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Cemetitvle cy4au aymoummyHHO0 2enamuma u nepeutHo20 6UIUapHozo
XO7aHUma 6cmpedarmcs peoko — no 0aHHvIM numepamypot, okosno 1%.
B cmamuve npedcmasnervi cemelinble Cy4au aymoummyHHbLX 3a06071e6aHULE

neueHu y cCUOCOB.

Bo scex cyvasiax ()MCIZHOCWILIPOBGIH cuubpom nepekpecma — couemanue
aymoumMmyHHO20 cenamuma u nepeutHozo 6u7map1—toeo xXonaneuma.

Kniouesvie cnosa: cemetinvle cy4au, aymoummyHHble 3a0071e6aHUS nedeHU, CUHOPOM
nepexpecma, nepeurHbLLi OUTUAPHDLIL XONAHSUM, AYMOUMMYHHYLLL 2enamum
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ePBUYHBIL OVIMAPHBII XOIaH-
I I rut (I[1BX) u ayToMMMyHHBII
rermatut (AVT) otHOCAT K ay-
TOMMMYHHBIM 3200/IeBAHIAM II€YEHIL.
HecMmoTpst Ha OOUIHOCTD TATOTEHE3a,
K/IVHIYeCKie 0COOEHHOCTI 3TUX HO30-
JIOTWIA, A TAKKe TedeHye HOMe3HN 1 OT-
BeT Ha TepAINIO Pas/INIHbL
[TepBUYHBIL OGUINAPHBIN XOTAHTUT
(mpe>xHee Ha3BaHMe - INEPBUYHBII
OMIMapHBII LMPPO3) — XPOHMYECKOE
ayTOMMMYHHOE 3ab0JeBaHMe, XapaK-
Tepusyoleecst MpOrpeccUpyoIIM
ACENTUIECKUM [IeCTPYKTUBHBIM BOC-
TIaJIeHVeM MEJIKIX BHYTPUIIEYEHOYHbIX
JKeMTYHBIX TIPOTOKOB, UX JaTbHEIIINM
paspylieHyeM 1 MCIe3HOBEHUEM C II0-
cnepyromuM GopmuposarneM ¢pubpo-
3 U €r0 KOHEYHOII CTajuu — LUppo3a
nedyeHu. 3aboneBaHue mpeobmajaer
Y SKEHIIMH B HOCTMEHOIIay3aTbHOM
nepuope, B 95% — B Bospacre ot 30 1o
65 et [1]. Cemeitnble cmydan 116X pen-
Ku — 1-6%. B mmureparype ykasbiBaeTcs
CBS3b CEMEIIHBIX C/Ty4aeB 3a00neBaHMA
C 4eTIOBEYeCKIM JIeHIKOL[MTAPHBIM aHTH-
resoM (HLA) - DR8, xoTopbiit siB/isieTcs
daxropom passura [16X [2]. Teparma
ypconesokcyxonesoit kvicnoroit (YIXK)
3aMejyLIeT IPOrpeccupoBaHiie OOIe3HIL.

AVIT - XpoHMYecKkoe ayTOMMMYHHOE 3a-
OoneBaHe, KOTOPOE XapaKTePU3yeTCs
AKTVBHBIM BOCIIaJIEHIIEM U TeNaToLeN-
JTIOTISIPHBIM HEKPO30M, C BO3MO>KHBIM
pasBUTHEM LPPO3a IeveH . 3aboeBa-
Hy€e Yallle BCTPeYaeTCsl Y MOMIOMBIX JKeH-
IIJH, OIIpefie/ieHbl XapaKTepHbIe ayTo-
aHTHTeTA ¥ MMMYHOTEHe TUYeCKIIT POH
¢ yaactueM HLA-B8, DR3 wm DR4 [2].
Cewmeitnble cnydan AVT pegxu. AUT
PasBMBAETCSA y MALMEHTOB C CeMEIHBIM
aHaMHe30M TOJIbKO B 1% cry4aes [2].

