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Ayroummynnsbiii renatut (AHUT') npencraBisieT co6oii XpoHUYECKOe BOCHAJIUTEIbHOE 3a00IeBaHue
TeYeHN, OTJMYAIouieecs: MPOTPeCcCHPYIONIUM TedeHHeM M NPH OTCYTCTBHUM JIeUeHHs JOCTATOYHO
6pIcTpo TpaHchoOpMuUpyeTca B IMPPo3 medyeHH y aereii. IlopaskeHnne TKaHM IeYeHU BINSET Ha Bce
KOMIIOHEHTHI CHCTE€MBbI I'eéMOCTa3a, IOCKOJIbKY B Hell CHHTe3upyeTcA 0OJBIINHCTBO (haKTOPOB CBep-

TBIBAHUA M aHTHKOATYJTIHTOB. Ile1bi0 paGoTHI ABIAETCA OLEHKA MTOKa3aTeiell CBePThIBAHUA KPOBH,
¢GuOpUHOIN3a U €CTeCTBEHHBIX aHTHUKOAryJAHTOB y manueHToB ¢ AUI. O6caenosansr 39 mereii ¢
AWUT (Me Bo3pacrta 14 set). B pe3yabTaTe mpoBeIeHHOTO HCCIETOBAHNS ONPeieJIeHbI COBpeMeHHbIe
oco6ennoctu Teuenus AUT y nmereii. YcranosiaeHno, ytro AUT conpoBo:kgaerca yMepeHHbIM yBeJIu-
yeHueM nmokasareseii BHyTpeHHero (AUTB) u aemrnero (MHO, II1B) nyTtn akTHBaIuu CBEePTHIBAHU ST
KPOBM, moBbIieHNeM (pakTopa Bunneopanma. Yeeauuenue ayroanturea LC-1, AMA-M2 compoBo-
JKIaeTcsl yTHeTeHHeM cuHTe3a (uOpuHOreHa, CHU:KeHHEM aHTHUKOATYJISHTOB — aHTUTpomOuHa III,
niaasMuHoreHa. ¥y nmereii ¢ AUT' Heo6X0QMMO KOHTPOJIHPOBATH YPOBeHHb (haKTOPOB CBEPTHIBAHUI
KPOBHY M aHTUKOATYJISHTOB C I[€JBI0 IPETOTBPAIeHN s PA3BUTHS TPOMOO30B MM KPOBOTEUEHMIA.

Knioueevie cnosa: demu, aymoumMmyHHbLi zenamum, Aymoanmumena, CUCmema 2emocmasa, Kpogo-
meyeHue, mpomoos.
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Autoimmune hepatitis (AIH)is a chronicinflammatory liver disease, characterized by a progressive
course. Without treatment, it quickly transformed into cirrhosis in children. Liver tissue lesion
affects all hemostasis system components, since it synthesizes most of the coagulation factors
and anticoagulants. Objective of the research — to evaluate blood coagulation fibrinolysis and
natural anticoagulants indicators in patients during AIH debut. 39 children with ATH (mean age
14 years) were examined. The study revealed modern features of the AITH course in children. It was
found that AIH is accompanied by a moderate increase in the internal (APTT) and external (INR,
PT) pathways of blood clotting activation, and increase in von Willebrand factor. The increase in
autoantibodies LS-1, AMA-M2 is accompanied by inhibition of fibrinogen synthesis, a decrease in
anticoagulants — antithrombin III, plasminogen. It is necessary to control blood clotting factors
level and anticoagulants in children with AIH in order to prevent thromboses development or
bleeding.
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AyroummynHbI# renatut (AUT) npeacrasiser
c000¥1 XpPOHMUECKOe BOCIIAJINTEJIbHOe 3abosieBaHue
TeYeHU, XapaKTepU3yIoIeecs MOBBIIIIEHHBIM YPOB-
HEeM TpaHCcaMWHAa3, HAJIUYUEM TUIUYHBIX ayTOaH-
tutes (AT), moBwIllIeHEM YPOBHA Y-TJIOOYJINHOB U
TIOJIOKUTEJIbHBIM OTBETOM Ha HMMYHOCYIIPECCUB-
Hyio Tepanuio [1-3]. AUT orimuaerca mporpec-
CUDYIOIIUM TeUeHUEeM U IPU OTCYTCTBUU JIeUEHUSA
IOCTATOYHO OBICTPO TPaHCHOPMUPYETCSI B IUPPO3
neuenu (IIII). Ilo gmamabIM Jurepatypbl, vy 49%
OOJIBHBIX C MATKUM TeueHueM 3a60JIeBaHUA B TeUe-
Hue 15 jer pasBuBaerca 1[Il [4-6]. Basxkuo oTM™me-
TUTBb, UTO B CJIydyae pasButua Guodposa B IETCTBE,
KaK IIPaBUJIO, K JOCTUKEHUIO TPYJOCIOCOOHOTO
BO3pacTa y maruenTa y:xe oyzer copmuposas 1111,
YTO IOBJIEUET 32 COO0H BHAUNMYIO MEIUKO-COI[UATb-
HYIO Tpo0IeMy.

