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NEPEKPECTHbI CUHAPOM NPV AYTONMMYHHbIX 3AEONEBAHNSIX NEYHEHN

A.B. Nukynés, N.C. Eroposa, 0.B. COTHMKOBA, opoackas kavHndeckas 6oasHLa N° 38, . H. Hosropoa

cases.

PacnpocrpaHeHHocrb ayTOMMMYHHbIX 3a0051eBaHNIA NeYeHy
MO CPABHEHWIO C BUPYCHBIMY WA anKOroNbHbIMU OTHOCK -
TeNbHO HeBenMKa: Tak, MO AaHHbIM CeBepOaMEPUKAHCKON
EBPOMENCKOM CTaTUCTUK, 3aboNeBaeMoCTb  ayTOMMMYHHbBIM
renatmtoM (AUI) coctaenset ot 50 go 200 cydaes Ha 1 MiH
HaceneHns, nepBUYHbIM DUMapHbiM Lmpposom (MBLL) -
40-150 cny4aeB Ha 1 MJIH, NMOOOCTPLIM CKIIEPO3MPYIOLLMM
xonaHrtom (MCX) — 20-70 cnyyvaes Ha 1 MaH [1]. CnoxHocTn
3TMONOMNYECKON AMArHOCTUKM B MOAOOHbIX Clydasx U HEeBO3-
MOXHOCTb M3-3a 3TOr0 Ha3HaYeH1s afekBaTHOW Tepanun Unto-
CTpUpYeT cnefytoLlee KNMHUYeckoe HabniofeHme.

B 2005 roay y 6onbHon M., 1948 r. p., Npy rocnntanvsaumm
no nosofdy hlIerMOHO3HOrO anneHauUMTa Oblv AMarHoOCTUPO-
BaHbl LMPPO3 NMeYeHN U XXen4HoKaMeHHasi 6onesHb. Ha MoMeHT
BbIABMEHMA LMPPO3a MNaUMeHTKa Mnepuoamyecks oTMevana
NOBbILLEHHYIO YTOMISEMOCTb. B nocneayiolme 2 roga bonbHas
HEOOHOKPATHO le4mnach CTaLUMOHaPHO MO MOBOLY KPUMTOreH-
HOTO LppOo3a nedeHn (B1pycHas Nprpoaa NopaXxKeHus neyeHn
Oblna nckniodeHa nNpu obcnenoBaHUN B MHMEKLMOHHOW 6onb-
HLe). Y BoMbHOM NOCTeNeHHO HapacTanu ABNEHNSs NeYeHOHHON
HEeLOCTAaTOYHOCTH, 3HLEedanonaTn, NopTanbHOW rMMNepTeH3MN.

Mpy o4epeaHOM roCNUTaNM3aLMmn B raCTPO3HTEPONOrnYeckoe
otzeneHvie B vioHe 2008 rofa y 60nbHOM ObINO BbISBNEHO Bapu-
KO3HOe paclumpeHne BeH nuwesoda lI-Ill cteneHn, BnepBble
[NAarHOCTMPOBaH acLT, ONpefensnvch nabopaTopHble Npr3Ha-
KM renatofdenpeccum: NpoTpoMOUHOBbLIN MHAEKC 69%, hrbpu-
HoreH 1,9 r/n, anbOymunH 28,2 1/n, TpaHcdheppuH — 1,32 r/n
(Hopma — 2-3,8); rvnepcrneHmsma — nenkoneHns (1,58 —
2,05x10°/n) v TpomboumToneHns (36,4 — 50,5x10°/n).

[na npodunaktiky KpoBOTEHEeHMA U3
paCLLMPEHHbIX BeH MMLLIEBOAA ObINo MPUHSATO peLLeHKe NpoBe-
CT OOMbHOM MOPTOCUCTEMHOE LLIYHTUPOBaHWE 1 6.10.2008 T.
BbINONMHEHO HaNOXeHWe TepMWHO-NaTePasibHOro  CrnjieHo-
PEHasIbHOro aHacToMO3a.

