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AymoummyHHble 3a0071e6aAHUSA NeUeHU 8KTHOUAIM HO30702UU C NPeUMYULECTNBEHHBIM NOPANEHUEM 2eNAMOUUMos
(aymoummynnoiii eenamum, AVT) unu xenunovix npomokos (nepsuunviii 6unuapuviti xonaveum, I16X).
OmoenvHyio Kamezopuio cocmasnsiom 8apuanmuvle CUHOPOMbL C CO4eManHUuemM NPU3HAKO8 HECKONbKUX
3abonesanuii. AVII" - xpoHuueckoe npoepeccupyrousee 3abonesanue, npusoosujee k puoposy, moz0a Kax nepeuUHbvLii
IIBX xapaxmepusyemcs OecmpyKiyueii MeNKUX HeIHHbIX NPOMOKO08 ¢ pazsumuem xonecma3sa. IIpu couemanuu
npusnaxos AVII u IIBX pexomeH006aHa MepMUHOLOUS, OMPAKAOULAT OOMUHUPYIOUULL KOMNOHeHm (Hanpumep,
IIBX ¢ npusnakamu AJT), umo obecneuusaem 6onee mouHy0 KIUHUHECKYI0 XAPAKMEPUCIMUKY CO2TIACHO
cospemenHoim pekomenoayuam Eeponeiickoii accoyuayuu no usyuenuro 6onesneti nevenu. B cmamoe npedcmasneqo
KAuHUu4Yeckoe HabnoeHue 3a nayueHmxoil ¢ eapuanmuoim cunopomom I1BX ¢ npusnaxamu AVII: om momenma
NepeUtHO20 6bIA6IEHUS OUOXUMUYECKUX HAPYULeHUTi 00 6epuduKayuu 0uazHo3a npouisio 6osnee 08yx nem.

B meuenue amoeo nepuoda ommeuanaco He0OCMAamouHas IPPexmusHocmv MOHOMEPANUU YPcoO0e30KCUX0Ie80T
KUCTIOMOil, 4mo cnocobcmeosano npozpeccuposaruto gubposa oo cmaouu F2. Bepudukayus ouaenoza cmana
BO3MONHOU TULUL NOCTIE KOMNIIEKCHO20 UMMYHONI02UYECK020 U MOPPON02U4ecK020 00c1e008aHULL, NO0MEePOUBUUUX
Hanuvue NPU3HaKos oboux sabonesanuti. Knwouesoil 6v1600 u3 0anHo20 HAOIO0eHUS 3AKIOUAEMCS 8 KPUMUeCKOU
BANHOCU NPOBEOEHUS YeryOneHH020 00C1e008AHUS NPU NEPEULHOM BbIAE/IEHUU CUHOPOMOB UUMONIU3A

U xosecmasa 0ns ycmanoeneHus ux smuonozuu. Kax demoncmpupyem npedcmaenenHuvlii cny4aii, umeHHoO

mouHoe onpedesnerue NPUPoObL NAMONIOZUHECK020 NPOUECCA ABAEMCS HEOMBEMIEMbIM YCTI0BUEM 07151 HAZHAYEHUS
adexkeammoti mepanuu. B danHom cnyuae smo no3sonuno céoespemeHHo UHUYUUPOBAMb UMMYHOCYNPECCUBHYIO
mepanuro, 4mo 6 umoze NPUBEsIO K 00CHMUNEHUI COTKOT OUOXUMUHECKOTE U 2UCONI02UHeCKOl PeMUCCUL

¢ 00KyMeHmUposaHHvim pezpeccom Pubposa 0o cmaduu FI.

Kmouesvie cnoea: aymoummyHHuiii eenamum, nepeutiHvlii OUNUAPHDLILL XONIAH2UM, 8APUAHMHYLE CUHOPOM
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Bepenue

AytoumMMmyHHBIe 3a6oeBanns nedenu (AVI3II) mpencras-
JIAIT cO60I1 TPYIITY MMMYHOOIOCPETOBAHHbIX HapyIIEeHNI
CTPYKTYPBI 1 (PYHKIIM TeTIATOLIMTOB U XKEMTYHBIX IPOTOKOB.
B ocHOBe ux KraccuuKarLyy TeXUT IPEUMYIeCTBEHHASI
MIIIIEHb AyTOATPECCUIL: BBIAETSIOT HO30JIOTHH C IIpeoba-
JaHMeM TellaToLe/UTIONIIPHOTO ITOpaKeHN s (ay TOMMMYHHBII
TeIaTUT) U C IpeobIaaHyeM XOTaHTMOLIe/ITIONAPHOTO TI0-
pakeHns (mepBUYHBI OumapHbiil xomanrut, [1BX, u mep-
BIYHBI CKJIepo3upytomuii xomanrut, I1CX). B otgenbHyo
KaTerop1I0 MOXXHO BBIHECTY BapMaHTHBIe CYHJIPOMBI, IIPY
KOTOPBIX Y HallMeHTa O HOBPEMEHHO MIIM [IOC/IeTI0BATENIbHO
BBISBTIEHBI YepThI 1ByX 1 6oree AVI3IT [1].
AytonmmyHHbI renatnt (AVI) - aTo XpoHndeckoe mpo-
rpeccupyolliee BOCIANMUTENbHOE 3ab0/IeBaHNe [e9eHN
HeU3BeCTHOI STUOJIOTUM, XapaKTepyusyolleecs reTepo-
TEHHOCTBIO K/IMTHUKO-TTa00PaTOPHBIX ¥ MOP(OIOTMIECKIX
IPOSIBJIEHMII, B OCHOBE KOTOPOTO JIeKaT MeXaHU3MBI ayTo-
arpeccuns; 6€3 edeHns IPUBORUT K GOPMUPOBAHMIO BBIPA-
>KeHHOro ¢pu6posa 1 Lyppo3a mnedeHn [2].

ITepBuYHBI OMIMAPHBI XONMAHTUT — XPOHUYECKOE IMMY-
HOOIIOCpefloBaHHOe 3a00/eBaHNe MedeHN, IpoTeKamliee
C [IeCTPYKILMeN MEJIKMX >KeTYHBIX IIPOTOKOB, XapaKTepHOI
YepToit ABJIAETCS CUMHAPOM XorecTasa [3-5].

Couveranne npusHakoB AVI u IIBX y ogHoro manmenra
OTHOCAT K 0co6bIM popmaM AV3II; ux BKIaR B KIVMHMYe-
CKYI0 KapTUHY MOXXET ObITb PaBHO3HAYHBIM, MO0 MOXKET
IOMMHMPOBATb OIMH 13 KOMIIOHEHTOB, YTO CO3JaeT 3Ha-
YUTEIBHYIO BapyabenpHOCTb B TedeHNy 6omesHu. Bompoc
0 IIOCTIeOBATENIbHOCTY MaHN(ecTanuy KOMIOHEHTOB 0CO-
6b1x popm AVI3II ocTaeTcs [UCKYCCUOHHBIM [3], TepMuHO-
JIOTVA ¥ HOMEHK/IATypa OKOHYaTe/IbHO He CTaHHapTU3UPO-
BaHBI: B PYCCKOA3bIYHONM MEIMLIMHCKOI JIMTEPAType YacTo
TPAIULVIOHHO JCIIONb3yeTC MOHATHE «ayTOMMMYHHBIN
HepeKpecT», B 9TOM C/Iydae B AMArHO3e MepeducCIsioTCs
IBa (W Tpy) uMeroryxca y nauyenTa AVI3II, HanpuMep,
«cuHApoM ayTonMmyHHoro nepexkpecra: AVII/IIBX». Opna-
KO 9Ta (OPMY/IMPOBKA He [JaeT IPEICTABICHIS O TOM, KaKoe
3abo/IeBaHye peod/IafaeT B KOHKPETHOM CITy4dae; HO3TOMY
eme B 2015 r. EBpomerickort accormariyeit o u3y4eHuto 60-
nesHeit neyenyt (EASL) 6b110 peKkOMeHOBaHO 0603HaYaTh
BapUaHTHBIE (POPMBI [I0 OCHOBHOMY 3a00/IeBaHMIO, IOMI-
HMPYIOILleMY B KJIMHIYIECKOI KapTHHe, C JOIIO/THeHNeM, YKa-
3BIBAIOIIIM Ha IIpu3HaKu Broporo AVI3I1. 9to 6oree TouHO
OTpaXaeT CyTb IPOMUCXOJAIIETO IATOIOTIYECKOro IpoLiec-
ca, HaTIIpMMep, B CTy4ae COYeTaHNs BbIPAXKEHHOTO XO/IeCTa-
TIYECKOTO CUHAPOMA C HU3KOI MM YMEpPEeHHO! aKTUBHO-
CTBIO TelIaTUTa PEKOMEH/[0BAHO (HOPMYIMPOBATH JUATHO3
kak «[1bX ¢ mpusnakamu AVI» [6].