ITopaskeHue TKaHU IIeYEHU BIAUSIET HA BCE KOM-
TIOHEHTHI CHUCTEMBI T'eMOCTas3a, IIOCKOJBKY B Hel
CUHTEe3UpPyeTcA GOJBITUHCTBO (DAKTOPOB CBEPTHIBA-
HUS U aHTUKOAryJasaHTOB. V3BecTHO, uTo 10—-15%
TMapeHXUMBbI TIeUeHU CHOCOOHBI O0ECIEUUTH IOCTa-
TOUHBIN YPOBEHBb MIPOKOATYJIAHTOB B KpoBu [7]. ITo
TaHHBIM JINTEPATYPHI, ¥ MAIIUEHTOB C TAMKEJBIMU
TIOPa'KeHNAMY MTeYeHU MOTYT Pa3sBUTHCA KaK KPO-
BOTEUEHUs:, TaK u TpoM0O035sI [8—12]. KpoBoTeueHue
ABJIAETCS HamboJiee PACIPOCTPAHEHHBIM KJIMHUYE-
CKUM IIPOSABJIEHUEM, KaK 3a CUET TPOMOOIIUTOIIEHN N
u TpoMmboruTonatuu [13], TaKk u 3a cuer HapyIie-
HUA cuHTe3a (PaKTOPOB CBEPTHIBAHUA, aKTUBAIUU
bubprHOIM3a. SHAUUTEIHLHOE UNCJIO UCCIeJOBAHU
TIOATBEPIKAAET, UTO Yy OOJBHBIX C XPOHUUECKUMU
3aboseBaHuaMu nedenu u I[II umeroTca Hapyiie-
HuA 6ajlaHCca B TPOKOAryJIAHTHOH cucteme. OqHAKO
Ha 5TOM (hOHE «eCTeCTBEHHOU THUIIOKOAryJIAIINN»
MOKET BOSHUKATDH INMUPOKUI CIIEKTDP CIIOHTAHHBIX
BEHO3HBIX TPOMOOTHUECKUX ocjoKkHeHuit [10].
B mocnennee BpeMs Bce 0oJibllle HaKaIJIUBAETCSA
TaHHBIX, YTO B OCHOBE IIPOTPECCUPOBAHUA XPOHUUE-
CKOIf MaTOJIOTUY MeYeHU JIEJKUT TPOMOO3 BOPOTHOM
BeHbl [14, 15]. ITonyueHBI mAaHHBIE THCTOJIOTHYE-
CKUX WCCJIeIOBAaHWI, NOKa3bIBAIOIINWE, UTO HAapYy-
IIeHre KPOBOOOPAIIleHNs, BOSHUKIIIEE B PE3yJIbTa-
Te TPOMOOTHMUECKUX OKKJIIO3UIl BHYTPUIIEUEHOU-
HBIX COCYZOB, IPUBOAUT K BTOPUYHON IT€UYEHOYHOMN
IEeCTPYKIIUU W yCUJIeHUI (PuOpo3mpoBaHUS opra-
Ha [16]. ¥ manueHTOB C II€YE€HOUHOH HELOCTATOY-
HOCTBIO MMEIOTCA OJHOBPEMEHHO JabopaTopHbIE
MIPUBHAKU TUIEPKOATYJIAINN, TUIOKOATYJIAINN U
runepdubpuroausa. PazBurue ocyioKkHeHUS (KPO-
BOTEUEHUE UJIN TPOMOO3) OIIPeeIAeTCs TeM, KaKO
13 MeXaHU3MOB reMocTasa npeobaaznaer [8, 17].

Taxum 06pa3oM, cCBoeBpeMeHHas OI[eHKa CUCTe-
MBI TeMOCTa3a y JAeTell ABJIAETCSA MePCIEeKTUBHBIM
UCCJeIOBAaHUEM, IIO3BOJAIOINIMM B JAajbHeEHIIEM
OIleHuBaTh KakK »d(PQPeKTUBHOCTL IIPOBOIUMBIX
JieueOHBIX MEPOUPUATUI, TaK U IPOTHO3 TeUeHUS
3ab0JIeBaHUA.

