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Y neTeli ayToUMMYyHHble 3a60/1eBaHA NeyeHn MOryT MPOABAATHCA B CaMbIX Pa3HbIX GOPMAX, BKMKOUAA ay TOMMMYHHbI renatut

(AU, nepBruHbIZ cknepo3npytowmni xonaHrut (NMCX) n ogHoBpemerHoe npucyTctne AU 1 NMCX — «nepekpécTHbIi C1H-
EDN: DIXSCU Apom». BaXKHO paHHee pacno3HaBaHue nepekpeCTHOro CUHAPOMA. [inarHocTKa CKNepo3npyioLLero XonaHruTa Bo MHOrOM
3aBUCUT OT XOflaHrMorpadryeckoit KapTuHBbI, NOKa3blBatoLLel OAMHOUYHBIE AN MHOXECTBEHHbIE CTPUKTYPbI C pacllvpeHriem
XKenueBblIBOAALLMX MyTeN.

[Noka3zaHbl FIpO6J'I€MbI STUONOTNK, NaTOreHe3a, ANarHOCTUKM 1 neyeHnAa ﬂeperéCTHOl’O cnHOpoma y ,[LeTeI;I.

[pMBOANTCA KIMHNYECKUIA MPUMEDP CEPOHEraTUBHOMO ay TOUMMYHHOTO renaTtiTa v CKNepo3npYHOLLEero XonaHrnTa B coctase
NepekpECTHOro CrHAPOMA y pebéHKa.
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on the colored Summary
inset of
fgevjﬁum) In children, autoimmune liver diseases can manifest in a variety of forms, including autoimmune hepatitis (AIH), primary

sclerosing cholangitis (PSC), and the co-occurrence of AlH and PSC — the “overlap syndrome.” Early recognition of overlap
syndrome is important. Diagnosis of sclerosing cholangitis largely depends on the cholangiographic picture showing single
or multiple strictures with dilatation of the biliary tract. The problems of etiology, pathogenesis, diagnosis and treatment of
overlap syndrome in children are shown.

Aclinical example of seronegative autoimmune hepatitis and sclerosing cholangitis as part of a cross syndrome in a child is given.

Key words: autoimmune hepatitis, primary sclerosing cholangitis, autoimmune sclerosing cholangitis, crossover syndrome,
children, diagnosis, treatment

BBepeHune

156

AyToMMMYyHHBbIe 3a00/I€eBaHNA NTEYEHN CIOXXHO JU-
arHOCTUPOBATD, U TAK)Ke TPYHAHO BBHIABUTD UX NIPU-
YMHBL. Y [leTell OHM MOTYT IIPOABIATHCA B CAMBIX
pasHbIX popMax, BK/IIOUas Ay TOMMMYHHBIIl TelIaTUT
(AWUT), mepBUYHBI CKIEPO3UPYIOLINIT XOMTAHTUT
(TICX) n ogHOBpeMeHHOe mpucyTcTBue AUT nIICX —
«repekpécTHbl (overlap) cMHAPOM», TaKXKe 4acTo
Ha3bIBAEMBbIN «ayTOMMMYHHBDII CKI€PO3UPYIOLINIA
xomaurut» (ACX) [1, 2], npeamonaras, 4To KAMHU-
JecKue npodunn nepekpécruoro cungpoma I1CX/
AWT n ACX He oTm4aroTcA ApYyT OT APYyTa, a CKopee

HpPefCTaB/IAT CO00IT «BOCIAMUTENbHYI0» a3y IICX,
KOTOpas IIPOAB/IAETCA Ha 60/ee PaHHNX CTaUAX Tede-
HIs1 3a007IeBaHILA, A 3aTeM, B 60JIee CTaplileM BO3pPacTe,
nepexonut B 6osee kinaccuyeckuit pernorun IICX [3].
OTU MHEHM A OCHOBAHBI Ha OTCYTCTBUM IO AAIOIeViCs
OIIpe/Ie/IeHNI0 ATHOIOT MY 3a60/TeBaHIIAL.

B remaronmorum TepMuH «I1epeKpECTHBINA CUHPOM»
SIBJISIETCsT K/IMHMIeCKUM ONUCAHUEM PasINIHbIX GOpM
ayTOMMMYHHBIX renaToOuIMapHbIX 3a60nMeBaHMIL,
Brmovaomux AV, ACX u IICX [4]. B neguarpun
A1 0603HAYEHU A MePeKPECTHOTO CHHAPOMA YacTO
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UCTIONb3YETCA TEPMUH «ayTOMMMYHHBII CK/IEPO3UPY-
fouuit xomaHrut» (ACX), OffHaKO 4acTo 3BYYMUT MHe-
HIe, YTO 3TO OTZE/NbHBIN MATONOTMYECKNIT IIpoLecc.
ITpu ACX y mainueHToB, KaK IpaBuyIo, HabII0faeTCsA
yAydIIeHNe yPOBHSA CBIBOPOTOYHBIX TPAHCAMMHAS TP
IpOBeJIeHNI MMMYHOCYTIpeCCUBHOI Tepanuu [5, 6].
PaHHee pacrno3HaBaHMe EePEKPECTHOTO CUHJPO-
Ma Ba)KHO KaK [/ BeJleH)A NaljMeHTOB, TaK U [/

