKTepuii, 6aKTepuanTbHBIX TOKCMHOB
VIV TOKCUYHBIX KETYHBIX KUCTIOT Yepe3 KMUIeYHYI0
CTEHKY B IIOPTA/IbHBII KPOBOTOK. XpOHMYecKas Oak-
TepUeMIs VT TOKCUHEMUA MOTYT ABUTbCA IPUIIHON
MHUIVAL U IOAePyKaH s BOCIIAIeHIS OMIapHOTO
TPaKTa, Beaylero Kk pubposy.

JIpyrue nccnefoBaTenyt He BbIABUIN 3HAYUTENb-
HYIO IIOPTaNbHYI0 OaKTepMeMII0 Y 6OTbHBIX, KOTO-
PBIM OBLIO BBIIOTTHEHO OIIEPATHBHOE BMELIATEIbCTBO
no nosoxay Tsxénoro HAK [1, 3]. Kpome Toro, npu
TUCTONOTNYECKOM HCCIefoBaHNM (1e6UT BOPOTHOI
BEHBbI — Ba)XHBII IPU3HAK [IOPTAIBHOI 6aKTepu-
eM1y — OOHAPY)XMBAIOT JIUIIDb Y He3HAYMTETbHOI
yactu 6onmpHbIx IICX [1, 2, 15, 16, 17].

Pesynbprarel pAjga MccnefoBaHUl MO3BONMNIN
UCK/TIOYNUTD B Ka4eCTBE 9TUOIOTMYECKUX (HAKTOPOB
IICX Bupycs! renatutos A, B u C. Paccmarpusa-
M TaKXXe ponb puromeranosupyca (CMV), koto-
PBIi MOXKET BBI3BIBATD IECTPYKIMIO U IPUBOJUTD
K YMEHDBUIEHUIO KOMMYECTBA ME/IKIX JKeTYHBIX IIPO-
TOKOB. Bmecre ¢ teMm, nnss CMV-nudexuun He xa-
PaKTepHBI IIOPakeHMe KPYIHbIX IPOTOKOB U UX Gu-
6posuposanne. Kpome toro, y 6onpueix IICX npu



MEPBUYHDBIA CKNEPO3UPYIOLINIA XONAHTUT C NETAJIbHbIM MCXOLLOM Y AEBOYKM 13 NIET | THE PRIMARY SCLEROSING CHOLANGITIS IN THE 13-YEAR OLD GIRL

TUCTOIOTUYECKOM MCCAEeJOBAHUM TKAHU MeYeH !
HUKOT/]a He 0OHaPY>KMBAIOT BK/TIOYEHW S, TUIIYHbIE
st CMV-undexunn (2, 3, 8].

IIpepmonaraioT, YTO B OCHOBe 3a00/IeBaHNUsI I€XaT
HapyLIeHNs KJIeTOYHOTO ¥ I'yMOPa/JIbHOTO UMMYHM-
TeTa — CeHCUOMIM3anys MMMQOLNTOB K aHTUI€HAM
HPOTENHOBOI (PpaKIMMU >Ke4u, TOPMOKEHIIE MUTPa-
LY JIEIKOI[MTOB B OTBET HA aHTUTEHBI YKeTIN, CIBUTU
B cybnonynAnuax 1uMpoumnToB nepudepudeckoi
KPOBI, TOSABJIEHUE Ay TOAHTUTEN (AHTUHYK/IeaPHBIX,
K IJTAIKOI MYCKyIaType, K OUTOIIa3Me HelTpodu-
JI0B), IOBBIIIEHNE YPOBHA IgM 1 UMPKYIUPYOLUX
MMMYHHBIX KOMIIIEKCOB B CBIBOPOTKE KPOBU VI XKeT4 1,
aKTUBaLMA MeTabonu3Ma KoMIieMenTa [3, 12, 18].

BeiBrHYTa runoresa 06 y4acTUM B 3aIyCKe L{UTO-
TOKCUYeCKUX peakuuit peosupyca III Tuna, KoTopsbii,
BepOSITHO, U3MEHsIEeT MMMYHOT€HHOCTD crienudude-
CKMX aHTUT€HOB >XETYHOTO TPAKTa [1, 10, 12].

B pesynbrare 1eCTPYKTUBHOTO BOCIAJIEHUA IIPK
ydactun ¢pubpo6/1acToB 1 HapyLUIEHUAX MeTabOonn3-
Ma Ko/jtareHa (OCTaIoNIMXCs MOKa He M3y YeHHBIMN)
PasBUBAETCs OOMUTEPUPYIOLINIT CKIEPO3 XKETTHBIX
IPOTOKOB C UX AMIaTauueir. B pesymprate pubposa
CY)KMBAIOTCS ¥ IOCTEIIEHHO OIOKUPYIOTCS XKeTIHble
HPOTOKM, YTO IPUBOAUT K OMIMAPHOMY LIMPPO3Y Iie-
yenn [3, 16, 19].

bone3np HaunmHaeTcsa nocreneHHO. OCHOBHBIMU
KJIMHUYECKMMI IIPOSIBIIEHUSIMU ABSIOTCS CTIab0CTDh
(75% 60nbHBIX), KOKHBLI 3yX (70%), xentyxa (45%),
nuxopanxa (30%), 6ou B mpaBoM nogpebepse [1, 8, 14].