ITenwro manHO#M PabOTHI ABJIAETCA OIEHKA IIOKA-
3aTeJsell CBepThIBaHUA KPOBU, (GUOPMHOIN3A U eCTe-
CTBEHHBIX aHTUKOATYJAHTOB y mereii ¢ AUT.

Matepuajasl ¥ METOIBI HCCIETOBAHUS
B kamauke PI'BY «IIOPMUIl» M3 Poccunm

obciaemoBanel 39 mereir ¢ AUI: 24 nesouku, 15
MaJLUYMKOB B Bo3dpacTe oT 3 1o 18 jseT (MeguaHa BO3-
pacra 14 jmer).

Bceem marnuenTaM npoBefeHo 06ceJoBaHNEe COTJIACHO
CTAHJAPTY OKA3aHUA METUIIMHCKON IMOMOIIYN OOJbHBIM
AWUT, BrioUamoIee: KJINHUKO-aHAMHECTUUYECKUe TaH-
HbIE, Pe3yJIbTATHI OOIEKJINHUUECKOT0, OMOXUMUYECKOTO,
MMMYHOJIOTUYECKOT0 aHAJIN30B KpoBu. Onpeaesisanu ayTo-
MMMYHHBIE KOMIIOHEHTOB B CBIBOPOTKE KPOBHU METOJOM
NUDPA: AT auTumuToxouapuaabusie, AMA-M2 cy6runa,
(Orgentec, 'epmaHua), K MUKPOCOMaM TIeYEHU U IIOUEK
1-ro Tuma (LC-1) (IMMCO, CIIA). AHTHHYKJeapHbIe
AT (ANA) BuigBaAau ¢ moMollbio AByXx MPA-cucrem:
ANAscreen K 8 OCHOBHBIM Pa3HOBUAHOCTAM SAAEPHBIX

auturesoB (RNP-70, RNP/Sm, Sm, SS-B, Scl-70,
centomer B, Jo-IS).
IloxkasaTenum cHUCTEMBI TIeMOCTa3a ONpeessd-

au Ha aHajaumsaTope remoxoaryadamuu ACL-TOP 500
(Instrumentation Laboratory Company, USA) ¢ ucmosb-
30BaHMEM CTAHAAPTHBIX HAOOPOB: OIIPeAesIeHUs aKTUBU-
POBAHHOTO MHAPIUAAJBHOTO (YACTUYHOIO0) TPOMOOILIACTH-
HOoBoro BpeMeHu (AYTB), mpoTpoMOMHOBOTO BpeMeHU
(IIB), comep:xauusa GuOpPUHOTeHa, AKTUBHOCTU AHTU-
tpombuna III (AT III), haxTopa pou Burnedbpauzna (PB),
miasMuHorena, nporensa C. I[yis onpeseieHns aK TUBHO-
ctu XIla-zaBucumoro ¢pudbpuuonusa (XIla-3dP) u comep-
JKaHUs PACTBOPUMBIX (DUOPUH-MOHOMEPHBIX KOMILIEK-
coB (P®MK) umcnonbszoBaiu HaOGOpPHI peareHTOB (UPMBI
«Texuonorua-Craugapr» (Poccus). KoanuuecTBo TpoM6GO-
IIUTOB OIIPEJe/IAJIN C IIOMOIIBI0 TeMaTOJOINYEeCKOT0 aHa-
ausaropa Cell-Dyn 610 (pupma «Abbott Diagnostics»,
CIIIA).

OneHKy craguu Gubposa mMeyeHU IPOBOAUIN METO-
IOM HEeNmpsaMOU sjacToMerpuu Ha ammapate «Fibroscan»
(«Echosens», ®@panmusa) ¢ pasrpaHUUYeHUEM IO IIIKAJe
Metavir ot FO no F4.

Huarso3 AUI 6bL1 IIOCTaBJI€H IIOCJTE WCKJIOYEHUS
BUPYCHBIX T€IIaTUTOB, X0JECTATUUECKAX ayTOMMMYHHBIX
3a00JIeBaHUI IedyeHU, Oojsie3Hn Buiabcoma—Konosasosa,
reMoOXpoMarosa, JedUIuTa O-aHTUTPUICHHA, TOKCHUe-
CKUX (DOPM remaTuTa, B COOTBETCTBUU C JUATHOCTUYECK -
mu Kpurepuamu (International Autoimmune Hepatitis
Group, TATHG) [18].

KouTpoapHyio rpynmny coctaBuiau 15 neteii, OTHOCS-
muxcd K I uau Il rpynmam 310poBbAM; CpeIHUNA BO3PACT
cocrasuia 11,98+0,93 ier.

