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AKTyajabHOCTh. OCOOEHHOCTH J1e0I0Ta IEPBUYHOTO CKiepo3upyroniero xonanrura (IICX) mpu BocmaliuTeIbHBIX 3a00ICBAaHUAX
kuieynnka (B3K) y meteil, uactoTa BhISBICHHS MapKepOB LIMTOJNM3a M XOJecTa3a, XapakTep MOpaKeHHI rernaroOnInapHon CH-
CTEMBI ¥ M3MEHEHHI YHIOCKONNYECKON KapTHHBI U3ydeHBI HeocTatouHo. Llesb paboTel — ompeneuTs 0COOCHHOCTH TeUEHHS
IICX mpu B3K y nereii.

Marepuassl u MeToabl. KommiekcHo o6cienoBansl 54 pe6énka ¢ [ICX+B3K (ocHoBHas rpymmna) U 79 GOJbHBIX C H30JUPOBAH-
weiMu Gopmamu B3K: sizBeHHbIM KouToM (SIK) nim 6onesnpto Kpona (BK) (rpynma cpaBHeHus ).

Pesyabrarbl. Coueranue [ICX+SK 610 BbIsIBICHO y 48 G0NbHBIX ¢ mpeobnasanneM MaabuukoB. CaMbIMH YaCTHIMU TPOSIB-
nenusmu [ICX B nebGrore 3aboneBanus y nereit ¢ coueranueM [ICX+B3K Ovum anapes, abnoMHUHaIbHBIN O0IEBOH CHHIPOM,
CHUHJPOMBI IIUTONHM3a U XosecTas3a, reMokonuT. Y npeteid ¢ [ICX+B3K mo cpaBuenuto ¢ 6onpasiMu B3K oTmeuanocs 3Haunmoe
YBEJIMYEHHE CHIBOPOTOYHBIX KOHIIEHTPALMH allaHiH- ¥ acliapTaTaMMHOTpaHc(epasbl, 001ero 6eika, CBHETeIbCTBOBABIIICE O Ha-
pacTaHUM aKTUBHOCTH TEIATHUTA; YPOBEHb Y-TIyTaMHITpaHcdepassl, menodnoi ¢ocdarasel U mpsMoro OMIMpyOHHa yKa3bIBal
Ha HapacTaHUe BBIPAXKEHHOCTH CHHApoMa xoinecTas3a; IgG — Ha BBIPaKEHHOCTh ME3€HXHMAaJIbHO-BOCHAIUTEIBHOTO CHHIPOMA
TIpU TIOpaKeHMsIX rederu. [Ipu sHrockonuy y 3THX OOJIBHBIX OBUT BBISIBIEH ITAHKOIHT C BBIPAYKEHHBIM BOBJICYEHHEM IIPABBIX OT-
JIEJIOB TOJICTON KUIIKU MIT M30JIMPOBAHHBIN MPOKTHT, a y manueHTo ¢ [ICX+bK uame ormedancs mneokomut. Mugexcer PUCAL
(» <0,001) u PCDAI (p = 0,027) 6butn CyIIeCTBEHHO YMEHbIeHbI y 0051bHBIX ¢ [ICX+B3K, uem npu u301MpOBaHHOM TCUCHUU
B3K. IIpu MPT opranos GprourHoii moinocta 1 MP-xonanrnonankpearorpadun y 6ombpHbIX ¢ codetanneM [ICX+B3K xapakrep-
HBIMU TPOSIBICHUSIMU OBLIN HEOAHOPOJHOCTh MAPEHXHMBI IEU€HH, HEPOBHOCTh BHYTPHU- U BHENIEYEHOUHBIX JKETYHBIX MPOTOKOB,
HaJIMYHE YYACTKOB PACIINPEHUS U CY)KSHUS NX THaMeTpa.

BruiBoasl. Jle6ror [ICX y 6ompabIX ¢ henorunom [ICX+B3K y meteil mposiBiseTcss MpeUMYIIECTBEHHO KAIIEYHONW CUMITTOMATH-
Koit, yamie npezacrasieH SIK ¢ BopieueHHEM IPaBbIX OTJETIOB KUIIEYHUKA IIPEUMYIIECTBEHHO Yy MaJIBYHKOB U MEHBIIUM HHICKCOM
AKTUBHOCTH I10 CPAaBHEHUIO ¢ N30IMpoBaHHEIM TeueHreM B3K B coderannu ¢ 1abopaTopHBIMU CHHAPOMAMH U XOJIECTa30M.

KirodeBble ci10Ba: demu, nepsuynblil CKIepo3upyiowuil XoiaHaum, 60CHaiumenshvle 3a601e6anus KUUEUHUKA, Yuppo3 ne-
ueHuy, uopos neveru
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Introduction. Currently, in pediatric practice, there are no clear data on the features of the onset of primary sclerosing cholangitis
(PSC) in inflammatory bowel diseases (IBD), the frequency of detection of markers of cytolysis and cholestasis, the nature of the
lesion of the hepatobiliary system and changes in the endoscopic picture. Purpose: assessment of clinical, laboratory, and instru-
mental features of PSC course in IBD children (PSC+IBD).

Materials and methods. For the period 2015-2021, a comprehensive examination of 54 children with PSC+IBD (main group) and
79 patients with isolated IBD (comparison group): ulcerative colitis (UC) or Crohn’s disease (CD) was carried out.

Results. In 54 children of the main group, the combination of PSC+UC was detected in 48 (88.9%) patients with a predominance
of boys. At the onset of the disease, the most frequent manifestations in children with PSC+IBD were diarrhea, abdominal pain
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syndrome, cytolysis and cholestasis syndromes, and hemocolitis. In children with PSC+IBD, compared with patients with IBD,
there was a statistically significant increase in serum concentrations of ALT, AST and total protein, indicating an increase in hepa-
titis activity; GGT, alkaline phosphatase and direct bilirubin — about an increase in the severity of cholestasis syndrome; IgG —
as a marker of the severity of mesenchymal-inflammatory syndrome in the framework of liver damage. According to the endo-
scopic data, with PSC+UC, pancolitis with more pronounced involvement of the right colon or isolated proctitis prevails, and with
PSC+CD, ileocolitis is more common. Indices PUCAI (p < 0.001) and PCDAI (p = 0.027) were statistically significantly lower in
the PSC+IBD group than in the isolated IBD. According to the data of transient liver elastometry, no statistically significant differ-
ence was obtained between the medians of the parameters of the biochemical blood test at different stages of fibrosis. According
to the results of magnetic resonance imaging of the abdominal organs and MR-cholangiopancreatography, the most characteristic
changes in PSC+IBD are heterogeneity of the liver parenchyma, unevenness of the intra- and extrahepatic bile ducts, the presence
of areas of expansion and narrowing of their diameter.