Y 50-75% 6onpubIx [ICX coueraercs ¢ K, y 10-
12% — ¢ BK Toncroit kumku (0TmenbHOe coueTaHme
C TepMUHA/IbHBIM MJIENTOM He Habmogaercs). [Iposis-
nenus B3K (MoHOCHI ¢ IpuUMechi0 KpOBM) TOIOTHAIOT
K/IMHIYECKYI0 KapTUHY, IIPY 3TOM KO>KHBII 3y, JKeJl-
TyXa Hab/MI0JAI0TCS peXe, YeM MPY U30/TMPOBAHHOI
¢dopme IICX. BocnanutenbHble 3a60/1eBaHNUs KMIIIEY-
HJKa MOTYT IIPOTEKATh TaTEHTHO [2, 3, 10].

Omnucanbl 607ee pefikye coueTaHusA ¢ MynbTudo-
KanbHBIM pubposom, cuuppomom llerpena, xpo-
HUYECKUM MAHKpeaTUToM (4-25%), enmaxmeit, nm-
MyHOZeUIMTHBIMYU COCTOSHUMMY, PEBMATONZHBIM
apTPUTOM, ayTOMMMYHHOJ TeMOTUTIYECKON aHe-
Mueii, TpoMb03aMu, CBSI3aHHBIMMI C BOTYaHOYHBIM
aHTUKOATYIAHTOM, CaXapHbIM AuabeToMm, 6bICTPO-
HPOrpecCUPYIOLMM IIOMePYTIOHePPUTOM, T0OYEUHBIM
KaHaJIbIIeBBIM alM030M; Y 25% GONIbHBIX TedeHNne
3aboneBaHMs1 6€CCUMIITOMHOE, U TOTBKO TabopaTop-
Hble JJaHHBIe MOTYT BBIAABUTD IIPM3HAKM XOIecTasa
[3, 5, 11, 20].

IIpn o6'pexTBHOM 06CIeOBaHNY HanboIee 9acTo
BBIABJIAIOTCH JKENTyXa, remaroMeranmns (55%), ce-
HoMeranus (35%), runepnurMeHTanus Koxun (25%).
B mosgHux cragusax 6omesHy 0OHaApYXMBAKTCS
CUMIITOMBI IIMppO3a MedeHn. [IINTe/bHbIN X0/IecTas
OCTIOXKHAETCS pa3BUTIEM KCAaHTOM (5%), 0cTeonoposa
(c pemxmM pa3BuUTHEM OCTEOMAISILIUY VI KOMITPECCUOH-
HBIX IIePEIOMOB), HApYIIEHNEM BCaChIBaHNA XU POpa-
crBopuMbIX ButaMuHoB (A, D, E, K), o6pasoBannem
KaMHeil B renarobunnapHoit cucreme. Teuenne IICX
MeJJIEHHO Nporpeccupyloliee; ObICTpOe yXyALIeHNe
607e3HM OOBIYHO CBA3aHO C PA3BUTHEM OCIIOKHE-
Huit; 6akTepuanbHplit Xomaurut (15%), BeIpakeHHbIe
CTPMKTYPbI, KAMHM )Ke/TYHBIX IIPOTOKOB (26%), XO/TaH-
rrokapiuuoma (10-15%) [1, 3, 10, 18].

IICX mosxeT 6BITH 3aIIOZO3PEH HAa OCHOBAHUMU
aHaMHe3a, 0CMOTPa, JAOOPaTOPHBIX MCCIeOBAHMII
U BepUPUUNPOBAH C HOMOIBIO MHCTPYMEHTATbHBIX
WMCCTIeTOBAHMIA.

Y qacTu 60/IbHBIX B 001I1eM aHa/Mn3e KPOBY BBIABIISA-
10T 9031HOGMINIO. IIpy 6MOXMMIYECKOM HCCTIe[0Ba-
HUY KPOBM XapaKTepHO NOBbILIeHe aKkTuBHOCTY I
u gpyrux Mapkepos xonecrasa (I'TT, neinmHaMmHO-
HeNTU/A3bl, 5-HYKIeoTnAasbl). [Ipn 6eccMMITOMHOM
teueHyy nospimenne 11O MoxxeT OBITH €IUHCTBEH-
HBIM HHAMKAaTOpOM 60se3Hn. OfHako y 3% GONbHBIX
110 HesACHOU npu4yHe akTuBHOCTD 1P ocTaeTcs HoOp-
MaJIbHOJ, HeCMOTps Ha Hanmnuue cumnromosn [ICX
U IpOrpeccupoBaHye 60esH. Y 60IbIIMHCTBA 60/Tb-
HBIX HaO/TI0AI0T TIOBBILIEHNE YPOBHA OumnpybuHa,
yMepeHHOe (He 6071ee 5 pas) HOBBIIIEHNE AKTUBHOCTY
amuHoTpaHcepas [3, 5, 16].