HccnemoBanue omo0peHO OTUYECKUM KOMUTETOM
DBy
uccaegoBaTeabckuil meHTp» M3 P® (mporokosm Ne 2 or

«IIpuBomskcKU#l (hemepanbHBI MeIUITUHCKUN

10.03.2015) u mpoBOAMIU TTOCJIE TTOJIYUEeHU S MHDOPMUPO-
BaHHOTO COTJIACUs POAUTEJeH (alueHTa).
CraTucTUYeCcKUil aHaAU3 pPe3yJIbTATOB IIPOBOIU-
JI C WCHOJb30BAHUEM IMaKeTa MPUKJIATHBIX IPOrPaMM
STATISTICA v. 10.0 for Windows XP (Statsoft Inc.,
CIITA). Omenky xapakTepa pacmpeiejeHus MacCHUBOB
IaHHBIX BBINOJHAJN C HOMOIINbI0 Kputepusa Illamumpo—
Vunka. YunrsiBad, 4To pacupeeleHre 3SHAYCHN N n3yyda-
eMBIX TIOKasaTejieil BO BCeX aHAJM3UPYEMBIX I'DPYyIIax
OTJINYAJIOCh OT HOPMAJBLHOTO, WCIIOJIHb30BAJU METOIBI
HellapaMeTPUUeCcKO# cTaTucTuku. I[0CTOBEPHOCTH pas-
JUYUHA MEXKIY UCCAeIYeMbIMU IPYIIIaMU OIleHUBaJIN IPU
momortu Kpurepusa MaumHa—Yurau. KopperamuoHHBIH
aHaJIN3 BBIMOJHAJN C IIOMOIIBI0 KO3(DdUIIMeHTa PaHTO-
Boit Koppenanuu CunupmeHa. Ompenensann mapaMeTpPhI



OMMCATEJbHON CTATUCTUKU: cpenHad BeawumHa (M),
ommnbKa cpemgHeit BeanuuHbl (m). Pagnuuusa cuuranu cra-
TUCTUYEeCKU 3HauuMbIMu mpu p<0,05.

Pe3yabTaTsl

VceranoBieHo, uTO (GaKTUYECKH Yy KaKIOTO
BTOPOTO pebeHKa 3aperucTPUPOBAHBI OCJIOMKHEHUS
AWUT: y 17 us 39 mamnuentoB (43,5%) y:xe B mep-
BYI0O TOCHUTANM3aIuio ObLI guarHoctupoBaH IIII,
KOTOPBIN COMMPOBOMKAAJNCA CHUHAPOMOM IMOPTAJIBHOMN
TUIIePTeH3uN (BapMKO3 BeH nuineBoga y 13/39 —
33%), cuHApPOM TrHUOepcIIeHu3Ma (TPOMOOIIUTOIIe-
HUus, amemMusa) — y 38% . B KIMHUUECKON KapTuUHe
mpeobJIafiag acTeHOBETeTATUBHBIA CUHAPOM, AETH
MIPeIbABJIANN JKAJT00bI HA YTOMJIAEMOCTD, CJIa060CTh
(100%), curgpom xoJjecrasa: kearyxa y 24/39
nmereii (61,5% ), o6eciiBeUeHHBIH CTYJI U TeMHAs MOYa
y 8/39 (20,5%), Ha 60U B JKUBOTE MPEAbIABIIIN
skamoosr 13/39 (33%), 12 mereit (31%) B mebiore
3aboseBanus nepenecau OPBU. CoryiacHo JaHHBIM
MePBUYHON JOKYMEHTAIU!, B aHA/Iu3e KPOBU yBe-
auuenne CO9 umen 21 pedenox (54% ), BHICOKYIO
CTeeHb OMOXMMUUYECKONH aKTUBHOCTU U THUIEpPOu-
JUPYyOMHEMUIO 34 CUeT MPAMON (PPaKIUU KUMEeJn
37 nmanuenToB (95% ). IIpu 00BEKTUBHOM OCMOTpE
OBLI BRIPpAKEH CUHAPOM MHTOKCUKAI[UMU: OJIeTHOCTh
(67%), mepuopburyasapubie Tenu (92%), cepslit
Kosoput Koxu (56%). ¥V obciaemoBaHHBIX AeTel
3apPerucTPUPOBAHBI «MaJible TMEYEHOUHBbIe» 3HAKM:
«cocynucTeie» 3Be3mouku (21 — 54%), mampmap-
Hadg sputema (23 — 59%). I'emaTomeraanio mMean
100% mamuenToB — B 46% ciayuaes (18/39) meuensn
BBICTYTIAJIA U3-TI0J Kpas pebepHOil [yru 1o cpemHe-
KJIIOUMYHON JuHNHU 0oJiee ueM Ha 2 ¢M, CILJIEHOMera-
ausg 6emay 15 (38%).