Conclusions. The phenotype of PSC+IBD in children is manifested mainly by intestinal symptoms, more often UC with involve-
ment of the right parts of the intestine in boys and a lower activity index than the isolated course of IBD, in combination with
laboratory syndromes and cholestasis.
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OCHaJHUTENIbHbIe  3a00JIieBaHUs  KHIIECYHHKA
@ (B3K) — rpymma xpoHndeckux (GopM MaToIoTHH
xemynouHo-kumeyHoro tpakra (OKKT), Bxiro-
gatormasi 6onesnr Kpona (BK), s3sennsiit komur (SIK) n
HemnddepeHnNpPOBaHHBI  KOJIUT, XapaKTepH3yIONIHecs
XPOHUYECKHUM TIporpeccupyronmm Tedenuem [1]. Ipu K
BEYIIUM SIBIISICTCS PELUIUBHUPYIONIEE MOPaXKEHHE TOJ-
croii kuiku, a mpu bK mporcxonut TpancMypalibHOE, Cer-
MEHTapHOE, TPaHyJIEMaTO3HOE BOCHAJICHUE C BO3MOKHBIM
BoBneueHueM Beex otnenoB JKKT u pa3BUTHEM MECTHBIX
W CHUCTEMHBIX OCJIOKHEHHUH [2]. DTH (hopMbI TaTOIOTHU
SIBJISTIOTCST MHOTO(AKTOPHBIMH, cpean (pakTopoB pHCKa
BBIJICTISIFOT HACJIEACTBEHHYIO TIPEIPACTIONOKEHHOCTb, JIe-
(DeKTHI AMUTENNATBHOTO Oapbepa, UMMYHHYIO JUCPETYIIs-
LU0 U HETaTUBHOE BIMSHHE OKpY Karorei cpensl [3].
3aboneBaemocth B3K pacTéT BOo Bcem mwmpe, MOJ-
TBEP)KJIEHHBIH JUAarHo3 ATOH MaTOJOTHH MMEIOT OKOJIO
5 muH yenoek [4]. Okono 25% cayuyaeB B3K nuarso-
CTUPYIOT y jeteit o 18 ner [4, 5].

Kmmangeckas kapruaa B3K y nereit monmmmopdaa n
BKJTIOYAET aOJOMUHAIBHBIN OONEBON CHHIPOM, AMAPEIO,
T€MOKOJIUT, JIMXOPAJKY, MOTEPI0 Macchl Tena, 4To 3ada-
CTYIO TIPUBOANUT K TMIOANATHOCTUKE M YCTAHOBKE OIIM-
OOUHBIX JIMATHO30B, TaKMX KaK MH(QEKIMOHHBIN KOJIUT
WU CUHJIpOM paznpaxEéHHoro kumedynuka [S]. Tlopaxke-
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Hue renaroomnuapHoii cucrembl (I'BC) — pacmpoctpa-
HEHHOE BHekuieuHoe nposisnenne B3K, vame mpu SAK.
BOBIICUEHHOCTD TMEUYEHU W KEITUCBBIBOIINX IyTCH Yy
TaKux OOJBHBIX KoyeOmeTcs oT 6 mo 47%, mpudém 1o-
paxenne I'bC mMoxeT neOOTHPOBATH B JIIO00H TEPHON
tedenuss B3K u MoxxeT OBITH CBs3aHO Kak ¢ GOpMHPO-
BanueM naronoruu I'bC, Tak u ¢ mpuMeHeHHEM JieKap-
CTBEHHBIX CPEICTB, UCMONb3yeMbIX ais Tepanuu B3K u
00Magaromx renaToTOKCHYHOCThIO, KOTOpasi BhIpaskeHa
y metorpekcara [6, 7]. Ckpununr Ha mnaronoruio ['BC
npu B3K nMeer BaxkHOE 3HAYEHHE, MOCKOJIBKY HEPEIKO
y Takux OOJBHHBIX KIMHHYECKA OHA MOXKET MpPOTEKaTh
OeccMMNITOMHO, a JIabOpaTOpHBIE aHHBIE OCTAIOTCS
HOPMAJBHBEIMH JHOO WX OTKJIOHCHUS BBIABISIOT CIY-
yaitHo [8]. YBennueHwne ChHIBOPOTOUYHBIX KOHIIEHTPALUN
ney€HOUHbIX (PEPMEHTOB Oosiee 2 HOPM BCTpEYaeTcs y
15-30% y nmauuentoB ¢ B3K. IIpeumyiiecTBeHHO BBISB-
JISIIOT MOBBIIIIEHUE akTUBHOCTH asianuH- (AJIT) u acnap-
taramuHoTpaHcdepassl (ACT). Onenka ypoBHEH y-TiTy-
tamunTpancdepass! (I'TT) umeer BaxkHOE 3HAYEHUE IS
JIMarHOCTHKHU XOJIECTa3a, OJIHAKO MPOBOAMUTCS pexe [9].
Xporudeckue 00Ie3HN TICUSHH, B TepByto odepens [1CX
U ayTOMMMYHHBIA TEMATHT, HApSAAy C JICKAPCTBCHHBIM
TrenaTuToM, TPOMOOTHYECKUMH OCIIOKHECHUSIMH (TPOM-
003 BOPOTHOM BEHBI), IepBHUHBIM MopaxkenneM I BC, He
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cBsa3aHHbIM ¢ B3K (HampumMep, BUPYCHBIH renaTuT, Xose-
nmutnas, 1gG4-acconmupoBaHHast XOJTAHTHOTIATHS), SIBJISI-
10TCA BEAYIIMMU B cTpyKType nopaxenuil ' bC y nereii ¢
BK u K [9-11].

YcranosneHo, uro IICX — camast pacpocTpaHEHHas
¢opma maronornn I'bC npu B3K, npossisromasics kak
XPOHHYECKOE XOJECTaTUYECKOE MOpPaKEHHUE, B OCHOBE
KOTOPOT'O JISKAT BOCIIAJICHUE M MPOTPECCUPYIOIIUI (u-
Op03 BHYTPH /WA BHETICYCHOUHBIX JKEITYHBIX ITPOTOKOB,
C pa3BUTHEM MYJIETH(POKAIBHBIX CTPUKTYP, BTOPUIHOTO
OWIHApHOTO MHUPPO3a TICUCHH, MOPTATHHON THIIEPTCH-
3UM U NIeY€HOYHOM HejmocTaTrouyHOCTH. C TOro MOMEHTA,
KaK OBLITO MPEICTABICHO IEPBOE OMUCAHNE CBS3H MEXKIY
ckieposupytomuM xonanrutom u B3K (1965 1), ompe-
nenenbl ocodeHHocTu coyeranust B3K+IICX [12]. B Ha-
crosmee BpeMs 1ICX nuarHocTupytoT y 6ompHbIX B3K
C BO3PACTAIOLIECH YacTOTON, XOTS JaHHBIE O paclpocTpa-
HEHHOCTHU 3TOM MATOJOTHH €lI€ HE MOMy4eHbl. /J(narnos
[1CX ycranaBnuBatot y 2,4—7,5% nanuentos ¢ B3K, npu
stoM B3K mpu IICX Berpeuaercst B 22-98% cityuaes.
Bcé gamme B mocieamne rogpl TOBOPST 00 0cobom deHo-
tune B3K mpu IICX, oTmuaromemMcst OT KIACCHYECKIX
(hopm B3K u mpennomnararoiiemM oTACIbHYIO HO30JI0THYE-
ckyto ¢opmy. KinmHnYeckre 1 MHCTPYMEHTAJIbHBIC H3Me-
Henus npu [ICX+B3K mocTatoyHo moapoOHO ONTUCAHBI Y
B3pPOCJIBIX OOJIBHBIX, & y IETCH IMOKa HET YETKUX NaHHBIX
00 ocobennoctsax nedrora [ICX mpu [ICX+B3K, wactote
M3MEHEHUI MapKepoB IUTOJIN3a U XOJIecTasa, XapakTepe
nopaxenuil ['bC npu B3K u usmeneHusx sHockonuye-
CKOW KapTHHBI.

B ¢Bsi31 ¢ 3TUM 1eJIbI0 HalIEH paObOThI SBHIIOCH OIpe-
JIeNIieHHe KIIMHUKO-Ta00PAaTOPHBIX U WHCTPYMEHTAIBHBIX
ocobennocrteit Teuenus [ICX y nereii ¢ B3K.