ITpu MMMYHOIOTMYECKOM MCC/IEOBAHUN OTMeYa-
I0TCs ruIepramMmmarnoOynuHeMust (TpeTb 6OIbHBIX),
nosbliieHne yposHs IgM (50%), VK (80%). Pazmmy-
HbIe ayTOAHTUTeNA (K IIaIKOIl MyCKy/IaType, aHTUHY-
KJIeapHble, PeBMaTOUHbII (PaKTOP) 0OHAPYKUBAIOTCA
y 10% 6ompHbIX [7, 16, 18].

BakHelIIMM MarHOCTUYECKUM LIaTOM /I HOJI-
tBepxKaeHus IICX cny>KuT Busyanusarys 6unmapHoro
TpakTa. B kauecTBe MeTOsa BHIOOpA PacCMAaTPUBAIOT
IPXIIT, koTopas, ofHAKO, B ITOCTIeHEe TeCATUICTIE
MTOCTEMEeHHO BBITECHACTCA MAarHUTO-PEe30HAHCHOI
xonmaHruomankpearorpadueir (MPXIIT). UyBcTBu-
tenbHOCTD 1 crenudryanocts IPXIIT conocraBuMbl
¢ TakoBbIiMy MPXIIT (88 u o 90%, COOTBETCTBEHHO),
OJIHAaKO MOCTIe{HAA NPeCTABIACT COO0il HeMHBA3NB-
HYIO I, CJIefOBATEIbHO, 607Iee 6€30IIaCHYI0 METOUKY
(1, 3,5, 16].

Onsa IICX TunudHb MynbTU(OKAIbHbIE KOMb-
LieBUIHbIe CTPUKTYPBl BHYTPHU- M BHEIIEYEHOYHBIX
JKe/TYHBIX IIPOTOKOB, YepeAyIolecs ¢ yJyacTKaMu
HOPMaJ/IbHOTO AMaMeTpa MIN C/IerKa JU/IaTupPOBaH-
HeIMI. TpubnusutenbHo B 20% crydaes U3MEeHEHMA
3aTparuBaioT TOTbKO BHEIEYeHOUHBIE MU TONbKO
BHYTpPUIIEYEHOUHBIE IPOTOKY, ¥ 15% OONbHBIX B IIPO-
11eCC BOBJ/IEKAIOTCH >KeTYHBIIl My3bIpb U ITY3bI PHBII
poTOK [3, 10, 16].

Y manueHTOB ¢ TUNIMYHBIMM XOJaHTHOTpaduye-
CKMM M3MEHEHUAMY BBIIIOTTHEHME OMOICHUM NTeYeH N
C JMATHOCTUYECKOII 1Ie/IbI0 He ABIACTCA HeoOXoau-
MbIM. [Ipy TOM I'UCTONIOTMYECKOe MCCIeJOBaHIe BasK-
HO mna ycraHosnenusA craguu [ICX, guarsocTukn
IICX ManbIX IPOTOKOB M IePeKPeCTHOTO CUHJIpOMa
IICX/AUT [1, 12, 21].

B Teuenmne 6oee 30 neT mpefIPUHNMAIICH 110-
IBITKY BO3JeICTBOBATh HA MEXaHU3MBbI Pa3BUTUA
n nporpeccuposanus I[ICX. K coxanennto, Ha ocHo-
BaHMM Pe3y/IbTaTOB IPYMEHEHNA Pa3HBIX IIperapaToB
He Y/Ja/oCh IPUITU K BBIBOJY O JOCTOBEPHOM 3aMe/i-
JIEHVY TIPOTPeCCUPOBaHNA OONIE3HN U IOBBIIICHNN
BBDKMBAEMOCTY OO/NbHBIX. VICIIO/Ib30BaHIE MMMYHO-
cynpeccopos (I'KC, asaTuonpus, MeToTpeKcar, 1ju-
KJIOCIIOPHH, TAKPOIMMYC), KOMIIEKCOOOPA3y IO INX
coefMHEeHMIT, aHTUUOPOTUIECKUX CPEACTB (KOIXN-
I[VH) TMIIb B OTJbHBIX MICCIIEOBAHUAX IIPUBEIIO
K YIy4LIeHNI0 GMOXMMITYeCKIX MTOKa3aTesnei 6e3 1o-
CTOBEPHOTO BIMSIHIS Ha BBDKMBaeMocTh [1, 10].