Ompenesssay 4acToOTy OTKJIOHEHUs (IOBBIIIIe-
HU) MapKepoB ayTOMMMYHHOTI'O IIpoIlecca — Comep-
skaHue ayToAT, y-rmobynunoB, IgG B CHIBOPOTKE
KpoBu. BrigBieHo, uto y mereit ¢ AUI ormeua-
JIOCh TOBBINIeHUEe comepskanus ayToAT B cbIBO-
porke KpoBu: AMA-M2 y 26% (10/39), antu-
LKM-1 y 46% (18/39), ANA-KII y 64% (25/39).
Ycranorieno, uto 10 us 39 mereit (26%) umenn
MOBBINIEHHBIN ypoBeHb 1gG, MOBBINIEHUWE COZEP-
sKaHuA Y-Tyo0yauHoB umenu 12 gereit (31%).
OTcyTCcTBHE MapKEpOB ayTOMMMYHHOTO BOCIIAJIM-

TeJBLHOTO Ipollecca y 36% IMmammreHToB ObLIO CBA-
3aHO C HAYaJIOM IIPOBENEHUS TEPAlUU TJIIOKOKOP-
TUKOCTEPOUJAMHU I10 JKUBHEHHBIM MOKA3AHUAM [0
MOMEHTA IIePBOT0 MOCTYILJIEHUS B CTAI[MOHAD.

B pesynabraTe OLleHKM JaOOPaTOPHBIX IIOKA-
3arejeil remMocrasa y YJYaCTHUKOB WHCCJIEIOBAHUA
YCTaHOBJIEHO CYIIIECTBEHHOE CHUKEHE KOJIUYIEeCTBa
TpomOoITOB 0 211,93+8,51 ThIC/MKJI IO CpaBHE-
HUIO ¢ Tpynmoi cpaBHeHusa — 302,5+14,96 Tbic/MKJI
(p=0,001). IIpu olleHKe IJIa3MEHHOTO T'eMOCTasa
BBISIBJIEHO CTATUCTUYECKU 3HAUMMOE YBeJIUUEeHUE
TmoKasaTesel, XapaKTepU3YIOIUX KaK COCTOSHUE
BHyTpeHHero nytu remocraza — AUTB B 1,3 pasa mmo
cpasHenuio ¢c KoutposaeM (p=0,001), Tak u BeauunH,
OTPAaKAIOIIUX ITOJIOMKEHUE BHEIITHEr0 IIyTH reMoCTa-
3a — MHO B 1,3 pasza (p=0,001), yanunenue IIB B
1,1 pasa mo cpaBHeHUIO ¢ KoHTpoJsgeMm (p=0,034).
Y neteii ¢ AUT sHaueHus puGpuHOTEHA OCTABAJINCH
B IIpejiejiaXx HOPMBI. ¥ CTAHOBJIEHO CTATHUCTUUYECKU
3HAUMMOE IOBBLINIEHNE MPOKOoAryJasHTa — (QaxTop
Bunnebpanzna y gereii ¢ AUT B 2,2 pasa o cpaBHe-
HUIO ¢ rpymnnoii cpaBueHus (p=0,001) (Taba. 1).

IIpu amanu3e AKTUBHOCTY AHTUKOATYJSHTOB
y nmereit ¢ AUT ycTaHOBJIEHO CTAaTUCTUYECKU 3HA-
uynmoe yBeaudeHue AT III (p=0,019), Benuumua
nporerHa C He oTJIMYaIach OT MOKA3ATeJs TPYIIIIEI
cpaBHeHuA. OnieHUBasA MoKaszaTeaun GuopuHOIN3a —
XIIa-3®, D-gumep, IIa3MUHOTEH — CTATACTUUECKU
3HAUMMBIX PA3JIUYUIl ITOJyUYeHO He ObLI0 (Tadu. 2).

OmpeneseHa B3aUMOCBSA3b MEKAY COAEPIKaAHU-
em ayToAT u moKasaTeasiMU CHCTEMBI reMocTasa
y mereit ¢ AUT. Tak, BbIgBJIeHA TecHas obpaTHASA
B3aMMOCBSA3Hb MeK Iy comepskanueM AT K IIUT030Jb-
Homy aHTureny mnedyeHu (LC-1) m aHTUKOAryJdH-
ramu — AT III (R=-0,416; p=0,043), mrasmuuo-
reaom (R=-0,416; p=0,038), mexxay LC-1, AMA-
M2 u ¢ubpunoreHom: coorsercTBeHHO R=-0,421
(p=0,040), R=-0,526 (p=0,008).