Knunnueckuit cnyvain 1

IMauuenTtka C. 67 nmeT HAOMIOLAETCA
B TaCTPO3IHTEPONOTMYECKOM OTHeNe-
Hun TAY3 «Pecnybnmkanckas Knn-
HyvecKas 6ompHUIIA MuH3apaBa Pec-
ny6akn Tarapcran» (PKB M3 PT)
€ 2012 1. - >kay100BI Ha BBIPAKEHHYIO
061y c1abocTh, yTOMIAEMOCTD,
JKENITYIHOCTb KOXXHBIX IOKPOBOB,
KOXKHBIJI 3y[l 110 HOYaM, IEepPUOAN-
Jyeckye 6omu B mpaBoM noppebepbe,
COH/IMBOCTD B T€UEHNE JHA, TOIIHOTY.
JMarHocTMpoBaHbl LUPPO3 TeYeHU
B 1cxofe cunjgpoma nepexpecra I1BX
(aHTMMUTOXOHJIpMA/IbHbIe aHTUTENA
(AMA) - pe3ybraT IONIOXXNUTE/IbHBII1)
u AVT 1-ro Tuna (aHTHHYK/IeapHbIe

antutena (AHA) u ragkoMbliedHbie
arTutena (TMA) - pe3y/bTar momoxm-
TeNbHblI), Kaacc C mo mkane Yaiin-
na - IIpro, aKTUMBHBIN, NEKOMIIEHCH-
posannblit, MELD 14. VmeroT MecTO
CUHJIPOM IIOPTa/IbHOI IMIEPTEHSNN,
BapUKO3HO pacUIMpeHHble BEHbI IM-
mesopa (BPBII), meyeHOYHO-K/I€TOY-
Has HeJOCTAaTOYHOCTh, ITeYeHOYHas
snnedanonarus cragun 11, crureHOMe-
TV C SIBTICHUSAMM TUIePCIVIEHN3MA,
remaToreHHas TacTPOIATHs, IMIIOX-
POMHas aHEMUsI JIETKOI1 CTENIEHN CMe-
IIIaHHOTO TeHe3a.

ITpu ycranoBnenuu fuarsosa B 2012 1.
MICK/IIOUEHbI BUPYCHbIE TelaTUThI, 60-
JIe3HM HAKOIUIEHNsI, BBISIBTIEHBI ayTO-
antutena - AHA, AMA nT'MA B gnar-
HOCTMYECKVX TUTPAX. brorcus neyenn
He IPOBOJVIACD, IIOCKOIBKY 9THUONO-
TV MPPO3a TeYeHy COMHEHMII He Bbl-
3bIBajIa.

Pesyybrarsl TabOPaTOPHBIX UCCIIENO-
BaHuil (Tabnuia) moKasaayu Tuiep-
crteHusM (aHeMus, NEMKOIEeHNsA),
He3HAYMTENbHbIN wUTONU3 (ana-
HuHaMuHOTpaHcdepasa (AJIT) -
61 EJl/n, acnapratammuHoTpaHcde-
pasa (ACT) - 81 EJl/n), cunppom
xonmectasa (menouynas ¢ocgarasa
(II®) - 219 El/n, raMmma-rayTamMmn-
tpancnentunasa (ITTII) - 78 Ell/n,
061t 6wpy6uH — 64,8 MKMOJIB/ 1),
yBe/IIYeHe CKOPOCTI OCEIaHVI 9pUT-
pouutos (COJ) (34 mm/c), noBbIIIe-
HIte ypoBHeit C-peakTuBHOTO Oemka
(12 mr/n), nmmyHornobymuna (Ig) M
(4,75 mr/mn), IgG (17,09 mr/mi), ram-
Ma-I100y/HOB (34,2%), CUHAPOM Iie-
YEHOYHO-K/IETOYHOI HELOCTaTOYHOC-
TV — TUIIONIPOTenHeMUs (copep>kane
obero 6erxa — 58,8 1/, anpbymuHa —
44,4%), cHUDKeHMEe TTPOTPOMOMHA 1O
Ksuxy (45%). Borasnens: BPBIIL
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KnuHnyeckaa npakTiuka

]Ia6opamopubte U uHcmpymenmanvHole OaHHble ceMetiHbIX cryvaes aymoumMmyHHbLX 3a60ne6anuii neueHu

ITokasarenp Kmmngeckuii cmyvait 1 Kmmamgeckmii cryyaii 2 | Kmmngeckmii cnyvaii 3 | Kmuairaeckmii crydaii 4

leHeTyeckast CBsI3b
Bospacr ne6rora, et
[Ton

KoxxHbplit 3yn
InarH03

Buoxumuueckuti ananus
AJIT, Ell/n (HopMa — 0-55)
ACT, EIl/n (5-34)

11D, Efl/n (40-150)
ITTIL, EJI/n (9-64)