nupemunonorna

B r106anpHbIX HEeAUATPUIECKIX UCCIETOBAHMSIX [8]
coob1anoce, yto fo Tpetu peteit ¢ IICX nmeroT ogHO-
BpeMeHHO AV («BepOSITHBIN» MU «OIIpeJie/IeHHBII»
B COOTBETCTBUM C YIIPOIIEHHOI Oa/IbHOI CUCTEeMOIT
ouenkyu AVTI), KOTOpoe COMOCTABMMO C FAHHBIMU
o6ceoBaHMIT B3POCIIBIX, O KOTOPHIX COOOIAIOCH
B OJIHOLIEHTPOBOM MCCIELOBAHUM C MICIIO/Ib30BAHNEM
OpUTMHANIBHONM 6aibHOI cucteMbl orjeHku IATHG
B Hopsernu [9]. Onxako 607ee coBpeMeHHbIe MCCITe-
IOBaHIs, VCIIO/Ib3YOLIEe IEPECMOTPEHHYI0 6a//IbHY O
CUCTeMY OLIeHKM, cO061maroT o mpu3Hakax AVII'y 6-14%
B3pocnbix ¢ [ICX. C pyroi CTOpOHBI, PaCIpOCTPaHeH-
HocTb pusHakoB IICX mpu AVIT Bapeupyet ot 2%
1o 10% y B3pocbix [10, 11] u 5o 50% y meteit [7].
CTOPOHHUKY IIPEfiCTaB/ICHNS O TOM, UTO IIepeKpéCT-
Hblit cunpipom [ICX/AWT n ACX otmmyarorca ot IICX,
YKa3bIBAlOT Ha pas3nuuus B QEeHOTUNNYECKMX XapaKTe-
PYICTHKAX ¥ PeaKIVAX Ha MIMMYHOCYTIPECCHIO, XOTs KN~
HIYeCK1e CPAaBHEHIIS 3aBUCST OT COCO0A yCTaHOB/IEHIS
I1arHo3oB. [Ipy cpaBHeHUY IPOSIB/IEHMIT ITepeKPECT-
Horo cunpipoma AVII/TICX ¢ AUT npu nepekpéctHoM
cunppoMe AUT/IICX 6b11 6071ee pacIpoOCTpaHEHbI
BOCHanuTenbHble 3a0oneBanusa kumeynnka (B3K) —
44% npotus 18% HapALy ¢ MONOXKUTETHHBIMM AHTUTE-
nmamu pANCA (74% npotus 36%), 60J1ee TIOBBIIIEHHbIE
nokasarenu xonecrasa (coornomenne IIIDO/ACT 3,96
npotus 1,14) u 6omee Huskuit yposenb ACT (102 ME/n
npotus 333 ME/) py nepBoHa4aIbHOM MCCIETOBaHNIA.
ITo Mepe pocTa 3a60/1eBaeMOCTH ¥ PACIPOCTPAHEHHOCTH
[ICX [12], peHoTnnIMYECKME TIPECTABIEHNS, TI0-BUAN-
MoMYy, sBomononnposany, 1 B3K Bce yame auarso-
CTUPYETCA U 'y B3POCIIBIX, M Y JieTell C epeKpECTHBIM
cunppomom IICX/AUT, yem npu AUT (75% u > 60%
COOTBETCTBEHHO) [13-15]. VI3MeHeHM A TONCTO KUIIKU
TaKKe, o-BuauMomy, cxoxxu ipu ACX un I1CX, ¢ 6ornee
BBIPQXEHHBIM ITIOPAXXEHVIEM B IIPaBOM OTJeJIe TOICTOI
KUIIKU ¥ COXPAHHON M/IM He3HAYUTETbHO U3MEHEH-
HOUI IIpsIMOIT KuiKoii [16]. Boree Toro, omHOILEHTPOBOE

STuonoruda

HecmoTps Ha OTCYyTCTBUE OIpefeNIeHHbIX TPUITEPOB
3a60/1eBaHIsA, MBI IIO-TIPEXXHEMY II0JIaraeMcsi Ha JO-
CTIDKeHMs GyHIaMEeHTa/IbHON HAaYKH, KIMHIYECKUe
[IpOsIBTIEHNs 3a60/IeBaHIsI, peaKIIMIO Ha IeYeHe U O/
TOCPOYHBIE IIOC/IEAYIOLE UCCIENOBAHMA.

OpHyM 13 Ha/IeXXHBIX [TOAXOL0B K BBISABIEHNUIO (paK-
TOPOB PUCKA ONACHBIX ay TOMMMYHHBIX 3a00/IeBaHNII
IeYeHN ABJIAI0TCA UCCAeJOBaHMA accouannii B Mac-
mrabax MOTHOTEHOMHOIO McCnenoBanmsa. Takue uc-
C/IeTIOBAHMs OCTAKTCA CBOOOTHBIMY OT TUIIOTES, U UX
CTOMUT IIPOBOJUTDH HE TONIBKO HA IPEAMET BbIABIECHNA

nporHosa. V3-3a coBmafaomux KIMHNYECKUX MIPO-
ABJIEHUI, CXOJHOTO NMaTTEPHAa ayTOAHTUTEN U TUCTO-
JIOTMYeCKVX M3MEHEeHUT, 4acTO ObIBaeT TPYLHO UJCH-
tudunuposarb AVUIT+IICX y mereii. luarHoctuka
CKJIEPO3MPYIOUETO XOTAHTUTa BO MHOTOM 3aBUCUT
OT Xo/maHruorpaduyeckoit KapTUHBI, TOKa3bIBAOIIEN
OJIMHOYHBIE M/ MHOXKECTBEHHbIe CTPUKTYPBI C pac-
I PeHMeM KeTIeBbIBOMALINX IyTeit [7].

UCC/IeOBaHMe Y [ieTell T0Kasao, 4To y 40% manueHToB
¢ ACX nmerotcs adTo3HbIE 3Bl TOHKOI Kuku [17].

B pyrom KpyIHOM neuaTpuyeckoM MCC/Ie0BaHNI
nepekpéctubiii cungpom IICX/AVI mo cpaBHeHMIO
¢ [ICX yare BCcTpevascs y MaIjieHTOB YKEeHCKOTO Mo
(45% potuB 36% mpu n=781), pexxe acCOLMUPOBATICS
¢ B3K (63% npoTtus 82%), 4aiije — ¢ COIy TCTBYIOLIMMU
ayTOMMMYHHBIMI 3a60/IeBAHUAMI, He CBA3AHHBIMIU
¢ B3K, u nposBsncs 6omee BbIcOKMM ypoBHeM 1gG
(23 r/n mpoTuB 17 1/11), CEpPONO3UTUBHOCTBIO AHTHUTEI
ANA 1 pANCA, a Takxe 607ee BbICOKMM ypoBHeM AJIT
B CBIBOPOTKe KpoBu (299 en/n npotus 161 ex/n) [13].
JlanHble UTATbAHCKONM CepUM UCCIEIOBAHMIL TAaKXKe
MIOAYEePKUBAIOT, YTO IUCTOIOTMYECKM OYeBMIHbIE II0-
PaXKeHN >KeTYeBbIBOJAIIMX ITyTeil Jallje BCTPeYaroT-
cay pereit ¢ AVII' u B3K, uem y pereit Tonbko ¢ AVIT
(8/12 mpoTus 6/38) [18]. B cBOIO O4epens, B3pocCibie
¢ nepexpéctHbIM cnHApomoM IICX/ANI, xak npaBu-
710, HA MOMEHT YCTAaHOB/IEHMA JYaTrHO3a MOJIOXKeE, 4eM
Te, y Koro 6oee tunnunsie nposisrenns IICX (cpen-
HUIT BO3PacT 32 mpoTuB 39 1eT COOTBETCTBEHHO) [15].
OpnHaxo faHHbIe MeXX/TyHapOJHOI! MCCIe0BATeNbCKOM
rpynmnsl [ICX Taxke MOKa3bIBaIOT, YTO JO/IA TAIIEH-
TOB ¢ mepekpécTHbIM cuHApomoM IICX/AUI, y xoTo-
poix pasBuBaeTca B3K, yBenuumBaeTcsa ¢ TeueHMEM
BpeMeHU ¢ 44% 1o 60% (mpu MenyaHe HaOMIONEHNS
14,4 ropa). 9to moaTBepxaeT, uro [ICX sABnAeTcs oc-
HOBHBIM IIPOL[eCCOM 3a00/IeBaHNA U OAYePKMBALT, 4TO
Ha3BaHNA 3a060/IeBaHNUIT He MOTYT OBITb CTaTMYHBIMU
U 3BOJTIOI[IOHVPYIOT B COOTBETCTBUM C KIIMHIYECKIMM
M3MeHEeHUAMM. ITa KOHIENNA IPUHATA U B IPYTUX
00671acTAX MeFULINHBI, IPUMEPOM KOTOPbIX SBJISIETCA
B3K. Hanmpumep, etn ¢ B3K B paHHeM Bo3pacTe 4acTo
He MOTYT OBITb KNaccuuIMpoBaHbl Kak 607esHb KpoHa
VIV AI3BEHHBIIT KOTIUT [0 60JIee II03IHEro Bo3pacTa [19,
20]. Kpome TOro, u3MeHeHue HadBaHMsA 3a00IeBaHNA
B TeJYeHIe IIePBBIX 5 JIeT IT0C/Ie yCTAHOB/IEHMA INarHosa
B3K ormeveHo y 9% B3pocnbix [21].