VcranoBiaeHa B3aMMOCBA3b MEMKAY aKTUBHO-
crrio TpancamuHas (AJIT, ACT) u mapamerpamu
CHCTeMBI remMocTasa y o0cienoBaHHbIX nereii. Tax,
kounenrpamnua AJIT, ACT ob6paTHo B3amMOCBs3a-
Ha ¢ ¢ubpuHOoreHom — (axrtopom I B cBepTHIBatO-
et cucreme (R=-0,411; p=0,036), npsamo Koppe-
aupyer ¢ D-pumepamMu, TpoayKTOM (GuOpUHOIM3A
(R=0,609; p=0,002).

Tabauuya 1

IToka3aTesin BHELIHET0 ¥ BHYTPEeHHEro remocra3a u haxkropa Busieopanara
y meteit ¢ AUT (M+m)

IToxasaTenxu KoutpoapHas rpynna (n=15) Hetu ¢ AUT (n=39)
AYTB, ¢ 31,02+1,25 411)»;1(6)3%{)7
MHO 0,9+0,03 1f>1=60i,(())6?5
IIB, ¢ 11,14+0,32 121)»233%’457
®ubpuHoreH, r/a 2,78+0,17 3];)1:%",‘;)528 1
daxrop Bumnnebpanna, % 83,89+8,42 18%5(5)’4_6%71,54
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Tabauua 2

ITokazarenn aHTHKOATYJIIHTOB U (pubpuHOoIU3a y nereit ¢ AU (M+m)

IToxasarenu KonTpoapHas rpynna (n=15) Hetu ¢c AUT (n=39)
TIporens C, % 99,85+19,2 925i%f3542
Anrarpom6us I11, % 97,25+3,78 1 18;%3:315 §76
D-gumep, mxr FEU /v 0,37+0,11 0’553,%’529
Tlnasmusores, % 91,42+27,14 85;};%;3?,5
POMK, mr/ 390,01 411’)1>20i’&543
XIIA-3®, mun 6,17+2,08 8,;>5§}),528

BrisiBiieHa mpsAMas B3aMMOCBSA3b MEMKAY ITOKAa-
3aTejieM CBepPThIBAIOIEl CUCTEeMbl KpoBU — (hubOpM-
HOT€HOM ¥ OJHUM U3 TIJIABHBIX AHTUKOATYJISH-
TtoB — AT III y ob6cimenoBanubix mereit (R=0,443;
p=0,023).

O6cy:xmeHue

B pesynbTaTe NOpOBEeIEHHOTO WCCIEIOBAHUS
ompejenieHbl ocobeHHocTu TeueHus AUI B coBpe-
MEHHBIX YCJIOBUSX y JeTel: B KINHUUECKON KapTu-
He mpeolbJaZaeT acTeHOBereTaTUBHAS CUMIITOMATH-
Ka, BBIPAKeHbl CUHAPOM MHTOKCUKAIINU, CUHIPOM
XoJiecTasa, UTO MACKHPYeT M cmocobcTByeT OoJiee
no3gHeit auarHoctuke AWUI, dopmmpoBanuio 111
daKTHUUECKN Yy KaKJOro BTOPOrO0 pebeHKa, CUH-
IpoMa IIOPTAJbHONM THUIEPTEH3UU — Y KaiKIOoTo
TpeTbero mamuenrta. g mebiora 3abosieBaHUA B
J1ab0OpaTOPHBIX ITOKAa3aTeNdX XapaKTepPHbI CUHI-
POM ITMTOJIM3a BBLICOKOU CTEIleHW OMOXUMUYECKOM
axktuBHOCTU (10 1 Gosee HOpM), yBeauuenue COI,
ruIneponInpyoOnHeMUs 3a cUeT HIPSAMOU (pparIiuu.
IIpu o6bexkTuBHOM ocMmoTpe y nmeteit ¢ AWUT BwIpa-
JKeH CHHIPOM MHTOKCHUKAIINU, ¥ KaKIOTO BTOPOTO
manueHTa PerucTPUPYOTCs «Majble IeUeHOUHbIe»
3HAKW; AJIs BCeX MAaI[MeHTOB XapaKTepHa rermaTome-
rajgus, JJisd KasKI0Tr0 TPeThero — CIjieHoMeraaus. ¥y
neteit ¢ AUT onpenensioTcsa MapKepbl ayTOUMMYH-
HOTO IIpoIiecca: 6ojiee IOJIOBUHBI HAIMEHTOB UMeJIN
noBeimienue ayroAT — AMA-M2, amtu-LKM-1,
ANA-KII, 1/; namueHTOB MeJia IOBBIIIIEHHBIH yPO-
BeHb IgG 1 comeprranud y-ryodyanaoB. OTCyTCTBUE
MapKepoB ayTOMMMYHHOI'0O BOCHAJIUTEJIBHOTO IIPO-
1mecca y 4acTy IalueHTOB ObLIO CBSI3aHO C HAUAJIOM
MIPOBEJeHUsSI Tepaluu TJIIOKOKOPTUKOCTEPOUAaMU
110 KU3HEHHBIM IIOKA3aHUAM JO MOMEHTA IIePBOTO
MMOCTYILJIEHUS B CTAI[MOHAD.