HanoxeHne AMCTanNbHOrO  CrfIeHO-PEHaNbHOMO  LUYHTA
(4acTMYHOro MOPTOKABASIbHOrO aHaCcTOMO3a) — Hambornee pac-
NpPOCTpaHeHHas onepaums C Lienbio NPodUnakTVK KpoBOTeHe-

BapPWKO3HO-
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CYHAPOM NepekpecTa ayTOVMMYHHbLIX 3300AeBaHUM NeYeH — HeAOCTATOYHO W3YyHeHHas 1 peAko
BCTPEHAIOLLIASICS NATOAOM S, Y BOABHBIX C NepeKPeCTHLHIM CUHAPOMOM HABAIOASIOTCST OAHOBPEMEHHO Kak
NPU3HAKK 3YyTOUMMYHHOrO renaTuTa, Tak 1 APYroro XpOHHeckoro 3a60AeBaHMs neqeHn. TpyAHOCTU
AVBrHOCTUKI B NOAOBHBIX CAYHasIX AEMOHCTPYPYET NPUBEAEHHOE KAVHHECKOe HabAIoAEHIE.
KAloyeBble CAOBa: NepekpecTHBLI CUHAPOM, 3yTOVMMYHHBI renaTuT, NepeHHbI BNAaPHLIZ LIMPPO3.

Overlap syndrome at autoimmune liver diseases is an insufficiently investigated and rare pathology. There
are manifestations of autoimmune hepatitis and manifestations of other chronic liver disease at the same
time in patients with cross-over syndrome. The clinical observation presents difficulty of diagnostics in these

KKey words: overlap syndrome, autoimmune hepatitis, primary biliary cirfhosis.

HWA 13 BapUKO3HO-PaCLUMpPeHHbIX BeH nueBofa. OHa CHKaeT
[laBrieHMe B NeYeHoYHbIX BeHax Ao 12 MM pT. cT. (Hopma — 3-7
MM PT. CT.), COXPaHsisi B TO >Ke BpeMsi KPOBOTOK Yepe3 BOPOTHYIO
BeHy. K OCHOBHbIM OCNOXHEHWAM 3TOM 1 OPYrX onepaumm
LLYHTMPOBAHMA OTHOCATCH MPOrPECCHPYIOLLee CHYKEHNE (yHK-
LMW NeYeHV 1 MOBbILLIEHWE pUCKa PasBUTVS SHUedanonatuu,
npu4eM 00a OCIOKHEHUS MPOUCXOASAT BAIELACTBLE NMOCTENEHHO-
ro yMeHbLUEHMSA MopTanbHOM nepdy3mu.

MHTpaonepaunoHHo GonbHoW Obina mpoBefdeHa Guoncus
neveHn. McTonornyeckoe 3akioHeHme: HapyLUeHue rcToapXm-
TEKTOHWKM MeYeHn 3a cHeT ChOPMUPOBAHHbBIX PereHepaTopHbIX
Y3108, pasgeneHHbiX LVMPOKUMKU UOPO3HbIMKU CenTamu C
BHOBb 0Dpa3oBaHHbIMK cocyaamu. GUbpo3Hble CenTbl U Mop-
TanbHble TPakTbl C BbIPAXEHHOW NNMMOrMCTNOLMNTAPHOM
VMHpUAbTpaumen. OTMmevaloTcs nponudepaums XonaHrmon u
nepuayKTanbHbI GrOpPo3, LIeHTPONobYNspHbIE XOomnecTasbl.
Mectamn Xen4Hble NPOTOKM yTpadeHbl 1 3aMelleHbl hrbpo-
30M. MakpodaranbHble rpaHyneMbl OTCYTCTBYIOT. 3aKJTIlOHeHMe:
Mopdonornyeckas KapTmHa MOXeT COOTBETCTBOBATL NEPBUYHO-
My BUMapPHOMY LMPPO3Y.

Tak1mM 0Opa3oM, Ha OCHOBaHMM MUCTOMOMMHECKOrO UCCeno-
BaHWs O1onTaTa neveHn y 6obHOM Obina yCTaHoBIEHa 3TNONO-
TS UMppo3a.

Mpw MBL, BocnanutensHble M3MeHeHWs CHadYana 3aTparvsalot
MEX[0NbKOBbIE W CeMnTalbHble Xef4Hble MPOToKW. 1o Mepe
NPOrpeccnpoBaHnsa BOCNaneHve pacnpoCTpaHAeTCs 1 Ha Nepu-
nopTasibHble MOsIs, NOSBASIOTCH PUOPOTUHECKME U3MEHEHNS U
Ha nocnefHen CTagnn Pa3BYBaETCA LPPO3 MeYeHU.