O6uit 6rpy6uH, MKMOB/T (3,4-20,5)
ITpsamort 6umypy6uH, MkMorb/ 7 (0-8,6)

O6mmit 6emox, r/m (64-83)
[moko3a, MMorb/11 (3,6-6,4)

IIporpom6u mo Kauky, % (70-130)

MHO (0,85-1,15)

CaeprhIBaeMoCTb KpoBu 110 CyxapeBy, MUH (< 5)

O6uuti ananus kposu
Jlevikouutsl, X 10°/71 (4-9)
Spurpomts, x 102/ (4,5-5,5)
Temoro6uH, r/m (120-140)
Tpom6ouuts! (150-280/1)

CO3, mm/c (0-15)
Mmmynozpamma

IgA, mr/mi (1,1-3,5)

IgM, mr/mi (0,7-2,5)

IgG, mr/m (6,65-16,45)
C-peaxruBHbIit 610K, M/ (< 6)
IIpomeunozpamma

Anp6bymuHsL, % (55,5-65,8)
Anbda-1-rmo6ymHer % (2,8-5,5)
Anbda-2-rnobymunsr, % (6,9-10,5)
Bera-rmo6ymusL, % (7,3-15,3)
Tamma-r06y/masL, % (12,8-19,5)
Aymoanmumena

AHA

AMA, ntp>1:40

LKM

I'MA

SP-100

gp-210

Mapkepbi XPOHUHECKUX 6UPYCHBIX 2eNAMUIMOB

HBs-Ag
Amnrnrena x Bupycy HCV
Kypenne/ankoronnb

PopHble Opar u cecTpa
61

JKencknii

Vwmeetcs

IT1ppos3 IeveHn B UCXOfie
CHHJIPOMA ITepeKpecTa
(TepBUYHBIT OVIIAPHBIT

XOJTAHTHT U @y TOMMMYHHBIIT
remarut 1-ro tuima), knacc C

1o 1mkaste Yaiiaa — [1bro

61
81
219
78
64,8
35,2
58,8
48
45
1.2

32
4,16
113
203
34

3,07
4,75
17,09
12

44,4
43
6,9
10,2
34,2

59

My>xckoit

Orpuijaer

CyHApoM IepeKpecTa:
ayTOI/[MMyHHaH
XOJIAHTMOTIATIAS,

Ay TOMMMYHHBIJ TeTIaTUT

66
56
375
241
41,3
17,4
79,7
4,6
80,7

3 MUH

5,2
4,69
138
187
37

2,3
2,15
20

51,9
33
7,1
8,8
28,9

CUIBHOIIONOX.
Cr1abomonox.

Popnas cecrpa
57

JKenckmit
Vmeerca

CuHApOM IepeKpecTa:

NIePBUYHBIIL
6VIMapHBI XOTTAHTUT
1 ay TOMMMYHHBbII
renaruT 1-ro Tmma

60
40
254
104
7,8
1,3
72,2
45
79,2
1,13
5mvumH 10 ¢

41
4,47
126
237
30

2,59
2,8
17,09

54,7
6,9
9,0
11,6
17,8

52
JKenckuit
Vmeercst

LInppo3 neveHn

B JICXOfIe CUH/IpOMa
THIepeKpecTa: IepBIIHbIIA
OVIMAPHBIIT XOIAHTUT,
ayTOVMMYHHBbIIf TeTIaTUT
1-ro tuma

74

52
518
212
13,7
59
71
4,5
89,34

8 MuH

33
4,04
126
124
39

2,5
31
18,45

41,6
438
9.2
13
314

ITpumeuanne. AJIT - anannnamunorpancdepasa, ACT - acnmapraramunorpancdepasa, II® — menounas dpocdarasa, [TTII - raMma-r1yraMuiTpaHCIenTH/A3a,
MHO - MexyHapogHOe HopMann3oBaHHoe oTHoleHne, COO — ckopocThb oceflanuA spuTpountos, AHA - anTMHYKI€apHble aHTUTENA, AMA —
AHTUMUTOXOHZIpMabHble aHTUTeNa, LKM — aHTUTeNMa K MUKpOCOMaM IledeHy 1 oyek, TMA - rmagkombiniednsie anTutena, HCV - supyc remaruta C.