MarepuaJjbl U METOAbI

KommiekcHo o6cnenoBano 133 pebenka. OCHOBHYIO
rpymiy coctaBuin 54 6onpHBIX ¢ [ICX+B3K B Bo3pacte
ot 3 net 5 mec g0 17 ner 7 Mec ¢ MenMaHoOW Bo3pacTa
13 et 1 mec [7 net 7 mec; 15 net 3 mec] (13 Hux 44 maib-
ynka). B rpynmy cpaBHeHns ObUTH BKIIIOUEHBI 79 nereit
(n3 HUX 44 ManpIMKa) ¢ BepUPHUIMPOBAHHBIM IHATHO30M
B3K (SK wmu BK) u oTcyTcTBHEM KIMHUKO-Ta00paTop-
HBIX ¥ HHCTPYMEHTAIIBHBIX TPU3HAKOB IMIOPAKCHHUS I1e9e-
HHU B Bo3pacTe oT 7 mec Jo 17 Jiet, MequaHa Bo3pacTa —
11 et 1 mec [7 ner 2 mec; 13 net 1 mec].

[TpoBenenne paboOTHI OBLTO OI0OPEHO HE3aBUCHMBIM
JIOKAJTbHBIM ATHYECKHM KOMUTETOM (rpoTtokos Ne 10 ot
19.11.2019). Bce GonmpHBIC W HX POTUTEIN TOAITHCATH
T0OPOBOIIEHOE MHPOPMHUPOBAHHOE COTTIACHE HA ydacThe
B HCCIICIOBAaHUM.

BceM nanmenTam npoBOIMIN KIMHUYECKUH U OMOXH-
MUYECKUI aHAJIU3bI KPOBU C MTOMOIIBIO aBTOMAaTHUECKHIX
aHanu3aropoB. s onpeneneHuss aKTUBHOCTU TEUCHUS
B3K wucnonp3oBamu mkansl: Pediatric Ulcerative Colitis
Activity Index (PUCAI) — mnsa SIK u Pediatric Crohn’s
Disease Activity Index (PCDAI) — nns BK [13, 14].
VY psma OONBHBIX OINpENeNsuTd Ccoaepikanue cruenudu-
YECKUX ayTOAHTHUTEN B CHIBOPOTKE KPOBHU: aHTHHEUTPO-
¢unpHBIe 1UTOIUIA3MaTHueckue antutena (ANCA),
anTuTena k caxapomuiieram (ASCA), aHTUsIIepHBIC aH-
tutena (ANA), aHTuTeNna K MUKPOCOMaM TEYEHH U T10-
yek (anti-LKM), aHTHTENa K PacTBOPUMOMY AHTHICHY
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nedenu (anti-SLA), anTuTeNa K MUTOXOHIPHSIM (AMA),
aHTHTeNa K miaakoi myckymarype (ASMA). V Bcex ma-
[IUEHTOB NMMYHOXpOMarorpa)uaeckuM METOJIOM OIlpe-
JIENSUTH cofiepkKaHne (peKaTbHOTO KaJbIIPOTEKTHHA.

Jls ananmza BeIpakeHHOCTH (UOpO3a MeueHH Mpo-
BOJIMJTH TPAH3UEHTHYIO 31aCTOrpadyio MEYeHN C NCTIONb-
3oBanueM cuctembl «FibroScan®502». ¥ Bcex GOMBHBIX
OCHOBHO TpYMIbI IPOBOAWIN MarHUTHO-PE30HAHCHYIO
TOMOTpaui0 OpPraHoB OproNIHON monoctd ¢ MP-xo-
JaHTHONaHKpearorpadueil C HCIONB30BAHHEM CHCTEM
«Optima 450w 1,5T», «Signa Explorer 1,5T» («GE
Healthcare») omHOKpaTHO TpM TOCTHMTAIM3AUHU. D30-
(haroracTporyoJEHOCKOIHIO U KOJIOHOCKOTINIO OOJBHBIM
BBITOJTHSUTH C TIOMOIIIBIO COOTBETCTBYIOIIUX HHCTPYMEH-
TanbHeIX cucteM «Olympus» u «Pentax». Y OGo0ibHBIX
C IMPPO30M IEUCHU ONPEACTSUIM HANIU4Yhe BApUKO3HO
pacIIMpEeHHbIX BEH NUILEBOJAA M kemyaka. [ anammsza
MPOTSHKEHHOCTH MaKPOCKONIUYECKUX U3MEHEHUH TP 9H-
JTIOCKOTTNYECKOM HCCIIEIOBAHUH TOJICTON KUIIKH HCIIONb-
30Bai MoHpeanbckyto kinaccudukanuto [15].

Craructuyeckyio 00pabOTKy BCeX MOTYYEHHBIX JaH-
HBIX TPOBOAMIIHN C UCIIOIB30BAHUEM MAKETa MPUKIATHBIX
nporpamm «IBM SPSS Statistics 26» («StatSoft Inc.»).
Pa3znuuus cuntany 3HauMMbIMU TIpH p <0,05.

Pesyabrarsl

YV 48 manueHToB 0CHOBHOM rpymisl (7 = 54) nuarno-
crupoBano [ICX+AK u mums y 6 — I[ICX+BK. JleGror
3a00JIeBaHMs MPOSIBISUICS KUIIEYHOH CUMITOMATHKOW y
35 GoNbHBIX, a rernaToOMINapHbIe U BHEKHUIIICYHbBIE CUM-
MITOMBI OBUTH OTMEUEHBI JINIIh y 8 U 7 MalUeHTOB COOT-
BercTBeHHO. Coueranne aedrota [ICX ¢ remarobummap-
HO TIaTOJIOTUEH U BHEKHUIIICUHBIMHA CHMITTOMAMH HAOITIO-
JATOCh Y 2 TMAlUEHTOB, ¢ TMOPAKCHUSIMHI KHIICYHUKA U
BHEKHIIICYHBIMA CUMIITOMAMU — Y 2.

CambiMH 4acThIMH TIposiBIieHUsMH JeOroTa [ICX y
narueHToB ¢ [ICX—B3K Obutn muapes, abmoMuHaIbHBIR
0o0JIeBOI CHHIPOM, CHH/IPOMBI IIUTOJIM3a U XOJIecTasa, a
TaKKe TeMOKOJUT (puc. 1).

YacThIMH KITHHAKO-Ta00paTOPHBIMH IIPOSIBIICHUSIMH Y
6ompHBIX ¢ [ICX+B3K ObutH cHHAPOMBI ITUTONN3A U XO-
JecTasa, FTeMOKOJINT, a0IOMUHATIHHBIN O0JIEBON CHHAPOM,
JMapesl U ydJallleHHe CTyna, a Takke aHemus (puc. 2).
B nuHamMuke mipu Mo3aHeN TUarHOCTUKE M Teparuy ObLTN
BBISIBJICHBI KIIMHUYECKHUE MPOSBICHUS X0JIeCTa3a B BUJE
AXOJIMYHOTO CTYJIa, TOTEMHEHUS] MOYH U MOSIBICHUS 3y,
a TaKXKe acIUT M TeMOPParnueCKUid CHHIPOM KaK MPOsB-
JIeHYSI ICY€HOTHON HeocTarounocTh. [Ipu aTom Hacmen-
CTBEHHAs NPEIPACIOIOKEHHOCTh B pa3BuTuu Kak B3K,
tak u [ICX Oputa BeisiBIIeHa Y 23 O0NBHBIX (pHC. 3).