BenyLmMm KIVHWYeCkUM cvHapomMom npu MbL, aBnsetca cuH-
LPOM XOrecTasa, YTo NPOSBANETCS B Ha4ane 3aboneBaHs reHe-
PanV30BaHHbIM KOXHbIM 3yA0M, KOTOPbIN MOXET NpeaLLecTBo-
BaTb MOABAEHMIO XenTyxu. K OpyrMM CUMMTOMaM OTHOCATCH:
MOBbILLIEHHAs YTOMASEMOCTb, Hecneumduyeckme gmucnencmnyec-
Kue xanodbl, rMnepnmurMeHTaLms KOXHbIX NMOKPOBOB, MosiBie-
HVie KCaHTOM W KCaHTeNa3M, axonnyHbIv kann. [ns psna 6onb-
HbIX XapakTepHa accoukaums C ApYyruMn ayTOMMMYHHbIMU
3aboneBaHnaMM, Yalle Bcero ¢ cumHapomom LlerpeHa u
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ayTOVMMYHHbIM TVpeonanToMm. JlabopaTopHble McCienoBaHNs
BbIABNAIOT MPWM3HaKK XOJflecTa3a — CHa4ana MoBbILLAETCA ypo-
uenoyHon  docdatasbl M raMma-rnobynnH-
TpaHcnenTuaassl (MTTT), no3xe — bununpyburHa 1 xonectepurHa.
CneumburyHbiM ans MBL, aBnsetcs obHapyKeHvie aHTUMWUTO-
XoHOpUanbHbIX aHTUTEN, TakKe B AnddepeHLmanbHON AnarHo-
CTUKE MOXET NMOMOYb MOBbILLEHKE YPoBHS IgM [1].

lNocne onepauun GonbHow Obina pekoMeHaoBaHa Manoben-
KOBas [VeTa, Ha3Ha4YeHa ypCoae30KCVXOnmMeBas KM1oTa B f03e
500 Mr/cyT., BEPOLUMNMPOH, rena-MepL, rpaHynsaT, 0O4HaKko BCe
3T npenapaTbl  OonbHas  MpWHMMAana
Mepvoanyeckn oTMedana cnabocTb, COHNIMBOCTb, YCUNEHMe
XKENTYXM, ANCKOMGOPT B NpaBoM noapebdepbe.

21.09.2009 r. 6onbHas Obina AOCTaBneHa B KMUHMUKY MaLLIMHOM
CKOPOW NOMOLLM B 6ECCO3HATENBHOM COCTOSHWN. [1puW nocTynne-
HUW: KOXHbIe MOKPOBbI XXENTYLUHbIE, C 3eMANCTbIM OTTEHKOM.
B nerkux BesunkynsapHoe ObixaHve, YOO — 18 B muHyty. ALl —
130/80 MM pT. CT., nynbC 68 B MWHYTY, PUTMUYHBIN.
HeBponorudeckin onpeaensncs napes B3opa (rnasHble A6m0ku
MOBEpPHYTbI BNPaBO), NIEBOCTOPOHHNI remunapes. bbi BbiCTaB-
NleH NpeaBapuTeNnbHbIA A1MarHO3 OCTPOro HapyLLEHS MO3rOBOro
KpoBoobpalLieHMs B GacceriHe NpaBoli CpeaHe MO3roBoV apTepuiA.

B obuiemaHanmse kposmn ot 22.09.09 - nemrkoupmtos 4,3x10°/n,
aputpoumTos — 3,18x10%/n, remornoduH — 110 r/n, TpomboLm-
ToB — 152x10°/n, CO3 — 58 MMm/4. Broxmmmnyeckmin aHanms
KpOBW — 0BLLMIA OMMpYOUH — 75,6 MKMOnb /11, npsiMoi — 40,0,
Henpsamown — 35,6 mkmonb /n; ACT — 97,6 E/n, ANT — 39,9 E/n;
xonectepuH — 2,42 MMOfb /11; MO4eBMHa — 3,3 MMOSb /11, Mo-
Ko3a — 4,9 mmonb /11, MTN — 90%.

MarHuUTHO-pe3oHaHCHas ToMorpadms roNoBHOMO Mo3ra OT
25.09.09 - kapTuHa Anddy3HbIX aTPOPUHECKNX U3MEHEHUM
KOpbl FOMOBHOIO MO3ra 1 0beurx remucdep Mo3xedka, Hapyx-
HOW 3aMecTuTenbHOM ruapoLiedanuun. B Genom Bellectse nob-
HbIX 1 TEMEHHbIX LOMNEeV ONpedensioTcs Menkve o4arv geMuenm-
HM3aLMM 6e3 HYeTKMX KOHTYPOB U NaKyHapHble KICTbl pa3mMepamu
10 0,4 cm (o4aroBble M3MEHeHMs AUCUMPKYASTOPHOMO 1 MOCT-
MWEMMYECKOro  XapakTepa). [Mpur3Hakn
MeTabonuyeckon sHLedanonaTm.