[acTpo3HTeponorua
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ITanueHTKe Ha3HAUMINM IPEJHU30-
noH 7,5 MI yTpoM, BHYTpb, YIXK
750 mr/cyT, aHanpunuH 15 Mr/cyT mog,
KOHTpOJIEM Iy/Ibca, oMenpason 20 Mr
BHYTpb, L-OPHUTIH II0 OfHOMY TTaKeTH-
Ky [IBa pasa B IeHb, BHYTPb, TAKTY/I03y
20 M1 yTPOM, BHYTPb, KYPCbI XIPOpPAC-
TBOpUMBIX BuTaMnHoB (A, D, E, K).

Knunnueckuit cnyvain 2

Y manmenta C. 65 net, pogHoro 6pa-
ta mapguenTky C. (KIMHMYeCKMit
cny4ait 1), B 2013 1., gepes rop moc-
Jle YCTAaHOBJIEHUA JMATHO3a CecTpe,
Habmoganock nospimenune COI mo
25-30 mm/4. OgHako 00IbHOI He 06-
cnegoBacs. B 2014 1. ero 6ecriokonamu
Xamobsl Ha 0011y c1abocTh, MKTe-
PUYHOCTD CKJIep, TeMHBII LIBET MOYH,
CHIDKEHMEe MacChl Te/la Ha 7 KT 3a TOf.
Br1aB/IeHbI M3MeHeHNA (QYHKIMOHA Ib-
HbIX npo6 nedenn (PIII). [Manyent
npouten obcnefosanue B 'AY3 PKB
M3 PT, rie eMy AMarHoCTHMpPOBANN
CUHJPOM TIepeKpecTa: ayTOMMMYyHHas
xonaHryonatua (AMA - pesynbrar
OTPUIIATE/NbHBIN), ayTOMMMYHHBIN
rematut (SP-100, gp-210 - momoxu-
TeNbHO). IIpu ycTaHOB/IeHMN [MarHO-
3a BbLAB/IEHBI ayroaHTuTena SP-100,
gp-210 B IMAarHOCTUYECKUX TUTPAX,
AHA, LKM, AMA - pe3ynbTaT oTpu-
LaTeNbHbIN. boe3Hn HaKOIIJIEeHNs UC-
K/II0YeHbI (3HAYeHA Iiepy/I0IIa3MIHa
B HOpMe, OTCyTCTBUe Konern Kaiise-
pa — Dreitiepa, ypoBHM reMOIIO0OMHa,
CBIBOPOTOYHOTO JKene3a U heppuTHHa
B HOpMe). BonbHoMy HasHaunm YIXK
750 Mr/cyT.

Pesynbrarhl 1a60paTOPHBIX UCCIIENO-
BaHWil (Tabimua): CUHAPOM LIMTONM-
3a nerkoit cremenn (AJIT - 66 El/n,
ACT - 56 EJl/n), cunppom xonecrasa
(I - 375 EN/m, ITTII - 241 ENl/n), me-
YeHOYHAs JKeITyXa — InIepoumpyou-
HeMyA 3a cdeT obenx dpakuyit (o6t
Oumnpy6un — 41,3 MKMOJIB/J, TIPSIMOIL
Onmpy6uH — 17,4 MKMOJIB/TT), CHHAPOM
MeseHxuMabHoro Bocranenus (COD -
37 mm/c, C-peakTuBHblIit 6enok — 8 mr/7,
IgG - 20 Mr/mm, raMMa-TTI00YINHBL —
28,9%).

YIbTpa3ByKOBOE HCCIeIOBAaHNe I0Ka3a-
JIO Ha/II4yie TeraTOMeTasINIAL.

ITpu ¢ubporacTponyoneHockonuu
(®I'IC) onpenenena kaptuHa aTpodu-
yeckoro ractputra, OLGA - 1-4 cTemneHb,
H. pylori - pesynbrar MOMOKIUTETbHbIIL.
buoncusa nevenu NmoATBepAuIa Xpo-
HIYECKWII TeaTUT C BHIPKEHHOI aK-

TUBHOCTDIO, HEIIOJHbII IIOPTA/IbHbII
LVIPPO3.