crenudurIecKnx ajuenei pucka, HO 1, 9YTO He MeHee
Ba)XHO, HA MEXaHUCTUYECKMe TeMbl. PucKu, cBA3aH-
HbIe C YeJI0OBeYeCKUMIU JIeIKOLTApHBIMYU aHTUTeHAMU
(HLA), cymiecTBy!oT /151 BCex 3aboeBanmit. VIHTepecHo,
4TO HeCMOTPsI Ha TO, 4T0 AL, mo-BuamnMomy, Hanbonee
YYBCTBUTEIEH K MMMYHOCYIIPEeCCHBHOI TepaInmi, OH
CBAA3aH C OTHOCUTETHbHOM MaJIOYMCIEHHOCTHIO UEH-
TUGULMPYEMbIX IOKYCOB PUCKa, OTIMYHbIX oT HLA,
110 CPaBHEHMIO C XOJIAHTUTOM >KeTYHBIX IIPOTOKOB
n IICX, xoTopble B 3HAYUTENbHOI CTEeIleHN TeHeTude-
CKM He Tlepecekarotcs [3, 12].
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B T0 Bpems Kak Bo3pacT npu jebroTe 3a601eBaHms
MO>KET BJIMATb HAa MHTEHCUBHOCTDb M XapaKTep Ipo-
apnenua IICX, misa MHOTMX Ty4IINM OTpakeHUeM
€ro eCTECTBEHHOTO TeYEHUs SABJISETCA IJINTETbHOE
HabmogeHne.

MaToreHes

ITaTomormdeckye IpOLeCCH IPY Ay TOMMMYHHBIX 3260-
JIeBAHMSIX [IEYeHN [IPOVMCXOMST B HEIIPEPHIBHOM PEXI-
Me, KaK IIPOCTPAaHCTBEHHOM, TaK U BpeMeHHOM, I II0-
BpeX/eHle MO>KeT BapbIPOBATD OT IIPEUMYLIECTBEHHO
OCTPOTO TelaTUTa, XPOHNYECKOTO IellaTITa, KOTOPBIi
MOXXeT OBITH [IEPBUYHBIM M/IN BTOPUYHBIM, 1 GUOPO-
supyolelt xonanruonatuu. [Ipo6nema mo-npexHeMy
3akiogaeTcsa B ToM, 9To Hu AUI, au ITICX He mMeroT
ab6COMIOTHOTO FUATHOCTIIECKOTO TECTa, [IPM 9TOM Jia-
THO3 YCTaHAB/IMBAETCS HA OCHOBE Hamu4us (M OTHOCHU-
Te/IbHOTO OTCYTCTBYA) CHeLM(UIHbIX /11 3a60/IeBaHIA
MapKepoB. C 9TOJ1 LIe/bI0 UCTOPMYECKN COBIIAfaOLIe
IIpeICTaB/IeHNA KOHIIENTYaIN3UPOBaIICh HECKOIbKMI-
MM CIIOcO6amMM: 60 KaK CTydaifHoe BO3SHUKHOBEHME
IBYX 3a060/I€BaHMII ¥ OHOTO } TOTO JKe JeTIoBeKa, 160
KaK «307I0Tasl CepefuHa» B COBOKYIIHOCTH, CBSI3AHHOII
C IBYMs pa3MYHBIMY a4y TOMMMYHHBIMHU 3a60/eBa-
HUAMMU Ie4eHH, b0 KaK YHMKaNIbHOe 3ab0JIeBaHe,
orpenpHoe ot AVIT n IICX (nanmpumep, ACX), win na-
TOJIOTVYECKO€E COCTOsIHIE, KOTOPOEe OTHOCUTCS K CIIeK-
TPY MMMYHOIIATO/IOTMYECKIX, VI KOTOPOEe MOXET OBITh

KnuHunueckue npoAasneHnA

Kimundecky, 6110XMMIYecK 1 TUCTOMOTMYECKN AETH
¢ AUIT+ACX un 6e3 ACX cnoxso gudpdepeHupy-
€MBbI. PeaKI_U/IH Ha I/IMMyHOCyHPeCCI/IBHyIO Tepanunimo