CXOncTBO psfia maToreHeTn4eckux speHbes [ICX
n IIBL] mocny>Xmmo ocCHOBaHMEM JI/1S1 IPUMEHEHUA
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B Ka4eCTBe aHTMUXO0IeCTaTU4YeCKOTO X MMMYHOMO-
IyIUPYIOLIEro MpernapaTa ypcoje30KCUX0aeBoil
kucnotel (YIXK). B mepBom nmane6o KOHTP-
O/IMPYyeMOM MCCIIeJOBAHUN TIPOAEMOHCTPUPOBa-
HO yIydllleHNe OMOXMMUYIECKNUX VM TUCTONOrMYe-
CKMX IIOKasaTeseit Ha ¢pone nmpuéma YIXK B gose
13-15 mr/kr B Teyenne 1 roga [1]. B mocnenyrommux
MCCIeN0BAaHMAX 3TYU JaHHbIE He MOJTBEPK/IEHbI
[6, 18, 20].

B kpynHOM paHOMU3NPOBAHHOM MYIbTUIIEHTPO-
BOM UCCIeJOBAaHUM NTONBITKA IPUMEHEHN A BBICOKUX

KAnHMyeckne Habnogenna | clinical case

103 YIIXK (28-30 Mr/Kr) mocie epBbIX 0OHa/je)KMBa-
IOLIMX Pe3y/IbTATOB IIPMBe/a K HEOObACHIMOMY YXY/I-
IIEHNIO IIPOrHO3a Y 60/MbHEIX, monydaBmux YIXK,
0 CpaBHEHMIO ¢ rpymmoii mrane6o [10]. Kombunanms
YIOXK ¢ MeToTpeKcaToM TaKk)Ke He Ipu3HaHa 3 dek-
TUBHOIL. TakuM 06pasom, 5O HACTOSIEr0 BpeMEHN
npemnapar A naroreHerudeckoro nedyenus ICX
He cospaH [1, 3, 7, 10].

ITens paboTHI — eMOHCTPALVS CTIOKHOTO B Aud-
(dbepeHIMaIbHO AMATHOCTUYECKOM ITaHe cmydasa IICX
y pe6éHKa IofpOCTKOBOTO BO3pacTa.

MpuBoguM KNMHUYeCKoe HabnwaeHne

bonbuas E., 12 1eT 9 Mec, mocTynuia B racTpOsHTe-
ponorudeckoe orgenenye IJKD nm. I. K. dunnnmncko-
ro . CTaBpOIIOJIA € )Kam06aMM Ha )Ke/ITYIIHOCTb CKIIeP,
KO>KHBIX IIOKPOBOB, C/Ia00CTb, YBeNMUeHNe padMe-
POB XXMBOTA, OTEYHOCTD CTOIIL, TOjIeHeil. VI3 anamHe-
3a M3BECTHO, YTO HepBble CUMIITOMBI 3a00/IeBaHMA,
A MIMEeHHO )KeNTYITHOCTb CKJIep, HOABU/INCDH B BO3pacTe
12 et 2 mec. MaTb pe6éHKa CBA3bIBAET MOsIBIEHIE
3aboneBanus ¢ npuémom apnybuna. Ilpu obemeno-
BAaHUMU B IETCKOJ IOMIMKINHUKE B 0OIleM aHaIu3e
KPOBM U MOYM IIATOJIOTMM He BHIABIEHO. B manmbHeli-
IIeM NIPUCOeMHIINCH CMaboCTh U 6O/ B HOTaX IIpU
(busnYeckux HarpysKax.

CrrycTa 6 Mec OCIe OSAB/IEH A IIePBbIX CYMITOMOB
COCTOsIHME BHOBDb YXYALINIOCH 63 BUUMBIX IIPU-
YJMH — HOSABUIOCDH BBIPA)KEHHOE XKe/ITYLUIHOE OKpally-
BaHMe CKJIep ¥ KOXKHBIX TOKPOBOB, CTa00CTb. B cBA3N
¢ yeM ObI/Ia TOCIUTANN3UPOBaHa B MH(EKIIMOHHOE
orpenenne LIPB, rae momy4ana nedeHne — aHTUOAK-
TepuabHas Tepanus (e TprakcoH, aMOKCUIIMIINH),
COp6eHTDI, MaHKpeaTndecKye GepMeHThI, Guomperna-
parTbl, B/B peaMbepIH, Ta3UKC.