Y poactBeHHUKOB 1-if u 2-ii nMuHUI poxcTBa HAMH
OBLIM BBISBIICHBI pasnuuHbie Gopmbl maroioruu KKT B
29,6% cayuaes u B3K B 13% ciyuaes, pexe oTMedanach
onkoniornyeckas (9,3%) u ayroummynsas (5,6%) naro-
norusa, XpoHudeckue Oonesnu medenu (3,7%). Cpenu
naronornn opranoB JKKT mpeoOmamany XpoHUYECKHH
TacTpOXyoneHUT (n = 7) W si3BEHHas OOJE3HBb JKEITyIKa
U JIBCHAIIATUTICPCTHOW KHUIIKU (7 = 6), peke — KeTd-
HOKaMeHHasl 6one3Hb (n = 3). Y poACTBEHHHKOB, CTpa-
naBmux B3K, ormeuancs uckmrountensHo AK (n = 7),
cnydaeB BK He ormeueno. CriekTp ayTOMMMYHHOH Ma-
TOJIOTMH OBUI TIPEJCTAaBJICH PEBMATOMIHBIM apTPHTOM
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(n = 1), ncopuazom (n = 1) © ayTOUMMYHHBIM THPEOH-
mutoM (n = 1). OHKOJIOTHYECKasK TaTOJIOT s BKIIOYAjia B
cebs pak ToscToi kumku (n = 2), xenyaka (n = 1), ne-
yeHu (n = 1) 1 momKenyo9Hoit xenessl (n = 1). Cpenn

AHemus / Anemia

CuHgpom xornecTasa / Cholestasis syndrome
CuHgpom umTonusa / Cytolysis syndrome
MoTepsa macchl Tena / Weight loss
AcTeHundeckun cuHgpom / Asthenic syndrome
Aptpanrum / Arthralgias

KoxHble Bbickinanus / Skin rashes

KenTtyxa / Jaundice

VIKTepUYHOCTb CIN3NCTBIX /
Ictericity of mucous membrane

lemokonut / Hemocolitis
Owapes / Diarrhea
Ilnxopagka / Fever

Bonb B xuBoTe / Stomach pain

XpOHMYecKHX OoJie3Hel nedeHu B 1 ciydae ObLI orpee-
néH BUpycHbIi renatut C, B APyroM — KPUITOTEHHBIN
rematut. [Ipu aTom 8 U3 23 GOTHHBIX HMETH HECKOIBKIX

POICTBEHHHUKOB C OTATOMIEHHON HACIEICTBCHHOCTHIO.
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Puc. 1. OcoOeHHOCTH KIMHUKO-Ta00paTOPHBIX MPOSBICHUH B 1e0r0Te 32001€BaHMs y TAIIMEHTOB OCHOBHOM TPYTITIHL.
Fig. 1. Features of clinical and laboratory manifestations at the onset of the disease in patients of the main group.
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Puc. 2. OcoOeHHOCTH KINHUKO-Ta00PaTOPHBIX MPOSBICHUH y OOIBHBIX OCHOBHOM I'PYMIIBI TPH NEPBUYHON MOCHUTATH3ALIUH.

Fig. 2. Features of clinical and laboratory manifestations in patients of the main group during primary hospitalization.
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6 T 5 Autoimmune pathology
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Puc. 3. OTsromennast HacIeACTBEHHOCTh Yy DanueHToB OCHOBHOM T'pyHnIbl.

Fig. 3. Burdened heredity in patients of the main group.

Ta6nuuma 1/Table 1
Oco0eHHOCTH HEKOTOPBIX KJIMHUKO-1a00paTOpHbIX Noka3aTeeii y aereii ¢ B3K B coueranuu uiau 6e3 [ICX

Features of some clinical and laboratory parameters in children with inflammatory bowel diseases (IBD) or without primary sclerosing

cholangitis (PSC)

Calprotectin, ug/g

IToka3zarens TICX+B3K / PSC+IBD B3K/IBD
Index (n=>54) (n=179) p

Axtusnocts SIK no mxane PUCAI, Gamis 15.0 32.5 <0.001
UC activity according to the PUCALI scale, points [10.0; 21.3] [15.0; 46.3] :
AxtuBHocth bK mo mikane PCDAI, 6amibt . .
CD activity according to the PCDAI scale, points 10.010,0;20,0] 25.0[10.0;35.0] 0.027
Meznana IOTHOCTH TIEYSHH 110 JJAHHBIM TPAH3UCHTHOU
anacrorpaduu meueHu Ipy epBUYHOM o0cneoBanuu, Klla . .
Median liver density according to transient elastography data 8.65[6.10; 13.4] 3.85[3.65;4.75] <0.001
at the initial examination, kPa
T'emoro6uH, r/n . .
Hemoglobin, ¢/l 126.0 [112.5; 136.5] 120.0 [107.3; 133.0] 0.052
TpomGouuTsr, x10° . .
Platelets, x10° 334.5[265.7; 425.5] 372.5[269.5; 479.5] 0.029
Heiitpoduisi, x10° . .
Neutrophils, *10° 3.8[2.4;5.2] 4.1[2.7; 6.0] 0.069
AnannnamuHoTpancdepasa, EJI/n . .
ALT, U/l 55.1[23.9; 113,1] 21.[12.1; 58.2] <0.001
AcmnapraramuHotpancdepasa, EJI/n . .
AST. U/l 51.3[32.7; 87.1] 30.1[21.7; 52.8] <0.001
Benok oOuuii, r/i . .
Total protein, g/l 76.1[73.6; 81.4] 73.267.9;77.2] <0.001
BunupyOun 001mmii, MKMOIIB/JT . .
Total bilirubin, tmol/l 11.8[7.7; 15.9] 9.7[5.9; 13.8] 0.001
BunupyOun npsMoit, MKMOJTB/JT . .
Direct bilirubin, pmol/l 2.2[1.4;3.8] 1.7 [1.1;2.9] <0.001
y-I'myramuntpancdepasa, EJI/n . .
GGT. U/l 76.5[32.7; 194.4] 18.7 [10.5; 82.4] <0.001
lenounast pocdaraza, EN/n . .
Alkaline phosphatase, U/l 229.0 [174.5; 402.5] 161.0 [104.0; 251.0] <0.001
1gG, r/n . .
12G. g/l 15.9[13.4;20.7] 13.5[10.6; 17.3] <0.001
C-peakTuBHbIi 6€10K, MI/J1 . .
CRP, mg/l 1.2 [1.0; 6.1] 1.5[1.0; 8.1] 0.057
DeppuTnH, MKI/I . .
Ferritin, pg/l 15.8 [9.8; 35.6] 20.9[10.4; 51.1] 0.037
Kanknporexras, Mxr/r 202.0 [78.2; 946.5] 538.0 [246.0; 1260.0] 0.031
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Kak mokazano B Ta6J1. 1, B OTiMUYKE OT MAIUEHTOB C
B3K, 6ompable ¢ [ICX+B3K nmenn Oonee HHM3KYIO ak-
tuBHOCTh B3K kax mpu SK, tak n npu BK (p < 0,001;
p = 0,027 coorBeTrcTBeHHO), cormacHo mkanam PUCAI u
PCDALI. D10 noareep:kaaercst U JaHHBIMU O COAEpKaHuN
KaJBIIPOTEKTHHA, KOTOPOE OBLIO CYIIECTBEHHO YMEHb-
[ICHO Y MAIlMeHTOB OCHOBHOM TPYIIBI IO CPABHEHUIO C
OONBHBIMY TPYIIEI CpaBHEHUS. OTHAKO TIPU XPOHUUECKH
npotekatonien maroiorun I'bC y 6ompHbIX ¢ [ICX+B3K
ObLUTH BBISIBIICHBI (hHOPO3 TIEYSHH; BEIPAYKEHHOE MTOBBIIIIE-
HUe cozxepkanus IgG B CHIBOPOTKE KPOBHU Kak IPOSIBIIE-
HHE ME3EHXMMAaJIbHO-BOCIIAINTENFHOTO CHHIPOMA TPH
MOpaKCHNUU TICUEHHU; CHHIPOMBI IIUTOJN3a U XOJECTa3a,
CBUJCTENHCTBYIOIINE 00 aKTUBHOCTH TEIIATHTA; TPOMOO-
IUTOTICHUS 33 CYET CHHJIPOMA TUIepCILICHU3Ma U Oolee
HU3Kasi KOHIeHTpanusi (GeppuTrHa, 00yCIOBICHHAS MMO-
paXeHUEM IEYCHHU C HApPYLICHHEM XpaHEHMs *ele3a B
BHUJIE ACTIOHNPOBAHHOU (hOPMBI.