BceM maryeHTaM ¢ Ofi03peHNeM Ha BapMaHTHYIO GOpMY
ITBX pexkoMeHAyeTCsl BBINOMHEHME IIYHKIIOHHOM 610TI-
cnyt nieveHy (IIpM OTCYTCTBUM IPOTUBONOKa3aHmii) [3-5].
B manbHeiieM MarHoCTHKa BAPUAHTHOTO CMHPOMA IIPO-
BOAUTCSA C IPMMEHEHMeM TaK Ha3blBaeMbIX [lapypxckux
KpUTepyeB, KOTOpble ofioOpens! EBpomnerickoii acconyaryei
IO M3Y4YeHNIO 60Te3Hell MeYeHI M POCCUIICKUMM SKCIIepTa-
Mu [3]; TeM He MeHee BBUAY CTIOXKHOCTY ITaTOTeHe3a M OTCYT-
CTBJA CTaH[APTU3VPOBAHHOTO IIOAXOfia YyBCTBUTEIBHOCTD
U crienmpUIHOCTD Kputepyes Tpedyet nepecMotpa [7]. Ilpu
BbIAB/IeHNY NpyU3HakoB AVII' B jono/IHEHNe K CTaH[JAPTHO-

[acTpo3HTeponorus

KNMHNYeCKaa npakT

My nevenyio I1BX npemaparamu ypcoyie30KCUMXO0eBOI Kic-
norsl (YIXK) Tpe6yeTcst Ha3HauYeHMe MMMYHOCYIIPECCYB-
Hoit Teparmu (VICT) (3, 6].

Knunnyeckuin cnyvait

B kavecTBe WUTIOCTPALMY CTIOXKHOCTH BEEHNS MalIeHTOB
C ayTOMMMYHHBIM BapMaHTHBIM CUHJPOMOM MOXET CIy-
>KUTb KIMHMYECKOe Hab/moeHne nanyeHTku J1. ¢ geboTom
3abo7eBaHs B BO3pacTe 45 /1eT, KOTopas [peNbsB/sIa JKa-
7100bI Ha 37T KOXI, TOPEYb BO PTY; IEPVMOANIECKYIO TOLIHOTY.
[TarprenTKa 6112 IPOMHPOPMMPOBAHA O LIEMAX MCCIENOBA-
HIA U JJa7Ia COITIacKe Ha ITyOIMKALMIO HaHHBIX YICTOpyH 60-
JIe3HY B 00€3/IYeHHOM BIfie; OCMOTP, 00C/IefoBaHue U Jie-
yeHye IIPOBEJIEeHbI COIVIACHO K/IVHIYECKIM PeKOMEHAIAM
MunucrepcTBa 3fpaBooxpanenus PO,

AHaMHe3 Xn3HU

[TanmenT - >KeHiyHa 47 7eT, perofaBaTens, npodeccuo-
Ha/IbHBIE BPeHBbIE (PAKTOPBI OTCYTCTBYIOT, BPEAHbIE M-
BBIYKM OTpuifaeT. CeMelTHbINI aHaMHe3 He OTATOIIEH, JIeKap-
CTBE€HHDbIC Hper[apaTbI HE l'IpI/IHI/IMaeT.

AHamHe3 3aboneBaHua

Cunraer cebs1 60bHOI ¢ 45-T€THETO BO3PACTa, KOIAa
Ha (pOHe IIOTHOTO 3[0POBbS BIIEPBbIe OTMETIIA TIOSAB/ICHIe
HIepYOfITIeCKOT0 KO>KHOTO 3y/ia B 0O/IACTY JIafJOHE!, TOIeHe
¥ CTOIL: IPEATIPUHIMATVCH HOMBITKY Teparmiy 6710KaTopamMu
rucTaMnHOBbIX H -perienTopos (mopataiyt) 1 sMoleHTaMu
C HesHAUUTeNbHBIM 3¢ Pextom. CIyCTs FOf CTala OTMEYaTh
ropedb BO PTY IO YTpaM, IePUOANYECKY TOIIHOTY 6e3 JeT-
KOJ1 CBA3Y € TIPUEMOM ITUIIYL.

B 2019 r. marjueHTKa BriepBble aMOYIaTOPHO 0OpaTmIach 3a
MEIUIIMHCKOI IOMOIIBI0 K TaCTPOIHTEPOJIOTY AjIsi 06cTTe-
IOBaHI, 10 Pe3y/IbTaTaM KOTOPOTO IOTyYeHbl C/IeyIOIe
Pe3y/IbTaThl: B KIMHIYECKOM aHa/3e KPOBY OTKIOHEHMII
He 0TMeYasioch; B OMOXMMMYECKOM aHa/M3e KPOBY a/laHU-
HOBas amyHoTpaHc(depasa (AJIT) nmpeBbiiana BEpPXHION0
rpanuiy Hopmsl (BI'H) B 5 pas, acmaparnHoBasi aMiHO-
tpancdepasa (ACT) - B 4,5 pasa; oTMedascst 1TabOpaTOpHBII
CMHAPOM XO7IeCTa3a C HOBBIIIEHVeM raMMa-I/Ty TAMVITPaHC-
nentupasel (ITTTI) o 7 BI'H, mwenounoit gpocdaraser (D)
mo 3 BI'H, runepxonecreputeMus. OCHOBHbBIE pe3y/bTaTbl
7Ta60PaTOPHBIX MCC/IENOBAHNIT IIPECTABIEHbI B TaOM. 1.
IManyeHTKa HAOMONAIACH ¥ TACTPOIHTEPOTIOTa aMOyIaTop-
HO: COCTOSTHME PACLIeHVBATOCh KaK XPOHIYECKNII TeNaTUT
HEYTOYHEHHOJ 3THOJIOTUY; HEOTHOKPATHO IMPOBOAMIIICH
KypPChI TeIIaTONPOTEKTUBHOM TepaIny IIperapaTaMy afieMe-
TUOHMHA U 3CCEHIMABHBIX POCHOMNINIOB C HE3HAUNTETb-
HBIM K/IMHIYeCKIM 3¢ PeKTOM B BUJie yMEHbIIIeHV TOLIHO-
ThI Y IIEPUOAMYECKOTO CHYDKEHIA IHTEHCUBHOCTY KOXKHOTO
3y/a; Ta0OpaTOpHBIe M3MEHEeHVII COXPAHINUCD (Tao. 1).

B Hos16pe 2020 . manmeHTKe BIIepPBbIe BHIIIOTHEH aHAIN3
KPOBU Ha aHTYMUTOXOH/pMa/IbHbIe ayToaHTuUTeNna (AMA-
M2), xoTopble ObUIM BBIABICHBI B IOBBILIEHHOM THUTPE,
Ha OCHOBaHMM 4ero (B COYETaHUN C CMHAPOMOM XOJIeCTa3a)
6bU1 BriepBble ycraHoByeH ayarHos [1bX. K tepamun 6bi1a
no6asnena YIXK B fose 1000 MI B CyTKI: B Te4eHHUE TPeX
Heflenb ObUI JOCTUTHYT KIVHWYECKIUIT OTBET B BUJE YIy4-
IIeHA O0IIero COCTOSHIA VM 3HAYUTEIbHOTO CHYDKEHVI H-
TEHCHBHOCTM KOXXHOTO 3yZa. TeM He MeHee CITyCTA IIeCTb
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MeCSAIEB Tepanmyt 1Tab0PaTOPHO TIONOKUTETbHAS IUHAM-
Ka OCTaBaJach MUHMMA/IbHOI: TPaHCAMMHA3bl CHUSWUIN-
¢b ¢ 5-6 o 5,6 BTH, I'TTII - ¢ 7 mo 6 BI'H, III® - ¢ 3,5 o
2,5 BI'H (tabn. 1).