BonbHon Bbina HavaTa LiepedponpoTeKTBHASA U AE3UHTOKCU -
KaUMoHHas Tepanus (akToBervH, UMTO(naBMH, peambepuH,
rena-mepL, rMIOKOKOPTUKOCTEPOUAbI, AUYPeTnKM). Yepes 7
4acoB OT Ha4ana JledyeHns: CO3HaHWe — COmMop, Mcye3 napes

BeHb

HeperynsapHo.

TOKCKKO-

B30pa, NOSBMANCH aKTUBHbIE ABMXKEHUS B KOHEYHOCTSX, Yepes
12 4acoB — B CO3HaHMM, 3aTOPMO>KEHA, O4arOBOW HEBPOOrYec-
KOV CUMMTOMATKI HeT.

C y4eToM BbINOMHEHHOW Y BOMbHOM OMnepaLm HanoxeHNs
CMNNeHOPEeHanbHOro aHaCTOMO3a B Ka4eCTBe OCHOBHOM MPUHMHDI
KOMATO3HOrO COCTOSIHWUS BOMBHOM MpU3HaHa LWyHTOBAs nede-
HOYHas KoMa.

B ganbHerwem 6bina AeTanbHoO 13yHeHa MCTOpUS HAaCTOSILLIEro
3aboneBaHwis. B nepByto odepeab, 0bpalLiano Ha cedbs BHUMaHe
LNUTeNbHOe BANoTekylLee TedeHne 6onesHu, MaHUhecTMpoBaB-
Lueecst ToNbKO Ha CTaAuM LMPPO3a MeYveHu, a Takke OTCyTCTBMe

A

TmnnaHoro ans MBLL koxHoro 3yaa. beiiv npoaHan3mnpoBaHsl
OCHOBHble NlabopaTopHbIe CUHAPOMbI, KOTOPbIE MOTTI Dbl yTOY-
HWTb 3TMONOTNIO 3ab0NeBaHNs — CUHAPOMbI XONecTasa, LMTONN-
33, Me3eHX1MasIbHO-BOCMANMTEbHbIN CUHOPOM (Tabnumua 1).

TABJIULA 1.
JlarHbie nabopamopHozo ob6cnedosanus 6onsHol M. 2008-2009 2a.
Nokasarenb 6/11/2008(9/30/2008|2/20/2009|10/5/2009
€03, mm/y 51 47 49 35
06”“:4132}’1':;’}13'6””’ 45 29,2 50 67,2
ACT, E/n 136,3 (4N) | 65 (2N) 376 | 887 (25N)
ANTT, E/N 99,4(3N) 32 22 39,9
WenoyHas docdara- 171,7
s E‘?ﬂ ¢ s | 3% (1,5N) | 211(L8N) -
rrTn, E/n 85,4 (2N) 48 - -
XonectepuH, MMonib/n - - - 2,42
06wuit 6enok, r/n 84,7 77 74,4 67
AnbbOYMUH 32,40% 38,40% 29% 30,60%
faMma-rnobynuHbl 52,90% - - 56,40%
NMMYHOMO6YAUHBI, i i i
r/n
M 2,21
G 36,96

13 nprBeaeHHbIX AaHHbIX BUOHO, YTO Y BONbHOM MMetoTcs
YMEPEHHO BbIpaxkeHHble Npr13Haky xonecrasa (LwenoyHast doc-
aTaza, [TTI1, xonecTepuH) U LMTONM3a B COMETAHMN CO 3HaYN-
TenbHbIM yckopeHem COD 1 runeprammariiodbynmHemMuen (3a
cyet IgG). MocneaHne mnokasateny MOrM ObiTb CreacTBMEM
aYTOMMMYHHOMO BOCMaNNTENbHOrO KOMMOHEHTa Kak MposiBIe-
HVe nMetoLLerocst y 6onbHor AT Ha cTadum LMppo3a.

AT — XpoHWYeckoe BocnanuTenbHoe 3aboneBaHvie neveHn
HEeN3BECTHOW 3TUONOTM, XapakKTepu3yloLleecs nepunopTab-
HbIM 1N Gonee OOLLIMPHBIM BOCMANeHVeM M NpoTekatoLLee Co
3HaYUTENBHOW TMNepraMmarfiiodynvHeMmen 1 NosiBNeHneM B
CbIBOPOTKE LUMPOKOro CreKkTpa ayToaHTUTeST.