HampoTuB, OonbHBIE TPYTITEI CPaBHEHUS UMEITH Ooliee
HU3KOE cofepKaHue 00IIero 0enka B CHIBOPOTKE KPOBH,
YTO OYEBUJIHO, CBA3aHO C arpeccuBHbIM Teuennem B3K
10 CPABHECHUIO C MAI[ICHTAMU OCHOBHOW T'PYTIITEL.

W3MmeHeHus nokasaTeneil TPaH3UEHTHOM »iacTorpa-
¢uu neyeHn y oOCIe0BaHHBIX HaMU OOJIbHBIX C (PeHO-
tunom [ICX-B3K npezacrasnens B Tad1. 2.

OueBusHO, YTO OONBIIMHCTBO OONBHBIX OCHOBHOM
TpYIIBI IMEJT0 yMepeHHbIH (pubdpos (cragus F2) — 16,
MIPAKTHYECKA B PAaBHOW CTETICHW OBUIO BBISIBICHO Kak
orcyrcTBue Qudposza (cragus FO) — y 11, tak n mup-
po3 neuenn (ctanus F4) — y 12 manuentoB. bonbHBIX,
uMeroIuX ciadbiit (ctaaus F1) u BeipakeHHBIH (HUOpPO3
(cramgmst F3), Takxke ObLJIO MPUMEPHO TIOPOBHY: 8 U 7 CO-
OTBETCTBEHHO. B rpynme cpaBHeHHs HU Y OTHOTO OOJb-
HOTO JaHHBIX 3a (pudpo3 mevyeHu He ObuI0. [Ipn aHamm3e
na0opaTopHBIX TIOKa3aTeel y O0NBHBIX OCHOBHOM IpyTI-

Ta6numa 2/Table 2

H3menenns nokasaresieil TpPAaH3MEHTHOM 3J1acTorpaguu nevyeHu
y 60abHbIX ¢ ¢penorunom [ICX+B3K

Changes in transient liver elastography in patients with the

PSC+IBD phenotype
Cranus ¢pubpo3a IMeueHH 110 IKaje
METAVIR
Stage of liver fibrosis according " Me Q-Q,
to the METAVIR scale
FO 11 4.8 3948
F1 8 5.7 5.6-5.9
F2 16 72 6.7-8.5
F3 7 11.4  10.1-11.6
F4 12 18.6  14.5-24.8

bl C Pa3HBIMK CTaAUAMH (HHOPO3a CTATUCTUYECKU 3HA-
YUMBIX pa3IM4YHid He BHISBICHO.

VY nereit ¢ denoruniom INCX+B3K monoxurenbHbIC
ANCA onpenensnuch B 33,3% cityyaeB 1 IPUMEPHO B PaB-
Hoit crerrenn ASMA (20,0%) u ASCA (13,8%) (Tadu. 3).
IIpu sTOM HM y OTHOTO OOJNBHOTO HE OBLIM BBISBICHBI
ANA, anrurena anti-LKM, anti-SLA u AMA. Jluib
y | manmenTa ObUIO OTMEYEHO COYETAHHOE MOBBILICHHE
ypoBHeit ASCA+ASMA.

YunThBas HEOIATOTPUATHBINA MPOTHO3 110 (OPMHPO-
BaHUIO LIMppo3a nedeHu y nereit ¢ [1CX, BaxHoM 3anaueit
SBISITOCH OTIPEJIeNIEHNE Y TAKUX OOJBHBIX BAPUKO3HO pac-
MIMPEHHBIX BeH MHUIIEBOJA KaK MPOSBICHUS TOPTATHHON
runeprensun. [lo naHHBIM 330(haroracTpoayoneHOCKo-
1Y, TPU3HAKKM BAPUKO3HO PACHIMPEHHBIX BEH MUIIEBOJA
Icrenenu OblT 0OTMEUEHBbl y 3 TariueHToB, [l crenenn—y 2,
III crenenn — y 1.

CremyromM BayKHBIM 3TaIlOM HaIllei paboThI IBUIIOCH
orpesieNieHre 0COOSHHOCTEN HHIOCKOTTMYECKON KapTHHBI
nopaxenns JKKT y nereit ¢ B3K B coueranun nim 6e3
[ICX na ocHoBannm MoHpeanbckoi knaccuduxarmm K
n bK o npotspkenHOCTH TopaskeHus (Tadur. 4, 5).

V¥ 6ombubix npu IHICX+K, a Takxke npu H30IUpOBaH-
HoM SIK mpeoOnamaer MaHKONWT, HO 3HAYUTEIBHO yBe-
JMYUIIOCH YUCIIO MAIlEHTOB, UMEIOLINX U30JIMPOBaHHOE
MOpayKeHNe TOJICTON KHIIKH B BHJIE JUCTAILHOTO KOJIHTA.
[Tpu IICX+bK snnockonuueckas KapTuHa MpeicTaBieHa
B OCHOBHOM HIJICOKOJIMTOM, KaK M TPH H30JIMPOBAHHOMN
BK, omgnako ¢ 0osee penkuM BOBJIEUEHHEM B ATOIOTHYE-
ckuii nponecc BepxHux oraenos JKKT.

ITo nanueiM MPT opranoB OproniHoil TOJOCTH H
MP-xonauruonankpearorpadguu y OOJbIIMHCTBA Ta-
ueHToB (72,2%) BBISIBIGHBI TpPH3HAKH TUPPY3HOTO
MapeHXMMaTO3HOTO Tpollecca B MeYeHH B BHUIE €€ He-
omHOpOMHOCTH (TabJ. 6), ipu 3ToM y 11,1% oTmeueHa
OyTpUCTOCTh KOHTYPOB TI€YCHH, CBHJCTEIHCTBYIONIAs
0 BBIPAKEHHBIX CTPYKTYPHBIX HM3MEHEHHSAX OpraHa.
[Ipu orenke W3MEeHEHUH OUIMAPHOTO TpakTa OOJBHBIX
OTMEYeHa HEPOBHOCTH KOHTYpa KETUHOTO My3bIpsl, MpH-
3HAKH NOPa)KEHUS BHENIEUEHOUHBIX )KETTUHBIX TPOTOKOB!
HEPOBHOCTh MX KOHTYPOB, pPAaBHOMEPHOE pacIIUpEHUe,
30HBI PACIIMPEHUS M CYKSHHsI; MPU3HAKN TIOPaKEHUS
BHYTPUIICUEHOYHBIX JKETYHBIX MPOTOKOB: HEPOBHOCTH
MX KOHTYPOB ¥ 30HBI UX HEPAaBHOMEPHOTO PACHINPEHUS
1 CYKCHHA.