VYcTaHOBIeHBI U3MEHEHUs B CCTEMe I'eMOoCTasa
y obOciemoBauHbIX gereii. Insa mamwmentoB ¢ AUT
XapakTepHbl 0oJiee HU3KHUE IIOKasaTelud TPOMOO-
IIUTOB, UTO, OUYEBUIHO, CBA3AHO C UX ITOBBLIIIIEHHON
ceKkBecTpalueil B cejie3eHKe B pe3yJbTaTe CILIe-
HOMeraJiii, a TaK:Ke CO CHHKeHHOII BBIPabOTKOM
TpoMOOTIIOATHHA B IieueHu [8, 19].

Y nereii ¢ AUI' ormeuaroTcad OTKJIOHEHUSA B
KOaryJasiliuOHHOM 3BeHe reMoCTasa — yMepeHHOe

yBeJimueHUue IoKasaresia BHyTpeHHero (AYUTB) u
BHemHero (MHO, IIB) nyTu akTuBanuu cBepThiBa-
HUSA KPOBU. DTU UBMEHEHU S XapaKTePHBI JJId HAPY-
mreHusA cuHTe3a (PaKTOPOB MPOTPOMOMHOBOTO KOM-
IJIeKCA B IIeYEeHU BCJIEICTBUE HAPYIIIEHUA ee OeJIOK-
cuHTteTnyeckoit dpyurmuu [20, 21]. B sureparype
OIMCHIBAIOTCA IOAOOHBIE M3MEHEHUSA Y B3POCJBIX
MaIMeHTOB IIPU TelaTUTaX BUPYCHOU W aJKOTOJIb-
HOM 9TUOJIOTUH, UTO CBUAETEIHbCTBYET O HAPYIIIeHUN
byHKIIMOHAJIBbHON aKTUBHOCTHU opraHa [17, 22, 23].

VBenuuenue KoHIeHTpanuu P®B, omHoro us
OPUHATHIX PaKTOPOB JUCHYHKIINU 9HAOTEJINA, CBU-
JIeTeJIbCTBYET O HAPYIIIeHNY PYHKIIUY S9HAOTEINA Y
mereii ¢ AUT. Mexauusmsbl nmoBbinieHns @B BKJI0-
YaloT KaK IMOBPEXKIeHNEe 9HAOTEINA, TaK U ero yCu-
JeH1e 9KcIpeccuu 0OJIbHOU medeHbio. Tak, mccie-
IOBAaHUAMM TIOKaszaHo ero yBeaumueHnume mpu IIII y
B3pocabIx. Kpome aTOT0, COTVIACHO JIMTEPATYPHBIM
JaHHBIM, BaXKHBIM KOMII€HCATOPHBIM MEXaHU3MOM
HapyIIeHUA YUCJIAa TPOMOOIIMTOB SABJIAETCA CYIIe-
CTBEHHOE TOBBINIeHNe YpoBHA @B — BakHeiiniero
0eJiKa, y4acTBYIOIIETO B MHUIIUAIIUY aATe3UU TPOM-
0OIIMTOB K MECTY ITOBpPeKAeHUsd [8, 24].

B mamrem mncciemoBaunuu y gereii ¢ AUT Buias-
JIeHa yBeJIMYeHHAas aKTUBHOCTH OJHOTO U3 I'JIaBHBIX
aaturkoaryiaanTos — AT III, onpenenena ero mps-
Mas B3aMMOCBS3b C IOKasaTeJeM CBePTBHIBAIOIIEH
cuCTeMbl KPOBU — YPOoBHeM (huOpUHOTEeHA B IJIa3Me.
Takum o0pasom, JaHHBIE M3MEHEHUSA OTpaKaioT
KOMIIEHCATOPHBIA XapakTep, YTO IIO3BOJISET IIOJ-
Iep:KuUBaTh OajlalC B CHCTEMe IreMoCcTasa y JeTei.