3aboneBaHVe BCTPEYaeTCs MPEUMYLLECTBEHHO Y >KEHLUMH
(80%), MeeT NporpeccupytoLLee Te4eHVe 1 COMPSIKEHO C pas-
HOOOPa3HbIMU CUCTEMHBIMU MPosiBNEHVAMU. Y 25% BGonbHbIX
aYTOMMMYHHbI renatmT AMarHOCTUPYETCA y>Ke Ha CTaduu Lmp-
pO3a MeYveHM, 4TO YKa3blBaeT Ha BO3MOXHOCTb €ro 6eccMmToM-
HOro, CYOKIMHNYECKOTO TEHEHUS.

HnarHos AUT yCTaHaBnNMBaeTCA Ha OCHOBaHUU KPUTEPUEB,
NPeLNoXeHHbIX AMEPUKAHCKOW accoumaumernt no n3yyeHuo
OornesHen neyenu [2, 3]:

- Hanu4e onpeaeneHHbIX TabopaTopHbIX MPU3HAKOB: r1nep-
raMmarnodynvHemMmns Gonblue Yem B 1,5 pasa npeBsbILLaeT BepX-
HIOIO MPaHWLLY HOPMbI; Hanv4KMe BbICOKOTO TUTPa aHTUHYKIIeap-
HbIX QHTUTES, aHTUTEN K MMaAKOMbILLEYHbIM KIIETKaM W aHTW-
Ten K MVKPOCOMaM MeYeHn 1nv nodek 1-ro tina;

- Hanu4ue onpefesieHHbIX TUCTONOrMHYecKnX MPY3HAKOB:
MOHOHYK/eapHas ¥ nuasmMatideckan MHUIbTpauma noprasb-
HbIX TPaKTOB, CTyMeHYaTbIi HEKPO3 WM MEXYTOYHbIV renatuT,
nobynsapHbIA renatuT. MopakeHre Xen4HbIX NPOTOKOB UCKIO-
YaeT guarHos AUT;
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- OTCYTCTBUME B CbIBOPOTKE KPOBW MapKepoB BUPYCHbIX MH(eK-
7

- oTpyLaHWe BOoMbHbBIM 3710yNOTPEONEHNS anKoronem, oTcyT-
CTBME YKa3aHWI Ha NepenMBaHe KPoBY MM NPUMEHeHe rena-
TOTOKCWMYHbIX IEKaPCTBEHHbBIX CPEACTB B aHAMHE3e.

[ns BepudvKaumm AMarHosa ayToMMMYHHbIX 3aboneBaHuin
neyYeHV HeobXoaMMo B obs3aTenbHOM MopsaKe MpoBedeHvie
MMMYHONOTMYECKro UCcnefoBaHWUs KpoBuW. B Tabnuue 2 npepn-
CTaBJeH CrekTp ayToaHTUTeN, BbisBnseMblx npu AUT (B 3aB1CK-
MOCTW OT Hanu4Ms TeX WUAW VHbIX ayTOaHTWTEN BblaenseTca 2
T1na AUT), npu MBL| 1 06Hapy>KeHHbIX y HaLle 6obHOM.

B cBsA3M C OTCYyTCTBMEM Y OOMBHOM aHTUMUTOXOHAPUANBHbBIX
aHTUTEN, MaTOrHOMOHWYHbIX Ans 6L, Heobxodumo Obino
NCKIIOYNTL Takoe pepakoe 3aboneBaHve, Kak ayTOMMMYHHBbIN
XOMNaHIMNT, KOTOPbIN MHaYe eLle Ha3bIBaOT «MepBUYHbIM BUN-
APHBbIM LIMPPO30OM C OTPULIATENBHOW peakuMen Ha aHTUMUTO-
XOHAPWanbHble aHTUTENa». XapakTepHbIM AS1F Hero ABMfeTcs
Han41e XPOHNHECKOro BOCManeHus ne4eHu C npysHakamm Kak
renatuta, Tak 1 xonecrasa, nosBreHne aHTUHYKIIeapHbIX aHTW-
Ten 1, Kak npaBuio, aHTUTEN K MaaKoMbILEYHbIM KIeTKaMm, a
TaKXKe rCToNorndeckme Npr3Haky nopaxKeHUs >Xen4HbIX npo-
TOKOB. Hanu4me npu3HakoB xonecrasa npu ayToMMMYHHOM
XOnaHrmTe ncktodaeT gmarHos AN, a oTcyTCTBME aHTUMMUTO-
XOHIPUANbHbIX aHTUTENT He Mo3BoJIseT GE30rOBOPOYHO MOCTa-
BWTb AnarHo3 MbL [1, 3].

