CoBpeMeHHbIE TEXHOJIOTHH B METHIIHHCKOM 00Pa30BaHUM : MEXK/IYHAp. HAayd.-IPAKT. KOHD.,
nocesinr. 100-netuto benopyc. roc. men. yH-Ta (MuHCK, 1-5 HOs0pst 2021).

KJIMHUKO-JIABOPATOPHAS XAPAKTEPUCTUKA AYTOUMMYHHbBIX
TENTATATOB Y JETEN

Mankesuu P.H., Pomanosa O.H., IIpucmpom U.IO.

YO «benopycckuti 2ocyoapcmeeHHblil MeOUYUHCKUL YHUBEPCUEN )

Munck, benapyco

rnmankevich@gmail.com

1lyonukayus noceawena 0cobeHHOCMAM medeHusi aymouUMMYHHO20 2enamuma

y Oemeil. Asmopamu uccleo08anusi YCMAHOBIEHO, UMO 3a00nesaHue dauje

HayuHaemcsi ocmpo y Oemeil 8 eozpacme 10—11 nem, npeumywecmeernHo Ooerom

0€e60YKU, NPU IMOM Y Mpemu NayueHmos 0OHAPYIHCUBAEMCL YIice 8 CIMAOUU Yuppo3d

neyenu. Knunuueckue npossienus npu manugecmayuu aymoumMmyHHO20 2enamuma

Xapakxmepuszylomcsi HAIUYUeM ACmeHO8e2emamueHblX pPAcCmpolcms, CUHOPOMA

JHcenmyxu U 2enamocnieHomezanuu.  Buviaenennvie  omxnonenuss  ypoeueii

OUOXUMUYECKUX noxazamenel He ompanxcaiom CmeneHb akmueHocmu npoyecca. B

Xo0e uccnedo8anus 6vlaeleHd 3A8UCUMOCMb NPOSGIEHUU 2UNOKOA2YIAYUOHHO20
CUHOPOMA OM CMeneHu 2UCON02UYECKOL aKMUBHOCU.

Knioueevle cnosa: aymoummyHHbll cenamum, 0emu.

CLINICAL AND LABORATORY CHARACTERISTICS OF AUTOIMMUNE
HEPATITIS IN CHILDREN
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The article reveals the specificity of autoimmune hepatitis in children. The

researchers found that the disease often begins acutely in children 10-11 years old,

mostly girls are sick, and in a third of patients it is found already in the stage of liver

cirrhosis. Clinical manifestations in the manifestation of autoimmune hepatitis are

characterized by the presence of asthenovegetative disorders, jaundice syndrome and

hepatosplenomegaly. The revealed deviations in the levels of biochemical parameters

do not reflect the degree of activity of the process. The study revealed the dependence

of the manifestations of the hypocoagulation syndrome on the degree of histological

activity.
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Aytoummynsbii  renatut (AUI) — 9310 XpoHMueckoe 3aboJieBaHUE,
OOyCIIOBJICHHOE TIOPaXCHHEM TI€U€HH, KOTOPOE XapaKTepu3yeTcsi HaJudueM
remaToIeITIOSIPHOTO BOCTIAJICHUS, MIEPUTIOPTATHLHOTO rernaTuTa,
rUIepraMMarioOyInHEMHECH, HaJTM9IUEeM U PKYJIAPYIOIITUX NIEYCHOYHO-

ACCOIMUPOBAHHBIX AYTOAHTUTEJI, a TAK)KE acCOlMAIMEN ¢ aHTUTE€HAMH JICHKOIIMTOB
yenoBeka HLA DR3 unu DR4 u np. [1].

Cpenu cTpyKTyphl XpOHUYECKHX 3a0osieBaHuid neuenu noiss AUID cocrapisieT
okoiio 2%. B 80% cnydaeB 3aboneBanue nedroTUpyeT B Bo3zpacte a0 20 ner, mpu
3TOM cpeaHuii Bo3pact coctaBisieT 6—10 jmer. AUI yame BcTpewyaeTcs cpeau JIuil
xeHckoro mona (okomo 80%) [2, 3]. B paszsutum AW npuHHMaeT yyactue
JI0OCTaTOYHO OOJIBIIIOE KOJMYECTBO BHEITHUX M BHYTPEHHUX (PAKTOPOB, Pa3INIHBIC
KOMOWHAIIMA KOTOPBIX BCTPEYAIOTCS B aHaAMHE3€ Yy TMAIMeHTOB C JIAHHBIM
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3a0oJyieBaHrEM (T€HETHUYECKasl MPeapacioiIoKEeHHOCTh, HATMYKNE BIUSHUS BUPYCOB U
pa3iauuHbIX (PaKTOPOB BHEIIHEH CpeJibl, BO3ICHCTBUE JIEKAPCTBEHHBIX CPEJCTB U . ).
B mnacrosmee Bpemsa BeesitoT Tpu TtHna AMIT B 3aBHCMMOCTH  OT

