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MMopaxeHue neyeHun y 60NbHbIX CUCTEMHOM
KPacHOW BONYaAHKOM

Al. Nanosa', BI. Asgees’, T.H. Kpacuoa'? T.I. Po3una'? E.lN. MaBnukosa', 0.A. leopruiosa’,
AJl. dunartosa'?, E.H. bopucos', .1. HoBukoBs?

TTopaxeHue neyeHn y OOJIBHBIX CUCTEMHOI KpacHoit BouaHkoi (CKB) BcTpeyaeTcst 4acTo M B GOJIBIIMHCTBE CITy-
4yaeB MPOTEKAeT OECCUMITTOMHO, YTO 3aTPY/IHSIET CBOCBPEMEHHYIO TUarHOCTUKY. BMecTe ¢ TeM yTouHeHHe ero mnpu-
YUH UMEEeT BaXKHOE 3HAYEHUE JUTsl OTIPEIC/IeHHsI JIe4eOHO TAKTUKY U ITPOTHO3a 3200/ IeBaHMSI.

Lexs uccnenoBaHust — 0XapaKTepru30BaTh 0OCOOEHHOCTH MopaxkeHust neyeHun y 6oabpHbix CKB u BbIsiBUTH Hanbosee
3HaYMMBbIE KIMHUKO-1a00paTopHbie mapaMeTpsbl 11st auddepeHInanibHOro 1MarHo3a BOI4aHOYHOTO TeraThTa.
Martepuansi u MeToabl. B nccnenoBanue BkitodeHbl 313 6onbHbIX CKB, HabmonaBimmxcs B KilmHuKe peBMaTosio-
MU, BHYTPEHHUX U TIpodeccruoHanbHbiX 60se3Heit umeHu E. M. TapeeBa ®T'BY IMeporo MI'MY um. Y. M. Ceue-
HoBa (CeueHoBckuit YauBepcuret) B epuozn ¢ 2001 mo 2019 r. InarHo3 CKB 6bu1 BepuduiimpoBan Ha OCHOBAaHUU
KpuTeprueB AMEpUKaHCKON Koyuternu peBMaTonoros (1997 r.). O6cnenoBaHue Bcex MAllMEHTOB BKIIOYATO OO,
OMOXMMUYECKU I, IMMYHOJIOTMYECKU aHAIN3bI KPOBU U YJIbTPAa3BYKOBOE MCCJEI0BAHIE OPraHOB OPIOIIHOM MOJI0-
ctu. Y 13 nauyeHToB ObUIO BBIMOJTHEHO MCCeIoBaHNEe TPOdMIIs TIeueHOYHbIX ayToaHTuTesl (ASMA, anti-LKM-1,
LC-1, SLA-LP, AMA-M2), y 4 — MarHUTHO-PE30HAHCHAs XOJIAaHTHONaHKpeaTorpadus, y 6 — GUOICHS ITeYeHN.
Pesynbratel. [IpusHaku nopaxenus nedeHn y 60abHbIX CKB ObLTN npencTaBaeHbl MOBBIIIEHUEM aKTUBHOCTH (ep-
MEHTOB LIUTOJIM3a U/uiun xojiectas3a B 58 (18,5%) ciayuasix. Y 4 (1,3%) GOMbHBIX AMATHOCTUPOBAH XPOHUYECKUH BUPYC-
sbii reratut C. JIMarHo3 1eKapcTBeHHOTO rernartuta 6but yctaHoBineH y 17 (5,4%) naimeHToB. AyToMMMyHHbIe 3200-
JIeBaHMsI TTedyeHH ObLTHU BhIsiBIEHBI Y 2 (0,6%) GombHBIX. Y 2 (0,6%) MalueHToB MOpaXkeHUe MeYeH ObUTO CBSI3aHO

C TPOMOOTHYECKON MUKPOAHTHOMNATHEN (IIPU aTUITMYHOM TEMOJIUTUKO-YPEMUUYECKOM CUHIPOME, HACIIEICTBEHHOMN
tpomboduun). B 15 (4,8%) ciaydasix Hanbosee BepOSITHBIM ObUT IUArHO3 HEAJTKOTOIbHOM KUPOBO# 0OJIE3HU MEYEHU.
BostyaHOUHBIN renatut ObLT HAMOOJIEe BEPOSITHOM MIPUUYMHOI TTopaxkeHust iedeHu y 18 (5,7%) GONbHBIX.

BsiBoast. /1151 ipoBenenust auddepeHnaabHOro IMarHo3a rmpy BbIsSIBJICHUY MTPU3HAKOB MOPaXeHUsI IEYSHU Y 00JTb-
ubix CKB TpebyeTtcst otieHka (hakTopoB prcKa pa3BUTHsI Pa3IMYHBIX 3200JIeBaHUI MTEUeHH, BO3pacTa MalleHTOB,
NABHOCTHU UM YPOBHSI MOBBIIIIEHUST aKTUBHOCTH (DEPMEHTOB IIUTOJIM3a U/ WK XoJiecTasa, crernieHn akruBHocT CKB,
HAJINYUS YIBTPA3BYKOBBIX MIPU3HAKOB CTEaT03a MeYeH! 1 BTOPUIHOTO aHTHU(HOCHOTUITUAHOTO CUHAPOMA.
KiroueBbie c10Ba: cCUCTeMHas1 KpacHast BOJTYaAHKA, BOTYAHOYHBII TeTaTUT, HEATKOTOIbHAS KMPOBasi 00JIe3Hb
neyeHu, aHTUHOCHOTUITUIHBI CUHIPOM

Jlns uurupoBanus: [Tanosa AIl, AsneeB BI', Kpacnosa TH, Posuna TI1, ITaBnukosa EIT, I'eopruroBa OA,
®unartosa AJl, bopucos EH, HoBukos ITHU. [TopaxeHue rnedyeHn y GOJIbHBIX CUCTEMHOM KPaCHOM BOJTYAHKOIA.
Hayuno-npakmuueckas peemamonoeus. 2021;59 (2): 164—172.

LIVER INVOLVEMENT IN PATIENTS WITH SYSTEMIC LUPUS ERYTHEMATOSUS

Aleksandra P. Panova', Vladimir G. Avdeev', Tatiana N. Krasnova'?, Teona P. Rozina'?, Elena P. Pavlikova ',
Olga A. Georginova', Anna L. Filatova'?, Evgeniy N. Borisov', Pavel I. Novikov?

Liver involvement in systemic lupus erythematosus is common and in most cases clinical course is asymptomatic, that
makes diagnosis difficult. Determination of the cause of the liver involvement is important to select treatment and

to evaluate the prognosis of the disease.

The aim of the research was to characterize the clinical features of liver involvement in patients with systemic lupus
erythematosus and identify the most significant clinical and laboratory parameters for the differential diagnosis

of lupus hepatitis.

Materials and methods. The study included 313 patients with systemic lupus erythematosus observed in the

E.M. Tareev Clinic of Rheumatology, Internal Medicine and Occupational Diseases of [.M. Sechenov First Moscow
State Medical University (Sechenov University) in the period from 2001 to 2019. The verification of diagnosis of sys-
temic lupus erythematosus was based on the criteria of the American College of Rheumatology (1997). Patients exam-
ination included complete blood count, biochemical and immunological blood tests and an abdominal ultrasonogra-
phy. In 13 cases hepatic autoantibodies (ASMA, anti-LKM-1, LC-1, SLA-LP, AMA-M?2) were analyzed, in 4 — mag-
netic resonance cholangiopancreatography and in 6 — liver biopsy were made.

Results. Liver involvement were represented by an increase of liver enzymes in 58 (18.5%) cases. Chronic viral hepatitis C
was diagnosed in 4 (1.3%) patients. Drug-induced hepatitis was found in 17 (5.4%) patients. Autoimmune liver diseases
occured in 2 (0.6%) patients. In 2 (0.6%) patients, liver damage was associated with thrombotic microangiopathy (atypical
hemolytic uremic syndrome, hereditary thrombophilia). In 15 (4.8%) cases, the most likely diagnosis was NAFLD. Lupus
hepatitis was the most likely cause in 18 (5.7%) patients. Differential diagnosis in cases of liver involvement in patients with
systemic lupus erythematosus requires assessment of risk factors for various liver diseases, age of the patients, level of liver
enzymes, lupus activity, ultrasound signs of liver steatosis and secondary antiphospholipid syndrome.

Determining the cause of the liver involvement for the patients with the systemic lupus erythematosus allows establish-
ing better treatment tactic and improvement of the prognosis.

Key words: systemic lupus erythematosus, lupus hepatitis, non-alcoholic fatty liver disease, antiphospholipid syndrome
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Borisov EN, Novikov PI. Liver involvement in patients with systemic lupus erythematosus. Nauchcno- Practicheskaya
Revmatologia = Rheumatology Science and Practice. 2021;59(2):164—172 (In Russ.).
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OpurnHanbHbIE MCCNEAOBaHUSA

CucremHast KpacHast BojjyaHka (CKB) — Haubouee yac-
Toe 3abojieBaHUe U3 rpynmbl AUdbY3HbIX 0osie3Hel coenu-
HUTEJIbHOI TKaHU, XapaKTepU3YyIOILeecs LIMPOKUM CIEKTPOM
U3MEHEeHUU pasnuuHbix opraHoB. [Topaxkenue neyenu (ITIT)
pasnmuuHoro resesa y 6ompHbiXx CKB BeTpeuaercs B 18,6—
100% cny4aeB [1—5]. [I1s1 Hero xapakTepHO KJIMHUYECKU Oec-
CUMIMTOMHOE YBeIWYeHUE aKTMBHOCTU (DEPMEHTOB LIMTONN3A
U/WIM XoJiecTa3a, oOHApYXMBaeMoe CIIyJaifHO TIPY TUIAHOBOM
obcnenoBaHuM TManueHToB. Hanbonee 4acThiMu BapuaHTaMu
nopaxeHus nedeHu y 6onpHbIXx CKB siBnstioTcst TexapcTBeH-
Hble renatutel (7,5—17,3%), BupycHbie rematutsbl (B, C, 1u-
ToMmeraioBupycHbie) (1,2—7%), HealKoroysbHas XupoBasi 60-
ne3nb neuenn (HAXKBIT) (1,2—10%), ankorojibHast 60Je3Hb
neuenn (0—0,8%), ayroummyHHBIe 3a00eBanus neueHu (0,8—
20%) [1-6].