I'IepBaﬂ rocnuTann3auuna

20 cents16ps 2021 I. ManMeHTKa BIepBbIe IIOCTYIIA B OT-
IeneHyie 3a060meBaHmii edeHyt MOCKOBCKOTO K/IMHUYECKOTO
Hay4HO-IpakTindeckoro nenTpa uM. A.C. Jlornnosa. Ha mo-
MEHT IOCTYIUIEHNI IIPEIbsAB/ISIA JKaloObl Ha OOLIyI0 C/a-
60CTb 11 BBIPKEHHBII KOXKHBII 3.

ITpn ocMoTpe, IIPOBEEHHOM COITIACHO IIpaBU/IaM Ipolle-
IeBTUKM BHYTPEHHUX OojesHeil, B 0OBEKTUBHOM CTaTyce
K/IVHIIECKN 3HAYMMBIX OCOOEHHOCTE! BbISB/IEHO He OBUIO:
COCTOsIHME CPeIHel! CTEIIeHN TAKECTI, CO3HAHME SICHOE; HOP-
MOCTEHMYECKUIA TUII TETOCTTOXKEHMS, BEC 65 KT, MHIEKC MacChl
Teya 23,4; KoXKa U CKyIepbl 00bIYHON OKPaCcKy; PV ayCKy/IbTa-
LMY OTIPEeeZIOCh Be3UKY/IIPHOE AbIXaHue 6e3 XPUIIOB ¢ Ya-
CTOTOJ1 16 IbIXaTe/IbHbIX ABVOKEHMUIA B MUHYTY; TOHBI CepALia
PUTMIYHBIE C YACTOTOJ 68 B MMHYTY, LIyMBbI He OIpENeNn-
/mchb. ApTepuarnbHoe faBnieHye — 110 u 70 MM pT. CT.; XXMBOT
NPy TaIbIaLUy MATKUIL, 6e300/1e3HEHHBIIT, He YBenuyeH
B 00'beMe; TIedeHb 11 CeNle3eHKa He BBICTYIIAMN U3-TI0f, Kpas
pebepHOIt IyTis; CTYN U AUype3 B HOPMe.

ITo manHBIM 330¢daroracrpopyomernockonuu (IIIC)
ot 22.09.2021 T. TaTo/IOrMy BBIAB/IEHO He ObIIO; 10 TaHHBIM
Y/IBTPa3BYKOBOTO VICCTIEOBAHNA OPTaHOB OPIOLIHOI HOTIO-
crn (Y3U) ot 21.09.2021 r. otMeueHo Hamuve AuddysHbIX
M3MEeHEeHMI! IIeYeHN U IOMKeTyHOYHOI JKele3bl.

C yenbio anddepeHIanbHOM AUATHOCTYKI C yIETOM XOJTe-
CTaTMYeCKOro CMHAPOMA MpOBeeHa MarHUTHO-PEe30HAHC-
Has xonmaHruonankpearorpadus (MPXIIT) - cTpykrypHOit
IIATOJIOTMM He BBIABJIEHO, YTO M03BOMMIO McKIounth [ICX
KPYIHBIX )KeTIHBIX IIPOTOKOB.

Tlist yrousenus cragyu ¢puOpo3a U CTEIeHN CTeaTo3a Bbl-
nojHeHa GMOPOsIaCTOMETPHSA: IMACTUYHOCTD MeYeHN CO-
craBwa 11,7 xIla, uto cooTBeTcTBYeT CTamuu ¢pubdposa F3
mo mkane METAVIR, crearos orcyrtcrsosai (S0).

B xmMHMYeCKOM aHamM3e KPOBM BCe ITOKA3aTey HaXOmu-
JINCh B TIpeTenax pedepeHCHbIX 3HAYEHWIT; B OMOXMMITe-
CKOM aHa/IM3€ COXPAHA/ICS YMEPEHHBIN LIUTOMUTNIECKII
cunapoM ¢ nosbitieHeM AJIT u ACT po 4 BI'H; cunnpom
xonecta3sa ¢ nosbitrenrem IO go 4 BI'H, I'TTII go 6 BI'H;
obparnano Ha cebst BHIMaHYE TIOBBIIIEHIE YPOBHs 001Iero
Oumpy6una 10 40 MKMOJIB/TI (IIPEUMYIECTBEHHO 3a CYeT
HenpsMoi ¢paxuun); 6e1KOBO-CHHTeTHYeCKas QYHKIVIA
HeveH1 OblIa coxpaHeHa (ampOymuH — 41 r/m). B xope o6cre-
TOBaHMA MCK/IIOYEHDl BUPYCHbIE T€TIaTUTBI CePOIOTIIECKN
u metonom TP (Tabm. 1).

ITpy MMMYHONOIMYeCKOM OOCIeIOBaHUM BbISBIEHDI aH-
TYMUTOXOH/IpUajbHble ayToaHTuTena (AMA-M2) B nu-
arHOCTMYECKOM TUTPe, KOTOpble PV HA/INYUY XOJIecTasa
paccMaTpuBalOTCA Kak ImarorHoMoHn4dHble g 116X, uro
HI03BOJIMIO HIOJTBEPANTD TOCTAB/IEHHBIIT paHee 1arHos [4].
Kpome aToro, nossienne uMmmyHornobynusa (Ig) G no
18,2 r/m, BBIABIEHNE aHTHHYK/IeapHOTo (pakTopa (AH®D nm
ANA) MeTORIOM HepsIMOII peaKIyy UMMYHO(II0OpeciieH-
i (HPVI®) B BbicokoM TuTpe 1/640, Hamudne aHTUITIAKO-
MBbILICYHBIX ayTOaHTUTeN (aSMA) B IMarHOCTUYeCKM 3HAUM-
MoM tuTpe 1/80 B KOMIUIEKCE C OTCYTCTBMEM IOCTATOYHOTO

[aCTpo3HTepONOrAA

KNMHNUeCKaa npakT

maboparoproro orBera Ha tepamnmo YXK mos3sommm 3a-
nopo3puth Hammuue y 6onpHoit AVII. CornacHo poccuit-
CKMM U 3apyOeXHBIM peKOMeHFALVAM I Bepuduxarym
[MarHosa HeoOXOXMMO IpOBefeHIe MOPQOIOTIIECKOro
uccenoBanyst eden [2, 3]. [IpotnBonokasaHmit K JaHHON
mpolenype He ObUIO, ALMEHTKA fajia NHPOPMIPOBAHHOE
coI/Iacyie; IIPOBEfieHa TOHKOUTO/IbHAS ITyHKIMOHHAs O1OII-
CUs1 TIeYeHY, TOMTyYeH CTONIOMK TKaHM [IVHOM 20 MM.

Io pesynmbTaTaM IMCTONIOTMYECKOTO UCCIEIOBAHNUs OMOMITa-
Ta IeveHy ObUIM BbIAB/IEHBI KAK XapaKTepHble yepTsl IIBX
(mecTpyKUM METIKVIX >Ke/TYHBIX IIPOTOKOB), TAK M PU3HAKN
AU (crymeHuYaTble HEKPO3BI, IMIIEPYOIIONe3 1 TUMQOL-
TapHbIe PO3ETKN); 3aK/II0YeHne Mopdoora: «AyTOMMMYH-
HbIJ T€TIaTUT YMEPEHHOI CTENEHY aKTUBHOCTH. IlepByYHbIT
GuuapHbiit xomadruty». Cragus Gpubposa cOOTBETCTBOBAIA
F2 mo mikane METAVIR. VHaeKC TUCTOMOTMYECKOI aKTUB-
Hocti (MT'A) o Knodell - 9. Mopdonornyeckas xaptuna
TKaHU IIe4eHN IpeficTaB/IeHa Ha puc. 1 1 2.