TABJINLA 2.

Cnekmp aymoaHmumesn npu OCHOBHbIX AYMOUMMYHHbIX 3a6onesanusx
ne4yeHu

AyToaHTuTena

AUT

neu

bonbHasa M.

AHTUHYKNeapHble
aHTuTena (ANA)

80% npu Tune 1

oTpuuatenbHble

6,93 (+ 3HayeHue
>1,2)

AHTUTENA K
MUKPOCOMaM
neyeHun u novek I
tuna (LKM-1)

100%
npu Tune 2

oTpuLaTenbHble

oTpuLaTenbHble

AHTUTENA K LMUTO-

nna3mMaTMyecKomy

aHTUreHy neyeHun
(LC-1)

30-50% npu T1ne
2, B 14% - eguH-
CTBEHHbI Map-
kep AUT

oTpuLaTenbHble

AHTUTENa K pac-
TBOPUMOMY aHTH-
reHy neyeHu un
neyeHoYHo-
naHKpeaTnyecKo-
My aHTUTEeHY
(SLA/LP)

30%

oTpuLatenbHble

oTpuLatenbHble

AHTUMUTO-
XOHApHanbHble
aHTuTena K ayTo-
aHTUreHam M2
(AMA)

20% B HU3KOM
T™MTpe

90-95% B gua-
rHOCTUYECKOM
™Tpe

oTpuLaTenbHble

AHTUTENA K
Sp-100, gp 210

oTpulatenbHble

30-50%

oTpuLaTenbHble

AnTutena k SS-A/
Ro-52

oTpuuatesnbHble

20%
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YHUKanNbHbIA XapakTtep MMMYHOPeakTMBHOCTU NP ayTOMM-
MYHHOM XONaHIUTE 3aKJTII04aEeTCA B BbIABIIEHNWN aHTUTEN K Kap-
OoaHrmgpase, KOTopble ClyXaT CrneumdUyeckuM MapKepoMm
NOBPEXAEHNS SMUTENNA XKEMYHbIX MPOTOKOB. K coxaneHuio,
TEXHNYECKOW BO3MOXHOCTV BbIMOMHUTL 3TO UCCTIefOBaHMe y
Hac He nmenocb. OHaKo OTANHUTENBHOW KIIMHNYECKOW Xapak-
TEPUCTUKOM ayTOUMMYHHOTO XOflaHM1Ta ABNSETCA 3HaYMUTENbHAsA
BbIPaXKEHHOCTb CMHAPOMa XOMnecTasa, B TOM HMcIIe NOBbILLeHVe
YPOBHS LLieNoYHoM dhochaTasbl He MeHee, YeM B 4 pa3a OT Bepx-
Hel rpaHuLibl HOPMbI, HTO He Habntoaanock y 6onbHon M.

OpyrvM ayTOMMMYHHbIM 3a00MeBaHVEM, MPOTEKAIOLLM C
cMHOpPOMOM Xxonectasa, asnsetca [1CX. pudemM B HEKOTOPbIX
aydaax Mopdonormndeckme KaptuHbl MBLL 1 MCX Hactonbko
CXOXMW, YTO TPYLAHO AMddepeHLMpoBaTh 3T 3abonesanHns npu
MMKPOCKOMMYECKOM UCCNEROoBaHUM. B Halllem cryyae y GonbHoM
Oblin 0bHapykeH nepuayKTanbHbIA hUOPO3 XONaHMMon, creum-
duruHbi ang MCX, 1 BbipaxeHHas NMMOrncToLMTapHas
VIHDUIbTPaUMA MopTanbHbIX TPakToB, TunvdHaa onad [bL.
B 10-25% cnydaeB MNCX MOXeT npotekaTb HECCUMMNTOMHO U
MaHWECTUPOBATLCHA TOMbKO Ha CTaauuv Lppo3a. OgHako MCX
YaLLle GonetoT My>XHMHbI, XapaKTePHbIM SBASETCH HANM4ME COMyT-
CTBYIOLLIErO 3BEHHOrO KOMWTA, @ Npy BUOXMMUHECKOM MCCreo-
BaHWM BbIABAETCA NOBbILLEHME YPOBHS LLENOYHOM hocaTasbl
He MeHee YeM B 3 pa3a, yMepeHHas runepraMmariiodynHemus.
TUNYHBIM TaK>Xe ABMAETCA NOBbILLeHNe ypoBHdA Ig M, a He lg G,
Kak y Hallel GonbHoW. AHTUHyKNeapHble aHTuTena npu MCX
BbISBNAOTCA PEOKO M B HE3HaYMUTENbHOM TUTpe [4].