IMopaxeHnue neueHu, accoumupoBanHoe ¢ CKB (Boiua-
HouHbIi renatut (BI')), mo pesynbrataM MccieqoBaHUiA, MPO-
BedeHHBIX B 1960—1980-x rr., Bctpevanoch B 10—23,5% ciy-
yaes [1, 2]. [1o maHHBIM UCCIeTOBaHU, BBITIOJHEHHBIX ITOCTIE
2000 r., gactora BI' cocraBisier 3—9,3% ot Bcex ciaydaeB CKB
[3—8]. ¥ 60nbubIx CKB ¢ BropuaHbIM aHTH(HOCHOTUITUIHBIM
curnpoMoM (ADC) omucaHbl ciydan pa3BUTHSI BEHOOKITIO3M-
OHHOU 00JIe3HN TIeueHN, MH(DAPKTA TIeUeHN, TPOMOO30B TTede-
HOYHBIX BeH 1 cuHapoMa banna — Kuapu, HELLP-cunapoma
[9—-12].

YTouHeHUE TPUIMHBI TTIOPAaXKEHUS TIEYSHU Y TIAllMEHTOB
¢ CKB umeert pelaroliiee 3HaueHuUe ISl ONpeneeHus jeueo-
HOM TaKTUKU U MpOorHo3a. OCoOEHHO BaXKHO BISBICHUE ayTO-
MMMYHHBIX 3a00J1eBaHuit niedyeHu, kotopbie npu CKB umeror
arpecCUBHOE TeUeHUE C ObICTPBIM Pa3BUTUEM LIMPPO3a MEeYSHU
[13]. B cBsI3M ¢ IIMTENBHO MPOBOAMMON Tepanueil TIIOKOKOpP-
tukougamu (I'’K) y mammenroB ¢ CKB moBbilieH puck pas-
Butusa u nporpeccupoBanus HAXBIT [14]. 3HauuTenbHbIC
CJIOKHOCTU TIpencTapisieT Bepudukarust BI, uro cBsizaHo
C OTCYTCTBHEM MUArHOCTUYECKUX KPUTEPHUEB 3TOTO 3a00jeBa-
Hus (3,4, 5].

[Mposenenne auddepeHIIMaIbHOIO NUarHo3a 3aTpyi-
HEHO, TMOCKOJIbKY TI'MCTOJIorhyeckasi KapTuHa y OosbHbIXx BIT
HecrienudUyHa, pa3HOOOpa3Ha U YacTO HAITOMUHAET MPU3HAKU
HAXBIIT u ayromMMmyHHBIX 3a0oJjieBaHuii nedyeHu. Haubosee
YacThIMU TUCTOJIOTMYECKUMM Haxonkamu mpu B sBisiorcst
kupoBast nuctpodust nedeHu (62,5-90%), B pasnu4HOi CTe-
TIEHU BBIPAXKEHHbIE PU3HAKY JIOOYJISIPHOTO, PexXe — MePUrop-
tabHOro renaruta (o 50%), pubposa, 00IUTEPALIMK XKETIHBIX
MPOTOKOB (10 25%) [2—4, 7, 8]. Pe3ynbTaThl TMCTOIOTMYECKOTO
uccienoBaHus pu 6uoricuu edeHn y 6ompHbx CKB 3auactyio
He MO3BOJISAIOT NpoBecTU IuddepeHunanbHblil nuardo3 BI ¢ ay-
TOUMMYHHBIMU 3a0oseBaHusiMu nieueHu 1 HAXKBII, a npuun-
Ha TIOpakeHUsT TIeYeHW B OOJIBIIIMHCTBE CIIyJaeB OIpenesIsieTCst
Ha OCHOBAaHMM aHAJIM3a KIIMHUIECKUX TaHHBIX.

Llenbio HacTOsIILIETO MCCETOBaHMSI OblIa XapaKTepUCTHU -
Ka ocoOeHHOCTell mopaxeHust reyeHu y 6oubHbiXx CKB 1 BbI-
sIBJIeHUe HanboJiee 3HAYMMbIX KIMHUKO-J1a00paTOPHBIX Mapa-
MeTpoB Wit nuddepeHLmanbHoro nuarnosa BT

MaTtepuan u MeToabl UCCNEfO0BaHUSA

B ximmHMYecKoe ucciaenoBaHue (IMTPOCIIEKTUBHOE M PETPO-
crnekTuBHOe) ObUM BKiItoYeHbl 313 6onbHbIX CKB B Bo3pacTe
ot 19 10 90 iet, HabmoaaBIMXxcs B KinMHUKe peBMaToIOTuu, BHY-
TpeHHUX U npodeccroHanbHbIX 0ose3Heit nmenu E. M. TapeeBa
®I'BY Ilepsoro MI'MY um. U.M. CeuenoBa (CeuyeHOBCKMit
Yuusepcurer) B iepuon ¢ 2001 mo 2019 r. (tabm. 1).
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HNuarHo3 CKB Obl1 BepuduiMpoBaH Ha OCHOBaHUM
KpuTepueB AMEpPUKaHCKOU KoJjuieruu peBmaTosioroB (1997)
[15]. Onpenenenue aktuBHoct CKB mpoBoamioch Mo Ika-
e SELENA-SLEDAI [16]. AktuBHocts CKB paccmarpuBa-
J1ack Kak Bbicokast pu 3HaueHus1x nHaekca SELENA-SLEDAI
>10 GanioB, KaK HeBbICOKasl (HU3Kasi U CpeAHsis) — IpU 3Ha-
yeHusx <10 6annos. [{uarHo3 Bropuunbiit AOC ycraHaBivBa-
JI Ha OCHOBaHUM TlepecMOTpeHHBIX KpuTeprueB ADC (aBcTpa-
nmiickue (cumHeiickue) Kputepuu, 2006) [17].

OO0cnenoBaHue BceX MallMEHTOB BKJIIOYAIO OOIIMIA, OMO-
XUMHWYECKUH, UMMYHOJIOTUYECKUN aHAIU3bl KPOBU, B TOM
4yucie ompenesieHue CyMMapHBIX aHTUTENT K BUPYCY TemaTH-
Ta C 1 MOBEPXHOCTHOIO aHTUIeHa BUpYyca remnarura B, u npo-
BeleHUe YabTpa3BykoBoro wuccienoanusi (Y3WM) opraHos
OpIOIIHON MOJIOCTU C OLIEHKOW pa3MepoB MeUYeHU U HAJTUYMS
MPU3HAKOB cTearo3a. [1pu BhISIBJIEeHUU aHTUTENT K BUPYCY Tera-
tuta C NMPOBOAWJIOCH UCCIeNoBaHUE KpoBU Ha Haimure PHK
Bupyca renatuta C. CreneHb aKTUBHOCTH Mpoliecca MpHu BbI-
sieieHny npusHakoB [111 olleHWBanMM MO YpOBHIO aTaHUHAMM-
HotpaHcdepassl (AJIT) CBIBOPOTKY KPOBU: TIOBHITIIEHUE MEHEe
yeM B 5 pa3 — HU3Kas aKTUBHOCTb, B S—10 pa3 — yMepeHHasl,
oosiee yeM B 10 pa3 — Bbicokasi. C 1ie1bl0 TUarHOCTUKHU ayTO-
MMMYHHBIX 3200JIeBaHUIf TTe4eHu 13 marueHTamM npoBOIMIOCH
obcenoBaHue Ha ayTOAHTUTEIA METOJIOM MMMYHOOJIOTA: aH-
TUTENA K TaakuMm MbimiaMm (ASMA), MUKpocoMaM TeYyeHU
u mnouek (aHTU-LKM-1), IMTO30JbHOMY aHTUTEHY IE€YeHU
1 (LC-1), pacTBOpUMOMY aHTUTCHY TIEYCHU U TIOIKETyTOUYHOMU
xene3sl (SLA-LP), aHTUMUTOXOHApUATbHBIE aHTUTENA 2-TO
tuna (AMA-M2). 4 nauuyeHTaM ObUla BbIITOJTHEHA MarHUTHO-
pe3oHaHCHasl xonanruonankpeatorpadus (MPXIIT). B 6 ciy-
Yasix MpoBeieHa OUOTICHST TIEUeHH.

HNuarHo3 xpoHudeckoro remaruta C ycTaHaBIWBAJICS
Ha OCHOBaHMM HaJTMuus aHTUTeN K BUpycy renatuta C u PHK Bu-
pyca reraruta C, COXpaHsIBLIMXCS B TeUeHME 6 MecsileB 1 Goee.

J171s1 ycTaHOBIIEHUSI AMArHO3a ayTOMMMYHHOTO TeraTuTa
B COUETAHWY C IEPBUIHBIM OVITMAPHBIM XOJIAHTUTOM TTPUMEHST-
sm TMapuxckue kputepuu, onodpeHHsie EASL (EBponeiickoit
accoluanuei no u3y4eHuIo 0oJe3Heil MeyeHn).

Ta6nuya 1. Xapaktepuctuka naynentos ¢ CKB (n=313)

Mokasarenu 3HayeHus
Mon: MyX4nHbIAKEHLMHBI, 1 (%) ??é?57°2/87,5%)
Bospact, M+SD (ner) 47,8+14,8
OnutenbHocTe CKB, Me [25-i1; 75-i1 nepueHTunn] (net) 14,0 [8,0; 21,0]
Xapaxkrep TeueHus CKB, n (%):

— 0CTpoe 9 (2,9%)

— N0A0CTPOe 25 (8,0%)

— XPOHNYECKOe 279 (89,1%)
MopaxeHxune Koxu, 1 (%) 245 (78,3%)
MopaxeHune cnu3ncTbIx 060104eK, 11 (%) 50 (16,0%)
Jnxopagka, n (%) 217 (69,3%)
AptpuT, n (%) 274 (87,5%)
Ceposur, n (%) 88 (28,1%)
MopaxeHxue noyek, 1 (%) 209 (66,8%)
MopaxeHne HepBHOWM cucTembl, n (%) 95 (30,4%)
lemaTonornyeckne HapyLeHus (NeinKoneHns u/mam num-

thonenmns n/unu TpomboLmMTONEHUS W/nuan remonutunye- 236 (75,4%)
ckas aHemus), n (%)

Bropuunblii ADC, n (%) 138 (44,1%)
— TpOM603bI 136 (43,5%)
— aKyLlepckas naronorus 23 (7,3%)
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JlnarHo3 TEpPBUYHOIO CKJIEPO3HMPYIOIIETr0 XOJAaHTUTa
yCTaHaBJIMBAJIM Ha OCHOBaHWU COYETAHUSI CMHAPOMA XOJIeCTa-
3a ¢ XxapakTepHbIMU udMeHeHusiMu ipu MPXTIT (muddy3Hbie
MyJbTU(OKATbHbIE CTPUKTYPbl BHYTPU- M BHENEUYEHOUYHBIX
KETYHBIX MPOTOKOB, Yepeayloluecsl ¢ yYacTKaMu HOpPMalb-
HBIX WJIU PaCIIMPEHHBIX MPOTOKOB) MTPU UCKIIIOUEHUU BTOPUY-
HOTO CKJIEPO3UPYIOIIETO XOJIaHTUTA.