Taxum 06pasom, B cooTBeTCTBIM C [TapyKcKnMu Kputepu-
SIMJL [{IarHO3a BAPMAHTHOTO CHMHApPOMA (TabrL. 2): y manu-
eHTKy onpepernaorcs Tpy kputepusa [16X (ILId mopbiena
1o 510, yTo cocrasiser 6onee 2 BI'H, Bbiasnens: AMA-M2,
MoposIoTIIecKye IPU3HAKY HETHOIHOTO IeCTPYKTUBHOTO

G A S :

Puc. 2. [lecmpyxuus senunvix npomoxos u opmuposanue
SNUMeNUOUOHOKIEMOUHVIX 2paryniem. Yeenuuenue x 300
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Tabnuya 2. Kpumepuu eapuarnmmuozo cunopoma I1BX ¢ npusnaxamu AT

IIBX = IIId>2BrH
= Ob6HapyxeHue ayroanTuTen AMA-M2, win sp-100, mm gp-210
= JlaHHBIe OVONICUY TIeYeHN: TUCTOIOTMYeCcKIe IPY3HAKY HETHOITHOTO
TeCTPYKTMBHOTO XONIAHTUTA VI Pa3pPYIIeHNs MEXTOMbKOBBIX JKeMIHbBIX
IPOTOKOB

AUT = AJIT 25BIrH
= IgG > 2 BI'H wm obHapyxeHue anti-SMA
= JlaHHbIe OMOIICUM ITeYEeHN: YMEPEHHOe WM TsDKeIoe IepUIIopTanbHoe/
HepcenTaabHOE BOCIA/NeHMe, CTyIIeHYaThle HEKPO3B,
MMQOLUTAPHBIE PO3ETKI

ITpumeuanve. [ina Bapuanra [IBX/AVIT Heo6X0MMO HamMuye MMHUMYM ABYX U3 TPeX
K/TIOYeBbIX KpUTEPMEB /I KaXXI0ro 3a00meBaHm.

140

xonmaHruta) u gsa kpurepyss AVT (BbLasinensl aSMA B Tutpe
1/80, cTymeH4aTble HEKPO3bI U IMMQOLUTAPHbIE PO3ETKY
B OMoIITaTe [eYeHn).

YCTaHOBJIEH [IYIaTHO3 «IIePBUYHBILIT OVIMAPHBII XOMTAHTHT,
AMA-n031TVBHbII1, ¢ TpusHakamy AV, ymepeHHoi1 rucTo-
JIOTMYECKO aKTUBHOCTI».

C 1 okts6ps 2021 r. vavata VICT - MeTHIIpesHM30/I0H
B fo3e 0,7 MI/Kr Macchl Tena (48 Mr) ¢ IMOCTerneHHbIM CHI-
JKeHMeM Jio 4 Mr B Heflemio; mpueM YIXK npopormkeH B joze
15 mr/kr Maccsl Terma (1000 mr). Yepes nBe Hemenu 6bU1 10-
CTUTHYT K/IMHIYECKUI OTBET B BUfIe KYNIMPOBAHN KOKHO-
ro 3yfa; TaOOPaTOPHO TaloKe OTMeYanach IIONOKUTEIbHAs
OMHaMMKa B BUMIe YMEHbIIEeHNA NOKasaTerneil UTONN3a
u xonectasza: AJIT cumsumace ¢ 4 mo 3 BI'H, ACT - ¢ 4 mo
2 BI'H, ITTII - ¢ 6 mo 5 BI'H, III® - ¢ 4 mo 2 BI'H; ormevena
HopMmamm3anyA ypoBH:A IgG. Ilocme KOHTPONBHON OLIEHKN
7abOPaTOPHBIX IPOO COITACHO PEKOMEHALIMSM K Teparmu
6b11 f06aB/IeH asaTionpyH 100 MI B CYTKM C IIOCTIEAYIOLIVIM
MOCTENIeHHBIM CHYDKEHMEM [03bl MEeTU/IIIPEIHN30/I0HA JI0
myHnManbHOI. Ha QoHne mopgnepsxuBaromeit Tepamnmmu (Me-
TIWINPETHU30/IOH 8 MI + a3atyonpuH 100 Mr) KOXXHBII 3Y7
OTCYTCTBOBAJI, JOCTUTHYTA CTOMKasA OMOXMMMYeCKas pe-
MJCCHSI, KOTOpasi COXPaHsIach B TedeHe TpeX et (Taom. 1).

BTOpaFI rocnuTanu3almna

10 okTs16pst 2024 . (uepes3 Tpu rofja oCsIe epBOii TOCIUTa-
JIM3aLVM) IALIeHTKa OblTa IOBTOPHO FOCIUTAIM3UPOBaHA
B OTZe/IeHNe 3a607IeBaHMII TeYeHN /11 OTIpefeTIeHNs Jalb-
HeJlIlell TAKTUKY; KII0YeBbIM MOMEHTOM B PEeLIeHUN BO-
mpoca o poyonrarum v orMeHe VICT sABisteTcs omeHka
TUCTONIOTMYECKOI aKTUBHOCTH, 151 4eTo ObUIa IpoBeeHa
HOBTOpHas 6uorcusa neyeHu. Ha MoMmeHT rocmmranusa-
LMY MaIyieHTKa Moly4asa MoAep>KMBAOIIYI0 Tepaluio:
METWINPENHN30/IOH — 4 Mr, asaTuonpuH — 50 mr, YIXK -
1000 Mr B CyTKM.

B 00beKTMBHOM CTaTyce NpU MOCTYIUICHUY KIVHUYECKU
3HAYMMBIX 0COOEHHOCTET BbIABIEHO He 6b110; ITIC - 6e3
HATOJIOTHY; TIO JaHHBIM Y3V OpraHoB OPIOIIHOI MOTIOCTH
oTMedanoch Hamuuye AudysHbIX M3MEeHEHNII IedeHN
¥ TIO/KETTYOTHO JKe/te3sl 6e3 AMHAMUKY 110 CPABHEHNIO
C IpEAIBIAYIIMMM VCCTIEIOBAaHNAMIL

ITo panHBIM (KUOPOITACTOMETPUY TIEUEHN TACTUYHOCTD
nedeHu cocrasyAna 6,9 klla, 4To cooTBeTCTBYET CTafuUU
¢ubposa F1. C yuetom wmnrensroit VICT marueHTKe 65112
BBIIIOJTHEHA JIEHCUTOMETPUA, IO pe3ynbTaTaM KOTOPOi BbI-
SIBTIEHA OCTEOTIeH s 1IEMKI OeIPeHHOIT KOCTI U OCTEOIO-

P03 IMOACHIMYHOTO OT/ieNa II03BOHOYHMKA; S9HTOKPYHOIOTOM
Ha3Ha4yeHo JIeYeHNe TperapaTamMy aeH[POHOBOI KMCIOTHI
u BuTaMuHOM D ¢ MONOXUTENbHBIM 9 PeKToM.

B koarynorpamme, KIMHNYECKOM U OGMOXMMUYECKOM aHa-
M3ax KPOBY — 6e3 OTK/IOHEHNIT; COXPAHSICS HOPMA/IbHbII
yposeHb IgG (Ta6m. 1).