JlMarHocTMpOBaH CHMHPOM TiepeKpec-
Ta: ayTOMMMYHHasA XOJIaHIMOMATUA
(AMA - oTpuuaTeNnbHO), ayTOMMMYH-
Hblii remarut (SP-100, gp-210 - mono-
JKUTEJIbHO) JIETKOVI CTeIIeH) aKTYBHOCTH
C BBIPKEHHBIM X0/IeCTa30M. XpOHIJec-
Kuit arpodurdecknit ractput (OLGA -
1-1 CTemeHb), acCCOLMUPOBAHHBIN
¢ H. pylori, 8 ctagym obocTpenns. Pe-
KoMeH/joBaHbl mpyeM YIXK 750 mr/cyT,
koHTponb OIII oy pas B Tpu MecAIIa,
KYPCBI XXIPOPACTBOPUMBIX BUTAMIHOB
A, D, E, K, spagukanuoHHas Tepanms
nocne Hopmanu3sauyy OIIIL

Knunnyeckuin cnyvait 3

[TanmenTtka b. 62 ner mocrynuma
B TAY3 PKb M3 PT c anobamu Ha
HEBbIPAXXEHHBINI KOXHBI 3Y[j, COH-
JIMBOCTD, OBICTPYIO YTOMISIEMOCTb.
C 2013 . Habmoganack B TAY3 PKb M3
PT ¢ guarHo3oM cuHApOMa mepeKpec-
Ta: NePBIYHbI OVIMAPHBI XOTTAHTUT
(AMA - [IOTIO>KUTENBHO) U QY TOUMMYH-
Hbli1 reraTut 1-ro Tia (AHA - nono-
xunrenbHo). Hasnauena teparms YIXK
1000 mr/cyT, mpegHU30/10H 15 Mr/cyT.
ITanueHTKa OTKasajach OT IpueMma
npenHU30noHa. ComyTcTByomee 3a60-
7leBaHMe — ayTOMMMYHHBIIl TUPEOUIUT
BBISIBJIEH JIBA TOfIa Ha3aj|. bormpHast exe-
IOHEBHO NpyHMMaeT L-TrpokcuH 50 MKT.
B uensix mopbopa Tepamnun u mposesie-
HI1s OVMOTICHY TIeYeH I TOCIUTANTU3UPO-
BaHa B [AY3 PKb M3 PT.

Pe3ynbTars! 1a00paTOPHBIX MCCTIEHOBA-
Huit (Tab/uIfa): CMHAPOM [MTOMN3A JIET-
koit crenienu (AJIT - 60 Ell/n, ACT -
40 EJl/n), xonectas (I® - 254 Ell/n,
ITTII - 104 El/n), cMHApPOM Me3eHXM-
masbHoro Bociaenus (CO - 30 mm/c,
IgG - 20 mr/mm).

®I'ZIC: 5posun B aHTPaTbHOM OTIENe
XenygKa, H. pylori - pe3ynbrar oTpuua-
TEeTbHBII.

buoncnsa medeHn moaTBepAwIa IpH-
3HAK!M XPOHIYECKOTO TeTaTHTa C MU-
HMMAJIbHOI aKTMBHOCTbHIO, (G16po3omM
B IIpefieflaX OT/IeNbHBIX IOPTa/NbHBIX
TPaKTOB. YCTaHOBIIEH KIMHMYECKUI
OMATHO3 CUHApOMA IepeKpecTa: Iep-
BIYHBIV OWymapHbLil XomaHrut (AMA -
TIOJIO>KITE/IBHO) B COYETAHUY C Ay TOMM-
MYHHBIM renatutoM 1-ro tuma (AHA -
HOJIOKUTENBHO). AYyTOMMMYHHBIN
TUPEOUJMNT, TUTIOTHPEO3. XPOHUYECKIIA
9PO3VBHBII TaCTPUT aHTPATBHOTO OT-
Zierta, He accoLuupoBanHblit ¢ H. pylori,

B cragum oboctpenns. BummapHsii
CTIaJhK.

Hasnmauensr YIIXK 750 mr/cyT, ome-
npason 20 MT /iBa pasa B JIeHb, BHYTpb,
L-tmpoxcun 50 MKT yTpOM, BHYTDb.