JI1s1 OLIEHKHW CBSI3WM MEXIy TPUEMOM JIeKapCTBEHHBIX
nperapatoB U passutueM [1I1 mpuMmeHsutach OOHOBIICHHAS
mikaia RUCAM (2016).

JlnarHo3 MeTaboJIMYECKOTO CHHAPOMA YCTaHABJIMBAJICS
Ha OCHOBAaHWM KPUTEpPUEB AMEPUKAHCKOW acCOIMALlMU Kap-
nuosioroB (AHA) u HaunoHaabHOro MHCTUTYTA cepilia, Jer-
kux u Kposu (NHLBI) (AHA/NHLBI) 2005 rona.

Crartuctuyeckas oo6padboTKa JTaHHBIX MPOBOAMIACH C UC-
noJjbw3oBaHueM nporpaMmmbl IBM SPSS Statistics 19. 111 npo-
BEpKM pacrpeesieHuss Ha HOPMaJbHOCTh HCIOJb30BAIMCh
kputepuun Konmoropoa — CmupnHoBa u Illanupo — Yuika.
st cpaBHEHUSI IBYX MCCIEIYyEMBIX TPYII 1O KauyeCTBEHHBIM
MpU3HAaKaM MCITOJIb30BaJICS TOUHBIM Kputepuii @uiepa, mjs
CpaBHEHUS MO KOJUYECTBECHHBIM IPU3HAKAM — f-KpUTEPUIA
CThIOIEHTa WM KpUTeprii MaHHa — YUTHU B 3aBUCUMOCTH
OT HOPMAaJILHOCTHU pacripeneieHus. st aHamu3a B3auMOCBS3U

Tabnunya 2. Knnunko-nabopatopHas xapakTepucTuka naLyneH-
708 ¢ CKB ¢ npusHakamu nopaxeHuns neyeun (n=58)

Mokazatenu 3HayeHus

Mon: My>X4nHbI/KEHLLWHDI, 1 (%) 48/10 (17,2%/82,8%)
Bospact, M£SD (ner) 42,5+12,5
ﬂlﬁ;enbnocm CKB, Me [25-11; 75-it nepueHTUNK] 55 [1,0; 15,3]
BropuuHbii AOC, n (%) 36 (62,1%)

— TPOM603bI 36 (62,1%)

— akyluepckas naronorus 3(5,2%)

[le6t0T nopaxxeHns neveHn jo guardosa CKB, n (%) 17 (29,3%)
AKTWBHOCTb NMEYEHOYHOro npouecca, 1 (%)

— Hu3Kas 52 (89,7%),
— yMepeHHast 4 (6,9%),
— BbICOKAA 2 (3,4%)

ACT, Me [25-14; 75-in nepueHTunu] (Ea/n)
AT, Me [25-i1; 75-i nepueHTunun] (Ea/n)
KoadpchuumeHt ge Putuca (ACT/ANT), M+SD
ITT, Me [25-i; 75-11 nepueHTunn] (En/n)
LL®, Me [25-i1; 75-1 nepuenTunun] (Ea/n)

MoBbILIEHNE aKTUBHOCTM (HEPMEHTOB LIMTONN3A
1 xonecrasa, 11 (%)

— ACT, Me [25-i1; 75-in nepueHTunn] (Ea/n)
— ANT, Me [25-i4; 75-i nepuenTunu] (EA/n)
—[TT, Me [25-; 75-i nepueHTunn] (Eg/n)
— LL®, Me [25-11; 75-i nepueHTunu] (Eg/n)
Cuuppom untonusa, n (%)

— ACT, Me [25-i1; 75-11 nepueHTunn] (Ea/n)
— AT, Me [25-i1; 75-11 nepuenTunn] (Ea/n)
1130n1poBaHHOE NoBbILLEHNE akTUBHOCTH [TT,
n (%) 5 (8,6%)

—[TT, Me [25-1; 75-i nepuenTunun] (En/n) 174,0 [89,5; 240,5]
lenaromeranus no gaxHbim Y3W, n (%) 30 (51,7%)
MpuaHakm cTeato3a no AaxHsIM Y3U, n (%) 21 (36,2%)

lMpnmeyanne: ACT — acnapratrammHoTpaHcgpepasa, [TT — ramma-rnyTamunTpaHc-
hepasa; L@ - wenoqHas gocgatasa

44,0 [33,5: 106,5]
77,0 [49,5; 135,0]
0,740,31

144,0 [68,5; 218,0]
179,0 [112,8: 288,5]

34 (58,6%)

50,0 [40,0; 110,0]
91,0 [65,0; 139,0]
170,0 [92,8; 223,5]
217,0 [121,8; 344,0]
19 (32,8%)

80,0 [36,5; 148,0]
125,0 [56,0; 155,0]
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MPU3HAKOB OIPENeIsICS HelapaMeTprIecKuii KoadhduimeHT
paHroBOi Koppesiiinu CriupMmeHa.

1151 KauecTBEHHBIX MPU3HAKOB AaHHbIE MPEICTaBICHbBI
B aOCOJIIOTHBIX BEJIUYMHAX W/WIU B BUAE JOJU B MPOLIEHTaX.
J171s1 KOJTMYECTBEHHBIX MPU3HAKOB C HOPMAaJIbHBIM pacripesie-
JIeHWEM JIaHHbIe TTpuBeneHbI B Buae M*=SD, rne M — cpenHss
apudMeTryeckas BeanunHa, SD — cpemHee KBaapaTuyecKoe
OTKJIOHEeHUe. J{J15T KOTMYeCTBEHHBIX PU3HAKOB C pactpeese-
HHUEM pe3yTbTaTOB, OTINIAIOIINMCS OT HOPMAJIBHOTO, TaHHBIE
TpencTaBieHsbl B Buge Me [25-i1; 75-i mepueHTHM|. YpoBeHb
CTaTUCTUYECKON 3HAYMMOCTH TIPU CPAaBHEHWM WCCIIETyeMbIX
TPYIIIT TIO KAYeCTBEHHBIM 1 KOJIMYECTBEHHBIM ITPU3HAKAM TIPH-
HuMaicst paBHbIM 5% (p<0,05).

PesynbTatbl

Knuauko-naboparopHble TPU3HAKKA TIOPAXKEHUS Tie-
4yeHU ObLTU oTMeveHbl Y 58 (18,5%) u3 313 nanuenros ¢ CKB
(Tab:. 2). OCHOBHBIM MPU3HAKOM, YKA3bIBAIOIIMM Ha MOpaxe-
HUe TeYeHU, ObUTO OECCUMITTOMHOE YBeIMUeHUE aKTUBHOCTHU
bepMeHTOB LIMTOJIM3A 1/WIIH XOJIecTasa.

B 34 (58,6%) ciydasx oTMe4daioch yBeJIMUEHHE KaK aK-
TUBHOCTU (DEPMEHTOB LIUTONN3A, TAK U MapKEepOB XOJIecTasa.
M3onupoBaHHbIe MPU3HAKW LIMTOJM3a ObUIM BBISIBICHBI y 19
(32,8%) GonbHbIX. Y 5 (8,6%) MalMeHTOB OTMEYANIOCh U301~
poBaHHoOe moBbiieHre aktuBHOCTH [TT. YV 52 (89,7%) Goib-
HBIX aKTUBHOCTbH MTEYEHOYHOTO TIpoliecca Obljla HU3KOI, B pel-
KUX clyyasix — ymMepeHHoit (4 (6,9%) naiieHTa) U BBICOKOI
(2 (3,4%) nauuenra).

Xponuveckuit BupycHsbiii renatut C ObUT TUAaTHOCTU-
poBany 4 (1,3%) manuentok ¢ CKB, Bo Bcex ciryuasix — HUu3-
Koif aktuBHocTU. Menuansl ypoBHeit ACT u AJIT cocraBuiun
51,9 [29,8; 92,5] u 50,5 [33,3; 64,0] Ex/1 coOTBeTCTBEHHO.
XpoHnuueckuit rernatut C B 1 ciiyyae OblT 1MarHOCTUPOBAH
no nedrora CKB. ¥V 1 mauiueHTKM ¢ XpOHUYECKUM TeMaTUuTOM
C Ob11 BBISIBIIEH TeHoTuN Bupyca (1b), mpoBoauiach Impo-
TUBOBHUpPYCHas Tepamnust copocoyBupoM B po3e 400 mr/cyr.
M JaKjgaTacBUpOM B mo3e 60 Mr/cyT. B TeyeHue 12 Hemelnb,
Ha (oHEe KOTOPO MOCTUTHYT YCTOMYMBBIN BHPYCOJOTMYE-
CKWWA OTBET.