Ilna pemrerns Borpoca 06 otmene VICT tpe6osanock mpo-
BeJIeHIe KOHTPOTIbHOII OMOIICY MTeYeHy, TaK KaK OTCYTCT-
BJe aKTUBHOCTH JIaOOPATOPHO He MO3BOJIET JOCTOBEPHO
CYIMTD O Ha/IM4IMU TUCTONOrMIecKol pemuccyun. ITpotuso-
IIOKa3aHMII K IIpoLieype He ObUIO, ITAlMeHTKa Jjana NHGOop-
MMPOBaHHOE COITIACHUE; TPOBETieHa TOHKOUTO/IbHAA ITYHKIIN-
OHHas1 OMOIICHSA TIeYeHN, TIOMY4YeH CTONOMK TKaHY UTMHOI
18 mm. ITo pesymbraTaM uccefoBaHus 6uonTaTa MevyeHn
OBUIO IO/ IeHO 3aK/TI0YeHIe MOP(OTIOra: « Ay TOVMMYyHHbII
TeIlaTUT HU3KOJ CTelleHM aKTUBHOCTY. [lepBuyHbBI 61tn-
apHbIit xonaHruT. [Ipu cpaBHeHuy ¢ mpenaparamu ot 2021 1.
Ha6/TI0fIAeTCs TTOJIOXKUTENbHAS TMHAMIUKA, KOTOPast 3aKIi0-
4aeTcsl B CHYDKEHMY aKTUBHOCTY ITIOPTa/IbHOTO BOCIIA/IEHNA,
OTCYTCTBUY CTYIIeHYaThIX HeKpo30B. VITA 1o Knodell - 4».
IMomnas ormena VICT npy AT mokasaHa npy CHVDKEHUN
UTA po 3 6an10B 11 MeHee. B JTaHHOM K/IVHIYECKOM CrTy4ae
C YYETOM [JOCTATOYHOTO IIEPUOJa Tepanuy IOTPaHNYHBIX
nokasareneit VITA 1 pasBuTHsA HeXemaTe/TbHbIX SABIEHNUI
B BUJIe OCTeOIOpo3a OblIa M30paHa TaKTUKa CTYIEHYATOl
OTMeHBI MMMYHOCYIIPeCCHM: METIIIPEFHU30IOH ObLI 110-
CTEIIEHHO OTMEHEH, B TO BPeMs KaK IIPMEM a3aTHOIPIHA
ObUI IPOFIO/DKEH HA CPOK IIECTh MeCALeB ¢ MOCTeNyIOLet
TIOJTHOJ €T0 OTMEHOIA.

broxummdeckas pemMmccua coxpaHsAeTCA Ha BCeX ITalax
HaOTIofeHNS: Yepe3 TPY MecsALa M0C/ie OTMEHBl METIUI-
IpeHN30/I0HA 1 Yepe3 BOCEMb MECALEB IIOCTIE OTMEHBI
a3aTMOINpHHA.

06cyxpeHue

Hacrosee xmyHuYeckoe HaOMOfeHe TTO3BOJIIET BbIfe-
JIUTb HECKO/BKO K/IF0YEBDIX aCIIEKTOB BE€HNsA IAIMIEHTOB
c AV3IT:

* BWKHOCTb PACUIMPEHHOIO [VATHOCTMYECKOTO IIOM-
CKa TIpY IEpBIYHOM BBIAB/IEHNN IMTONN3A 1/VIIN XO7le-
CTasa JUIs CBOeBPEMEHHOTO BBIAB/ICHIA STHOMOTUN 3a60-
TIeBaHMNS;

= pO/Ib MOPHOIOTIMIECKOTO UCCIeTOBAHN IIeYeHN;

® [IMArHOCTMYECKas! TOYHOCTb (UOPOIACTOMETPUI IIPK
AN3IT

= xputepym orMeHbl VICT.

B mpepcTaBIeHHOM KIMHUYECKOM Hab/mofeHny ObIT Iyar-

HOCTMPOBaH BapyaHTHbIN cuagpom «I1bX, AMA-mo3uTns-

HbIlL, ¢ npusHakamu AVI», Ha3HaueHa afjeKBaTHaA Tepa-

s, JOCTUTHYTA CTOVIKas peMuccys 3aboneanys. OfHako

OT MOMEHTA TIePBIYHOTO BBLAB/ICHNS I3MEHEHWIT B OMOX-

MMYECKMX MOKa3aTelsAX KPOBM [I0 YCTAHOB/IEHV OKOHYa-

TE/IbHOTO KJIMHMYECKOrO AMAarHo3a y JAaHHOI MallMeHTKN

IpoLuIo H07Iee ABYX JIeT.

STOT NpuMep HAIIALHO AEeMOHCTPUPYET XapaKTepPHYIO L

JIAHHOJ1 ATOJIOTMM TIPO6/IeMy ITO3[{HEll AMATHOCTHUKY, YTO

HOATBEPXK/AETCS HAIINM COOCTBEHHDBIM OIBITOM BEfICHIS

manyenTos ¢ AVI3I1 u cormacyeTcs ¢ JaHHbIMY TUTEPATYPBbL

MmmocTpanyest MOXeT CITY>KUTb UCCIIE[OBaHNe, OITyO/INKO-

BaHHOe B >XypHasne JHEP Reports B 2024 ., B KOTOPOM IIpoO-

JddekTuBHaA Gapmarotepanua. 31/2025



aHa/mm3MpoBaHbl gaHHbIe 1331 manumenTa ¢ AV3II, n3 Hux
y 83 4enoBeK ycTaHOB/IEH BapyaHTHbII cuHapoM I1BX ¢ mpu-
sHakamu AVIL. Cunxponnas guarHoctuka IIBX n AV 6bi1a
3auKcHpoBaHa MMIIb Y 56 (67%) 6ONBHBIX. Y OCTaTbHBIX
27 (33%) manueHTOB AMATHO3 YCTAaHAB/IMBAJICA MIO3TAIHO:
U3 HUX y 22 M3Ha4a/IbHO 6bU1 Bepuduuyposan 16X, ay 5 -
AWT. Obpaiaer Ha ceOs1 BHUMaHME AIUTENbHBI MeIU-
aHHBI MHTePBa MY TIePBBIM MPOsIBIEHNEM 60JIe3HI
U TIOCTaHOBKOVM OKOHYATE€/IbHOTO JIarH03a, COCTaBUBIINIA
YeTbIpe rofia (juamnasoH oT ceMy Mecsines 1o 16 ret) [8]. Ito
HOTYEPKUBAET KaK CJIOKHOCTD JMATHOCTUKM M YacToO 031~
Hee pacIlO3HaBaHue JAHHOI (GOPMbI IATONOTNY, TaK U ee
BO3MO>KHBIiI TIOC/IEJOBATE/IbHBIN BAPUAHT Pa3BUTHA, IIPH
KOTOpOM 3ab07eBaHMe MOXKeT JAe6TnpoBaTh Kak ¢ I1BX,
tak u ¢ AVIL, ¢ mocnemyromym npucoefHeHeM IPU3HAKOB
BTOPOJ HO30/IOT M.

B mpepicTaBeHHOM KIMHIYECKOM HaOIONeHNN B TeYeHIUE
HOJTyTOpa JIeT JIedeHNe MAMeHTKY B aMOy/TaTOPHBIX YCTIO0-
BUSIX OCYILECTBIAIOCH ¢ POPMYIMPOBKOI «XPOHUYECKUIT
TerlaTUT Hey TOYHEHHO STUONIOINI» 6e3 IPOBefieHNA YITTy-
O/1eHHOTO 00CIIeOBaHNA I/ YCTaHOBJIEHN IeHesa 3a00-
TIeBaHMA.

OmnycaHHasA CUTyalLys BLICBEUMBAET I PYTYIO KIIOYEBYIO
KIMHIYECKYI0 IIpo6neMy: Ipy 0OHapy>KeHUM HeoObsc-
HMMOTO LUTO/V3a TPeGyeTcst IpOoBeie e PACIINPEHHOTO
IVaTHOCTIYeCKOrO MOMCKA J/IsI YCTAHOB/ICHNA STHOOTIYe-
ckoro (axropa. B muddepeHimanpHell psaf ZO/DKHBI ObITh
BKJIIOYEHBI ayTOMMMYHHbIE ITPOLIecChl, 60/Ie38HU HAKOITe-
HJIA, BO3[IEICTBIE elIaTOTOKCUYHDIX areHTOB M JPyTHe IIpK-
YMHBL, @ He TOJIbKO MICK/IIOYeHMe BYPYCHBIX IelIaTUTOB, KaK
9TO MIMEJIO MECTO B ONVICAHHOM CTTydae.