oOHapyxxenust ayrtoanturen: | tun (80%) — kimaccuueckuit Bapuant AMNI,
OoOHapy>KUBAIOTCA aHTUHYKJIeapHble ayTtoaHTuTena (ANA), aHTUTENa TNPOTUB
COOCTBEHHBIX  TJAJAKUX  MbImI — opranu3dma  (SMA),  nepuHykieapHbIe

aHTuHeNnTpoduibHbIe 1UTOIIIAa3MaThHueckue antutena (pANCA), accolMupoBaH ¢
HLA DR3, DR4, a Ttakxxe DRI; 2 tun (3—4%) — mpeumylieCTBEHHBIH BO3pacT
nanueHToB ot 2 g0 10 ner, oOHApyKMBAIOT aHTUTENA K MHUKPOCOMaM TE€YEHH U
AMUTENUANBHBIX KJIETOK KIyOOukoBOro ammapara modek 1 tuma (anti-LKMI1), a
takoke anti-LC1, anti-LKM3, accormaruuposan ¢ HLA 11 kiracca DR3 u DR7; 3 Tun
— Haubonee peakuit Tun AUI, o0ycnoBiieH HaTMYUEM ayTOAHTUTEN K paCTBOPUMOMY
nedeHouyHoMy aHTureny (anti-SLA) mpu orcyrctBum ANA nmu6o anti-LKM1 [4, 5, 6,
7]. Kpome kmaccuuyeckux tunoB AWI B remaronoruum moryt BcTpedatbess B 10%
ciydaeB nepekpectHbie cuHapombl (IIC), KoTopeie mpeacTaBisiloT  coOOM
BapuaHTHeie ¢opmbel AUI', mepBuyHoro OmnumapHoro uupposza neuenu (III1) wmm
NEPBUYHOTO CKJIEPO3UPYIOLIEro xojaHrura. KimHuka ayTOMMMYHHBIX 3a00J€BaHUM
NEYeHU OYeHb pa3HooOpa3Ha. C OAHOM CTOPOHBI, BCTPEYAIOTCS OECCUMITOMHBIE
(GbopMbI, KOr/1a Cay4yailHO BBISBISETCS MOBBIIIEHUE aMUHOTpaHcdepas, a ¢ Apyrou —
ocTpoe Hayaso OO0JIE3HM C  TSKENbIM TEUYEHHWEM BIUIOTH JO0  Pa3BUTUS
(GyJIpMUHAHTHOTO renaTuTa. B OOJNBIIMHCTBE cllydyaeB Hayauo 3a00J€BaHUS HE UMEET
celu(pUUecKord KIMHUYECKONM KapTUHbBI. Y NAlUEHTOB HAOJIIOJAeTCsl HapylEeHUE
00111eTO COCTOSIHUSI, CIa00CTh, TAXKECTh BILIOThH 10 00y (HEBBIpaKEHHOM) B 00J1acTH
nedyeHu. VIKTEepUYHOCTh KOXHM W CIM3UCTBIX BhISBISIETCS He 4yacto. AUIT MoxkHO
3aM003pUTh IPH BBISIBICHUH CUMITOMOB IEYUEHOYHOW MHTOKCHKAIIMU: TOKPACHEHUS
JaJ0HEN, COCYAUCTBIX 3BE3/I0UEK, Ae(OPMALIMK HOTTEN MO THUITY «4aCOBOT'O CTEKJIay,
«OapabanHbIx nanoyexk». Ha mo3gHuxX craauax u3-3a NOPTaJbHOM THIEPTEH3UH
MOTYT BO3HHMKHYTh AacCIUT, dHILE(aionaTusi, KPOBOTEYEHHE W3 PACIIUPEHHBIX BEH
mumeBona. Yacto mnpu  AWIT BCTpedaroTcs acCOLUMUPOBAHHBIE C  JTAHHBIM
3a00JIeBaHUEM BHEINEUYEHOYHbIE AyTOMMMYHHBIE MOPAXEHHsI Pa3IUYHbIX OpPraHOB
(BUTHIINTO, aJIOMEIs, S3BEHHBIN KOJHUT, PEBMATOUIHBIA apTPUT, AyTOMMMYHHBIN
TUPEOUINT, pexke TIIOMEPYTOHEPPUT U caxapHbli 1uader). Jlnarno3 ycTaHaBIMBaIOT
Ha OCHOBAHMHU JIAaHHBIX KJIMHUYECKOrO OOCJIEIOBaHMS U Pe3yJbTaTOB J1abOpaTOPHO-
cepoJIorHYecKuXx ucciaenoBanuii [3, 8]. B kadectBe 00s3aTEIBLHOIO HCCISIOBAHUS
st guarHoctukn  AWDT marmueHTam  BBIMOJHSETCS — OMOTICHMA — TICYCHH.
BuyrpuneueHounass  HUHQUIbTpALIMS T-xkneTkamMu  TpeACTaBIIsSET co0oit
TUCTOJIOTHYECKYI0 OCHOBY AWI 1 KoppenupyeTr ¢ nporpeccupoBaHreM 3a001eBaHus
[9, 10]. YpoBeHb TpaHCaMHMHA3 HE OTPAXKAET B MOJHOW MEpPE CTENEHb AKTUBHOCTH
MaTOJIOTMYECKOr0 MpOIecca, YTO MPUBOAMUT K HEJOOLIEHKE COCTOSHUS MEYEHH, UTO
oObscHser Hanuuue uuppo3a mnedenu (LII) y Tpetu BrepBble BBISBIECHHBIX
naupeHtoB ¢ AWI.  VYBenuuenue ypoBHs ~ C-peakTUBHOro Oenka WM
uMmmyHoTI00ynuHOB Kiacca G (IgG) BeisiBisitoT npuMepHo y 85% mnanuentoB ¢ AUT
[10]. Beicokue tutpbl IgG sBmsitorcst xapaktepHod ueptot AUI, mostomy 3TOT
IIOKa3aTeslb HCMOJb3YIOT Ui MOHUTOPMHIA OTBETA HA JIEYEHUE W JOCTHIKECHHE
PEMHUCCUHU, OH TAaKK€ XOPOIIO KOPPENHMPYET C TUCTOJIOTMYECKHMM BOCIAJIECHUEM.
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Takum oOpa3oM, OTCYTCTBHE OIpPENEICHHOTO ATHOJOTHYECKOro (akrtopa u
XapaKTEPHBIX MPU3HAKOB 3a00J1€BaHUs 00yCIaBINBACT TPYAHOCTh TUATHOCTHKHU.