B JsmTepaType HaM He BCTPETHJIOCH HAYUHBIX
nyOJIUKaIUil, OTPasKaIUX B3aUMOCBA3b MEKIY
MoKasaTeJsIMU CHUCTEMBI reMOCTasa U MapKepamMu
ayTOMMMYHHOTIO IIpoItecca. B HarieM mccjeg0BaHUN
MBI BBIABUJIM OOPATHYIO B3aMMOCBA3b MEKY YPOB-
HeM mccienyemMbix ayToAT u moxkasaTenrsMu remo-
crasza. Tak, ysenuueHue aytoAT LC-1, AMA-M2
COIIPOBOXKAAETCA 0OoJiee HUSKUMU IIOKa3aTeIAMU
(¢ubpuHoreHa, CHUKeHuEeM aHTUKoaryaaaTos — AT
II1, nmasmuaorena. CHuKeHHe (puOpUHOTEHA IIPU
XPOHUUYECKUX 3a00JIeBAHUAX TEeUYEHU CBUAETEJb-
CTByeT O rIy0OOKOM HapylneHuu (GyHKIUU OpraHa
¥ OIIaCHO Pa3BUTHUEM IeMOPPaArudvecKoro CUHAPOMA
[20, 21]. ¥V B3poOCJBIX HAIIUEHTOB C XPOHUUECKU-



MU 3a00/IeBaHUAMU TEUEHU 3a4YacTyi0 OTMeUYaeTCs
CHUJKeHMe YPOBHEeH OCHOBHBLIX AaHTUKOATYJISHTOB:
nporeun C, AT III, uTo cBA3aHO ¢ YyrHETEHUEM UX
CUHTEe3a U yBeJIudeHueM morpebdienud [8, 20, 23].

3aKJaroueHue

AyTouMMyHHOE TOpasKeHUe TeUeHUu y HAeTel
He MMeeT IaTOTHOMOHWYHOM KJWHUYECKON CHUM-
IITOMAaTUKM, UYTO CTAHOBUTCS IPUUYUHON IO3THEHN
OIUATHOCTUKYU 3a00Je€BaHUA U OBICTPOTO €ro IIpo-
rpeccupoBaHua c (opMUPOBAHUEM OCJOKHEHUHN
3aboneBaHus. IlomyueHHble HaMU JaHHBIE IIOJX-
TBEPIKJAIOT HaAJIWUMe KOMILIEKCHBIX M3MEHEHUI B
cucteMe remocTasa y gereit ¢ AUT', KoTopble MOTYT
CIIOCOOCTBOBATh PA3BUTHUIO OMACHBIX OCJIOKHEHU
— KPOBOTEUEeHUA UJIU TPomMO030B. ¥ mereit ¢ AUT
He0o0XO0AMMO KOHTPOJUPOBATH IIOKA3aTeJU CUCTe-

MBI TeMOCTa3a, KOMIJEKCHO XapaKTepua3ylollue
IpOIleCChl KOAryJANMNOHHOTO reMocTasa ((haKTopsl
CBEePTHIBAHUS, AaHTUKOATYJISHTBI), C IIeJIbI0 IIPeJI0T-
BpaleHunsa TPoM60O30B UM KPOBOTEUEHU.

Hcmounuk ¢unancuposanusn: paboma 6vinoaHeHA
6 coomsemcmeuu ¢ I'ocydapcmeennovim 3adanuem PIBY
«ITpusonixccruil pedepanvuvlit MeOUYUHCKULL uccedosa-
meavcrkuil yenmp» Munucmepcmea 30pagooxXpaHeHus
Poccuu na 2015-2017 ze., Pasden 2 «IIposedenue npu-
KJIAOHbLX HAYUHBbLX UCCIe008AHUIL, 8 MOM HUCLE Npoge-
OJenue KAUHUYECKUX U OOKAUHULECKUX UCCLe008AHUILY,
nynkm 9 — «H3yuenue umMMyHOL02ULECKUX, MemaboLU-
4eCcKUuX, CmPYKMmMypHO-KAeMOUHbLX USMEHeHUL, NPOMeoM-
HblLX Kapm ¢ yenblo onpedenenus MONLeKYLAPHO-2eHemuU-
uecKux npeduKmoposé meweHus 00Je3HU U pa3pabomku
mepanesmuiecKux aizopummos y demeil ¢ AYymoummyH-
HbLMU 3000/1€6AHUAMU .
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