Oocy:xnenue

[IpoBenénnaple HAMM WCCIENOBAHUS TOKA3alH, YTO
[ICX y OompmmHCTBa OONBHBIX codetaercs ¢ SIK.
B npyrux paborax wacrora SK mpu I[ICX xonmebnercs
oT 55% no 86,5% [16—18]. ®opMmupoBaHHe cOYETaHUS

Ta6onuma 3/Table 3

H3MeHeHNsI THTPOB ayTOAHTHTEI, BHISBJIEHHBIX Y 00/IbHBIX JeTeii ¢ penorunom IICX+B3K
Changes in the titers of autoantibodies detected in sick children with the PSC+IBD phenotype

Pesynbrars ANCA ASCA ANA Anti-LKM1 Anti-SLA AMA ASMA
Results (n=21) (n=29) (n=130) (n=29) (n=28) (n=22) (n=20)
ITonoxxurensHoO 7 (33.3%) 4 (13.8%) 0 0 0 0 4 (20.0%)
Positively
OTpunarensHO 14 (66.7%) 25 (86.2%) 30 (100%) 29 (100%) 28 (100%) 22 (100%) 16 (80.0%)
Negatively
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Ta6nuuna 4/Table 4
OcoGenHocTH HA0cKONMUecKoii kapTuHbl nopazkenusi JKKT y nereii ¢ SIK B coueranuu nam 6e3 ICX
Features of the endoscopic picture of gastrointestinal tract lesions in children with UC in combination with or without PSC

Kraccuduxarms SIK mo npoTspKEHHOCTH MOPaskeHHs TICX+SK (n = 48) SIK 6e3 I[ICX (n = 45)

Classification of UC according to the extent of the lesion PSC+UC (n=48) UC without PSC (n = 45)
IIpokrut 7 (16.3%) 1(2.3%)
Proctitis
JleBocTOpOHHMI KONUT 8 (18.6%) 9 (20.0%)
Left-sided colitis
[MarkomuT 33 (65.1%) 35(77.8 %)
Pancolitis

Ta6nuuma 5/Table 5
OcoGenHocTH 3H0cKoNHYecKoii kapTuHbl nopazkenusi JKKT y nereii ¢ BK B couerannn uian 6e3 IICX
Features of the endoscopic picture of gastrointestinal tract lesions in CD children with or without PSC

Knaccudukanus BK 1o npotssk€HHOCTH NOpaKeHns TICX+BK (n = 6) BK 6e3 IICX (n = 34)

Classification of CD according to the extent of the lesion PSC+CD (n = 6) CD without PSC (n = 34)
TepMUHANIbHBIN UICUT 1(16.7%) 2 (5.9%)
Terminal ileitis
Komut - 6 (17.6%)
Colitis
Nneoxonur 5 (83.3%) 26 (76.5%)
Ileocolitis
Bepxnue otnenst XKKT 1 (16.7%) (35.3%)

Upper parts of the gastrointestinal tract

Tabnuuma 6/ Table 6

Ocooennoctu n3menennii 'bC y nanuenTtos ¢ penornnom IICX+B3K no nanusim MPT opranos 6promHoii mosoctu
u MP-xosanrnonankpearorpagun
Features of changes in the hepatobiliary system in patients with the PSC+IBD phenotype according to MRI of abdominal organs
and magnetic resonance cholangiopancreatography

TapameTpst Abc. %
Parameters Abs °
KouTtyp neuenu: poBHBIH / smooth 48 88.9
Liver contour: OyrpucTsiii / bumpy 6 11.1
[MapeHxuMa IeYCHHU: onHoponHas / homogeneous 15 27.8
Liver parenchyma: HeopHOposHast / heterogeneous 39 72.2
JKenmueBbIBOASIIIHE TyTH:
Biliary tract:
1) KoHTyp »emuHoro my3sips poBHbIi / smooth 36 66.7
Contour of the gallbladder: o
HEpOBHBIN / uneven 17 31.5
OTCYTCTBYeT Busyanu3anus / there is no visualization 1 1.8
2) KoHTypbl BHYTpUIIEUEHOUHBIX posHbIe / smooth 37 68.5
MPOTOKOB:
Contours of the intrahepatic ducts: HepoBHbIe / uneven 17 315
3) KoHTypbl BHENEUEHOUHBIX TPOTOKOB: poBHble / smooth 34 63.0
Contours of extrahepatic ducts: HepoBHbIE / uneven 20 37.0
4) JluameTp BHYTPHIICYCHOUHBIX He pacimpensl / not expanded 41 75.9
HPOTOKOB:
30HBI HEPaBHOMEPHOT'O PACIINPEHHS U CyxeHus / zones of uneven 9 16.7

Diameter of intrahepatic ducts: . .
expansion and contraction

HepaBHOMEpHO pacupensl / unevenly expanded 3 5.6
BepereHooOpasuele paciupens / fusiform extensions 1 1.8
5) JlnameTp BHENEUEHOUHBIX IPOTOKOB He pacimpensl / not expanded 36 66.7
Diameter of extrahepatic ducts: paBHOMepHO pacuripenst / uniformly expanded 7 12.9
30HBI pacIIMpenus 1 cyxeHus / zones of expansion and contraction 4 7.4
HepaBHOMEPHO paciupens! / unevenly expanded 3 5.6
JIOCTOBEPHO He BU3yaln3upyrorces / not reliably visualized 3 5.6
HepaBHOMEPHO CyxeHbl / unevenly narrowed 1 1.8
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[ICX+B3K wyarre oTMeueHO y MaJbuUKOB, TaKOH (heHO-
THII BBIsIBIIEH y 65,5-69,5% myxuun [16, 19].

[Ipu ananm3e 0COOCHHOCTEH KIMHUKO-TA00paTOPHBIX
nposieiennii [ICX+B3K y nereit Hamu OBLTO ycTaHOBIIE-
HO, YTO Yy BCEX OONBHBIX OBLTH BBIPAKEHBI IUTONN3, XO-
necrtas, a B 77,8% ciaydaeB — aOJOMHUHAIBHBIN OOIEBOM
cunapom [20]. HacnencTBeHHas MpenpacroioKeHHOCTh
oOHapyxeHa Hamu JuIIb Y 13% OONbHBIX, POACTBEHHU-
ku Kotopeix ctpamamu B3K. V 9,3% mnanmentoB Obuia
OTATOIIEHHAST HACJICICTBEHHOCTh IO OHKOJIOTHUYECKOH, a
y 5,6% — mno ayrouMmyHHoOH narosnoruu. [Ipu stom co-
oOrmaercst 0 OONBIION J0Je COMYTCTBYIOMINX ayTONMMYH-
HbIX 3a00meBannii (15%) u B3K (17%) y poncTBeHHUKOB
6ompHBIX [21, 22]. Haubompimuii prck OHKOIIATOJIOTHH, B
YaCTHOCTH, KOJIOPEKTAIBHOTO Paka, ObLI BBIIIE Y OOIBHBIX
¢ I[ICX+B3K 1o cpaBHeHnto ¢ uzonupoBaHHbsiM B3K [22].

[Toxa3zaHo, 4YTO OAHUM U3 AUATHOCTUYECKUX MAPKEPOB
kunreqHoro BocranieHus rpu B3K sBnsiercs dexanpHbII
KanppoTekTuH [23]. IMeroTcst TakKe JIaHHbIE O BEICOKOM
COZIEP )KaHUM KeTYHOro KanbrpoTtektuHa npu [1CX, uro,
BO3MOXKHO, CBSI3aHO C TPAHCJIOKALUEH KUIIIEUHOW MHUKPO-
OMOTHI B JKETYCBLIBOMAIINE IIYTH W HAPYIICHUEM OTTOKA
JKETTUW U3-3a UX cTeHo3a [24]. OgHako HAMH yCTaHOBIE-
HO, 4TO KOHIIGHTpAIIUU (EKaITbHOTO KaJbIIPOTEKTHHA ObI-
JIM CYIIECTBEHHO yMeHbIIeHb! y nanueHToB ¢ [ICX+B3K,
gem ¢ msomupoBanHbeM B3K. Takum oOpazom, Bompoc o
BO3MO)KHOM HCITIOTB30BAaHHUHU ITOTO TTOKA3aTelIsl KaKk MapKe-
pa I[ICX ocTtaérest OTKPBITHIM.

