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Systemic manifestations of chronic inflammatory bowel diseases in children
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Llenb 0630pa. NpencraBuTb KIMHUYECKYIO KapTu-
HY, MeToAbl OUArHOCTMKU N MOAXOA4bl K JIEYEHUIO CUC-
TEMHbIX MPOSABNEHUI BOCMNannTesibHbIX 3aboseBaHui
kuwweyHuka (B3K) y neten.

OcHOBHbIe NoJsIOXeHuUs. BHekuLweyHble nposiene-
Hus BcTpevatoTcs y 25-60% 6onbHbix B3K — Gonee
yem y 40% 6onbHbIXx 60s1€3HbI0 KpoHa (BK) n cyuiecT-
BEHHO HUXe Y 60MbHbIX 53BeHHbIM kouToM (AK). Mpu
CPaBHEHUM YACTOTbl BHEKULLEYHbIX NposBaeHun AK n
BK 'y peten n B3pocCbix 0Kkasanoch, YTO Y AETEN pexe
BCTpeyatTcs nopaxeHus cyctaBoB (13% npu BK n 7%
npu 9K npotmne 28 n 26% y B3pocnkix), rnas (meHee 1%
npu BK n AK npotne 4% npu 9Ky B3pocinbix), Koxu (7%
npu BK 1 1% npu 9K npotmB 14 n 19% y B3pocCibiX).
MpencTaBneHo KMHUYeckoe HabnoaeHne pebeHka 10
NeT C Hecneun@dUYeckUM S3BEHHbIM KOJIUTOM, Y KOTO-
poro 3a6osieBaHE MaHUPECTUPOBASIO CYCTaBHbIM CUH-
APOMOM, 4TO 3HAYUTENILHO OCOXHUIO0 ANATHOCTUKY.

3aknioyeHue. lNpaBuibHas TPAKTOBKA BHEKMLLEY-
HbIX CMMMTOMOB CNOCOOGCTBYET CBOEBPEMEHHOMY YyCTa-
HoBneHuio guarHo3da B3K v HasHaveHuio agekBaTHOM
Tepanuu Npy BO3MOXHOM aTUNUYHOM BapuaHTe 6ones-
HW, YTO NMO3BONSET AOOUTLCHA CTOMNKOM pemMuccun, nsbe-
XaTb OCJIOKHEHU M NPEenaTCTBYeT GOPMUPOBAHUIO
PE3NCTEHTHOCTU K JIEYEHUIO.

KnioueBble cnoBa: BocnanutesbHble 3a6osieBaHNs
KMLWEYHMKa, Hecneunduniecknin A3BEHHbIN KOSUT, BHE-
KVLLEYHbIE MPOSIBNEHUS.

(IK) — [Ba OCHOBHBIX GOCHAAUMEbHBLY

sabonesanusn wuweunurxa (B3K), upexncras-
Jistionie co00ii ayTONMMYHHbBIE HAPYITEHUS HEM3BECT-
vott atmosormn. Onpuako mpu B3K mopaxkatorca m
MHOTHe JIpyTue cucteMbl u opranbl [13]. Cucremubie
BHEKUIIEYHbBIE MTPOSIBJIEHUsT BCTpedaorest y 25—60%
6osbabix B3K [1, 3, 24]. DTu npossienus xapak-
tepubl Kak a1 AK, tak u gas BK (Gonee yem y

I ;01163% Kpona (BK) wu saszeennviil xoaum

The aim of review. To present clinical pattern,
methods of diagnostics and approaches to treatment
of systemic manifestations of inflammatory bowel dis-
eases (IBD) in children.

Original positions. Extraintestinal manifestations
are present in 25-60% of patients of IBD — over 40%
of patients with Crohn’s disease (CD) and is much rare
in patients with ulcerative colitis (UC). At comparison of
frequency of extraintestinal manifestations of UC and
CD at children and adults appeared, that children have
less often lesions of joints (13% at CD and 7% at UC vs.
28 and 26% in adults), eyes (less than 1% at CD and UC
vs. 4% at UC in adults), skin (7% at CD and 1% at UC vs.
14 and 19% at adults). Clinical case of 10 years-old child
with ulcerative colitis in whom disease was manifested
by joint lesions that considerably complicated diagnos-
tics is presented.

Conclusion. Correct treatment of extraintestinal
signs promotes well-timed establishment of the IBD
diagnosis and prescription of adequate treatment at
possible atypical variant of disease that allows to achieve
sustained remission, to avoid complications and pre-
vents development of treatment resistance.

Key words: inflammatory bowel diseases, ulcerative
colitis, extraintestinal manifestations.

40% Gosbhbix BK u cyiectBeHHO HIKE Y GOJBHbBIX
AK) [1, 3]. ¥V 8,4% pereil BHEKHIIEYHBIE IIPOSIB-
JIEHUST SIBJISIIOTCSI TEPBBIMU CHUMIITOMaMu 3a60JieBa-
nng [6].