Knunnueckuin cnyyain 4

[Mannmentka K. 55 net, pogHas cectpa
nauyeHTkn b. (knimHuveckmit cmy-
qait 3), noctynuna B AY3 PKb M3
PT c >xanmo6amyr Ha KOXXHBIIt 3y, B 06-
JIACTU KUBOTA U TPYAU, YCUINBAIO-
IWIICA K BeYepy U HOYbIO, YCTA/IOCTh,
HapylleHle CHa (IIPepbIBUCTBII COH),
CHIDKeHIe MacChl Tela Ha 8 KT 3a Tofl.
BriepBble mosB/IeHMEe KOXXKHOTO 3y7a
oTMeyana B 2015 r., cycTd gBa ropa
OT MOMEHTA YCTAaHOBJIEHV [IMarHO3a
CHUHJpPOMA IepeKpecTa POHOIL cecTpe.
O6cnenosanacy B TAY3 PKB M3 PT,
IMATHOCTUPOBAH CUHAPOM IepeKpec-
Ta: NEePBUYHDL OMIMAPHBI XONMAHTUT
(AMA - pe3ynbTaT IONOXUTEIbHbIIT),
ayTOMMMYHHBI TeIaTUT 1-ro Tuma
(AHA - pesymbTaT TIONOKMTEMbHbII).
[Tonyyana mrasmadepes (mATuKpar-
Ho), YIIXK 750 MI/cyT ¢ IIOIOXUTENb-
HOJl AMHAMMUKOI (CHIDKeHNe BBIpa-
JKEHHOCTJ KO>KHOTO 3yJia, y/IydlIeHue
nokasareyeit OITIT).

PesynbraThl 1a60paTOPHBIX MCCIENO-
BaHuMit (TabaMIa): CUHAPOM LMTOJM-
3a nerkoit cremnenn (AJIT - 74 ENI/n,
ACT - 52 EJl/n), BbIpa)XeHHBI1 CUH-
npom xomecrasza (IO - 518 Ell/m,
[TTII - 212 E[l/n), cunppoM Me3eHXM-
MmasbHOro Bocnanenus (CO3 - 39 mm/c,
IgM - 3,1 mr/mn, IgG - 18,45 mr/mi,
raMma-Imo0ynuHsl — 31,4%), npusHa-
KU TUIepCIUIeHn3Ma (JIeiKoeHns —
3,3 x 10°/m, spurponerns — 4,04 x 10/,
TpOMOOLMTOMIeHNs — 124/71), TUI0a/Tb-
Oymunemus (41,6%).

OI'ZIC: TOBEPXHOCTHBII IACTPUT, VH-
dbexma H. pylori He BbIABIECHA.
KnvHndeckn MarHocTpoBaH IMppo3
IIeYeHM) B JICXOfie CUH/IpOMa IlepeKpec-
Ta: IEPBUYHDLI OMTMAPHBIN XONAHTUT
(AMA - pe3ynbTaT IONOKUTE/IbHBIIL),
ayTOMMMYHHBIJ rematut 1-ro tmma
(AHA - monoxxutenpbHo), Kmacc A 1o
mkane Yarnpa - IIbro, ¢ cuagpoMoM
IMTO/N3a, XOTIeCTas3a, CITIEHOMETaTNI
C sIBJIEHUSIMIU TMIepCIieHn3Ma (maH-
yTorieHnst). XpOHMYECKIit TaCTPUT, He
accowpoBanHslii ¢ H. pylori, B cragun
obocTpeHusL.

Hasnavensr YJIXK 750 Mr/cyT, fymTenb-
HO, IPeAHNU30/I0H 10 MI yTpOM, BHYTPb,
KYPCBI XXMPOPaCTBOPUMbIX BUTAMIHOB
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(A, D, E, K), xourpons OIIIT opun pas
B JJBa MecsILIa.

06cyxpeHue

Cor/nacHO JaHHBIM JIMTEPATYPbI, CeMeli-
HBIe CTy4aln ayTOMMMYHHBIX 3a007IeBa-
Huii penkt — ot 1 10 19% [3].

B paccMOTpeHHBIX KIMHIMYECKIX CUTYa-
LJAIX B KOKION CeMENTHOJ TTape y BTOPOro
cubca 3aboreBaHne pasBrBaIOCh B bonee
PpaHHeM BO3pacTe: B IIepBOIL I1ape CUOCOB
cecTpa 3aborenta B Bospacte 61 rop, 6par —
B 59 J1eT, BO BTOPOIJI IT1ape — B 57 u 52 ro-
Jla COOTBETCTBEHHO. Y BTOPOro cubca,
HeCMOTps1 Ha Ha/ln4ye ayTOMMMYHHOTO
3a00/eBaHNA TedeHy y OIU3KOro pofc-
TBEHHNKA, CKPMHMHT He IIPOBOJMICH,
JVIarHO3 YCTAHOBJIEH TOJIBKO IIOC/IE TIOSAB-
TIeHNs K/IMHIYECKMX CYMITOMOB. B mep-
BOIT CeMeITHOII ITape y Opara, HeCMOTPs Ha
yBemmrdeHne CO3, cBOeBpeMeHHOe J000-
C/IeTlOBaHyie He BBIIOMHATIOCh.