Takum 00pa3oM, MPOBeLEHHbIN CPaBHUTENbHBINA aHanm3
aHaMHeCTUYeCKMX, DU3MKanbHbIX 1 11abopPaTOPHBIX AAHHBIX
MoKa3aJl, YTo BbISiBNEHHbIE Y 60MbHOM M. KINMHUYeCKMe Npy3Ha-
KM 1 nabopaTopHble MoKasaTeny He COOTBETCTBYIOT KpUTEPUSIM
onpefeneHHoro amarHosa H1 AU, Hu MNBL, HecmoTps faxe Ha
pe3ynbTaTbl MMCTONOMMYECKOro MnccnefoBaHns. Y GonbHom
Habnioaancs psif Npr3HakoB, XapakTepHbIx kKak ans AUT (rvnep-
raMMarnobynmMHeMms, BbICOKNIA TUTP aHTUHYKIEAPHbIX aHTUTEN
1 aHTuTen LC-1, noBbiteHve yposHs IgG), Tak 1 ang MbLL (pas-
BUTMe 3a00NeBaHWs B MeHOMay3e, CUHIOPOM XOJiectasa, aHTu-
Tena Kk SS-A/Ro-52, naHHble MOPMONorM4eckoro NcaiefoBaHNs
neyeHn). YunTbiBas BbilueckasaHHoe, ObIno Bbicka3aHo npeamno-
NOXeHWe 0 BO3MOXXHOCTN Hanu4ms y ©onbHom M. nepekpecTHo-
ro CMHOpoOMa.

TepMuH «nepekpecTHbii cuHapom» (overlap syndrome) B
renaTosiorn 03HayaeT codeTaHve ABYX PasHbix 3aboneBaHWM
neveHu, OfHUM U3 KOTopbIX sBnsieTcs AWM. Y Takux GonbHbIX
O[IHOBpPeMeHHO HabnodaloTcs npusHakm kak AT, Tak 1 gpyro-
ro XPOHMYeckoro 3aboneBaHus neveHn. K nepekpectHbIM CUH-
apomMaM otHocsATcst codetanmsa AUT ¢ MBLL, NMCX nnmn xpoHudec-
KM BUMPYCHbIM renatmtom [1].

MepeKpecTHble CUHAPOMbI OOBIYHO MPOTEKAIOT BAMO, AJS HUX
XapakTepHa Hecneumdmnyeckas CUMITOMAaTMKa, B YaCTHOCTU,
MOBbILUEHHAs YTOMIIIEMOCTb, CyCTaBHble U MbllleYHble Oosn.
TUNMYHbIe ONs renaTTa BUOXMMIMYECKME CABWUMA COHETAIOTCS C
NabopaTopHbIMM NMOKa3aTeNsMM, XapakTePHbIM [15 XONecTasa,
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N

[ACTPO3HTEPOAOIIS

VW NPEBaNMPYIOT Haf, HUMMW; CUMbHBIVE KOXHBIN 3y[, KCaHTeNnas-
Mbl W TUNEPNUTMEHTaLMA BCTPEYalOTCA PeaKo. ATUMUYHbIE
opmbl AUT YaLLe BCTpeyatoTcst y xkeHLH Ao 40 ner. [Mpu rmcto-
JIOrHeCKOM MCCNeNoBaHW OMPEensioTca XapakTepHble O
AW nprsHakK nepunopTanbHOro renatnta, HO BMeCTe C TeM
4acTo HAbNIOAAIOTCS U He XapaKTepHble Mopdooryeckie 13me-
HEeHVsI — MOpaXeHWe XemnqHbIX MPOTOKOB, CTeato3 (XKuMpoas
ANCTpoKs) U MopTanbHOe cKomnneHne NUMMQOUIHbBIX KIETOK.
MosToMy OMONCKS MeYeHN He UMeeT CaMOCTOSTENbHOM AMarHo-
CTUHECKOW LIEHHOCTW NPU aTUnYHbIX hopmax AT [3, 5].