Ha ¢one Havyama nHQY3MOHHOI Tepanun y pe6éHKa
P€3KO o HAIaCh TeMIlepaTypa Tena 1o 40,5 rp. n gep-
>Kanach oKoso 3-x gHeit. IIpn obcnegoBanum mMap-
KEPBI BUPYCHBIX I'eNIaTUTOB OTPULjATe/IbHbIE, KPOBb
Ha BIY — orpuy. Ha ®3TAC — 33odarur I cre-
IIeH, 0YaTOBBII TIOBEPXHOCTHBII peIIOKC-TaCTPUT;
Ha Y3V opraHoB GPIOIIHOI MONOCTY — AUPPy3HBIE
M3MEeHEeHN S MAPEeHXMMBI ITeYeH !, IO/ KeTySOUHOI
JKeJle3bl, CTeHOK >KeTYHOTO IY3bIPs, TOYEUHBIX CH-
HYCOB, Te€lIaTOCIJIEHOMETaNNs, IBYyCTOPOHHAA 1N~
enoskTasuA. C mojo3peHreM Ha ayTOMMMYHHBIII
reIaTUT HalpaBjieHa Ha TOCHMTANN3AINI0 B Kpa-
eBoe racTposHreponoruyeckoe orgenenue I'ITKb
M. I. K. ®uninnnckoro.

HacnencreenHbpll aHaMHe3 — XPOHMYECKUIL Ta-
CTPOZIyOIE€HNT y MaMbl. AJIIepTO/IOTMYeCKIIT aHaMHe3
CIIOKOJHBIIA.

IIpu ocMoTpe B CTallMOHApe: COCTOAHME TAXKENOe
10 XapaKTepy OCHOBHOTO 3aboneBaHus. CosHaHMe
SACHOE, MHIUTETbHA, TPEBOXKHA. TenocmoXeHme mpa-
BuIbHOE. Poct 166 cm, Bec 63 xr. IMT = 22,86 kxr/m>.
dusnyeckoe pasBUTHE BLICOKOE, FapMOHnyHOe. IToz-
KOXXHO-)KMPOBOIJI C/IOJ Pa3BUT HECKOIBKO M30BITOU-
HO, pacnpejienéH paBHOMepHO. Ko>KHbIe TTOKPOBDI
MKTePUYHbIE, B MECTAX B3ATNA KPOBU KPOBOIIOATEKM,
001/IbHAS yIpeBas ChIIIb Ha KOXKe /IN1A, TOBBIIIECHHA A
canbHOCTh. Typrop TkaHelt coxpaHéH. BeipaxeH-
Has OTEYHOCTD TOJIEHOCTOIHBIX CYyCTaBOB U TOJICHEIA.

ITepudepuyeckne mumdaTudeckyie y3abl He YBeIn-
YeHBI, IPU Manblaluu MsArkue, 6e36o1e3HeHHbIE.
Cnusucrele BlakHble, MKTEPUYHbBIE, YUCThIE. BbI-
pa’keHHasi UKTEPUIHOCTD CKJIep, HOCOBOE JibIXaHIe
He 3aTpysHeHo. KocTHO-MbllIeuHas cucrema — 6e3
ocobennocreit. YOI — 20 B muH. [pygHas xiet-
Ka npaBuabHOI Gpopmbl. IIpu mepkyccun rpyHos
K/IeTKM — 3BYK JIETOYHBIN, ayCKY/bTATUBHO — JIbI-
xaHue BesukynsipHoe. O6macTp cepaia Busyanb-
HO He M3MeHeHa, IEPKYTOPHO — I'PaHUI[bI CepALa
He pacCIIMpPEHBI, TOHDI CHDbIE, PUTMUYHbIE, HEKHDII
cuctonnuecknit mym B V Touke. YCC — 113 B MuH.
A1 123/76 MM pT. CT.

S3BIK BIa>KHBIIL, 00710>KeH 6ebIM Ha/léToM. MuH-
IaMMHBL He yBeM4eHsl, poixible. JKnBoT yBennyen
B pasMepe «IATYLIaYNii», MATKUI, IPYU aabHaIun
yMepeHHO OOJIe3HEHHBIIT B OKO/IONYIIOYHOI 00/1acTH,
IpaBoOM Hofpebepbe, HEPKYTOPHO B HIDKHMX OTHE/IaX
npurymaeHne. CUMIOTOMBI pasfipa)keHusA OpPIONUIHbBI
orpunarensusle. C-m Kepa (+), c-m Menpens (+), ¢c-M
OprHepa (+). ITedens + 2,0 cM 0T Kpasi péOepHOIL AyTH,
Kpait IJIOTHBII, 3aKPYT/IEHHBIN, 6€300/Ie3HEHHBIIL.
CeJte3eHKY IpONaIbIIMPOBATD He Y/Ia/I0Ch BCIEICTBIUE
OTEYHO-aCIUTIYECKOTO CHHPOMA.

Mouencnyckanne cBob6oguoe. Ctyn 1 pas B feHs,
obopMIeHHBI, 6€3 HAaTOTOTNIeCKUX IIPUMecel.
HepBHas cucremMa — MEHMHTO3HAKU OTCYTCTBYIOT,
9MOIIMOHA/IBbHO Tabu/IbHa, TpeBoXKHa. [TonoBoe pas-
BUTHE COOTBETCTBYeT 3 cTafuu 1o TaHHepy, menses
B TeYeHNe TOfa, PeTy/IApHBIE.