OwnarHocTunka

MHorme MccnefoBaHNA B3POCTBIX, B KOTOPBIX MCIIONb-
30Ba/Iach CUCTEMA OLIEHKM MeXITyHapogHON Irpym-
IIbl 110 ayTOMMMYHHBIM renatutaM (International
Autoimmune Hepatitis Group — IAIHG), 4to6s1 go-
6aBuTh guarHo3 AVIT manmeHTaM ¢ y)Xe MMEIUM-
csa [ICX, y KOTOPBIX JOCTATOYHO M/IS1 9TOTO OAIIOB
1o 6aIbHON cucTeMe oueHku AVIL, fuarHoCTUpyIoT
«I1epeKpECTHBI CUMHAPOM». OHaKO OalIbHasA CHUCTe-
Ma, paspaboranHast IATHG, He cospaBanach st 91O
nemu. E€ nenpio 66110 obeciiedyeHne OGHOPOSHOCTI
B KIMHMYecKUX uccnegoBanmax AVILL OpurnnanpHas
6a/IbHasA cUCTeMa MOKa3ala, 4TO CPefiyl B3POCIIBIX Ma-
nueHToB ¢ [ICX, [MarHocTMpOBaHHOTO € IIOMOIILIO
SPXIII, 33% momy4Inay MONOKNTeTbHbIE PEe3yIbTaThI
10 KpaliHell Mepe B OTHOLIEHUN «BeposTHOro» AVII.
Ipu sTOM HauboIee pacIPOCTPAHEHHBIMYU IPUYNHA-
MM YCTaHOB/IeHUA AyarHo3a AVIT 6bUIM HOBBIIIEHHbIE
3HaueHMs CBIBOPOTOYHOrO IgG (61%), TONOKUTENbHBIE
antutena ANA n/vmu ASMA (22%) v TUCTOIOTYECK e
TIPM3HAKY, XapaKTepHble A AVLL

INospimennslit yposenb AJIT yacTo paccmaTpuBaeT-
cA Kak 6uoxummdeckuit mpusHak AU Oxnaxo y 607b-
mnHcTBa B3pocnbix ¢ [ICX (6e3 AUT) yposenb AJIT
MOXeT OBbITh MOBBIIIEH 6ontee yeM B 2-3 pasa [26, 27].
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Konnenmus o Tom, uro ACX mnn nepexkpécTHbIi
cunppom IICX/AUT umeror ornnunbie ot IICX xa-
PaKTepUCTUKIY, MMeeT IPAaKTU4YecKoe 3HaYeHNe /s
BefleHNs IaLVEHTOB, IEYeHNUA, M CTpaTudUKanum
pucKa.

nuarHocTypoBaHo kak AVIT wim IICX ¢ npeo6napanu-
€M Ha OCHOBAHUN €T0 OCHOBHBIX ITPVM3HAKOB — TAKNMX
kak AV ¢ mpusHakamy 6M/1IMapHOI HEOCTaTOYHOCTI
i [ICX ¢ BocmanuTenbHbIM HadaioM [3].

JIpyras akTyanbHas KOHILENLNsA, 6pocaolast Bbl-
30B CYIIECTBYIOLEI! JOrMe, BhITEKaeT U3 HaOTIONeHMIt,
CBA3BIBAIOLINX Ilepefjady CUTHAJIOB >KeTYHBIMM KIC-
noTaMu ¥ QYHKIMIO MMMYHHBIX K/IeTOK. MuKpo6mom
KVIIeYHMKA ¥ )KeTIHbIe KMCIOTHI MOTYT MORY/INPO-
BaTb MMMYHOPETYIATOPHYIO GYHKINIO K/TeTOK [22-25]
U, TI0 aHAJIOTUY, XOJIECTa3 B pe3y/IbTaTe MOBPEXIeHNA
YKETTYHBIX TPOTOKOB MOXKET CII0COOCTBOBATh MMMYHO-
OIIOCPEeJOBAHHOMY ITOBPEX/IEHMIO TIeYeHN, KOTOpoe
TUCTOJIOTMYECKN U OMOXMMMYECKY IPOSIBIACTCA KaK
renaTUT C HEKOTOPOJ Hauya/IbHOM peakiyeil Ha KOp-
TUKOCTepouabl. Takum o6pa3oM, XOTA TepMUH «IIep-
BuyHbI» mpu IICX BbITeKaeT 13 HEONpPe/IeIEeHHOCTH,
CBA3aHHOM C IIATOT€HE30M, OH He MCK/II0YaeT BaXKHO
MMMYHOJIOTMYECKOII POJIU B 3a00JIeBaHNM, KOTOPOe
MPUBOAUT K BOCITAJIEHNIO JKETIEBbIBOAAIINX Ty Tel
" 9acTo conyTcTByomemy — B3K.

TaKKe CXOJHAA, 32 MICK/II0YEeHMeM TOT0, YTO HalL[JIeHTaM
¢ AUT+ACX pns jocTvKeHusA pemuccun tpebyercs
6ornee gnurTenbHas Tepanus [184].

A y MOJIOBIX TTALIMEHTOB 4alle Habmogaercs 6oee
Huskoe cootHoueHue IIIO/ACT npu auarHocTuxe 3a-
60/meBaHM, YTO MOXKET YKa3bIBaTh Ha 60JIee «BOCIIA/IN-
tenpHblit» ¢penorun IICX [28].

ITokxasaTenu, cBUAeTeNbCTBYIOIME B 0nb3y AUT
y nanuenTtos ¢ [ICX, nobyaumu k paspaborke mepe-
CMOTPEHHBIX KpUTepreB 6a/IbHOM CHUCTEMBI OL[EHKN
3aboneBanus [9], B KOTOPYI0 ObUIM BBEIEHBI BHIYETDI
6asI0B 32 0COGEHHOCTH XKeTIEBbIBOMALINX Iy Tell IpK
TUCTOIATONOr M. YIIpOIEHHast 6a/IbHasI CUCTEMA OLieH-
Ku 6bUTa paspaboTaHa ¢ MPMHLMIINAIBHO VHOI LeJIbio,
YeM IpefbIayas 6annpHas cucteMa auarnoctuku AT,
A IMEHHO JU/Is1 BBISIB/IEHVST IIAL[IEHTOB, KOTOPBIM MOXKET
OBITD I10/IE3Ha IIPOOHASA MMMYHOCYIIPECCHBHASA TepaIA.

Ympomennsie kputepun IAIHG npusenu x ysenn-
YeHUIO CHeUnPUIHOCTH € 65% 10 90%, a [OIIs CTyYaes,
IIOMeYeHHbIX KaK «BepoATHbI» AV, cHusumace ¢ 33%
10 9% [29].