Heab nceaenoBanusi — OLICHUTh KIIMHUKO-Ta00paTopHble mposiBienus AU y
JeTEN.

Marepuanbl 1 MeToabl. O6cnenoBano 16 nereit ¢ AUI, HaxoauBIIUXCS Ha
neyenuu B Y3 ['’IMKDB r. Muncka (ri1. Bpau CokonoBa M.B.) B nepuoa ¢ 2002 mo
2019 roasl. Bo3pact nereii BapsupoBai oT 6 a0 17 net (cpeanuit Bo3pact — 11,2+5,0
7eT), cpeau Hux Obuio 5 manbuukoB (31,2%) u 11 geBouek (68,8%). [IpoBoaunack
OlICHKa  (U3HUKAIBHBIX, JAOOPATOPHBIX U  UHCTPYMEHTAJIBHBIX  METOJIOB
o0cnenoBanus. CTaTUCTUYECKYIO OOpaOOTKY pe3yJbTaTOB MPOBOJWIM METOJAMU
MaTE€MaTUYECKOM CTATUCTUKU C MCIHOJIb30BAHUEM CTAHJAPTHOIO IPOrPAMMHOIO
oOecrieyeHusl.

PesyabTarsl uccaenoBanus. Cpeau aereii ¢ AUIL, otmedeHo npeoOnaagaHue
neBouek (69%), 9yTo coryacyeTcs ¢ JUTepaTypHbIMHA JaHHBIMH. JIeOrOT 3a00IeBaHUs
HaOmonancs B Bo3pacte 10,8+6,2 neT. YCTaHOBUTH NPUYMHBI BO3HUKHOBEHMS
00JIe3HU HE YJaJoCh, HO y %4 yacTu OOCIEOBaHHBIX MMeEJIa MECTO MEpEeHECEHHas
BUpYyCHasi MH(MEKIUS, KOTOpas MOIJIAa MOCTYXuTh Tpurrepom paszsutust AUL. Tlpu
OIICHKE aHAMHECTMYECKMX JIaHHBIX Yy 3 4YeloBeK ObUIM JUAarHOCTUPOBAHbBI
COIMYTCTBYIOIIME ayTOMMMYHHbBIE CUHJIPOMBI (ayTOUMMYHHBIA TUPEOUINUT, CaXapHBIN
nuabetr 1 Tumna, IOBEHWUJIBHBIM peBMAaTOWIHBIN apTpuT). [lepBuuHOe oOpaiieHue 1o
npuurHe octporo mnposiieHus AWI Oputo ormeueHo B 69% ciywaeB, y 25%
3a00J1€BIINX TOpPaKEHHWE TEYEHH OBbUIO BBISIBJICHO B XOJI€ JHArHOCTUKU JPYTroi
naroJyiorud, a 'y 6% — npu aucnancepusanuu. [lo pesynbratam cepoIOrHyecKOro
HCCIIeIOBaHMs Ha ayToaHTuTena y 87% mnanueHToB ObuT nuarHoctupoBad 1 tun AUT
nm 1 Tun AUI ¢ I1IC u Toneko y 2 nerert ycranosineH AU 2 tuna. AUD 3 tuna He
BBSIBIGH HM y oOAHOro pebOenka. Y Bcex jgereit ¢ AWIT Obu1  oTMedeH
acteHoBereTaTuBHbIM CUHAPOM (100%), UKTEPUUHOCTH KOKH/CKJIEP/CIU3UCTBIX — Y
81,3% o00cnenoBaHHBIX, NUCHENCHYECKUN CHUHIpOoM — Yy 62,5% mnanueHTtos,
nuxopanka —y 31,3% nereit, cyctaBHOM CHHAPOM UMel MecTo y 18,8% nanueHTos, a
KOXHBIN 3y TOJIBKO Y 6,3%. AGmomuHanbHbie 6011 oTMedanuch y 43,8%, «Maibie»
neyeHouHble 3Haku — y 31,3% pereil. [lpu olieHke OMOXMMHUYECKHX MapKEpOB
rematuTa |y  BCEX  MAMEHTOB  HMMEJIO  MECTO  MOBBIIMIEHHUE  YpPOBHS