VccnenoBanus, npoBe€éHHbIE B CTal[MIOHApE:

OO6muit aHamM3 KPOBM: aHEMM A JIETKON CTeIIeHN
(Hb — 105 g/L, RDW — 3,12*10'%/L), yMepeHHBIII
neitkonuros (WBC — 12,7*10°/L).

OO6wuit ananus KpoBu (B guHamMuke Ha 10-it
JeHb): HapacTaHye aHeMuu 1o cpepHeit crenenu (Hb —
72 g/L, RDW — 2,35*10'*/L), BbIparKeHHBII1 JTeIIKOLIV-
103 (WBC — 34,7*10%/L).

Buoxumudyeckuit aHanM3 KPOBU: TUIIEPraMMario-
6ynunemnsa — 25%, runepbunupybunemns (6umupy-
6vH 061111131 — 98,0 MKMOJIB/JI, IpsAMOit — 90,0 MKMOJIB/TI,
HenpsAMoit — 8,0 MKMOJIB/JT), TUIIEpTPaHCAMIHA3EMMU A
(ACT — 61,8 El/n, AJIT — 70,8 EIl/).

Buoxumuyeckuit aHanu3 KpoBu (B ZMHAMHUKe
Ha 10-i1 eHsp): runonporenemus: — 61,3 /i, ru-
nepraMmarnao6yinHeMus — 37,7%, Tunepounupyou-
HemusA (6MnMpy6mH o61mmit — 195 MKMOJIB/JI, TIps-
moit — 180,4 MkMoIb/11, Hetpsimoit — 10,0 MKMOJIB/1T),
runeprpanacMuuazemust (ACT — 240,6 E[l/n, AJIT —
240,5 EJl/n), KOK — 1225 Efl/n, JIAT — 1227 El/n,
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MoYeBMHA — 22,6 MMOJIb/JT, KpeaTuHuH — 170 MMo7b/1,
TN — 82%.

VpoBens cnenuduyeckux anrurer: ANA — or-
punatensubiii, p-ANCA — 1:80 (010K TeNbHBI),
¢c-ANCA — 1:80 (110/105KMTETbHBIN).

VpoBens nepynomrasmMunua: 21 mr/an — orpuuna-
TE/IbHBII.

IIIP BupycHpix renatutoB B, C: oTpuijaTenbHbIi.

V3U opraHoB GPIONIHOI MOTOCTH: TeIaTOCIIIe-
HoOMerasnus, fupQy3Hoe U3MEHEHMe TaPEHXUMBI Ile-
YeHU, OJKeTyJOYHOI XKeJIe3bl, YTONIeHNne CTEHKI
SKeTYHOTO 1y3bIps. I[IoBBIIIeHVIE 9XOT€HHOCTY B JIOXKe
SKeTIHOTO ITY3bIPA.

MP-xonauruorpadus: MP-nprusHaky rermatocre-
HOMeTAINY, OTE€K CTPYKTYPbI ITAPEHXNUMBI TTeYeHN —
MOXXET COOTBETCTBOBATb aKTUBHOMY rematury. MP-
KapTMHA XPOHMYECKOro naHkpearuta. MP-kapTuna
XOJIaHruTa (ClIa3MUpPOBAaHHbIE BHYTPM- Y BHEIIEUE€HOU-
HBIe JKe/TYHbIe IPOTOKM). BhIpaskeHHbIE M3MEHEHU
CTPYKTYPBI )KeTUYHOTO My3bIps (YTOJIIeHe CTEHK,
JKMIKOCTD B JIO’Ke ITy3BIPS, B IPOCBETE MPaKTUIECKI
He COJIeP)XUTCsI CBOOOIHAS XKeTub).

KT opraHoB OpronIHOit MOTOCTH: JaHHBIX 32 00'D-
€MHBIIT ITpolLfecC B OPIOLIHOI TOJIOCTI He BbISBIIEHO.
KT npusHaky XOTeIUCTUTA C IEPUXOTEIUCTUTOM.
YMepeHHO BrIpaKeHHOe YBe/Tn4eHne cenedenku. JInm-
dbageHomarns OPIOLIHON HOMOCTY ¥ 3a0PIOIIITHHOTO
mpoctpaHcTBa. He6onbIoe KommuecTBO cBOOOFHOI
SKUJIKOCTU B OPIOLIHOIL MOTOCTH. [JOIOTHUTeIbHAS
BEHO3HAas KOJ/UIaTepajIbHAsl CETh II0 IIPaBOMY (riaHry
OPIOIIHON ITOIOCTH.