BMmecte ¢ TeM yxe Ipy nepBoM 06CIIeOBaHNN BBLABISAN-
Cs1 CUHEPOM XormecTasa (Kak 1abopaToOpHO — IOBBIIIEHe
yposHa HI® mo 3 BI'H, Tak u KIMHMYECKN — B BUMIE KOXK-
HOTO 3y7ia), B CBSI3U C 9eM TpeGOBanoCh MCK/IIOYEHe XO-
JlecTaTMYeCKMX 3a00IeBaHMIl [le4eHy, HauboIee YacThIMU
u3 koropeix ABnAoTca [IBX un IICX. TToatomy Bcem manu-
€HTaM C CHHIPOMOM XO0/IeCTa3a PeKOMEHIyeTCs OLleHNBATh
TUTpBI ayToanTnTen AMA-M2, sp-100 1 gp-210 n BBIION-
HATb MarH{THO-Pe30HAHCHYIO XO/IaHTMOIaHKpeaTorpaduio
(MPXITIT) [9].

Jpyrumy BO3MOXXHBIMM IIPUYMHAMM XO/IECTaTUYECKOTO
CUHJIPOMa MOTYT OBITD JIEKapCTBEHHbIE OPAKEHNS Tede-
HI, IgG4-accolpoBaHHbIN XO/IAHIUT, @ TAK)Ke BUPYCHBIN
TelaTUT: BOXXHO IIOMHUTb O BO3MOXHOM MH(UIIMPOBaHNY
Bupycamy rematutos A 1 E, a Taxke o pefKux crydasax
HOpaKeHNUA IIeYeH) BUPYCaMy, TPaAULMOHHO He OTHOCA-
IVIMICA K TeaTOTPOIHBIM (HaIllpyMep, IMTOMETraIoBUPYC
u gp.). OTcyTCcTBIE HEOOXORMMBIX JYATHOCTUYECKIX MEPO-
NPYATUI TPUBOIUT K 3aII037]a/I0N JYATHOCTIKe, Headdek-
TYBHOMY JIEYEHUIO TellaTOIPOTEeKTOPHbIMM IperapaTaMi,
MHOT¥e 13 KOTOPBIX He IMEIOT JOCTaTOYHOI! OKa3aTeNbHOI
6asbl, ¥ IpOrpeccupoBaHnio GprOpo3a MedeHm.

B maHHOM KIMHMYECKOM IpYMepe TONbKO CIYCTA HOJITO-
pa ropa Hab/IOeHNs MalIeHTKe BIIEpBble OBLI BBIIOJIHEH
aHa/M3 KPOBYM HAa aHTVMUTOXOH/PYA/IbHBIE Ay TOAHTUTENA
AMA-M2 u mocTaB/ieH AUATHO3 «IIEPBWYHBII OMIMAPHbII
XOJIaHI'MT»; Ha3Ha4eHa Tepanus mpenaparamu YJXK, ko-
TOpast SIB/IIETCS] CTAHJAPTOM JIEIEHIIST 9TOTO 3a60/IeBAHIIA.
BMmecrte ¢ TeM B X0fje AMATHOCTIYECKOTO IPOLiecca 0CTaach

[acTpo3HTeponorus

KNMHNYeCKaa npakT

HeJJOOIIeHEHHOV 3HaYMTe/IbHAsA aKTUBHOCTD LIUTONMN3a, He-
TUIMYHAA IS KIaccudeckoro tedenus 116X, u He Obun
UCCTIefiOBaHbl MMMYHOJIOTMYECKIe TIOKa3aTeNn, BCIeICTBIE
Yero MalyeHTKe HasHavyamy Tepanuio [1bX B unctom Buge,
9TO, BEPOSITHO, CIIOCOOCTBOBAJIO Ja/IbHEIIIEMY IIPOrPeCcCH-
PpOBaHMIO 3a60/IeBaHMs.

JpyryM Ba)KHbIM MOMEHTOM SIBJISIETCS IPYMEHEHNe CTaH-
mapTusupoBaHHbIX Kputepues (bapcemonckux, [Taprok-
cknx, TOpOHTCKUX U [ip.) I/ OLIEHKM OTBETa Ha TEPAIio
(Tabr1. 3): xapakTep OTBeTa (IIOTIOXKITEIbHBIII M/ €10 OTCYT-
CTBHE) IPHOOPETAET PONIb 3HAYMMOTO [JUATHOCTUIECKOTO
MHCTPYMEHTA, I03BOIAA KOCBEHHO CYIMUTb O KOPPEKTHOCTHI
IIepBOHAYa/TbHOM AMATHOCTUYECKOI TUIIOTE3bl.

Tak, cormacno Ilapmkckum kputepusam I, yposennp IO
cycTs 12 mMecsleB Tepanuu JO/DKEH COCTaB/IATb MEHee
3 BT'H; ¢ yuetrom Ilapmxckux xputepues II Tpebyercs
cakenne @ nmxke 1,5 BI'H. B npencrasnenHomM kmu-
HIYeckoM Habmonenny guHamuka 1@ Ha dpoHe neveHus
ObI/Ta MIHUMA/IbHON (CIYCTS MIeCTb MeCALeB Tepamnu
orMedanoch cHmkerue [P ¢ 412 mo 312), B mocnexyio-
meM 3adUKCHPOBaHa OTPULIATENIbHAS AMHAMMKA B BUJIE
HapacTaHus xosnecrtasa (moseienye ® fo 510, To ecTh
1o 4 BI'H); cHIKeHMe MapKepoB LIMTOMN3a TaKXKe ObIIo
HEeIOCTATOYHBIM.

OrtcyTcTBUE afeKBaTHOrO oTBeTa Ha Tepammio Y XK B co-
YeTaHUM C NepPCUCTUPYIOLIell TUIEePAKTUBHOCTBIO IU-
TOMUTUYECKMX (PEePMEHTOB YKa3bIBaJO Ha BEPOSTHOCTD
BapuanTHoro curapoma IIbX ¢ npusnakamu AUI. OkoH-
YaTe/IbHBII FUATHO3 ObUI YCTAHOBJIEH TOIBKO B CEHTsIOpe
2021 r. mpu obpallleHUN B Hallle yYpeXJieHue — CIHYCT
6oee IBYX JIeT ¢ MOMEHTA IIEPBUYHOTO BBIAB/IEHNS O110-
XMMIYeCKIX MapKepoB BOCIIa/IeH)A U XO/lecTasa.
[ManneHTKe 6bUIO MPOBEEHO YITyO/IeHHOE UMMYHOIOTH-
JecKoe 00C/efOBaHNe: BBISIBIIEHbI AHTHUTENA K ITIA[KON M-
ckynatype (aSMA) B [MarHOCTUYECKY 3HAYMMOM TUTPE,
a TakKe nosbileHye IgG, KOTOPBIN AB/IAETCA BaKHBIM
MapkepoM AVI 1 BXOZUT B AMarHOCTHYECKME KPUTEPUU
BapMAHTHOTO CUHJPOMa; I/Is1 YCTaHOBJIEHN: [1IarHO3a He-
06X0aMMO Ha/In4Me KaK MYHUMYM ABYX K/IIOYeBBIX KPUTe-
pueB [y Kaxgoro 3aboneBanust (Ta6m. 2).