Cpennm BHEKWIIEYHLIX TPOSIBICHUN Ppas3imdaioT
KaK CBs3aHHble, TaK U He CBA3aHHbIE ¢ aKTUBHOCTHIO
mporecca B Kuimeynnke. K mepBbIM OTHOCAT Topa-
JKEHUsT KOKM ¥ CJIU3UCTBIX 0o6osouek (ysnoBatas
apuTeMa, TAHTPeHO3Has nuojepMmust, apTo3HbI CTO-

65



66

HarmonasibHas mKosa TACTPOIHTCPOJIOTOB, I'CITATOJIOTOB

PHTFE o 2 2009

MaTuT), TJa3 (SMUCKIEPUT, YBEUT, HMPUIOIUKIINUT),
cycrasos (nepudepunueckuii aprpur). K He cBssan-
HBIM C aKTMBHOCTBIO OOJIE3HU MPOSBIEHUSIM OTHOCST
cJefyIoNe: CaKPOWJIENT, AHKMJIO3UPYIOMNUN CIOH-
JINTIOAPTPUT, TMEPBUYHBI CKJIEPO3UPYIONIMI XOJIaH-
rut [2].

[Ipu cpaBHEHWN YaCTOTHI BHEKUIIIEYHBIX TTPOSIBIIE-
nuil SIK u BK y aereil u B3poc/bIX 0Ka3aloch, 4TO y
Jeteii peske Berpedarorcst nopaskenust cycrasos (13%
mpu BK u 7% upu AK mporus 28 u 26% y B3poc-
abix), raas (menee 1% npu BK u AK nporus 4% npu
K y B3pocabix), koxku (7% npu BK u 1% npu IK
nporus 14 u 19% y B3pocanix) [9]. Haubosee gacToi-
MU BHeKHIeYHbIMU TposBiaeHusiMu B3K cunratorcs
MOpaykeHusl KOXKU u cycraBos [4, 18, 26].

K mopaskeHnsaM KOKHM OTHOCSITCSI y3JioBaTas apu-
TeMa, TAaHTPEHO3Has MHojepMusi, apTO3HBIA CTOMa-
THUT.

Y3noBatas spureMa — Hambosee 4acToe KOKHOE
nposiByienne nipn xponndecknx B3K. Ito ropsumit
Ha OIyNlb TOPAXCHHBI YYaCTOK KOXKH KPAaCHOTO
1[BeTa, JIOKAJN3YIOINICs Ha TepeHell TOBEepXHOCTH
rosiereii. IlosiBnenue y370BaToil apuTEeMbl COOTBET-
CTByeT B OOJIBIIMHCTBE CJAy4YaeB AKTUBHOCTH XPO-
nnvyeckoro B3K. Ha ¢one neuenuss ona mcuesaer,
ocTaBisgsl Tocsie ceGsi IKXUMO3bI, a 3aT€M YYaCTKH
runonurmentamn [1, 15].

lFanrpenosnast mojepMus yalle BCTPEYAETCs MPH
AK u peske npu BK. Tlopaskenue HaunHaeTcs ¢ o6pa-
30BaHUSI THOWHOW IyCTYJIbI, KOTOpas TOCTETIeHHO
MepexXonT B sI3By pazMepamu 70 4 cM. Jlokanmsanus
MPEUMYIIECTBEHHO Ha Pa3TuOATeTbHON MOBEPXHOCTH
HIDKHUX KoHeuHocTeil. [laTorene3 ocraetcst Hemoc-
TATOYHO SICHBIM. B JledeHWM Hamydime pesysbTa-
TBI JIOCTUTHYTBI TIPM MCHOJb30BAHUN KOMOWHAIINN
MECTHOTO BO3/IEHICTBUS HAa paHy € Tepamueil cucrteM-
HBIMU KOPTHUKOCTEPOUJAMM HWJIHM IUKJIOCIOPUHOM A.
B HexoTOpbIX ciyyagxX Iocje Pe3eKIUH BOCIAJIU-
TEJbHO-U3MEHEHHBIX YYACTKOB KHITEUHIKA HAGJII0/1a-
eTcsl 3aKMBJIeHNe ouaroB mopaskenuii [1, 11].

[Topaskenust MoOJOCTH PTa W KOXMU JinIa HAOIIO-
patorcst ipu BK B 6—30%. Onu mposIBIAIOTCS OTe-
KOM U g3BaMu Try0, sg3BamMu 1 adTaMu Ha CIM3UCTOM
oboJiouke geceH u mek. K umcny dakropos, cmo-
COOCTBYIONINX BO3HUKHOBEHHMIO adT Ha CIM3UCTOM
0060JI0UKEe TOJIOCTU PTa, MOXKHO OTHECTH AeduIiuT
JKese3a, (oameBoil KHUCJAOTbI M BUTaMuHA By, nim
HE[OCTATOYHYIO BBIPAOOTKY HMMMYyHOrJI06yanHa A.
Tepanust CHCTEMHBIME KOPTHKOCTEPOUIAMHU HJIN X
MeCTHOE TIpUMEHeHHe CIOCOOCTBYIOT —3a’KUBJIEHUIO
nopaskenuit y 50% Gombubix [1, 23].