JlnarHo3 JeKapCTBEHHOTO TemaTuTa ObUT YCTaHOBJIEH
y 17 (5,4%) u3 313 GoabHbix CKB. ¥V 3TUX MalMeHTOB aK-
TUBHOCTh (DEpPMEHTOB ILIMTOJIM3a WJIM XOJiecTa3a ITOBBIIIA-
Jlach B TIepBbIe THU ITOCJIe Havasla Tepaliii HOBBIM TIperapa-
TOM, a TIOCJIe ero OTMEHBI WJIM CHUXKEHUS T03bl OTMeYaiach
NIOCTaTOYHO ObICTpast (pa3BUBABIIASICS 3a MEPUON OT Hemle-
1 [0 Mecsla) HOpMaau3alus MEeYeHOYHBIX MoKa3aTeseid.
JlekapcTBeHHBI renaTUT pa3BUBAJICS MPU HA3HAUEHUU Tpe-
napatoB 1o noBony CKB (mmpu couyeTaHHO# MyJbC-Tepanuu
I'K n muknodochamuaom (n=5), nyasc-tepanuu ['K (n=3),
npueMe Boicokux n1o3 'K nmepopanbHo (n=1), mpueme azaTu-
onpuHa (n=3), MukodeHosata MopeTuna (1=2), TUIaKBEHH -
na (n=1)) 1 cComyTCTBYIOIINX 3a00JeBaHUi (CTaTUHOB (n=1),
TUOKTAM[A U TuatwivHa (n=1)). B GoJbIIMHCTBE cilyyaeB
(15 (88,2%) npeBanupoBaau MpU3HAKU IUTOIM3a. B enmHmny-
HbIX caydasx (2 (11,8%)) oTMevanoch M30JMPOBAHHOE TO-
BBIIIICHWE aKTUBHOCTU (hepMEHTOB XoJjiecTa3za. AKTMBHOCTH
JeKapcTBeHHOro rematuta B 14 (82,4%) ciaydasx Oblia HU3-
koit, B 3 (17,6%) — ymepeHHoili. Bo Bcex ciydasix JeKapCTBEH-
HOro remnaTuTta Ipeo0djagaao rnosbiieHue aktuBHocTu AJIT,
koaddummeHT ae Putuca coctaBun B cpenHem 0,49+0,19.
Menuana aktuBHoctu ACT cocraBuna 41,0 [28,5; 74,5] En/n,
AJIT — 103 [60,5; 138,5] En/n.
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JInarHo3 ayTOMMMYHHOTO TellaTuTa 2-Iro TUIa B coyeTa-
HUU C MIEPBUYHBIM OMJIMAPHBIM XOJAHTMTOM ObLT YCTaHOBJICH
B 1 (0,3%) ciyyae y MallMeHTKU, TTO3UTUBHOM 110 aHTUHYKJIE-
apHbIM aHTuTenaM, aHTu-LKM-1 u AMA-M2, ¢ yueToMm ru-
CTOJIOTMYECKUX TaHHBIX, TTOJyYEHHBIX TTPU UCCIeTOBaHUU Ou-
orrata Te4yeHU (YMEPEHHO BBIPaKEHHBIN TEPUITOPTAIbHBIM
renaTuT (CTyreH4YaThle HEKPO3bl), MHMMIbTPALIMS ITOPTATBHBIX
TPaKTOB JIUM(MOLIMTAMU U TIJIa3MOIIMTaMU, OOpa3oBaHUeE Tera-
TOLIMTAPHBIX «PO3ETOK», TMIPU3HAKU HETHOWHOTO HECTPYKTUB-
HOrO XOJIaHTHTa, 3-s1 ctanusi hudposa). Y 1 (0,3%) GonbHOTO
no aaHHbIM MPXIIT ObuIM BBISIBJIEHBI TPU3HAKU, MO3BOJIMB-
I1e ¢ y9eTOM KIIMHUKO-aHAMHEeCTUIeCKUX TaHHBIX U HAJTUIMST
y MallMeHTa TOTAJIbHON (OPMBI I3BEHHOTO KOJIMTA TUATHOCTH -
pOBaTh MEPBUYHBII CKJIEPO3UPYIOIINI XOJAHTHT.

[ToBblllIeHNE aKTUBHOCTU (PEPMEHTOB LIMTOJIU3A W/WUIU
xosectaza y 2 (0,6%) malumMeHTOK COYeTanoch ¢ KIMHUKO-Ja-
0OpaTOPHBIMM MPU3HAKAMY TPOMOOTUYECKOIT MUKPOAHTHOTIA -
TUM C BOBJICYEHMEM IPYTUX OPTaHOB Ha (hOHE MMHUMAJIbHOM
KJIMHUKO-UMMYyHosiorndeckoit akrusHocTu CKB. B ananmmzax
KpOBU y 00€HX IMAalIMEHTOK oTMevYannch KyMOc-oTpuiiarebHas
TeMOJIUTHYECKAsT aHEeMUsI, PETUKYJIOINTO3, HAJINYKME IIUCTO-
LIUTOB B Ma3Ke KPOBHU, TPOMOOLIMTOIICHUSI, ITOBBILICHUE aKTHB-
Hoctu JsakrataeruaporeHassl (JIIA). [pu ponoaHuTebHOM
o0cenoBaHNN Y HUX ObLUTH UCKITIoUeHBI BropuaHbIi ADC (oT-
CyTCTBUE aHTU(MOCHOTUIMIHBIX aHTUTE HAa MOMEHT 00cie-
NOBaHUST W IBYXKPAaTHO aHAMHECTMUYECKM C pa3HUleil Oosee
12 Hexenb) U TpPOMOOTHYECKAst TPOMOOLIMTOTIEHUYECKast ITypITy-
pa (HopMasbHbI ypoBeHb akTuBHOCTU ADAMTS-13). O6eum
MalyeHTKaM ObLTO BBITIOJIHEHO TeHETUYECKOe MCClieoBaHue,
BBISIBUBIIIEE HacaeACTBeHHYIO TpoMOodmmio. 1 (0,3%) maum-
EHTKe B Bo3pacTe 14 J1eT ¢ y4eTOM KIMHUKO-aHAMHECTUUECKUX
JMAHHBIX, BKJIIOYas (POTOCEHCUMOWIM3ALIMIO, CHIITh Ha CKYJaXx,
MaHIMTOIICHUIO, TOJUCEPO3UT, TMOopaxkeHWe IModek (Mopdo-
JIOTMUECKNEe TIPU3HAKM BOJYaHOUHOro Hedpura IV kiacca),
nuarHoctupoBaHa CKB (5 kputepueB AMepUKaHCKOMN KOJ-
Jerun pesMarosioros 1997 r.), mpoBoawiachk MyjibC-Tepanus
I'K B couetanum ¢ uukiaopochaMuaoM ¢ MOCIASAYIOIIUM T1e-
POPAJIBHBIM TTPUEMOM TPETHU30JI0HA U TUAPOKCUXIIOPOXMHA,
JIOCTUTHYTa KJIMHUKO-J1abopartopHast pemuccus. C 32-1eTHe-
ro Bo3pacTa y Hee OTMeUaloCh pa3BUTHE MUKPOAHTHOIMAaTUYe-
CKOI TeMOJIMTUYECKON aHEMUM U TpoMOoLMToneHnu (1o 40—
100x10°/1) Ha oHEe MUHMMAIbLHON KJIMHUKO-1a00paTOPHOIL
aktuBHOCTM CKB, mpu 3TOM OTCYTCTBOBaJO YIyYIlleHUE Te-
MaTOJIOTUYECKMX ToKa3aTesiel OT YCUJIEHUSI MMMYHOCYIIpeC-
CUBHOU Tepanuu (Bo30OHOBIeHME mynbc-Tepanuu ['K B co-
YeTaHUM ¢ LUKIopochaMuIoM, BpeMEHHBIC Ha3HAYCHUS
azaTvonpuHa, MukodeHosata Mmogeruia). B Bo3pacre 34 ser
Ha0JII0MaIOCh 3HAUYUTEIPHOE CHYDKEHME YKciia TPOMOOIIMTOB
Ha ¢doHe GepeMeHHOCTH (10 30—40x10°/11), coxpaHsBiIeecs
nociie popopaspeteHust (mo 17x10°/m). TTo TaHHBIM Te€HETH-
YECKOTo MCCeI0OBaHUs BbISIBIEHBI TeTE€PO3UTOTHBIE MYyTalliKl
reHoB (uopuHoreHa (FGB 455 G/A), uHruoutopa akTuBa-
topa ruiasmuHoreHa (PAI-16755G/4G), tpomGoiuTapHO-
ro peuenropa ¢udpunorena (ITGB31565 T/C), riaukorpo-
tenHa la (ITGA2807 C/T), koaryasitimoHHoro ¢akropa XIII
(F13A1103 G/T), metnonuncunrassl (MTR 2756 A/G), meTu-
onnHcuHTasbl-peaykrassl (MTRR 66 A/G). PasButue TpoM-
OOTMYECKOM MUKPOAHTUOIIATUM Y OOJBHON COMPOBOXKIAIOCH
npusHakamu [1I1 (nossimenue aktusHoct ACT no 124 En/,
AJIT — 10 106 En/n, TTT — 1o 254 En/i), HaToJ0rvu MOIKey-
NOYHOM XeJe3bl (aMmiasa — 173 Ex/i), romoBHOTO MO3ra (Me-
KY€ COCYIMCTBIE OYaru 1o pe3yjbTaTaM MarHUTHO-PE30HaHC-
Hoit Tomorpadun (MPT)) Ha poHe Hu3koii akTuBHOocTH CKB
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(unpekc SELENA-SLEDAI — 3 6amia). Haubonee Beposit-
HBIM JIMarHO30M C YYE€TOM KJIMHUKO-JIab0paTOPHOI KapTHHBI,
a Takxke 3¢hdexTa oT JIeUeHUsT CBEXE3aMOPOXKEHHOU Miaa3Moi
U HU3KOMOJIEKYJISIPHBIMU TeMapuHaMU TpPENCTaBJIsIICs aTu-
MUYHBII TeMOTUTUKO-ypemuueckuit cunapom c [1I1, BoBreue-
HHEM TMOIXEeTyTOUYHOH ese3bl ¥ TOJIOBHOTO MO3Ta.