B oTpeneHun npoBoanIach TepanyA: aMUKAIVH,
¢dypocemus, prodanak, BEpOLIINpPOH, aIbOYMIH, Ma-
anokc, pocdornms, nupysnonHas repanua. OTmeya-
JIOCh KPaTKOBPEMEHHOE YTy dllIeHe COCTOSHMA B BUJie
KYIMPOBAaHUS OTEYHO-ACUTUIECKOTO CUHAPOMA,
yAydlIeHus 6MOXMMMUYeCKIX IIOKa3aTeell, 0OfHaKO
Ha 10 CyTKM Tepamnuy COCTOSHIE BHOBb YXY/IIN/IOCD,
B cBA3U ¢ yeM nepesemena B OPUT. [IpoBogumasn
B OPUT Tepanusa: ropMoHOTepanyus (IpeJHU30/I0H
4 MI/KT MacChl BHUTPUBEHHO), TeMOCTaTu4yecKas Te-
pamnus (mepeauBaHue CBeXe3aMOPOXKEHHOI I1a3-
MBI, 9pUTPOLUTAPHON MACCHI, JUIIMHOH, aMUHOKa-
HPOHOBAs KUCTIOTA), COPOEHTBI, TeNaTONPOTEKTOPI
(remrTpar, remamepiy), 3MeKTPONUTHI (KaInit, MarHuii)
Ha ¢one 10% rII0KO3bI, aHTHOMOTUKOTEpanus (11e-
$TpUAKCOH, TeBOMUILIETHH, THEHAM), 3aMeCTUTE/Ib-
Has Tepanus (a1bOYMIUH), MHIMOUTOPBI IPOTEOIN3a
(ropmoxc, KOHTpUKaJI), IPOTUBOCYAOPOXKHAS Tepals
(pemannym, TOMK), H, -rucTamMnuro6m0KaToph (KBa-
Maren), flodanak, CupOHHbIE IPOMBIBAHNA KIIIEY-
HUKa ¢ cofioit. B ycmosuax OPUT cocroanue pebenka
YXYALINMIOCH 33 CYeT HapacTaHNUA HeBPOIOTMYeCKOII
CUMIITOMATUKY (BBIpa’keHHas IedeHOYHas sHLeda-
nomnarus — KoMa I), ocTpoil IbIXaTeNTbHOI HeoCTa-
TOYHOCTH (BBINIOTTHEHA MHTYOALMA Tpaxen).

B panbHeieM coCTOsIHME C OTPULATE/IbHOI I HA-
MHUKOIL, KpaiiHe TsDKEI0e, B CBASY C IIEPEBOJIOM OOTTb-
Hoit Ha MIBJI. Ilo coCTOAHMIO OCTPOII IT€YEHOYHOI
HEJJOCTATOYHOCTH, II0Ka3aTeIsAM OMIMpyOnHOBOrO
obMeHa 6e3 CyIeCTBEHHON JUHAMUKIA.

1 MVnmocTpanyuy K CTaTbe — Ha IBETHOM BKJIeiKe B )KypHaJL.

Ha 13 cyTkn HaX0XX/JeHU A B CTal[MOHaPe COCTOsAHME
C la/IbHENIIel OTPULIATEIbHOI JUHAMUKOMN, B CBA3U
C HeCTabM/IBHOCTHIO TeMOAMHAMUKI U HapacTaHMeM
OCTPOIJT TONMMOPTaHHO HEJOCTATOYHOCTY Ha PoHe
IIPOBOAMMOII Tepamuu; ObIIa 3aperucTpUpoBaHa
OCTAaHOBKa CepJIeuHOl IeATeTbHOCTH, TPOBEAEHHDIE
peaHMMaIMOHHbIe MeporpusTs 6e3 apdexTa, KOH-
CTaTUPOBAHA CMEPTh.

Ha ocHOBe KIMHUKO-Ta00paTOPHBIX HaHHBIX I10-
CTaB/leH KTMHUYECKNIT JUaTHO3:

OcHOBHOI: AyTOMMMYHHBII TeNaTUT 2 TUIa,
bynpMuHaHTHAsA GopMa C CHHAPOMOM IIepeKpecTa —
AUT/TICX.

OcnoxxHeHns:: IleyéHouyHas sHIedamonarus,
xoMma III. IBC-cungpowm, 3 crapgua. OcTpas monmop-
raHHAA HEJIOCTaTOYHOCTD. OCTpas cepfieuHO-COCyu-
CTasi HeJOCTATOUYHOCTb.

Ha pucynkax 1-2' npepicTaBieHa MaKpOCKOInye-
CKas KapTUHa TIe9eH .

Ha pucynkax 3—6 — MMKpOCKOTIIYECKa s KapTUHA
¢ TunnayHeMu Ana [ICX rucromorndeckuMn nsme-
HeHMAMI.