Hecmotps Ha ¢popManbHOe COOTBETCTBUE ITOKa3aTeneil
AQHaJIN30B U UCCTIENOBAHMI MAITEHTKN JUATHOCTUYECKUM
xputepuaM AVII, BbiAB/IeHHOE C IpUMeHeH/eM HeUHBa-
3MBHBIX MeTO/0B (IIOBBIlIEHNE TpaHCcaMMHa3 jo 5 BIH
u Haymuye aSMA), OblTa IpoBefieHa IMCTONIOrNYecKast

Tabnuua 3. Kpumepuu neappexmusnocmu mepanuu YIXK

Kpurepun Bpemsa ounenkn | HemocTaTouHblii OTBET Ha TepaIio
(Mecanen
OT Havama
TepaInn)
Poyecrepckne 6 II® > 2 BI'H uan Mayo score > 4,5
ITapmxckue I 12 10® > 3 BI'H, unn ACT > 2 BI'H, wimn
6umupy6us > 1 mr/mn (17 MKMOB/ 1)
ITapmwxckne I 12 10® > 1,5 BT'H, uan ACT > 1,5 BT'H, min
6vmpy6us > 1 mr/mn (17 MKMOTIb/ )
bapcenonckue 12 CHmxenne IO < 40% u IO > 1 BTH
Porrepmamckme 12 Bumpy6us > 1 BTH n/um anp6ymun < 1 BIH
ToponTtckue 24 10® > 1,67 BI'H
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BepuduKanua amarsosa. KioueBbIMU apryMeHTaMU
B II0/Ib3y OMOIICUY CTasIV IIOTPaHMYHble 3HAYECHVS aMU-
HoTpaHcdepas, koTopble B geboTe U Ha PoHe Tepanun
VIXK konebanuch B nquanasone 4-5 BI'H, a Tak>ke BbICO-
Kasg OTBETCTBEHHOCTb Ha3HAYEHMsI MMMYHOCYIIPECCHB-
HOII TEPAIINIL.

Mopdonorndeckoe uccnegoBanme 6uonrara mpu mofo-
spennu Ha AVIT u BapuantHble cungpomsl I1BX pexomeH-
JIOBaHO KaK 3apyOeXXHbIMM TalifiTaiiHaMM, TaK U OTeYecT-
BeHHBIMU 3KcIepTaMu [2, 3]. C y4eToM HOTeHIVa/IbHbIX
PYVICKOB JUINTEIbHON MMMYHOCyIpeccun [10] mna nanmm-
aumy VICT TpebyeTcst BbICOKas UAaTHOCTUYECKAst JOCTO-
BEPHOCTD, UTO fIe/IaeT HEJOMYCTUMOI TUIIepANAarHOCTHKY.
OpnHako B pAfe KIMHNYECKUX CUTYalMil, KOIza Jaxe Ipu
MTOTEHI[MAIbHO BBICOKON TMCTOMOTUYECKON aKTUBHOCTU
He JIOCTUTAeTCS AMATHOCTUYECKMII TIOPOT TI0 KPUTEPUIM
AVIT, HeMeneHHOe IIPOBeNeHUe OMONCUY TTeYeHN MOXKET
OBITb HeljenecoOOpasHbIM. B Takmx crydasx npegmodTu-
TeNIbHOI AB/IAETCS HEeMHBA3WBHAs CTpaTerus, IMpefona-
ramiras JUHAMIUYIeCKoe HaOIogeHne ¢ BOSMOXKHOCTDIO
IepecMOTpa BOIIpOca O OMOIICHY IIpY M3MeHeHu1 1abopa-
TOPHBIX ITOKa3aTesnell ¥ HapacTaHUY aKTUBHOCTIL.
Oco6blit HAYYHBIT ¥ KIMHUYECKUIT MHTepeC MPeCTaBILi-
eT porb pubpoamacToMeTpun B OLieHKe cTaguu Gpubposa
HeYeH! Y MALeHTOB C ay TOMMMYHHBIMY 3a060/IeBaHVAMIL,
B YaCTHOCTU IIpM BapuaHTHOM cunppome I1BX. Ham mHO-
TOTIeTHUII KITMHWYECKIIL OIIBIT CBUMIETETbCTBYET O TeH/eH-
LM K TUIEpAMarHOCTIKe $p1bpo3a Impy UCIONIB30BAHUY
JAHHOTO METOJA: KaK B febroTe 3a00/1eBaHns, TaK I Ha Ha-
YaIbHOM 9TaIle IMMYHOCYIIPECCUBHOM TepaIny HepenKo
PETUCTPUPYIOTCS MOBBIIIEHHBIE IIOKA3aTeNN YKeCTKOCTH Ie-
YeHU, KOTOpble eMOHCTPUPYIOT 3HAUUTEIbHOE CHIDKEHMe
B iuHaMuKe. CoBpeMeHHbIe IpeCTaBIeHN s O MeXaHM3Max
¢dubporeresa 1 MOpdomOrnIecKnx 0COGEHHOCTSIX eUeHN
mpu AVI3I1 03BOMAOT HPEATIONOXKNTD, YTO IOBbILIIEHHBIE
3HaYeHMA )KeCTKOCTY 00YCTIOB/IEHBI He TONBKO COOCTBEHHO
¢ubpo30oM, HO U AKTHBHOCTBIO ayTOMMMYHHOTO BOCIIasIe-
HI, laKe IIpY YPOBHE TPaHCAMMHA3, He ITPEBbIIIAoNIEM
5 BI'H (¢popmanbHO JOMYCTUMBIIL IIOPOT /1A IPOBeeHNA
JCCIIENOBAHMA). IIpencTaBneHHbI KIMHNYECKNIA CITyYail
HAITIATHO JeMOHCTPUPYET PACXOXKAeHMe MeX/Y TaHHBIMM
HeVHBA3WBHOII 11 MOPQOTIOrNYeCcKOI OLIeHKN: IIPK [I0Ka3a-
tesie )kecTkocTy edenn 11,7 kITa (F3 mo mkame METAVIR)
TUCTONOrMYeCKN ObUTa BepuduumpoBana cragust F2, uro
MIOATBEP)KAeT OTPAaHNYEHN IIPUMEHEHVS S7TacTOMEeTPUN
B YC/IOBUAX aKTMBHOTO BOCTIA/IEHNUA.

CregyeT OTMETHTD, YTO Pe3y/IbTaThl OMYONMMKOBAHHBIX
MCCIIEOBAHMIT IO 3TOMY BOIPOCY OT/IMYAIOTCS HEONHO3-
HAaYHOCTBIO. Psj| aBTOpOB yKa3bpIBaeT Ha HEOOXONMOCTD
KOPPEeKTUPOBKI AVATHOCTIYECKUX IIOPOTOB B CTOPOHY
noBbilieHns aad nauyeHToB ¢ [IBX. B wacTtHOCTH, B MC-
cnepoBanuu C. Corpechot 1 coaBT. ONTMMAaIBHBIM IIOPO-
TOBBIM 3Ha4YeHMeM >KeCTKOCTHU TIeYeHU ISl TUArHOCTUKY
nupposa y nanyeHTos ¢ IIBX n IICX OBIT TIPETIOXKEH
ypoBenb 17,3 kIla [11]. B To >xe BpeMs pe3y/nbrarhl He-
[ABHO IIPOBENEHHOr0 MeTaaHanusa 2023 I., BKII0YMBLIETO
60 uccenoBanmil, JEMOHCTPUPYIOT BBICOKYIO JMarHOCTH -
YeCKYI0 TOYHOCTD (p1OPOTaCTOMETPUY IIPY BAPMAHTHBIX
cuHfpoMax. BMecTe ¢ TeM aBTOpBI MeTaaHasM3a CIIpaBef-
JIMBO OTMEYAIOT, YTO BBUAY HEJOCTATOYHOCTY NAHHBIX

BoIpoc o BvsTHNY ypoBHA AJIT Ha pasnuynsa B AMarHo-
CTUYECKOI ToyHOCTY MexXAy nmaunenTamu ¢ AVI n I1BX
0CTaeTCsi OTKPBITHIM [12].

IlambHelliee AMHAMIYECKOe HAOMIOfIEHNE 3a MALMEeHTKOI
IPOJIEMOHCTPUPOBAJIO perpecc ¢pubposa meveHn Ha (oHe
VUCT (npy nepBU4HOM 0OC/IENOBAaHNMY TYICTONOTMYECKU
ompenensnach cragusa F2, mpyu KOHTpOIbHOM 06c/enoBa-
HMU CITYCTS TpM rofia 6bi1a Bepudnimposana cragus F1),
4TO COOTBETCTBYET COBPEMEHHBIM Hay4HBIM [JAHHBIM, TaK
KaK BO3MOXXHOCTb 0OpaTHOro pasButys pubposa meveHn
HIOATBEpXKJieHa MHOTUMY aBTopamu [13, 14].