VY 1 (0,3%) GonbHOI ¢ Bo3pacTa 7 JeT OTMEYaINCh BTN~
3061 OOJNEell B XKMBOTE 0€3 YEeTKOU JIOKATM3alNU U STU30/IbI
apeu, TSoKEeNTble MUTPEHU, TT03Hee — TU30IbI TPAaH3UTOP-
HBIX UIIEMUYECKUX aTak. B Bo3pacte 27 jieT ¢ yueToM KIIMHU-
KO-aHAMHECTUYECKUX MaHHBIX ((hOTOCEHCUOWIN3AIIUS, ChHITTh
Ha CKyJlaX, apTPUT, JICWKOTICHUSI, TTOBBIIIIEHHBIA TUTP aHTU-
ten Kk HatuBHOM JIHK) nuarHoctuposana CKB (5 kpurepuen
AMepuKaHCKO#t Kosuteruu pesmarosioroB 1997 r.). B Bospacte
28 et Ha (hoHe MUHUMAaTbHOM akTUBHOCTU CKB 1 oTCyTCTBMSI
nabopatopHbix npusHakoB ADC oTMeyanoch pa3BUTHE aKy-
LIEPCKOil MaTOJIOTMU: CAMOTIPOU3BOIbHBIN BBIKUABIII HA CPO-
Ke 5 Henmenb. Yepes 1 rox Bo BpeMsi HOpMaJIbHO MPOTEKAaBIIECH
BTOPOI1 GepeMeHHOCTH (IIPU OTCYTCTBUU JIAOOPATOPHBIX MPU-
3HakoB ADC u mpu MuHuManbHoit aktuBHocTn CKB) Ha cpo-
Ke 23 Hemenu OTMEYEeHO mosBiaecHMe npu3HakoB HELLP-
cunapoma (¢ mosbiieHueM aktuBHocT ACT mo 135 En/n,
AJIT — o 111 En/n, cHUXKeHHUeM TpOMOOIIMTOB 110 144X 10°/11),
Mo3Xe — TIPU3HAKOB (eToIuTalleHTapHO HeI0CTaTOYHO-
CTU M 3aJepXXKHU pocTa Iuioja, Ha cpoke 24—25 Henenb — aH-
TeHaTaJlbHass TMOeNb Tulona ¢ MOP(MOJOrMYecKoi KapTUHOMN
MHOXECTBEHHBIX HIIEMUYECKMX HMH(MAPKTOB COCYIOB IUIa-
HeHThl. ITocie BTOpoii GepeMEeHHOCTH OTMEYEHbI TTOBTOPHbIE
BEHO3HbIE TPOMOO3bI IMTYOOKMX BEH BEPXHUX M HIDKHUX KO-
HEYHOCTEl, YCUJIEHUE TUapeu ¢ dMu3oaaMu 00Jieil B XKUBOTE,
pa3BUTHEM MaTbaObCOPOIIMN, 3PO3UBHOTO KOJIUTa (¢ MOpGhOII0-
TMYECKON KapTUHON TPOMOO30B COCYOB MOACIU3UCTOTO CIIOST
U OTCYTCTBUEM MPU3HAKOB CIIETIMGUIHOCTU, XapaKTePHBIX TSI
6omnesnu KpoHa u si3BeHHOro KoiuTa). HasHaueHue pudax-
CUMUHa, MecallazuHa — 0e3 addekTa. [1o 1TaHHBIM reHeTuye-
CKOTO WCCJIeIOBaHMUsI BBISIBJICHBI TOMO3UTOTHAsI MyTaIlusT TeHa
MHTHOUTOpa akTuBaTopa IutasmMuHoreHa (PAI-16755G/4G),
reTepo3UroTHble  MyTalMu TeHoB (ubpuHoreHa (FGB
455 G/A), nporpom6uHa (FII 20210 G/A), TpoMOGoLIMTapHO-
ro peuenropa ¢pudpunorena (ITGB3 1565 T/C), riukonpoTe-
nHa la (ITGA2807 C/T), koaryasauumoHHoro dakropa V (FV
1691 A/G), mermnenterparuapocdonatpenykrassi (MTHFER
677 C/T). HanGosee BepOSITHBIM TUATHO30M C YYETOM KIMHU-
KO-aHAMHECTUYECKUX MaHHBIX (B TOM 4ucie MaHubecTann
3a0o0JieBaHUs B IETCKOM Bo3pacTte), addekTa OT JeueHrs Hu3-
KOMOJIEKYISIDHBIMUA TeTlapyHaMU TIPENCTABIsLIacCh HACIIENCT-
BEHHast TPOMOODWINS ¢ MMOpakeHNeM TTeYeHH, TOHKOM 1 TOJI-
CTOIi KUIIIKW, TOJIOBHOTO MO3Ta, TIAIleHTHI.

B 33 (10,5%) cnyyasix KIMHUKO-Tab0paTOpHbIE TPU3HA-
ku TITT Henb3s ObUIO OOBSICHUTH HATMYMEM KaKOoro-jubo ca-
MOCTOSITEJILHOTO 3a0oJyieBaHus neyeHu. TakuM oopaszom, y 17
(29,4%) wn3 58 mauueHToB ¢ npusHakamu I1I1 6bUT ycTaHOB-
JIeH JIMarHo3 JIEKapCTBEHHOro renaruta, y 4 (6,9%) — xpoHu-
yeckoro BupycHoro rernatuta C, y 2 (3,4%) — ayToMMMyHHBIX
3aboseBaHuii neyeHu, y 2 (3,4%) — I1I1 npu TpomGobuImsX.
Y GonbiHeTBa 60abHBIX (33 (56,9%)) nuddepeHManbHbI
nurarHo3 rpoBoamiics mexay BI' u HAKBIT (puc. 1).

KnuHuko-naboparopHasi xapakrepuctuka 33 (10,5%)
MalMeHTOB C TIPU3HAKaMU TIOPaXKeHUsT TIeYeHU TIpeIcTaBie-
Ha B tabimuie 3. YV 2 (6,1%) u3 nux III1 xapakrepnu3oBajioch
pa3BUTHEM 3XEJITYXU M TOSIBJIEHHeM nuckoMmdbopTra B MPaBoOM
nonpebepre. B 31 (93,9%) cnydae 3abGosieBaHHME TIPOSIBIISI-
JIOCh 6ECCUMIITOMHBIM YBEIMYEHUEM aKTUBHOCTU (hePMEHTOB
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[l nekapcTBEHHbIN renaTut

56,9%
29,4%
W XPOHUYECKUIA BUPYCHBI renatut C

[l ayTOUMMYHHble 3a6oneBaHus NeveHn

Il nopaeHue ne4YeHn nNpm TpoMBopUNIUSAX

W Br+HAXGBI

Puc. 1. [Tpnautbl nopaxenns neyeHn y 60/bHbIx CKB

Tabnuya 3. Knnunko-nabopatopHas xapakTepucTuka nauneHToB ¢ npu3Hakamu nopaxeHns neyenn (n=33)

MNokasarenu 3HaveHus
Mon: MyX4UHbIAKEHLWNHBI, 1 (%) 6/27 (18,2%/81,8%)
Bospact Ha MOMEHT BKNO4eHNs B uccnegosanue, M+SD (ner) 42,9+13,5
Bospact ge6tota CKB, M+SD (ner) 33,5+15,4
Bospact ge6tota nopaxenus nevenun, M+SD (net) 41,6+13,8

Bpewms ot ge6rota CKB go nopaxenus neyexu, Me [25-i; 75-i nepueHTunu] (mec.)
[le6toT nopaxxeHus neyenmn fo guartosa CKB, n (%)
AKTWBHOCTb NMEYeHOYHOro npouecca, 1 (%)

24,0 [8,5: 144,0]
15 (45,5%)

— Hu3Kas 52 (89,7%),
— yMepeHHas 4 (6,9%),
— BbICOKaA 2 (3,4%)

ACT, Me [25-i; 75-it nepuenTunu] (Eg/n)

435[34,3; 117,8]

AT, Me [25-i1; 75-1 nepuenTunu] (Ea/n)

70,0 [45,5; 152,8]

Koadpcpuument ge Putuca (ACT/ANT), M+SD

0,80+0,28

ITT, Me [25-11; 75-11 nepuentunu] (Ea/n)

125,0 [69,0; 194,0]

LL®, Me [25-i1; 75-11 nepuenTunu] (Ea/n)

211,5 [119,5; 288,5]

06wwmit 6unupy6uH, Me [25-i1; 75-i nepueHTUAN] (MKMONbL/N) 8,8 [6,2; 13,2]
lenaromeranus no gaxHbim Y3, n (%) 27 (81,8%)
MpuaHaku cTearosa no gaHHsim Y3U, n (%) 15 (45,5%)
Bropuynbin ADC, n (%) 21 (63,6%)
AMT, M£SD (kr/m?) 28,36,3

MeTa6onmyeckuit cuHapom, n (%)

14 (42,4%)

Femorno6uH, Me [25-11; 75-i nepueHTunm] (r/n)

126,0 [95,0: 134,0]

TpombouuTel, Me [25-i; 75-i nepuenTunu] (109/n)

227,0 [181,9; 283,0]

NeitkounTsl, Me [25-; 75-i nepuentunu] (109/n)

5,8 [4,0;7,2]

€09, Me [25-i1; 75-1 nepueHTUan] (Mm/4)

24,0 [10,0; 40,0]

AHTUHYKneapHble anTutena, Me [25-i; 75-it nepueHTnn] (TuTp)

1:80 [1:10; 1:320]

AnTtutena k gsycnupanbHoi IHK, Me [25-i4; 75-it nepuentunu] (ME/mn)

53,9 [5,4; 133,8]

CPb, Me [25-i1; 75-i nepueHTunu] (Mr/an)

0,0 [0,0; 2,1]

®ubpurored, Me [25-i1; 75-i1 nepuenTunu] (r/n)

3,2 [2,7,4,0]

funokomnnemexntemus, n (%)

11 (33,3%)

lemonuTnyeckas akTMBHOCTL Komniementa, Me [25-it; 75-it nepueHTunn] (rem. eq.)

32,7 [21,1; 36,6]

(3 koMnoHeHT komnnemeHTa, Me [25-i1; 75- nepueHTUAn] (Mr/an)
C4 komnoHeHT komnnemeHTa, Me [25-i1; 75- nepueHTUAK] (Mr/an)

103,0 [61,9; 132,5]
19,1[10,3; 26,0]

Antutena K kapanonunudy IgM, Me [25-i1; 75-i1 nepuentunu] (ME/mn) 3,0[0,9; 7,8]
AnTuTena k kapauonunuuy IgG, Me [25-i; 75-in nepueHTunu] (ME/mn) 2,1[0,5; 15,1]
Nupekc aktusHocT CKB SELENA-SLEDAI, Me [25-14; 75-i nepueHTunu] (6annbl) 8,0 [4,0; 13,0]

lpoBoanMas neKkapcTBEHHas Tepanus Ha MOMEHT BKIOYEHIUS B UCCNE0BaHme, N (%)

nokokopTukongsl, 1 (%)

CyTO4Has J03a NPeaHM30M0HA HA MOMEHT BKIKYEHMs B uccnegosanue, Me [25-i; 75- nepueHTUAn] (Mr/cyT.)
OnutenbHoCTb NpefwecTsytowleit Tepanumn TK, Me [25-7; 75-1 nepueHTunn] (mec.)