Maxkpockonmyeckn:

[Teuens yBenuyeHa B pasMepax, MI0THAsA, KaICy-
na 61ecTAmasn, HIOBEPXHOCTb MEIKOOYTPUCTasA 1M
70 0,8 cM, IpenMyLeCTBEHHO B IIPaBOIi 101, )KETO-
KpacHas.

Ha paspese y3enky ¢ 4eTKMMU TPpaHUIIAMIU, KeITO-
BaTO-PO30BbIE, IIOTHbIE. [lapeHXMMa neyeHM >KenTo-
BaTO-3e/IeHOBaTasA. KpymHble )KelmuHble TPOTOKM pac-
IIMPEHBI C IIOTHO 6€e/1ecoit BBICTYIAOIEl CTEHKO
HaJl IOBEPXHOCTBIO paspesa, B IPOCBETE UX JKeTdb
BA3Kas XKEITO-3e/eHasl.

JKemuHblil Ty3bIph pacHIMpeH, CTeHKA OTEYHaA,
cansnucTass 060I04YKa TEMHO-3€/IéHa, epoxoBaTas;
JKeT4b BsA3KasA C X/IONbAMMU.

Muxkpockonmdyeckn:

TxaHb me4yeHu, e JONbKOBOE CTPOEHNe Hapylle-
HO ¥3-3a INPOKUX (P1rOPO3HBIX, IPEUMYIeCTBEH-
HO Ilep) U HOPTOIMOPTA/TIbHBIX CEIT, 00pa3oBaHMeM
TICEBJIONIOTIEK C HEKPO30M renaTtonuTos. IlopTanbHble
TPAKTBhI IIMPOKIE CKIEPO3UPOBAHDI C «/TyKOBUIHBIM»
nepudoxanbHbIM GUOPO3OM, CKYLHOIM TMMEPOrUCTIO-
IuTapHON MHQUIbTpanueil. B oTHebHEIX IPOTOKAX
X0J1ecTas, OTMedaeTcsA nponudepanus MeIKIX fyK-
Ty, 6€3 AUCIIasuM [VINHPUIECKOTO SIUTeNNA,
B IIPOCBETE KOTOPBIX SKeTYHbIe TPOMOBL. XOMereHHas
MHOUIBTPALIVSA TENATOLUTOB, B 1-2 30HaX HOTEK —
6anmoHHasA fucTpodus remaronutos. OTMedaeTcs
KalU/IIApU3als CUHYCOUIOB.

3aknoYeHNe MaTonoroaHaToMmmyeckoe: Ckiepo-
3UPYIOLUINIT XOMAHTUT, XOMAHTMOANT, Hauboee
BEPOATHO NEePBUYHOTO TeHe3a, C TyKOBUYHBIM Ile-
puaykranbHeiM Gubposom 6e3 nHpuaprpanyuu. Pop-
MMPYIOUUIICA OMINAPHBIIl UPPO3 HEeYeHI.

ITpencraBieHHOe HAOMIOMEHME IeMOHCTPUPYeET
IuTeIbHOE 6@CCUMIITOMHOE TedeHe 3a00/eBaHm,
KOTOpOe MaHM(eCTNPOBAIO MNIIb 32 6 MeC B0 Heba-
TOIIPUATHOTO UCXOMA, OFHAKO K MOMEHTY MaHMpe-
CTalMM ¥ HeBOYKM yKe CHOPMUPOBAJICA LUPPO3
TIEeYEeHI.
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K cratpe

[TepBUYHBIN CK/IEPO3MPYIOLIVII XOIAHTUT C JIeTAJIbHBIM MICXOfIOM Y feBouky 13 set (cTp. 107-112)

Pucynox 1 (cmeBa)
IleueHb yBemMueHa B pasMepax,
KaICy/Ia 6ecTsimasi,
TIOBEPXHOCTDH MeHKOﬁyI‘PI/ICTaH

PucyHok 2 (cipaBa)

Ha paspese B IledeHn ysenku
C YETKUMU I'paHM]_IaM]/I,
)KCHTOBaTO-pOSOBbIe, IIJIOTHbIE

PucyHox 3 (cnesa)
«JlyKOBUYIHDII»
nepupyKTanbHbli pubpos
B IIMPOKOM TTOPTaTbHOM
tpakTe. OKpacka
TeMaTOKCHTNHOM

7 303MHOM, X140

PucyHox 4 (cripasa)
H_[]/IPOK]/IC IIOpTONOPTAaNbHbIE
centol (A) u icesgomonsku (B).
OKpacka reMaTOKCUIVIHOM

1 903MHOM, X140

PucyHok 5 (cmeBa)
Tponudepannsa MeTKIX
nykryn (A) u ckypHas
MuMQpOrnCTHOLUTaPHAS
vHuabrpanus (B).
Oxkpacka reMaTOKCUINHOM
1 903MHOM, X250

PucyHox 6 (cripaBa)
Hekposbl remaronuTos.
Oxpacka reMaTOKCUIMHOM
U 9031HOM, X140