Pacnpoctpanennocts AVT npu IICX 3aBucur
OT METO/Ia, C TOMOLIBIO KOTOPOTO OH JMaTHOCTUPYETCA.
C aroit nenpio IAIHG pexoMeHzyeT He MCIONb30BATh
CBOIO Oa/IIbHYIO CUCTEMY /IS CO3TAHNUA B UCCIIENO-
BaHMAX HOATPYIII MAIMEHTOB C IePeKPECTHBIM CUH-
npomoM [30, 31]. [TepecmoTpeHHast 6anibHas cucrteMa
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ouenkn IAIHG, npenmnonoxnTenpHo paspaboraHHast
U151 TOTO, YTOOBI FapaHTUPOBATD, YTO ManmeHTs! ¢ [ICX
He IOy Yal0T C/IVIIKOM BBICOKVX 0aJIIOB, XapaKTepHBIX
st AVIT, npuMeHsIach B 6O/BIIMHCTBE UCCTIEOBAHNIT
IS B3POCIIBIX. DTO KOHTPACTHUPYET C TbBMHOM OMIel Te-
TMATPpUYECKIX UCCIEIOBAHNIA C MCIIONTB30BAHMEM YIIPO-
WIEHHOM GannbHON cucteMbl oneHku AT 2008 ropa,
KOTOpas He YYUTHIBAET Oa/UIbl 3a 0COOEHHOCTI JKede-
BBIBOZALINMX Iy Telt (Tab1. 3, Tab. 4). XOTs Aj1st OT/INYMs
ACX ot AT 6511 IpefI0KeH CHelaIbHbli ITeANaTpu-
yeckuit 6asut [32]. [JaHHbI MHCTPYMEHT ellle He IPOLIes
Banupaanuio u He MoxkeT otnyutb ACX ot IICX. 3to
CBSI3aHO C T€M, YTO IIOPOTOBasi TOUKA JIETKO JOCTIDKIMA
TONBKO Ipy Hanmnuuy ANA U HOBBIIIEHHBIX 3HAYeHUAX
IgG, xoTopble HabmopatTcs y ~80% 11 >60% B3POCTIBIX
cIICX cootBetcTBeHHO [33]. B3K, koTOpOE pasBuBaeTcs

y >70% naruenTos ¢ IICX, camo nmo cebe cBA3aHO C 1O-
BbllIIeHHbIMY 3HadeHuAMY 1gG [34]. AHTuTena ANA
TaK>Ke 0OHAPY>KUBAIOTCS IPUMEPHO y 40% IIaIeHTOB
¢ B3K [35], u y >65% 71y, DpOXOAALVX JIeYeHUe MHIH-
6uropamu ¢akTopa Hekposa onyxosnu [36, 37].

Hecmotps Ha aTu Habmopenus, caydan IICX, koto-
pble IPOABIAITCSA O HUM M/IM HeCKO/IbKMMIY ITpU3HaKa-
Myt AVIT, 6yzb TO 6MOXMMITYECKILE, CEPOTIOrMYeCKIie VTN
IUCTOMIOTMYECKIE, IPOTXODKAIOT KIacCuUIMpPOBAThCA
KaK «IIepeKPECTHBIN CUHPOM».

Takum 06pa3om, Ha3BaHMe «IIePEeKPECTHBIN CUH-
IpOM» HA MPOTSHKEHNN AECATUIETUI ObII UCTOYHM-
KOM 0€eCIIOKOICTBA U CTaBUJI BOIIPOCHI IPAKTIIECKOTO
BefleH!A NaLMeHTOB B CBA3Y C CONOCTaB/IEHNEM IBYX
COCTOSIHMIA, KOTOPbIE pa3NMYal0OTCA 110 SMU/IeMIOIOT U,
JIEYEHUIO U TIPOTHO3Y.

Moaxopbl K NeYeHNo NnepeKPECTHOro CMHAPoOMa

YunutpiBas JUHAMUYHBIN XapaKTep ayTOMMMYHHBIX
3a00/1eBaHMIT TIeYeHN C IMOTEHIMAAbHOM (JaXke OXKu-
IaeMoit) BO3MOXXHOCTBIO TOTO, 4T0 AVIT y Monogoro
MaIyieHTa CO BpeMeHeM IIepepacTeT B IPEeNMYIeCTBEeH-
HO OGunImapHOe CTPUKTypHOe 3abo/1eBaHMe, AMarHO3
ACX He crefiyeT HeBepHO CTONIKOBBIBATDb KaK >KeCTKOe
yKa3aHue Ha IIPOJO/DKeHe MIMMYHOCYIIPeCcCM Ha Heo-
nipefienIeHHbI cpoK. C IPYToil CTOPOHBL, IIPY pellIleHNN

Ucxoabl nepeKpECTHOro cMHApoOMa

B oTnmunme oT peKOMeHJAIMil MO K/IacCUYECKOMY
IICX, HeKOTOpbIE PYKOBOZACTBA /N fieTell U B3pOC-
JIBIX OflOOPAIOT MMMYHOCYIIPECCUBHYIO TEPAIINIO IPU
nepekpéctHoM cuaApome AVIT/IICX, yanTsiBas, 94To
HECKO/IKO HeOOJIbIINX HEKOHTPOIMPYEMBIX MCCIIEHO0-
BaHUI yKa3bIBAIOT Ha BBICOKIe IoKasatesu (>70%) 6uo-
XMMWYECKOTO y/Ty4LIeHNs + YMEHbIIEHNA BOCTIa/IeH N
IIapeHXVMBI IIPY TIPOBeeHNI MIMMYHOCYIIPEeCCUBHOI
tepanuu [3, 28, 38-41], HecMOTps Ha sABHOe Iporpec-
CHpOBaHNe TTOpa’KeHNI JKeT4eBbIBOAANIINX My Tel n/
i Gubéposa, oIpeRe/sieMbIX IPU IYCTONIOINIECKOM
MCCAeNOBaHNM TKaHu meyenu 38, 40].

B mccnenoBaHuy B3pOCIBIX C MePEKPECTHBIM CUH-
npomoM AUT/TICX y manyeHTOB ¢ MopakeHneM KpyTI-
HBIX YKETYHBIX TPOTOKOB HAaOMTIONA/MNCh HaXOOIbIIINE
yAy4IIeHNs 6MOXMMUYeCKNX IIOKa3aTenei, OffHaKo
y TMaIMeHTOB PasBMBAJICA OHKOJIOTMYECKMIT TPOIecc,
YTO BJIEKJIO 3a CO6OI TPAHCIUIAHTALNIO [IeYeHN U/ WIN
cMepTb*l, MITICTPUPYsT HECOOTBETCTBIE MEXY I10-
JIOXKUTETIbHOI 6I0XVIMIIeCKOIT PeaKIyeil ¥ KOHeYHBIM

KnnHnueckun npnmep

JeBouka, Bo3pacr 4,5 roga. Pe6eHOK OT HOpManbHO
npoTtekasiueit 6epemeHHOCTH (I 6€peMEHHOCTB), pOAbI
CpOYHBbIE, 6€e3 OCJIOKHEHUII, OLleHKa 110 Amnrap 8/9
6anmoB. Macca tena npu poxxgeHun 3260 r., ganHa
52 cm. Ilepnop panHeit agantanun 6e3 ocobeHHo-
creit. Panee passurue no sospacry. HacnencrseHHOCTD
He OTATOLIEHA.