KymynatusHas gosa npegHusonona, Me [25-i; 75-i nepueHtunn] (mr)

Mecsynas gosa npegHusonona, Me [25-i; 75-i nepueHTunan] (Mr)

22 (66,7%)
20 (60,6%)

10,0 [5,0; 10,0]

36,0 [12,0; 190,0]
13350 [4950; 49800]
315,8 [258,0: 434,5]
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lpogonxenne tabn. 3

Mokasarenu 3Havexus
lpumMeHsieMble 40 BKNKOYEHNS B UCCNELOBAHME A03bl NpeaHu3onoHa, Me [25-i; 75-i nepueHTuan] (mr/cy)

— MUHWUManbHas 10,0 [5,0; 10,0]
— CpeaHss 10,5 [8,6; 14,5]
— MakcumanbHas 40,0 [17,5; 60,0]
Linknocpocamug (B npealuecTsytowme 6 mecaues), n (%) 1(3,0%)
Linknothocthamug (3a Bce BPEMSA NPEALLECTBYIOLLEro nedvenns), n (%) 7 (21,2%)
KymynatueHas fosa umknodocdamuga, Me [25-7; 75-i1 nepueHtuan] (mr) 9800 [600; 19900]
lnaksexun, n (%) 7(21,2%)
Azatuonput, n (%) 2 (6,1%)
HectepounzHble NpoTUBOBONANUTENbHbIE NPenaparbl, 11 (%) 2 (6,1%)
KnekcaH, n (%) 4 (12,1%)
BapdhapuH, nn (%) 3(9,1%)
lMpagaxca, n (%) 1(3,0%)
Lletnpnaut, n (%) 1(3,0%)
Kpectop, n (%) 1(3,0%)
Llikana RUCAM, Me [25-i1; 75-i nepueHTunu] (6annbl) 2,0 [0,0; 2,0]

Tabnnya 4. KnuHuko-naboparopHas xapakTepucTuka nayneHToB ¢ Haan4uem u oTCyTCTBUEM NPU3HAKOB CTEaTo3a neyeHu

Mpu3naku

Hanu4ue ctearto3sa (n=15) OtcytcTBue cTeato3a (n=18) p

[Ton: MyXY4UHbIKEHLLNHBI, 11 (%) 4/11 (26,7%/73,3%) 2/16 (11,1%/88,9%) 0,375
Bospact pe6tota CKB, M+SD (ner) 35,5+17,8 31,8+13,4 0,513
Bospact ae6tota nopaxeHus nedveru, M+SD (ner) 47,2+11,7 36,9+13,9 0,019
Bpewms ot ge6tota CKB o nopaxeHus neyvenn, Me [25-i1; 75-i nepueHTMnmn] (Mec.) 36,0 [24,0; 240,0] 12,0 [2,0; 90,0] 0,021
[e6toT nopaxeHus neyexun [o anartosa CKB, n (%) 3 (20,0%) 12 (66,7%) 0,013
WMT, M+SD (kr/m?) 32,4+4,5 24,75,5 <0,001
Meta6onuyeckuin cuHapom, n (%) 11 (73,3%) 3 (16,7%) 0,002
ACT, Me [25-i1; 75-it nepueHTunu] (En/n) 40,0 [25,0; 43,0] 74,0 [43,5; 162,0] 0,002
ANT, Me [25-i; 75-1 nepueHTuaun] (En/n) 65,0 [31,0; 77,0] 131,0 [49,5; 180,0] 0,040
KoadpcpuumeHt ge Putuca (ACT/AITT), M+SD 0,74+0,31 0,84+0,26 0,322
ITT, Me [25-i1; 75-1 nepuexTunn] (Ea/n) 128,0 [68,0; 176,0] 123,5 [70,8; 208,3] 0,635
LD, Me [25-i1; 75-i nepueHTunu] (Ea/n) 167,0 [112,3; 227,8] 262,5 [133,3; 364,0] 0,090
06wwmin 6unupy6uH, Me [25-i4; 75-it nepueHTUAK] (MKMOMb/N) 8,8 [5,8; 13,1] 8,8 [7,0; 13,4] 0,622
[enatomeranus no gauHsim Y3U, n (%) 13 (86,7%) 14 (77,8%) 0,665
npekc aktneHoctn CKB SELENA-SLEDAI, Me [25-14; 75-it nepuerTunu] (6annbl) 5,0 [3,0; 7,0] 12,0 [7,5; 15,3] 0,004
Bbicokast aktneHocTb CKB (SELENA-SLEDAI>10), n (%) 2 (13,3%) 10 (55,6%) 0,027
BropuiHbiii ADC, 11 (%) 7 (46,7%) 14 (77,8%) 0,083
Tepanus K Ha MOMEHT BbISIBIEHIS NPU3HAKOB MOPXEHNs neyeHn, n (%) 14 (93,3%) 6 (33,3%) 0,001

TIpUMEYAHNE: 1071 XXKNPHBIM LPUCHTOM BbILETEHbI IPUIHAKY, PASTNYNS 10 KOTOPLIM MEXZY rpynnamu cTaTuCTUIeCKy 3Hadumbi (npu p<0,05)

LIMTOJIM3a U/WIM XOJIecTa3a IMPU OTCYTCTBUHM KIMHUYECKUX
kano6. Ha MoMeHT pa3Butus mnopaxkeHus nedenu 22 (66,7%)
MalnyeHTaM IIPOBOAWIACH JIEKAPCTBEHHAsl Teparusi, OIHa-
Ko MenunaHa oneHku no mkaie RUCAM cocrasuna 2,0 [0,0;
2,0] Gayia, B CBSI3U C Ye€M JIEKAPCTBEHHOE IMOPaKeHUE ITEYEHU
Y 9TUX OOJIbHBIX MAJIOBEPOSITHO.

J171s1 OLIEHKY BIMSTHUS PAa3TUIHBIX (DAKTOPOB HA TeUeHUE
TopaxeHust TiedeHn 33 GOJbHBIX ObUIM pa3fesieHbl Ha TPYITIThI
B 3aBUCUMOCTH OT HAJIMYUST WK OTCYyTCTBUST ipusHakoB CII,
propuyHoro ADPC wu crenenn aktuBHocT CKB. [MpusHakmu
CII no pesynprataM Y3U opraHoB OpIOIIHOM MMOJOCTH HAOJI0-
nanuch y 15 (43,5%) u3 33 nauyeHTtos (Tadm. 4).

IIpu orcyrctBum npuszHakoB CI1 moBbllIeHUE aKTUB-
HOCTH (hepMEHTOB IIMTOJIM3a U/UIM XOJecTa3a BIEPBbIC BO3-
HUKajio B cpenHeM Ha 10 jet paHblie, yeM y 60abHbIX ¢ CIT
(»=0,019). I1epsorie mpusnaku [1I1 y 6ompHbIX 63 CII moss-
JISUTACh B cpenHeM uepes 1 rox mocie nebora CKB, B To Bpe-
Ms Kak y nanueHToB ¢ CI1 — gepe3 3 rona (p=0,021). Y 6071b-
mei yactu mauueHToB (66,7%) 6e3 CII mopaxkeHue IeYyeHu
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pa3BUBAIOCH elle A0 ycraHoBaeHUs auarHoza CKB, uro Ha-
0J1I01aJ10Ch JIMIIb B eAMHUYHBIX caydasx (20,0%) npu HaauIuu
CIT (p=0,013). Cpenu 60abHbIX ¢ CIT peobiagany mauueHTbl
¢ MeTabonmyeckum cuHapomom (73,3%), cpenruit UMT y Hux
cocraBui 32,4+4,5 kr/m?, B TO BpeMsi Kak y ITaLIMEHTOB 0e3 cTe-
atoza — 24,7£5,5 xr/m? (p<0,001). ¥ nauuenros 6e3 CII or-
Meyvajach CTATUCTUUYECKH 3HATUMO 6oJiee BBICOKAsi aKTUBHOCTh
aMUHOTpaHcdepa3 Cc yBelWdeHueM B cpeqHeM B 2—3 pasa
(p<0,05), npu aToM B 00eux rpymnmnax npeBajupoBago MOBbI-
mweHue aktuBHOCTH AJIT Han ACT. AKTMBHOCTb MTEUEHOYHO-
ro npoiecca y 6onbHbIX ¢ CIT Obu1a HU3KasI, TPU 3TOM B Cpe/-
HeM akTuBHOCTb AJIT nosbianack B 1,5 pasa, B To BpeMsi Kak
akTuBHOCTbL ACT Obli1a B mpeesiax HOpMbI WK TIpeBbIllIaia ee
He3HauuTeabHO. Y marueHToB 6e3 CII nmpusnaku I111 Ha6mr0-
JaJIMCh MPEMMYIIECTBEHHO NP BbICOKOM akTuBHOCTH CKB
(mennana SELENA-SLEDAI — 12,0 [7,5; 15,3] 6an1oB) B OT-
ymune oT 6ombHBIX ¢ CIT (Memmana SELENA-SLEDAI — 5,0
[3,0; 7,0] 6ayutoB; p=0,004). B GosbiirHcTBe ciydaes (93,3%)
maneHTsl ¢ CI1 Ha MOMEHT BO3HUKHOBeHUs TTpu3HaKoB [1T1
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Tabnuya 5. Knnunko-nabopatopHas xapakTepucTuka nayneHToB ¢ BTOPUYHbIM ADC ¢ npu3Hakamm nopaxeHus neq4eHn

Mokasarenu Mauuentbl ¢ ADC (n=21)
CocyaucTbliii Tpom603, 11 (%) 21 (100,0%)
Maronorus 6epemenHocTu, 1 (%) 1(4,8%)
Ceponorunyeckne mapkepbl (aHamMmHecTu4eckn), n (%)

- AKI 16 (76,2%)

- aHTu-B,-M1 3 (14,3%)
-BA 7 (33,3%)
Bonee 1 ceponornyeckoro mapkepa (aHamHecTuvecku), n (%) 5 (23,8%)

— AKJT+BA 3(14,3%)

— AKJl+aHTu-B,-M 1 2 (9,5%)

Ha MOMEHT pa3BuTIS MOPXKEHNS NEYeHN

Karactpochuyecknin ADC, n (%) 1(4,8%)
[NoBbILLEHNE YPOBHSA aHTUOCHONUNUAHBIX aHTuTen, N (%)

— AKIT IgG 5 (23,8%)

— AKIT IgM 8 (38,1%)

— aHTn-6eta-2 M 1 IgM 2 (9,5%)
-BA 1 (4,8%)

AKJ1 1gG, Me [25-11; 75-i nepueHTuamn] (ME/mn) 5410,8; 18,1]
AKIT IgM, Me [25-1; 75-1 nepuentunmn] (ME/mn) 7,8 [0,5; 18,0]

Tpumeyanne: AKJT — antntena K kapanonnnnHy,; aHtu-B,-71 1 — aHtntena k B,-rmmkonpotenty 1; BA — BON4aHO HbIT aHTUKOATYNIAHT

nonydanu Ttepanuio TI'K. JIuiib HeOGosbinas vacth (33,3%)
oosbHbIX 0e3 CIl npunumanu 'K no nosiBneHus npu3HaKkoB
nopaxeHus neyeHu (p=0,001).