Ha ceropgHAmHMII JeHb ayTOMMMYH-
Hble 3aboneBaHus medeHu - AT,
ITBX, mepBUYHBIN CKIEPO3UPYIOLINI

XOJIAHTUT HPeICTAB/IAIT C000il MHO-
ro)akTOpHbIe ayTOMMMYHHbIE 00JIe3-
HI, TIPEAIIONIOKUTENIBHO BOSHIUKAIOIIVE
B pe3y/IbTaTe COYETAHNS TeHETUIECKIX
bakTOopoB 1 (HaKTOPOB OKpyKAIOLIEIT
cpenpl [1, 4]. 3a ocneaHe HECKOIBKO
JIET ACCOLMALINSA OOIIETeHOMHBIX MCCITE-
nosaanit (GWAS) u cB3aHHbIE C HUMU
reHeTUYeCKue UCCIeNOBaHUsA 3HAUM-
TEJIBHO PACIIMPWIN OHUMAaHME IeHe-
TUYECKOV COCTABJIAIOLIEN 3TUX TPex
3abomeBaHmil. B MHOTOYMC/IEHHBIX MC-
C/IeTIOBAHMAX OBITH OIIPeIe/IeHbl OCHOB-
Hble JIOKYCbI, OTBEYAIOLINE 32 PA3BUTIE
ayTOMMMYHHbIX 3a00/IeBaHIII [IEYEHL.
3a IIBX otBerctBenunsr DENNDI1B,
STAT4, CD80, NFKBI1, IL7R, CXCR5,
TNFRSF1A, RAD51L1, CLECI16A,
MAP3K7IP1, PLCL2, RPS6KAA4,
TNFAIP2, 3a pa3BuTie HmepBIYHOTO
cK7iepo3upyomiero xonanrnta — MST1,
IL2RA, GPR35, TCF4. C AUT 1-ro tuma
ceasansl HLA, SH2B3 [5].

Bce weTbIpe KIMHNYECKUX CTydast Ipefi-
CTaBJIeHbI CUHJIPOMOM IePEKpecTa, TO

KnuHnyeckaa npakTiuka

ectb coyeranmem AVI ¢ TIBX u AUT
C ayTOMMMYHHBIM XOJAHTUTOM. V3
BCEX NAIMEHTOB C ayTOMMMYHHBIMH 32-
6oneBaHUAMM TledeHN OONbHBIE CHH]-
POMOM IepeKpecTa MMeIoT Hanbojee
BBIPKEHHYIO TEHETMYECKYIO ITpefpac-
NoNoXeHHOCTh. Hanndme cunpgpoma
THIepEKPEeCTa TOBBILIAET PUCK PasBUTUA
ayTOMMMYHHBIX 3a00/IeBaHUIT Tede-
H1 (2, 3]. B psape pabor mokasau 6oree
BBICOKUIT PUCK Pa3BUTHA ayTOUMMYH-
HBIX 3a00/IeBaHIII IeYeHN Y TALIEHTOB
C CMHJIPOMOM IlepeKpecTa — oT 2,1 1o
19% [3, 6, 7].

3aKnioueHmne

JlaHHBle KIMHUYECKNUE IIPUMepSBI fie-
MOHCTPUPYIOT BEPOSITHOCTb PasBUTIS
CeMeﬁHbIX C}Iy‘laeB ayTOI/IMMyHHbIX
3abonesanuii nevenu. Hambonee BbI-
COKIM pI/ICKOM ux paSBI/ITI/IH XapaK—
TEPU3YIOTCS MALMEHTHI C CUHAPOMOM
nepekpecta. Ha Haur B3I/isi, MOXHO
PEKOMEHI0BATh CKPUHUHI CUOCOB
B K/IMHUYECKOI IIPAKTUKE.
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Family Cases of Autoimmune Liver Disease
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Family cases of autoimmune hepatitis or primary biliary cholangitis are rare — about 1% according to literature.
The article presents family cases of autoimmune liver diseases in siblings.
In all cases, the overlap syndrome was diagnosed — a combination of autoimmune hepatitis and primary biliary

cholangitis.
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