B Bo3pacTe 4-X JeT IepeHec1a OCTPYI0 pecnupa-
TOpHO BUpYcHYI0 nHdpexuuio (OPBU) (mpoBoantocs

BOIIPOCA O BO3MOXXHOCTY OTMEHBI IMMYHOCYIIPeCccuu,
LenieBble oKasaTenu pemuccun AVII' He cnepyer npu-
MEHATD K IaIMieHTaM C MepeKpECTHBIM CUHIPOMOM
TICX/AWI. M0>XXHO NIpefIOoN0oKNTh, 9TO, XOTA UMMY-
HOCYIIPeCCHs yMeHbIIaeT BOCIajIeH1e TapeHXMMBbI, 3TO
He OKa3bIBaeT O/IarOIPYATHOTO BIMAHNA Ha TIOBPEXK/e-
HJIe >KeTYHBIX IIPOTOKOB 1/ (p16pos.

MICXOIOM. B OTHeIbHBIX MCCTeOBAHUAX COOOIaeTCs
0 60JIee BBICOKOI BbDKMBAeMOCTH IanyeHToB ¢ IICX
Toc7ie MPOBEJEHNA MMMYHOCYIIPECCUBHON T€PaNNu
TI0 CPAaBHEHUIO C TTAI[VIEHTaMy, KOTOPbIe JiedeHe He M0-
nyvamu [3, 27, 42, 43]. Cepun uccnenosanmit B EBpore
u CeBepHOIT AMepHKe IIOATBEPXKAAIOT TOT (aKT, 4TO,
HECMOTPs Ha OMOXMMMUYECKNUe YIydIleHNs, BBKI-
BaeMOCTb 63 TPaHCIUTAaHTAIMM IeYeHM aHa/IOTUYHA
y TIaIMEeHTOB ¢ nepeKpécTHhIM cuagpomoM ITICX/ANT
n xnaccrdecknuM IICX, HO HIDKe, 9eM OXKMIAI0Ch, TP
ANI.1Io MeXyHapOLHBIM MYy/IbTULIEHTPOBBIM JAHHbIM,
5-7eTHsI1 BBDKMBAEeMOCTb 03 TPaHCIIAaHTAIINN [IeUeHN
cocrasiser oT 71-85% 1o 61-92% c MoMeHTa 1epBoOro
yCTaHOB/NEHNA iuarHosa npu knaccudeckom [CX u me-
pexpéctHoM cunppome IICX/ANT cooTBeTcTBEHHO [15,
27].B cBOI0O 0O4epefp, B IIEAMATPIIECKOI ICCIETOBAHNISIX
IIPUBOJATCA JaHHBIE O 5-TIeTHEN BBDKMBAeMOCTH 6e3
OCTIOXKHEHMIA, paBHOIL 69% 1 67% npu mepeKpéCTHOM
cunppome IICX/ANT u IICX ¢ mopa>keHMeM KpyImHbBIX
IIPOTOKOB, COOTBETCTBEHHO [13, 27].

CUMIITOMATH4ecKoe nedeHne). Ilpu mabopaTopHoM
UCCIIeJOBaHNM B MOMEHT 3a60/IeBaHMs OTMEeYanoch
nosbimtenne yposua AJIT mo 341 EJl/n, ACT po 257
EJl/n, xoTOpoe 6BIIO paclieHeHO KaK peaKTUBHOe
Ha ¢oHe Texyuielt nHpexuun. Yepes 2 mecAna — 10-
BTOpHO neperocut OPBM ¢ nosblmeHneM Temmepa-
TypbI Tena fio 40°C B Teuenne 7 aHeil, OTMEYAeTCA yBe-
NMYeHMe MIefHbIX MMMdoy3nos. [Ipu maboparopHoM
MCCTIeOBAHMY COXPAHAIOCH IIOBbILIeHMe YpoBHA AJIT
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1o 386 ENl/n, ACT mo 290 EJl/n, koTopoe Takxe ObI10
paclLieHeHO KaK peakTBHOe Ha QoHe TeKyleit MHpeK-
uyn. Emié yepes Mecs1 (11ocrie BBI3OPOBIIEH ) IIPOBe-
IIeHO KOHTPOJ/IbHOE JTabOpaTOpHOe MCCTIeOBaHue, IpK
KOTOPOM BBIAB/IEHO noBbineHne yposHsa AJIT o 615
El/n, ACT pmo 662 EJI/n. Ormevanuch 6011 B )XMBOTE.,
[1st panbHeinero o6¢cesoBaHMs HAallpaB/ieHa B CTa-
L[MOHAp 110 MeCTY XXuTenbcTBa. [Ipn obcnenoBanmnn
B cTanuoHape: nosbimenue yposHa AJIT po 607 ENI/,
ACT o701 EIl/m, ITTII mo 111 E[l/m, JIAT mo 1466 ENN/J1,
yposens II® 815 EJl/n. IToxasatemu IgM cocTaBumm
1,808 r/m, 1gG 17,779 r/n. Ilpu Y3U opranos 6promi-
HOJI IIOJIOCTY OTMEYeHbI IPU3HAKY IellaTOMeranann
u puddysHble M3MEHEHNs TAPEHXUMBI TTedeHu. boim
VICK/TIOYEHDI BYPYCHBIE TeIIaTUThI, aAKTUBHbIE MH}EK-
. IleqéHOYHO-CrienuduIecKye ay TOaHTUTENA — OT-
punarenpHble. BeicTaBneH fuarnos «KpumnroreHHbIi
TeraTuT», Ha3HaueHa YPCOfe30KCUX0IeBas KNCIoTa
10 MI/KT B CyTKM.