Bropuunsnii ADC 6but auarHoctupoBad y 21 (63,4%)
u3 33 naureHToB (TabJr. 5).

O6cyxpaeHue

ITo pesynbraram aHanu3a 313 6onbHbix CKB nokasano,
YTO TIOpakeHUe TIeUeHN B TAaHHOU TPYIIIe XapaKTepru30BaIOCh
MPEUMYIIIECTBEHHO KIMHUYECK GECCUMIITOMHBIM ITOBBIIIIE-
HMEM aKTUBHOCTU (hepMEHTOB LIMTOJIM3a 1/ WIK XojiecTa3a B 58
(18,5%) cnydasix, 4TO COOTBETCTBYET JaHHBIM IPYTMX UCCIIE-
noBaHuii (18,6—60%) [1—6, 13, 14]. I1pu nmopaxkeHUU HeYeHU
y 6oapHbiXx CKB nuddepeHuManbHblii 1TMarHo3 MpPOBOIUTCS
Mexay BupycHbIM renatutom, HAXKBII, ankoroibHol 6ose3-
HbBIO TEYEHM, TOKCMYECKUM, JeKapCTBEHHBIM renatutoM, BIT
U peIKUMU 3a00JIeBaHUSIMU TTEYEHU, 0COOCHHO ayTOMMMYHHBI-
mu [1-8, 13, 14]. [TauuenTs ¢ CKB gBisitoTes rpymmnoit pucka
10 Pa3BUTHUIO BUPYCHOTO TEIaTUTA B CBSI3U C YaCThIM Ha3Ha-
YeHWeM WHBEKIIMOHHBIX TIperaparoB, WH(Y3MOHHOW Tepa-
MUY TIperapaTaMu KPOBH, SHIOCKOTTMYECKUX MCCIIeIOBAHUA.
ITo HaIMM JaHHBIM, XPOHWYECKUI BUPYCHBII renatut C ObLT
nuarHoctupoBaH B 4 (1,3%) cinydasix, 4TO COIJIaCyeTcs ¢ pe-
3ynbraTaMu Apyrux pa6or (1,2—7%) [1—4]. JlekapcTBeHHBIIX
reraTuT BBISBJISUICS HecKolIbKo pexe (B 17 (5,4%) ciaydasix),
yeM B apyrux uccienoBauusx (7,5—17,3%) [1—4, 5, 14], u xa-
pPaKTepr30BajCs B OCHOBHOM IIUTOJUTUYECKUM CHUHIPOMOM
¢ TIPEUMYIIECTBEHHBIM TOBbIIIeHMEM akKTUBHOCTH AJIT (ko-
adpdurment ge Putuca — 0,49+0,19). OnH paszBuBaiics B mep-
BBbI€ THM TTOCJIe HavyaJia Tepariii HOBBIM TTpernapaTtoM, vaiie ['K
B BBICOKMX M CBEPXBBICOKMX H03aX M LIMTOcTaTuKaMu. Ilocie
OTMEHBI WM CHYDKEHUsI T03bI TIpeTapaTta Haboaanach ObICT-
past (OT Heleau 10 Mecsilia) HopMasu3alus YpoBHST (hepMeH-
TOB, UTO OBLJIO MTOKA3aHO U B IPYTUX UcclienoBaHusX [2, 4, 5].

ITo 1uTepaTypHbIM JaHHBIM, YaCTOTA Ay TOUMMYHHBIX 3a-
6oseBaHuit neyeHu y 6oubHbIXx CKB Bapbupyer ot 0,8 10 20%.
Yaire BcTpevaroTcss ayrouMMyHHbINM rematut (1,3—20%),
B OOJIBIIIMHCTBE cly4yaeB 1-ro TUIa, MEPBUYHBIN OMIMAapHBINA
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xosanrut (0,8—15%), B TO BpeMsl Kak CJIydar COYETaHUsI C IIEp-
BUYHBIM CKJIEPO3UPYIOIIMM XOJAHTUTOM €IUHUYHBEI [4, 5, 13,
18]. B Hamewm uccrnenoanum B 1 (0,3%) cirydae GbIT yCTaHOB-
JIeH IUarHo3 ayTOMMMYHHOTO TefaTuTa 2-ro TUra B COYeTaHUuU
C TIepBUYHBIM OMIMAPHBIM XoJaHruToM, B 1 (0,3%) — nepBuy-
HOTO CKJIEPO3UPYIOILETO XOJAHTUTA B COYETAHUM C SI3BEHHBIM
KOJIUTOM.

IMopaxenue neueHn B 2 (0,6%) ciyvasx couyeTanoch
C KJIMHUKO-J1a00paTOPHBIMM TPU3HAKAMU TPOMOOTUYECKON
MUKPOAHTUOTIATUY C BOBJIEUYEHUEM JAPYTUX OPTaHOB TIPU MHU-
HuManbHoOU cTtenieHn akTuBHOCcTU CKB u orcyrctBuun ADC,
YTO OTJIMYAJIO VX OT TeUeHUs 3a00JIeBaHUSI Y OCTAIIBHBIX TAITN-
eHTOB. [IprInHOI MMopakeHUsT TIeUeHN Y ITUX OOJTBHBIX ObLITN
TPpOMOOGUITNIECKUE COCTOSTHUSI (ATUITUYHBIA TeMOJTUTHKO-
YPEMUUECKUIl CUHIPOM U HACJEeNCTBEHHass TpoMOobuaus).
Ilo maHHBIM TUTEpPATYphl, MOPaKEHUE MEYEHU TPU HACIEACT-
BEHHBIX U MPUOOPETEHHBIX TPOMOOMGUIUIX (Cpeau KOTOPbIX
ocHOBHOe MecTo 3aHuMaeT ADC) yalile CBSI3aHO C pa3BUTH-
eM TpoMOO030B MEYEeHOYHOI apTepuu, BOPOTHOM U MEYeHOU-
HBIX BEH, UYTO MOXET TpeOOoBaTh MPOBENEHUs] TPaHCIJIaHTa-
v riedend [ 19, 20]. [To Hammm gaHHBIM, TIOpakKeHNe TeYeHU
y 2 MalueHTOK He ObUIO BHI3BAHO TeMONWHAMMYECKH 3HAYM-
MBIM TPOMOO030M KPYITHBIX COCYIOB IeueHu. Pa3BuTue rumep-
depmMeHTEMUM OOJiee BEPOSITHO ObLIO CBSI3aHO ¢ TpoMOooOpa-
30BaHUEM B COCYIaX MUKPOLMPKYJISTOPHOTO pycia IMeYeHHU.
Y 006eux manMeHTOK UMeNach HacleACTBEHHAs: TpoMOoduIus
¢ MyTallMsIMUA T€HOB KOATyJISIIMOHHBIX (haKTOpOB, (poJaTHOTO
uMKia, pudbpuHoreHa, TPOMOOIIMTAPHBIX PELIENITOPOB, a TAKXKE
noanmopdusmbl 4G /4G u 5G/4G reHa MHTMOUMTOPA aKTUBATO-
pa riasmuHoreHa (PAI-16755G/4G), njist KOTOPBIX ObLia Mo~
KazaHa accolMalusl ¢ pa3IMyHbIMU TPOMO03aMHU y MalleHTOB
¢ CKB 1 A®OC [21]. KnuHnuueckast MaHUGbeCTaLIUS U TSIKECTh
TeueHUs TpoMOoTnuecknx Mukpoanruomnaruii ¢ [1I1 y atux
OOJILHBIX, BEPOSITHO, ObIJIa O0YCJIOBJIEHA COUeTaHUEM TTpepac-
TOJTATaIoIINX K TUTIEPKOATYJISIU (haKTOPOB — HACJIEINCTBEH-
HOU TPOMOOMDWINY, aTUTTUIHOTO TeMOJIMTUKO-YPEMIUECKOTO
cuHnapoma, CKB u 6epemeHHOCTH.

ITo Hammm ganHbIM, B 33 (10,5%) ciydasix KITMHUKO-J1a-
oopaTtopHbie ipu3Haky [111 Hesb3s1 ObUT0 0OBSICHUTH HATMYUEM
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KaKOro-I1mb0 caMoCTOSITeJIbHOTO 3abosieBaHMs TiedyeHU. boina
obHapyXeHa CTaTUCTUYECKM 3HAuMMasl CBsI3b KOHLIEHTpaluu
aMHUHOTpaHcdepa3 ¢ XapakTepHbIMU KIMHUYECKUMM U Ja-
6opatopHbiMi Tipu3Hakamu aktuBHoct CKB (3HaueHums-
mu  wuHaekca SELENA-SLEDAI, runokomruieMeHTeMuei
U BBIPAXKEHHOCTBIO JICMKOINEHUM). DTO MO3BOJISIET TpeAIioa-
raTb 3HaYMTENbHBIN BKJIaa aktuBHocT CKB B passutue ITIT
y 33 manmeHTtoB. bonee Boicokas aktuBHOcTh CKB 1 wacrora
TeMaTOJIOTUIECKUX TIPOSIBIIEHUH (JIEWKOTIEHUH, TPOMOOIIUTO-
MEeHUU U TUNoKoMIuieMeHTeMuu) y 6onbHbiXx CKB ¢ mpusHa-
KaMU MOpakeHus eyeH! Oblia oKa3aHa B IPYTMX UccaeqoBa-
Husx [3, 7, 22]. Y. Liu u coaBr. [22] TakKe OOHApYXUJIU CBSI3b
conepxxaHusi aMMHOTpaHcdhepas ¢ 1ab0paTOPHBIMU MPU3HAKA-
mu aktuBHOCTH CKB (TIpsiMyIo Koppemsiiuio ¢ ypoBHEM aH-
tuTen K asycnupaibHoit JIHK 1 obpaTHyto — co 3HaYeHUsIMU
C3 KOMIOHEHTa KOMITJIEMEHTA).