anmannHamuHoTpancdepassl (AJIT), acnmapraramunorpancdepasbr (ACT), ramma-
rmotamuwitrpancnentuaassl (I'TTIT), menounoit docdorazer (I[D), OunupyouHa, a
TaK)Xe CHUKEHHUE YPOBHS 00Iero 0enka, MpeuMyIeCTBEHHO 3a CUET albOyMUHOBOMN
¢pakuuu. Ilpu 3TOM OTMEyanach runepraMMarioOyJMHEMHs 32 CUET YBEJINYEHUs
ypoBHs 1gG. Hanbonee BhipaxkeHHbIE U3MEHEHUST HAOMIOATUCH Y naiiueHToB ¢ AUT
1 tuma c¢ IIC. Tak, y »tux neredd mpu mnocrymieHud nokazarenu AJIT Obuin
JIOCTOBEPHO BBIILIE 110 CPABHEHHUIO C IPYTMMHU MALMEHTAMH M COCTABWIM B CPEIHEM
9924+268,4 E/l/n (p<0,05). Ilokazarenu ACT, I'TTII, I1® u OwimnpyObuHa ObuIH
TaKXe JIOCTOBEPHO BhIlIe, ueM y aereid ¢ AW 1 tumna (p<0,05), HO CyIIECTBEHHO HE
OTIMYAINCh OT Tokazarened manueHtoB ¢ AUIT 2 tuna (p>0,05). Bece nmanuenTsr k
MOMEHTY TOCTITAJIM3AIMN UMeNn cTeneHb Gpuoposa mo mkanre METAVIR — F2—-F4.
[TonoBuna (50%) nmarmenToB uMmena creneHb ¢pudposa F3, mpuuem 310 ObLIN IETH C
AUT 1 tuma u AUD' 1 tuma c TIC. ¥V Tperu Bcex oOcnenoBaHHBIX HA MOMEHT
nepBuyHOM Trocnurtanu3anuu Obin aquarnoctupoBad L{I1. Tlpu stom I game umen
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Mecto y aereil ¢ AUD' 1 tuna ¢ 1IC u y nereid ¢ AU 2 tuna, u tosnbko y 20%
naupeHToB ¢ AW 1 Tunma. [lpm OLEHKE TUCTOJIOITMYECKOW aKTUBHOCTH Y
oompmmHcTBa (81,3%) nmerert wmugekc Knodell Oplx BeIme 8 OaiumoB, 4YTO
cooTBeTcTBYeT ymepeHHou (50%) u Beicokoi (31,3%) creneHn akTUBHOCTH. Y
62,5% pnereit ¢ AUI' oTMmedanoch HaJIM4ue TUMOKOATYJSIIUOHHOTO CHUHIPOMA,
KOTOPBII XapaKTepu3oBajics Tpombonuronenuei (89,5+25,5x10% ) u HapymeHusayMu
nokazaresel koaryiaorpammbl — yBenuuenuem AUTB (38,9+2,5 cek.), yaimHeHueM
MHO (1,42+0,12), camxenueMm npoTpoMOuHoBoro mHaekca (0,65+0,04). HauGonee
BBIPA)KEHHBIE M3MEHEHMsS KoaryinorpaMmbl umenu nauueHtsl ¢ AUID'] tuma c TIC.
IIpu >TOM ycTaHOBIEHAa JOCTOBEpHAs CBSI3b MEXAY CTEINEHbIO THCTOJOTHYECKOM
AKTUBHOCTU M BBIPAXEHHOCTBIO TMIOKOAryJIALIMOHHOTO CUHIpoma y nerer ¢ AUD
(tpombonmronienus — r=0,87 (p<0,05), AUYTB — r=0,92 (p <0,05), MHO —r = 0,84
(p< 0,05), mpotpomOuHOBHIA nHIEKC — 1=0,85 (p<0,05)).