W3BecTHO, YTO ayTOAHTUTENA B CBIBOPOTKE KPOBH
OONBHBIX MOTYT OBITH CBsi3aHbI Kak ¢ TedeHuem [ICX,
tak u ¢ B3K, npuuém game Bcero (23—-88%) BBIABISAIOT
nosnoxkutenbable ANCA [25]. TlonyueHHble HAMH J1aH-
HbIE TaK)KE€ CBUJIETENBCTBYIOT O TOM, 4YTO UMeHHO ANCA
nmoctarogHo 4acto (33,3%) BELIBIAIOTCS Yy IeTel ¢ de-
HotunoM IICX+B3K. OnHako Hy)XHO y4YHTBIBAThH, YTO
HEKOTOpBIC OOJHHBIC MOMYYAIH TEPANUI0 CUCTEMHBIMHU
TTIOKOKOPTHUKOCTEPOUIaMA W HMMYHONEIPECCAHTaAMH,
YTO MOIJIO OTPA3UTHCS HA Pe3ylbTaTax.

VeTaHOBIIEHO, YTO OOJIBIIMHCTBO ManueHToB ¢ I1CX
UMEIOT (PUOPO3 MICUCHH PA3TUYHON BBIPAKCHHOCTH, B TOM
YHUCIIe BBICOKYIO YACTOTY Pa3BUTHS LIUPpo3a meueHH [26].
AHanorn4Hble JaHHbIE ObUIM MTOJTyYSHbI HAMH. Y YNTHIBAS,
gro [ICX MOXeT BIHUITH Ha aKTUBHOCTh M PaCIpOCTpa-
HEHHOCTb MATOJIOTMYECKOTO MPOoLIecca B TOJICTON KUIIKE U
Ha niporHo3 B3K, cuuratot, uto B3K, accounnpoBanHoe ¢
IICX, nmeeT yHUKaNbHBIN (PEHOTHI KaK y B3POCIBIX, TaK
uy gereii [27, 28]. Panee ObLI0 1MOKa3aHO, YTO MAIIMEHTHI C
[ICX+B3K yacTo UMEIOT MEHBIITY0 aKTHBHOCTb, HO OOJb-
LIYIO TUTOLIA/b TOPAKEHUS! KUILEYHUKA MO CPAaBHEHUIO C
nzonupoBanHbiM B3K [29]. IIpu sTOM umncio rocnuranu-
3aIUii ¥ IOBTOPHBIX KYPCOB TITFOKOKOPTHKOCTEPOHUIOB TIPH
axTuBHOM SIK Gombiie y G0NMBHBIX ¢ M30MMpoBaHHEIM SIK
1o cpaBHeHu1o ¢ nauueHTamu ¢ [IICX+AK [30]. 91o corna-
CyeTcsl M C pe3yibTaTaMi MeTaaHalu3a: JaHHBIC § Hccie-
noBanuil knaccupuimpyiot aktuBHocTs B3K mpu [1CX
KaK YMEPEHHYI0, TIPH 3TOM B 4 MyOJIHMKAIUAX HU B OJHOM
cirydae He ObIIo OOHAPYKEHO THKEIOTo BOCIAJICHUS y Ta-
kux naruenTos [31]. HexaBHO nokaszaHo, 4TO MAIIMEHTHI €
SK u [ICX nMmenu 6onbIIyto CyOKITHHUIECKYIO YHIIOCKO-
MMUYECKYI0 W THCTOJIOTHIECKYIO aKTUBHOCTE B TIPABBIX OT-
nenax tonctoi kumkun [32]. Y gereit [ICX acconmupoBan
¢ 6omee nérkuMm mankonutoM npu SK, uro moaTBepkaa-

€TCsl HAlIUMHU JaHHBIMH — akTuBHOCTh B3K mo mixanam
PUCAI u PCDAI Hmxe y neteii ¢ [ICX+B3K. Coobmaer-
Cs1, ITO TIOPKCHHUE BCEH TOJICTOM KHIIIKHM YaIle BCTpeda-
€TCsI TIPH ATOM (PEHOTHUIIE IO CPABHEHUIO C W30JIUPOBAH-
aeM B3K: 35-95% (B cpennem 64,7%) mpotus 25-62%
(Bcpenuem 47,5%) coorBercTBeHHO [33-35]. [lomydennbie
HAMH JaHHBIC HE OTIIMYAIOTCS OT JAHHBIX MEKITYHAPOIHBIX
Y TIOKA3bIBAIOT, UTO OOJNBIIIas YaCTOTa PA3BUTHSI TAHKOJIHU-
Ta BhIsABIsAeTcs y O6onbHBIX B3K (77,8%) B cpaBHeHUH c
[ICX+B3K (65,1%). YacToTa 1eBOCTOPOHHET0 KOJINTA IPU
[ICX+B3K xomebnercst B mUpOKUX mpeaenax — ot 2,5%
10 90,7% (B cpenaem 18,8%), omHAKo 3TO pexe, 4eM IpH
B3K 6e3 comyrctBytomero [ICX (20-86,7%; B cpennem
39,6%) [37, 38]. DT maHHBIC COTIACYIOTCS C HAIIUMHU —
4acToTa Pa3BUTHS JIEBOCTOPOHHETO KOMUTa HalIonazach
yarie y 60ombHbIX ¢ m3onupoBaHHbiM B3K (20%), uem npu
[ICX+B3K (18,6%).

B cooTBeTCTBUM ¢ TOCIEAHUMU TaHHBIMU BbISIBIICH-
Has gactota npoktuta y 6onpHbIX ipu [ICX+B3K ko-
nebiercs B nuamasone 5,6—66,4% (B cpexaem 30,9%)
[38, 40], B To Bpemst kak ipu B3K 6e3 [ICX — 1,6-25%
(B cpenuem 9,9%) [34]. HampoTuB, HamMHu ycTaHOBJIE-
HO, YTO W30JMPOBAHHBIN MPOKTUT Yalle HaOIIogaIcs y
60abpHBIX ¢ [ICX+B3K (16,3%), yem npu nzonupoBaH-
HoM B3K (2,3%). [TokazaTenu peTporpajaHoro uienura,
paccuntannsie s [ICX+AK, HaxoaaTcs B Auamna3oHe
5,0-42,9% (B cpeanem 16,7%). Omnako npu K 6e3
IICX nopakeHue MOJAB3IOIIHONW KHUILIKHA BCTpEYaeTCA
He Tak 9acTo (2,5-24%; B cpeqnem 12,3%) [37]. B Ha-
et paboTe HU Yy OJHOTO U3 HAOMIONABIINXCS OOMBHBIX
HE BBISIBIICH peTporpaanbiil uneut npu SAK.