YyuteiBasg yactoe BbisiBiieHue npusHakoB CII mo maH-
HbM Y3U (B 15 (43,5%) ciyuyasix) 1 MeTabOIMUECKOTO CHHAPO-
Ma (B 14 (42,4%) cnyvasix) cpenu 33 mammeHToB ¢ I1I1, Hemb3s
obu10 uckIouuTb HAZKBIT y yactu 601bHbIX. OKOHUYATEIbHOE
YTOYHEHME MPUYUHBI TTOPaXXeHUSs MEeYSHU Y ITUX IMalUeHTOB
3aTPYIHEHO. DTO CBS3aHO C OTCYTCTBMEM MUATHOCTUYECKUX
kputepueB BI' 1 3HAaUUTETLHBIM CXOICTBOM TMCTOJIOTUYECKON
kaptunbl HAKBIT u BT [2, 3, 4, 7, 8, 14]. [1o HammM 1aHHBIM,
BbIsiBJIeHHE TIpu3HakoB CI1 ObUIO CTATUCTUYECKU 3HAUMMO ac-
COLIMMPOBAHO C 0ojiee HU3KOI aKTUBHOCTBIO TMEUYEHOYHOTO
npoiecca. [Topaxenne neuexu 15 (4,8%) OONBHBIX C ITPU3HA-
kamu CIT xapakTepn30Baioch HE3HAYUTETLHBIM TTOBBIIIIEHAEM
aKTUBHOCTU aMUHOTpaHcdepas (B cpeaHeM 1o 1,5 pas) Ha ¢hoHe
Huskoi akruBHoct CKB (Mennana SELENA-SLEDAI — 5,0
[3,0; 7,0] 6amnoB). Cpennuit UMT y manyeHTOB ¢ Tpu3Ha-
kamu CII cocraBui 32,4+4,5 kr/m?, GOJBIIMHCTBO M3 HUX
(73,3%) umenu MeTaboNMUYeCKUil cUHApPOM. TTopaxkeHue Tie-
yeHHU y 60sbHbIX ¢ Tpu3HakaMu CI1 Bo3HUKAJIO B CpeqHEM ye-
pe3 3 roaa ot ne6iora CKB, npu aToM B GonbiiuHcTBe (93,3%)
ciTyyaeB MalMeHThl IMTeNbHO notydyanu tepanuio ['K, koro-
pas criocobeTByet paszsutuio CIT [23]. B cBsi3u ¢ 3TUM MOXHO
npeanosoxutk, yto INI1y naurentos ¢ npuzHakamu CII 6b110
cBs13aHo ¢ HAXKBII, a He ¢ Biusinuem aktuBHocTu CKB.

B Hamem wucciaenoBanuu y 18 (5,7%) mauueHTOB 0e3
npusHakoB CII1 Habmiomanach Gojee BbICOKAas aKTUBHOCTH
(hepMeHTOB IIUTOJN3a 1/WJTH XOJIeCTa3a C TIOBBIIIIEHUEM aKTUB-
HOCTH aMUHOTpaHchepas B cpeHeM B 2—3 pa3a, a MaKCUMaJlb-
Ho — B 20 pa3. [Tpusnaku IIT npu orcyrcTBumn CII1 Bo3HUKaIU
B 6oJiee MojiomoM Bo3pacTe (Ha 10 jieT paHblle, 4eM Y O0JIbHBIX
¢ CIl) u B cpenHeM — B Te€YeHME MEPBOTO rofia TMocie Nedio-
ta CKB. IIIT y manmenros 6e3 npusHakoB CII pa3BuBanoch
Mpu cpenHel U BbIcOKoi creneHn aktuBHOCT CKB mpenmy-
1LIECTBEHHO Y 00JIbHBIX ¢ HOpMaibHbIM MMT u 6e3 meTabomu-
YECKOTO CMHApOMA. DTO TIO3BOJISIET IMPEAIoarath, 4YTo Mpu-
yrHo I1I1 y atux 6onbHbIxX aBisiica BIT, a nannune HAXKBIT
OBbIJIO MaJIOBePOSITHBIM. [1epBBIii 3MM301 YBETUUYECHUS] aKTUB-
HOCTH (PEpMEHTOB LIMTOJIM3a U/WUJIU XoJecTa3a y OOJbHbIX 0e3
CII B 66,7% ciydaeB OblJI OTMEYEH €llIe 0 YCTAaHOBJICHUSI 1 -
arHo3a CKB u navana teparmuu ['K. Bosnuknosenue BIT mpu
nepBbix nposiBiaeHussx CKB emie no Bepuduxaium nuarHosa
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(B 36—58,3% cinyyaeB) U B TMEPUOAbI BHICOKOW aKTMBHOCTH
CKB 65110 mokasaHo 1 ApyrumMu apropamu [3, 5, 7, 8].

B Hamem uccnenoBaHuM y MAlMEHTOB C BBICOKON aK-
tuBHOCThI0O CKB oTMevanach cTaTUCTUYECKM 3HAUMMO Oosiee
BBICOKAsI AKTUBHOCTh TIEUEHOYHOTO TMPOIIecca C MOBBIIIEHUEM
AJIT B cpenHem B 3 pasa, uro xapaktepHo mist BI' 1 mo maH-
HBIM ApYyrux padot [2, 3, 4, 7, 8]. Y GOJNBHBIX ¢ BHICOKOI aK-
TUBHOCTBI0O CKB B e TMHUUHBIX CJTyyasix ObLIU BbISIBIIEHBI ITPU-
3Haku CII, u npoBoauiach tepanusi 'K Ha MOMEHT pa3BUTHUs
[I1. DTO Takke CBUIETEIBCTBYET O TOM, UYTO BbICOKAsl aKTHB-
HocTb CKB crnoco0cTByeT pa3BUTHIO 00Jiee BbhIpaxkKE€HHBIX Jia-
6opaTopHbIx mpusHakos [1I1. Ipyrumu uccienoBareassMu Tak-
ke OblIa MPOJEeMOHCTPUPOBAHA TTPEUMYILLIECTBEHHO BbICOKASsI
crerielb aktuBHOCTH CKB y 60ompHBIX BI [3, 7].

Y manueHTOB C HU3KOW M YMEPEHHOU aKTUBHOCTHIO
CKB Hab6monanack MeHbIlIasi aKTUBHOCTb TIEUEHOYHOTO TIPO-
necca. CTaTUCTUYECKU 3HAYMMO Yallle Y 3TUX O0JIbHBIX OOHA-
pyxuBanuch npuszHaku CI1, u npooauiack Tepanus I'K. [To-
BUAMMOMY, poJib akTuBHOCTM CKB y 3THX mauueHTOB ObLia
MUHUMaJIbHA, a MOsIBJIeHMe JIabopaTOpHbIX NpusHakoB [1I1
ObL10 B Oonbliieii ctenenu cszaHo ¢ HAXKDBIT.

ITo Hammm paHHbIM, Hainune ADPC ObUIO accOLMM-
poBaHO C 06ojee BBICOKOW aKTUBHOCTBbIO aMUHOTpaHcdepas.
Y 6onbHBIX CKB ¢ BropnunsiM ADC npusnaku 111 Bo3zHMKA-
JIM B 3HAYUTEIBHO GoJiee MosTonoM Bo3pacte (36,3+12,2 rona),
yeM 1pu ero orcyrersun (50,9%11,6 roma). AKTUBHOCTB (ep-
MEHTOB IIMTOJIM3a W/WJIM XOJiecTa3a Oblia BHIIIIE Y MAllMeHTOB
¢ BTopuyHbIM ADPC, npuyeM CTaTUCTUUECKU 3HAYMMbIE pa3-
JIMYUST MEXAY TpYIMIaMy OTMedanuch 1no akTtuBHocTu ACT
u I ®. I'pynmbl 6oabHbIX ¢ ADC 1 6e3 HETO HE Pa3InYalnicCh
mo crerneHu aktuBHoctT CKB wm wacrore mpusHakoB CII.
B cBs131 ¢ 5TUM BBISIBJIEHHBIE PA3INIMs 1O aKTUBHOCTH (hep-
MEHTOB LIUTOJIN3A U X0JIeCcTa3a, 0oJiee BEPOSTHO, O0YCIOBICHBI
nposiBiieHusiMu ADC.

TMopaxkenwne neueru 60bHBIX CKB ¢ BropruabsiM ADC
CBSI3BIBAIOT C TPOMOO3aMU B Pa3IMYHBIX COCYIaX MeYeHOUHO-
TO PerMoHa ¢ HapylIeHMeM KPOBOCHA0XeHMs BIJIOTh 10 pa3-
BUTHUS UH(papKTa neyeHu [5, 9—11]. [1oBellIeHUEe aKTUBHO-
ctu 1D u amunoTtpanchepas ¢ npeodnananuem ACT ObL10
ornucaHo Tpu Katactpopudeckom teyeHnu ADC npu CKB
C pa3BUTHEM MHOXECTBEHHBIX MHGbAPKTOB B TieueHU [24].
Crartuctuuecku 3HaUYUMO OoJjiee BbIcOKast akTUBHOCTE ACT
nipy Hamman ADC MoXeT ObITh 00YCTOBJIEHa UTIIEMUIECKIM
MopakeHNeM TeYeH! M3-3a Pa3BUTHUSI TPOMOOTHMYECKON MU-
KPOAHTUOIATHH.

Ilpo3paunocmo uccaedosanus

HccnenoBaHue He MMeENIO CIIOHCOPCKOM TOMIEPXKKHU.
ABTOpBI HECYT TMOJIHYK OTBETCTBEHHOCTb 3a IMPEIOCTABICHUE
OKOHYATETbHOU BEpCUY PYKOITUCH B TIeYaTh.

Jlexaapauus o gpunancoewvix u opyaux 63aumoomHoueHusAX

Bce aBTopbl mMpuHUMaIIM yyacTue B pa3paboTKe KOHLEM -
LMY CTaThU U B HAMMCaHUM pyKomucu. OKoHYaTeIbHas BepCust
pykomnucH ObUIa 0T0OpeHa BCeMU aBTOpaMU. ABTOPHI HE TIOJTY-
YaJii TOHOpap 3a CTaThIo.
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