B Bo3pacTe 4,5 11eT caMOTEKOM 06PATUITICH B IIPUEM-
Hoe oTfenenne «Mopososckoit [JI'KB 13 r. MockBbI».
JIns obcnenoBanusa 6bIa TOCIUTANN3UPOBaHA B Ta-
CTpO3HTepoornIeckoe otaenenue. [Ipn ocmorpe: Bec
16 kr, pocT 102 cm, mHAEKC Macchl Tena 15,3 kr/m2. Koxka,
BU/VIMBIE C/IM3MCTBIE YMCThIE, (PUSMOIOTUIHOI OKpa-
cku. Ha MOMeHT ocMOTpa fjucencun Het, 60/eBoit a6-
IOMUHATbHBII CUHAPOM He 6ecriokonTt. JKUBOT He yBe-
JINdeH B oO’beMe, MATKII, 6e300/1e3HEHHBIN BO BCEX
otpenax. [TaspaTopHO Kpait Ie4eHn HyKe pebepHoit
nyru (+1 cM), IO CpeAMHHOI MMHUY + 2-3 cM, IpK
masbHauny neYeHp IWIoTHasL, 6e3601e3HeHHas, Kpait
3a0CTPEH, MOBEPXHOCTD IMafKas. CeneséHka He Maib-
mupyercs. CTyn GU3MONTOIMYIHO OKpacKu, 6e3 maTo-
JIOTMYecKNX npumMeceit. Knmamdecknit aHanms KpoBu:
Temorno6un 112,0 r/n, dpurpouurst 4,48 x 1012/71,
Jlevixonuter 7,88 x 109/, Heitrpodmnsr 3,23 x 109/,
JImmonutsr 3,90 x 109/, COI 12 mm/4ac. Y3 opra-
HOB OPIOILIHOI IIOTIOCTN: YBENINYEHIe pasMepOB Iede-
HU, COOTHOILIEH)E CETMEHTOB He M3MeHEeHO, IepefHe-
3alHUI pasmep: npasas gonda 100 MM, neBas gons
57 MM, nepBbIi cermeHT 17 MMm. [lapenxuma nedenu
CpefiHell 5XOTeHHOCTH, HeOTHOPO/{HAsA 3a CUeT ITOPM-
MOPTA/NIbHO IMOBBIIIEHHON 3XOreHHOCTH. B mpoexuun
IV cermenTa onpepernseTcs 06pasoBaHe IOBBILIEHHOI!
9XOTeHHOCTH C TUIIO9XOT€HHBIM 000[IKOM, C YeTKUMMU
POBHBIMM KOHTypaMu pasmepoM 10 x 8 MM, KpoBo-
ToK B pexxume LIJIK npocnexnusaercsa. CocypucTslit
PUCYHOK ycuieH. BopoTHasA BeHa B IPOEKIIUMI BOPOT
1o 5 M. JKeruHble IPOTOKY He pacIIMpeHsl, He Aedop-
MUPOBaHbL. X0/Ief[0X B IPOEKIVJ BOPOT He PaclIMpeH.
B mpoex1iuy BOpOT NeueHN OIpefie/IsIIoTCS HeVI3MEeHeH-
Hble MMpOY3IIbl pasmMepoM o 8-9 mm. [IpousBeneHa
HernpsMas puOposTacTOMeTpys TIeYeHN Ha anmapare
FibroScan Compact 530 y/bTpa3sByKOBBIM CTaHIAPT-
HpiM gaTankoM (M+). Cpennnmit nokasarens 13,1 kPa,
MexkBapTuibHbIl pasmax (IQR) 2.4. IQR/cp. 18%.
CAP — 173 dB/m, IQR 44. 3axmrouenne: F3 mo mkasne
Metavir — BbIpa>keHHbIIT G603 MeyeHn (II0Ka3aTenb
IIpy OTCYTCTBUY (prbOpo3a meyeHu KO/KEH COCTABIATh
He 6ornee 5,8 kPa).

ITpoBemeHbI TOMOMHUTENbHbBIE MCCIEOBAHNA:
Anpbymus 41,20 r/n (Hopma 38,00-47,00); 061mmit Ge-
1ok 76,80 r/n (pedepercHbie 3HaveHus 59,00-72,00);
IOBBIIIEeH ypoBeHb Ig knacca G (IgG) mo 1536,00 mr/m.
a-¢eronporent 6,18 ME/mn (Hopma 0,00-7,40 ME/mi).
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ITTU 84% (nopma 70,0-120,0) PubpunoreH 1,57 v/ (pe-
dbepencHble 3HaveHns 1,88-4,13 r/m). Lepymonnasmun
0,28 r/n (Hopma 0,20-0,50). al-anturpuicut 1,77 r/n
(ropma 0,90-2,0).

Meronom nMMyHOobepMeHTHOTO aHammn3a (VIOA)
OTIpeJIeNAMNCh AHTUTENA K KAlICUTHOMY aHTUTeHY BI-
pyca Onurertna-bapp (EBV) — 12,71 VA, anTnrena
K AnepHoMy aHTUreHy EBV — 12,53 KII. MeTogom
ITIIP npoBopguIOCh ompeneneHue crenndmuecknx
ITHK reprniecBupycHbix nadexuuii: CMV, EBV, HHV-6,
HSV1-2 — He o6HapyxeHbl. OIpeeneHne ayToaH-
TUTEN B CIELVaTN3UPOBAHHOI mabopaTopaun: ANA,
ASMA, AMA-M2, LKM-1, LC-1, SLA/LP, pANCA,
cANCA — He o6Hapy>KeHbI.

CreneHb HapyieHnsa GyHKIMH nedeHn — 48% (4To
COOTBETCTBYeT YMEPEHHBIM HapyIIeHN QYHKIUI —
oT 25% 110 49% cornacHo MeXXyHapopHoit Knaccudu-
Kaiyu QyHKIMOHMPOBAHNS, OTPAHNYEHNIT XXM3Hees-
TENIBHOCTY Y 3TOPOBbS).

ITpu npoBexeHny KomnboTepHOiT ToMorpaduu (KT):
pasMep IedYeHM He yBe/In4YeH, BepTUKA/IbHBIN pa3Mep
IpaBoli onu 10 123 MM, C pOBHBIMH, YETKMMU KOHTY-
pamu (puc. 1). KT HaTuBHas dpasa — obpasoBaHme C yeT-
KVMMU KOHTYPaMM, TOHIDKEHHO IVIOTHOCTDIO, pa3Mep
6 x 8 x 8 MM (puc. 1A). KT aprepunpHas ¢asa — ryo-
Oy/1sIpHOE HaKOIIIeHIte KOHTpacTa 1o epudepun o6pa-
soBaHus (puc. 1B). KT BeHo3Hast pasa — mocTerneHHOe
3aII0/IHeHMe 0OPa30BaHNUA KOHTPACTHBIM IPerapaToM
(puc. 1B). KT oTcpodenHas ¢paza — o6pasoBaHue 3a1I07-
HEHO KOHTPACTHBIM ITPETIapaToOM, M30[,eHCHBHO C ITapeH-
xumoit medenu (puc. 1T). MPT T2 — runepunreHcuBHOE
obpasoBaHIe ¢ 4eTKIMM KoHTypamu (puc. 1]T).