Coo0raeTcs Takxke, 4To OOJbIIas pacpoCTpaHEH-
HOCTh TMOPaXCHUS OTMEYACTCs B MPABBIX OTAEIAX U
MUHUMAaJbHAs — B JHUCTAJBHON YacTH TOJCTOU KHIII-
ku. lpnuém sTa pasnuma O6puta 3naunmoit (p = 0,019
u p = 0,034, COOTBETCTBEHHO) TPU COMOCTABICHUU C
OonpHBIME, UMeEIOIUMH U3onmupoBanHHbd B3K, a rucro-
JOTUYECKH BOCHAJICHHUE OBIJIO CaMBbIM HHTCHCHBHBIM B
MPOKCUMAJILHOM OTAENE TOJICTONW KUIIKH U MUHUMAJb-
HbIM — B mnpsamoi kumke npu [ICX+B3K [35, 41].
IIpu sTom mpeanonaraercs, 4ro Tsokecth [ICX Bauser
Ha kmuHndeckoe TeueHue SK. IIpu I[1CX, Tpebyromem
TPAHCIUTAHTAIIMH [IE€YCHHU, CHIDKACTCS YaCTOTa HCIOJb-
30BaHMS TIFOKOKOPTUKOCTEPOUIIOB W a3aTHONpPHHA B
cBs3u ¢ ymeHbuieHueMm aktuBHocTH B3K [42]. Kpome
TOTO0, OBLIO YCTAHOBIICHO, YTO TPAHCIUIAHTALIHS TICUCHU
cBs3aHa ¢ 0oyiee HU3KUM PUCKOM KoJdKToMuH [43].

V nammentoB ¢ [ICX+bK nokanuzanus mnopaxeHus
ObLITa onpeziesieHa B 5 uccnenobanusx [47, 48]. Yae Bce-
TO COOOIIAeTCsI O BOBIICUCHHUH B MPOIECC TOJICTON KHUIIIKA
(o1 36,8% [39] mo 82,1% [44]) u coueTaHHOM TIOPAKCHUHU
KaK TIOJB3/IONTHOM, TaK M TOJICTOW KUIIKH (0T 21,8% [37]
10 57,9% [39]). B Hamem ucciieioBaHUU HE OBLIO BbI-
SIBIICHO W30JIMPOBAHHOTO IMOPAKECHHS TOJCTOU KHIIKH Y
nereit ¢ [ICX+BK, B To Bpemst kak yacTtoTa pa3BUTHUS KO-
nuta y 6onbHbIX U3ommpoBaHHbiM B3K cocrabmia 17,6%.
W3onupoBanHOE MOpa)KeHUE MOAB3IOLIHON KHIIKH MpU
[ICX+BK BcTpeuaercs penko — 2-5% ciyqae [44,
45]. YacroTa wienTa aHaJIOTUYHA WM HI)KE TAKOBOH 10
cpaBHeHuto ¢ uzonupoBanHoit BK [35, 45]. Hamu Taxke
ITOKa3aHa HEOONBIAs YacTOTa Pa3BUTHS TEPMHUHAITEHOTO
wienta y namueHToB ¢ [ICX+BbK (16,7%). Bmecte ¢ Tem
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HaMM HE BBISIBIICHO M30JIMPOBAHHOIO MOPAKEHUS MPSIMOI
KHIITKA y 0OCIICIOBAHHBIX OOJILHBIX, @ BOT YacTOTa MOpa-
skernst Bepxaux otenoB JKKT Oputa Oonblneil y marueH-
TOB OCHOBHO rpymisl (35,3%). Panee mokazaHo, 9To ak-
THUBHOCTH TedeHHs 3a00neBanns y 0onbHbIX ipu [ICX+BK
MEHbIIIe, YeM Ipu u3onuposaHHoi bK, kak n wactora 06-
Pa3oBaHMA CTPHUKTYP U MEHETPUPOBaHUs KUIIKU |38, 46].
IIpu sToM THIHUHBIMH OcobeHHOCTsIMH [ICX sBISIOTCS
MYJIBTH(QOKaAITBHBIE CTPUKTYPBI M JIMJIaTallii BHY TPY- H/UITH
BHETEUEHOYHBIX JKETUHBIX TPOTOKOB [46]. C ucnonb3oBa-
muem Y3U, MPT u MP-xonanrunonankpearorpaduu ObI10
yYCTaHOBJEHO, 4To B 20—30% ciyuaeB BO3ZMOXKHO H30JIHPO-
BAaHHOEC MMOPAKEHIE TOJIHKO BHYTPUIICUCHOUHBIX KEITIHBIX
MIPOTOKOB U MeHee YyeM B 10% — TONBKO BHETIEUEHOYHBIX
poToKoB [47, 48]. bonee uem y 50% 6ompabIX ¢ [ICX Mo
Mepe MPOorpeccupoBaHys 3a00JICBaHUS PA3BUBAIOTCS 04a-
TOBbIE CTPUKTYpHI [49]. Takue mainueHThl MOT'YyT UMETh Kak
OeccMMNTOMHOE TedeHHe OOJe3HM, TaK M KIMHHYECKHE
MIPOSIBIICHHS B BUJIE a0JOMUHAJIBHOTO OOJIEBOTO CHHIPOMA
Y MI3MEHEHHH J1Ta0opaTopHBIX TaHHBIX [47, 50].

VY 6ompabIx ¢ [ICX+B3K Hamu Takxke ObuIH onpezneste-
HBI Pa3IMYHBIC BAPUAHTHI TTOPAKECHUS JKEITICBBHIBOISIIIX
IyTell — OT PaBHOMEPHOTO WX CY)KCHHS WU PACIIApe-
HUSI 10 YepelOBaHUSI YYACTKOB CTEHO30B U JWJIaTalldi.
B cBs3u ¢ 3TMM 04eBWIHO, YTO BepU(UKALUs JAUarHo3a
[ICX+B3K y gereit nomkHa OBITH OCHOBaHA Ha KOMITIICKC-
HOM o0ciefoBaHUN OOJBHBIX M aHaJM3e JabOpaTOPHBIX
U WHCTPYMEHTAIBHBIX JTaHHBIX, YTO ITO3BOJHT CBOEBpPE-
MEHHO BBISIBUTH OCHOBHOE 3200JICBaHNE, COITyTCTBYIOIINE
(hOopMBI TTATOJIOTUH 1 HAYaTh CHEU(PUIECKYIO TEPAIHIO.

3akJ/oueHne

YcTaHOBICHHBIE HAMH 3aKOHOMEPHOCTH CBUICTEIh-
CTBYIOT 0 ToM, uTo [ICX B momaBmsromeM OOJIBIINHCTBE
ciydaes coderaercs ¢ SK, wame BcTpedaercs y Mallb-
YUKOB U B JIe00Te 3a00JIeBaHUSI KIMHUYECKHU MPOSIBIIS-
eTCsl aMapecii, abJOMUHAIBHBIM OOJIEBBIM CHHIPOMOM,
TEMOKOJINTOM, IIMTOJIM30M M XOJIECTa30M. BOJIbHEIC C
[ICX+B3K Hepenko MMEIOT OTATOIIEHHBIA CeMEUHbBIN
aHaMHE3, MEHBIIYIO0 aKTHBHOCTH BOCHAIMTEIHHOTO MPO-
1iecca B KHIIEYHNKE U (PHOPOTHUECKNE N3MEHEHNUS TIede-
HH, 9aCTO MpOoTrpeccupyronme a0 mupposa. [lo mokamm-
3auuu npouecca npu K yarne BbIsABIsE€TCS TAHKOIUT, a
npu bBK — uneokonut. B cBs3uM ¢ 3TUMH 0COOCHHOCTS-
MU BpadaM ClieJlyeT YYUThIBaTh BO3MOXKHOE MOpaKEHUE
MeYeHH U KemueBbBoAmuMX myted npu B3K, uro tax
Ba)KHO JIJIST TOUHOU JuarHoCTHKH y 60ibHBIX [ICX+B3K,
KOTOpast TMI03BOJISIET MAKCUMAIBHO PAaHO HAauyaTh COOTBET-
CTBYIOIIEE JICUCHNE U MUHUMH3UPOBATH PUCK Pa3BUTH
YKUZHEYTPOXKAIOIIIX COCTOSHUN.
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