CoxpaHsieTcsl HeKOTOpast HeONpe/e/IeHHOCTb B OTHOLIEHN
IPOAODKUTEIBHOCTY TIeYeHA V1 IIPOTOKOJIOB IIPEKPAILeHIA
MIMMYHOCYIIPeCCHBHOI TepaIiyl IIpU BApUAHTHBIX CUHAPO-
max; mpy KnaccudeckoM AVIT otvena VICT pexomenpyeTcs
IIpY ZOCTVDKEHUM VIHJIEKCA TYICTOMOTIYECKOI aKTMBHOCTH
(MITA) menee 4 6annos [2]. B mpencTaBneHHOM KIMHNUYe-
CKOM C/Ty4ae Ha OCHOBaHMM J/INTeNbHOTO TIeprofia TeYeH s,
MIOrpaHNYHBIX 3HaYeHnit VI[A 1 pa3BuTHA HeXKelaTeTbHOTO
sBieHs1 (ocTeonoposa) Obta M3bpaHa MHAMBUAYAIbHASL
TaKTHKa: IIPOBefieHa ITOCTETIeHHast OTMEHA MeTVIIIIPeHM -
307I0Ha C IPOJIOHTAIMell ITpYeMa a3aTMONpMHA Ha LIeCTh
MecAIIeB ¢ MOC/IERYIOMIeli er0 OTMEHOI.

InHammdeckoe HabofieHNe U TAGOPATOPHBIIT MOHUTOPUHT
noaTBepAn 3heKTUBHOCTD BHIOPAHHOTO MOAXOAA: O1-
OXVMMIYECKIIe TTOKA3aTeNMy OCTaBa/ICh B IIpefielax HOPMBbI
HpY KOHTPOTIBHOM 00CTIEOBaHNN Yepe3 TPY MecsIa Moc/e
OTMeHBI MeTH/IIIPETHU30/I0HA, a TAKXKe Yepe3 BOCeMb Me-
CALIEB U IO HACTOSIIETO BpeMeHM HOC/Ie MIOTHON OTMEHbI
43aTMONPMHA, YTO CBUJETEIbCTBYET O CTOMKOIA 610XUMII-
YECKOV pEMMUCCUMN.

Crnenyet oTMeTHTb, 4To Kpntepuu otMmensl VICT mpu Ba-
puanTHOM cuHApoMe I1BX ¢ npusHakamu AUI He cTaH-
HapTU3MPOBAHbI B CBA3Y C TeTEPOreHHOCTHIO KIIMHNYEeCKIX
IIPOSBJICHNIL, IIPY KOTOPBIX MOTYT JOMMHVIPOBATh IIPMU3Ha-
ku 6o I16X, mu6o AU, mubo npucyTcTByeT NX paBHO3-
HayHoe codeTaHue [3]. B ycnoBusax orcyrereus yHuduIm-
POBaHHBIX peKOMEeHIALII1 [I0 TePAIINN I ee ITPeKPaIlleHIIO
IIpY BAapMAHTHBIX CUH/POMAX NPENCTAB/IAETCS IeNecoo-
Opa3HBIM IIpYMeHeHe IPUHIVIIOB, IPUHATHIX I AL,
a MMEHHO paccMoTpeHue Borpoca 06 otmere VICT gepes
7iBa TOfia JIe4eHNUA TIPY YCIOBUM IOCTVKEHMS TUCTOJOTH-
4eCKOJ peMUCCUNL.

3aknioueHue

B mpepicTaB/ieHHOM KIMHMYECKOM CTTy4dae JOMYHVPYIOLMM
3abonesBanreM sBrsics [1BX, 4To OATBepPXKAanoCch Hamm-
qmeM KIMHUKO-OMOXMMITYECKOTO XOIeCTasa; O 3HAYUTe/Ib-
HoM BKJtajie AVIT CBUJIETENBCTBOBATIO OBICTPOE TIPOrpeccu-
poBaHe pubpo3a neveHm.

CrefiyeT OTMETUTD, YTO BapMaHTHbIE CUHPOMBI XapakK-
TEPUSYIOTCS 3HAYUTEIbHBIM MOTUMOP(U3MOM KIMHMU-
YeCKIX, TaOOPATOPHBIX M TUCTOMOTMIECKUX IPU3HAKOB.
B Hay4HOM co0O6lecTBe IPORO/DKACTCSA NUCKYCCUS OT-
HOCUTE/IBHO HO30JIOTMYECKOTO CTaTyca MepeKpeCcTHBIX
CHHJIPOMOB: pacCMaTPUBAaTh U MX KaK CAMOCTOSTE/IbHbIE
HO30JIOTMYeCKIe eVHMIIbI MU KaK [epeXofHble popMbl
MexAy oTaenbHbIMu AV3IL.

AKTyampHOCTB IIPO6/IEMBI TOf4EPKIBAETCSI POCTOM PacIIpo-
CTPaHEHHOCTY ay TOMMMYHHBIX IIePEeKPECTHBIX CUHAPOMOB

JddekTuBHaA Gapmarotepanua. 31/2025



KNMHNUeCkaa npakTuka

CpeJiVi JTUI} MOJIOZOTO U CPEJHETO BO3PACTa, MX arPECCUBHBIM Asmopot 3as6n510M, M0 0aHHAA paboma,
TedyeHneM ¢ ObICTPbIM pasBuTieM GubOposa 1 LHpposa Ie- ee mema, npedmem U co0epianue He 3amMpazusarm
YeHM, 8 TAKKE OTCYTCTBIEM YHUPUIMPOBAHHBIX IIOJIXOOB KOHKYPUDPYIOUUX UHINEPECOB.
K IMAarHOCTIKE 1 Tepamyit. Bee BbIIIeNsIOXeHHOE OIpere-

JIAeT HeoOXOAMMOCTD Ja/IbHeIIero yIy0/IeHHOTo usyde- Paboma evinontena 6 pamxax HVP JI3M.
HVA JAHHOJ KaTeropuy 3a00/IeBaHmIL. Pezucmpavuonnuiii Homep HVIOKTP: 123040700014-4.
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PBCVariant with Features of AlH: a Case Report Prompting Discussion on the Duality

and Unity of Autoimmune Liver Disease

A.V. Anisonyan, PhD, E.A. Sokolova, E.S. Sbikina PhD, E.V. Vinnitskaya, PhD, Prof., T.Yu. Khaimenova, PhD,
Yu.G. Sandler, PhD, S.G. Khomeriki, PhD, Prof.

A.S. Loginov Moscow Clinical Scientific Center

Contact person: Anastasia V. Anisonyan, Anastasiya7651@yandex.ru

Autoimmune hepatitis (AIH) and primary biliary cholangitis (PBC) are immune-mediated liver diseases

with different target cells — hepatocytes and cholangiocytes respectively. Variant syndromes are characterized

by a combination of clinical, laboratory, and morphological features of both diseases, which creates significant diagnostic
challenges. We present a case of variant syndrome «primary biliary cholangitis with features of autoimmune hepatitis».
The diagnostic process spanned over two years from the initial detection of liver biochemistry abnormalities. During this
period, ursodeoxycholic acid monotherapy proved insufficient, with disease progression to fibrosis stage F2 documented.
Definitive diagnosis required comprehensive immunological and histological evaluation, which confirmed features

of both diseases. This case highlights the critical importance of thorough investigation upon detecting liver enzyme
abnormalities to determine their underlying etiology. Precise characterization of the pathological process is essential

for selecting appropriate treatment. In this patient, establishing the correct diagnosis enabled timely immunosuppressive
therapy, resulting in sustained biochemical and histological remission with regression of fibrosis to stage F1.

Keywords: autoimmune hepatitis, primary biliary cholangitis, variant syndrome
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