CuHppoMm nepekpecta AUT /TBLL MoxeT npotekaTs B 2 Bapu-
aHTax — B 3aBMCMMOCTM OT npeobrafiaHns MopdOonorHeckmx
npwv3HakoB, ceoncTBeHHbIX AU mnm TBL. Ons 1 BapuaHTa
XapaKTepHbl DoNbLUAas BbIPaXKeHHOCTb KIMHUYECKOW CUMMITOMa-
TVKM, Gonee BbICOKME YPOBHW CbIBOPOTOHHbIX TPaHCAMMHA3 U
obulero OunmpyburHa, ructonorMyeckas akTMBHOCTb. [lpu
2 BapvaHTe Yalle oTMeYaeTcst beccMnToMHoe Havano 3abore-
BaHwuA [5].

Ha oCHOBaHMM COBOKYMHOCTI KIMHMYECKMX 1 NabopaTopHbIX
[laHHbIX ObIN BbICTaBNEH OKOHYaTeNbHbIA AMarHo3: Nepekpect-
HbI cvHapom AUT /TBL. Unppo3 nedenu, knacc B no Yamng-
Mbto. MNopTanbHas rMnepTeH3us, NPEXoaALIMI acLMT, BapNUKO3-
HOe paclumpeHvie BeH nuwlesoaa lll cteneHu, cnneHomeranus,
rMnepcrineHusM (nenkoneHns, TpombouuToneHns). NeveHoqHas
3HUedanonatus, |l cragms. CnneHo-peHanbHbIV aHAaCTOMO3.

[Npwv neYeHNM NepekpecTHbIX CUHOAPOMOB HeobXoAMMO onpe-
[enutb Npeobnapatollee 3abonesaHvie 1 NogodbpaTs Hanbonee
NOAXOAALLYIO TakTUKy MeAMKaMeHTO3Horo nedeHus [1, 3, 5].
B nmaHHOM crydae Hamu Obina BbiOpaHa KOMOMHMPOBaHHas
Tepanusa rMoKOKOPTUKOCTEPOMAAMUN U YPCOAE30KCUXONMEBON
Kncnoton. Ond MakCMManbHOrO CHVMKEHWS BbIPaXKEHHOCTU

A

CUCTEMHBIX MODBOYHBIX 3hdekToB GoNbHOM Obln Ha3HadveH
Ha3HaYeH ToMMYeckuniA cTepona, byaecoHns, B 1o3e 6 Mr/CyTkum C
yHeTOM YMePeHHOW aKTVBHOCTW BOCMANTENbHbBIX N3MEHEHWN.
Ypcope3okc1xoneBas K1CoTa SBseTcs npenapaTtom Bbibopa
npv MBL, (eaMHCTBEHHbIM NpenapaT, ogobpeHHbii FDA ans
nederns MBLL) B CBA3M C e IMMYHOMOLYIMPYIOLLIMM, MeMOpa-
HOCTaOVNM3MpPYIOWMM [ENCTBUEM U MPsAMbIM 3hdeKTOM B
OTHOLLIEHWI BHYTPUMEYEHOYHOIO X0NecTas3a, MOCKOMbKY CTUMY-
NMpYeT Xonepes, ycKopsieT MeTaboMM3M XeNYHbIX KNCOT, KpoMe
TOro, oHa obnafaeT aHTMaNoONTOTUYECKMM U aHTUDUBPOTUYe-
CKUM OercTBrEM. bonbHOM pekoMeHA0BaH NPUYEM YpCoae30K-
CUXONMEBOM KMCIOTbI B JO3MPOBKe 15Mr/Kr/cyT. B 3 Nprema.
[MpaKTyecKmMr Bpay LOMKeH NMOHMMAaTb YHNKANbHOCTb COCTO-
HWN, NOLOOHBbIX OMMCAHHOMY MEPEeKPECTHOMY CUHIPOMY.
C OAHOW CTOPOHBI, HY>XHO CTapaTbCs He YCIIOXHATb AMArHOCTU-
Yeckme 3aKmiodeHus, HO B TO XKe Bpems HeoDXOAMMO He 3a0bl-
BaTb O CyLLIECTBOBaHWM aTUMNYHbIX (hopM Niobbix 3abonesaHni,
npw 3TOM CreayeT u3beratb «MPUTAHYTLIX» AMArHO30B U Heobo-
CHOBaHHOrO OTHECEHUS aTUMUYHBIX Cy4aeB K KacCUyYecKmMM
3aborneBaHUsM.
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