JKemuHslit myssIpb (KpacHas 3Be3fa), Xonenox (Ge-
Jast CTpeJIKa), BHY TPUIIeYeHOYHbIe IPOTOKM (KpacHbIe
crpenkn), puc. 9. KT BeHo3Has ¢asa (akcuabHas npo-
exums), puc. 2 A, b. KT BeHosHas ¢dasa (kopoHapHas
npoexuus), puc. 2 B, T. JKerunblit my3sIpb He yBe/lTu4eH,
KOHTYPBI €r0 YeTKIe, POBHbIE, CTEHK) He YTOJILIEHbI,
CofieP)KMMOe TOMOT€HHO. X0/1efI0X PacIIMpeH 10 4,6 MM.
HekoTopoe pacimpenne nepunopTanbHbIX KeTIHBIX
IIPOTOKOB 10 2.9 MM.

MPXIIT (puc. 3): JKemuHblit y3bIpb (KpacHas 3Be3fa),
xo7efox (po3oBasi CTpesKa), ITy3bIPHBIIl IPOTOK (XKer-
Tas CTPE/Ka), BHy TPUIIEYeHOYHbIE IPOTOKMU (KpacHbIe
ctpenku). Puc. 3A — 3D MRCR THIN. Puc. 3b — 3D
MRCR RT. JKen4Hblit my3sIpb He YBelIU4eH, KOHTY PbI
€ro 4eTKNe, POBHBIE, CTEHKY He Y TOMIIeHbI, COTIep)KIMOe
rOMOTeHHO. X0/IefloX pacupeH fo 4,6 Mmm. HekoTopoe
pacumpenne NepunopTaabHBIX KeTIHBIX IPOTOKOB
10 2.9 MM.

IIpoBeneHO TUCTONOINYECKOe UCCTIeOBaHIe 61O0M-
TaToB Ie4eHu (puc. 4-7). B coequHUTENbHOI TKaHN
HOPTa/NbHBIX TPAKTOB OTMEYaeTCs BOCIAMNTEIbHAA
MHOQUIbTpaLys, IpefcTaBIeHHasA PeVMYIIeCTBEHHO
MQOLUTaMM ¥ HEMHOTOYVIC/IEHHBIMY CETMEHTOANEP-
HBIMM JICVIKOLMTaMU ¥ IIa3MaTU4eCKMMI KIeTKaMu
(puc. 4). [emaTOLIUTBI € OMITUYECKH «ITYCTOI» LIUTOIIA3-
MoIi. VIHTepdeliCHBII TelaTuT, BolpakeHHast 1MM¢o-
wiasMonurapHas uH$uabTpauus (puc. 5). Vimeorcs
JIOKHBIE TOTIbKY (OBAIOM BbIJIe/ICHA JIOXKHASA JJOTIbKa;
OT/INMYNTENbHbIN IPU3HAK — OTCYTCTBME I[eHTPaNbHOMI
BeHbl). CTPe/KO yKa3aHO Ha IIOPTaIbHOE BOCIIA/IEHNe
(puc. 6) B HOPTO-MOPTANBHBIX cenTax (MHGUIbTpaLus
IIa3MaTUYeCKUMM KleTKaMu). I1o Xofy mopTanbHbIX
TPAaKTOB OTMeYaeTCs BhIpa)KeHHasA Ipomnndepanns
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JKETYHBIX IPOTOKOB MEIKOTO Kanubpa, He MMEIOINX

mpocser (puc. 7).

Pesy/bTaThl JOIIONTHUTEIBHOTO 00C/IEOBAHMA:

1. TangemHas macc-cniekrpomerpusa (TMC): o pe-
3ynbTaTaM aHamu3a Kposu MetofoM TMC maHHBIX
3a Ha/mM4Me Hac/eICTBEHHbIX aMIHOALIMIOTIATHIA, Op-
TaHMYECKUX alyypuil U HapyIIeHNii MUTOXOHIPU-
aJIbHOTO (3-OKMC/IEHMS KVMPHBIX KMCTIOT He BBISABJICHO.

2. Onpepenenne MM30COMHOI Kucnoit mumnasel: 0,25
(pedepencubie sHauenus 0,16-1,8).

3. Pe3ynbTaThl MONIEKYNAPHO-TEHETUIECKOTO MCCITe-
TOBaHNA: METOLOM MacCOBOTO ITapajieIbHOTO
cekBeHMpoBaHus Ha npubope Illumina nmposenén
aHa/u3 47 TeHOB, ITIATOT€HHbIE BAPUAHTHI B KOTOPBIX
BBI3bIBAIOT HAC/IEACTBEHHbIE 3a00/IeBaHNA C IIpe-
MMYIleCTBEHHBIM NopakeHueM nedenn: ABCBI1,
ABCB4, ABCD3, AGL, AKRIDI1, ALAD, ALDOB,
ATP7B, ATP8BI, BCS1L, CYP7B1, DGUOK, FAH,
FBP1, G6PC, GAA, GALE, GALT, GBA, GBEI,
GYS2, HADHA, JAGI, LARSI1, LIPA, MPI, MPV17,
NBAS, OTC, PEKM, PGAM2, PGM1, PHKA2, PHKB,
PHKG2, POLG, PYGL, SCO1, SERACI, SERPINAI,
SLC25A13, SLC37A4, SMPDI1, TALDOI, TJP2,
TRMU, TWNK. I1aTOTeHHBIX, BEPOATHO MAaTOT€H-
HBIX ¥ BAPMAHTOB HEONPEJeNTeHHOTO KIMHNYIECKOTO
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PucyHok 1. KomnbtoTepHas
Tomorpadus.

Figure 1. Computed
tomography.
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PucyHok 3. MarHuTHO-pe3oHaHCHas xoneyucTonaHkpeaTorpadus.

PucyHok 2. KomnbloTepHas Tomorpadus.

Figure 2. Computed tomography.

PucyHok 4. [ucTonorunyeckoe nccnefoBaHue 6vonTaTa neyeHu. PucyHok 5. [uctonorunyeckoe nccnefoBaHuve 6ronTaTta neyeHu.

Figure 4. Histological examination of liver biopsy. Figure 5. Histological examination of liver biopsy.
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PucyHok 6. [ucTonornuyeckoe ncciefoBaHvie brontaTta neyeHu. PucyHok 7. [ucTonorunyeckoe nccnenoBaHue 6uonTata neyeHu.

Figure 6. Histological examination of liver biopsy. Figure 7. Histological examination of liver biopsy.
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