[To nanubiM Y3U OBII renaromeranus Oblia BbisBieHA Yy 87,5% manueHTOB,
cruieHoMeranust y 68,8% nereil. « TSUCTOCTh» MapeHXUMBI MEUEeHH HAOJI0/1a71ach B
75% ciydaeB, pacmmpenue crBoia V. hepatica — B 68,8% ciydaeB, yIUIOTHCHHE
MEKCETMEHTaPHBIX MEPETOPOJOK — B 62,5%, a yTONIeHuEe KPYTrioi CBA3KH NEYEHU —
Tonbko B 18,75% cnyuyaeB. CBOOOJHAs KUAKOCTh B OPIONIHOW TMOJIOCTH ObLia
JMarHOCTUpOBaHa y OousbiMHCTBA 56,3% nereii. Haubonee BripakeHHbIE H3MEHEHUS
CTpyKTYyphl niedeHu 1o naHHbiM Y3U OBII umenu netu ¢ AU 2 Tuna, HaMMEHbIUE
M3MEHEHUS ObLITU BBISIBJICHBI y narueHToB ¢ AV 1 tuma.

BoiBoabl: Knunuueckas manudecranus AUD y nereit ormeuanack B BO3pacrte
10,5+3,7 ner, vamie y neBouek. IIpeobnanaromumu no tumy Osuin AUD 1 tuna u
AWI" 1 tuna c I1C, npu stom LI npu nepBuyHOM OOpalieHuu BCTPEUAJICS Y TPETH
nainueHToB. B 69% ciydaeB umeno mMecto octpoe Hayaino Oose3nu. KnumHudeckue
nposieieHust  npu  MaHudecranuu  AWUIT  xapaktepu3oBaiuch — HaJIU4YUEM
ACTEHOBETETATUBHBIX PACCTPOMCTB, CHUHIPOMA KEATYXU M TeNaTOCIJICHOMETaHH.
N3menenus onoxumuyeckux nokaszareneit (moseimenue yposued AJIT, ACT, I'T'TII,
H® u Oowmpybmna, 1gG, cHmwkenwe obOmero Oenka, anpOymwHa) ObUTH OoJiee
xapaktepHnbl 1151 gereid ¢ AUT 1 tuna ¢ 11C, HO npu 3TOM OHUM HE OTpaXkaiu CTEIECHb
akTuBHOCTU mnpouecca. s nereit ¢ AW xapakTepeH T'MIOKOAryJISIIMOHHBIMN
CHUHJIPOM, KOTOPBIN 3aBUCHUT OT CTETICHU TUCTOJIOTHYeCKON akTuBHOCTH (p<0,05).
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