[Topaskenust cycTaBoB BKJIIOUAIOT B ceOst apTPUTHI,
CAKPOWJIEUT W aHKUJIO3UPYIONIIIT CIIOH/IUJINT.

I[Ipn AK n BK ¢ mopasxkeHuneM TOJCTON KHIITKH
gacrorta aprputoB gocruraer 40—60% [16, 18]. Uarre
Bcero crpagaior kosennbie (80—70%), TasobGeapen-
ubte (80%) u romenocromubie (40—50%) cycrasbi,
nanee caeaytor gokresbie (10—30%), mexdanan-
ropeie  (25%) u mwmocHesble (10%). BosMmoxmo

O/IHOBPEMEHHOE IOPA’KEHNE HECKOJbKUX CYCTaBOB.
ApTpUTBI HOCAT aCHUMMETPHUYHBIH Xapakrep, BocIa-
JINTEIBHBIA TPOIIECC MOXKET IMEPEXOANUTh C OJHOTO
cycraBa Ha Jpyroil. 3a6osieBanue OObIYHO HAUYMHA-
€TCsI OCTPO: B CyCTaBaX IOCTENIEHHO HAKaIlJIMBAETCs
BBITIOT, KOKa HAJ[l HUIMU CTAHOBUTCS THIIEPEMUPOBAH-
HOIT U Topsyeil Ha omymnh. OpHAKO y OGOJBIIUHCTBA
OOJTBHBIX APTPUTBHI HE TPUBOAAT K JedopMaiuu uin
JIECTPYKIINU CyCTaBOB. Bce gBiaeHns GbIcTpo cTUXAIOT
Ha (oHe Tepanuu OCHOBHOTO 3a00JIEBAHUSI KOPTUKO-
CTEpOM/HBIMU TIpenapaTaMu WK Cyabgacasa3uHOM.
[TpoBenenne komdkromMun y Gomabubix AK crmoco6-
CTBYET IIPEKPAIIECHUIO PELUIUBUPOBAHUSA apTPUTOB

Cakpowment ob6uapyskuBaercss y 50% GOJbHBIX
B3K. B 90% ciay4aeB oH mporekaer 0eCCHMIITOMHO,
JINArHOCTUPYETCS TIPH  TIOMOIIM  PEHTIeHOJOTrnYe-
CKOTO WJIN MarHUTHO-PE30HAHCHOTO WCCJETOBAHUSI.
CyIecTByIOmuii Ha TPOTSKEHUNU HECKOJTBKUX JIeT
CAKPOWJIENT MOKET TMPeAIecTBOBaTh MaHudecTaun
BK wmm AK. O6bryno o He TpeOyeT MeInKaMeHTO3-
Horo JiedeHus. llpm HEOOXOAMMOCTH TPUMEHSIOTCS
HECTEPOUJHbIE TPOTHBOPEBMATHYECKHE IPEIaparhl
[14].

CakpomyientT MOXKeT ObITh PAHHUM IPOSIBJIEHUEM
AHKMJIO3UPYIOlIero cronaunanTa. CUMITOMbI OCIe/-
HETO HEPEJIKO MPEIIeCTBYIOT KJINHIUYECKON MaHube-
craiuu bK nim AK. Y myskunn BcTpevaercs yarie,
4eM y sKeHIUH. OTINYUTeThHBIMI 0COOEHHOCTSIMU
KJIMHIYECKON KapTHHBI CIy:KaT 60N B MOSCHUIHOI
006J1aCcTH, YTPEHHSIS CKOBAHHOCTD, YJIyUIIIeHHEe COCTOSI-
Husg npu ABwKenun [14, 235]. AHKuUIo3upylommit
CIIOHJMJIUT pasBuBaercss modytu y 60% GOJbHbBIX
xponnuecknmMu B3K, y kotopeix BbisiBasiercss HLA
B27. Teuenne 3a6GoseBanusi OOBIYHO IPOTPECCH-
pyeT ¥ IIPUBOAUT K OTPAHUYEHHIO [BUTATEIbHOI
aKTUBHOCTU. JledeHue 3akiiodyaeTcss B Has3HAUECHUU
HECTEPOUHDBIX IIPOTHBOPEBMATHYECKUX IIPeNapaTos,
KOPTHUKOCTEPOH/IOB.

YacroTa pas3iuyHbIX BOCHATUTETHHBIX 3a00J1e-
Banuii rmas y 6osapHbIx BK m AK cocraBnser ot 4
mo 10%. Tlpu BK omu BcTpeuatorcst gaiie, 4eM Ipu
AK, a mpu mreokonmTe U KOJUTE — dYale, 4eM Tpu
M30JUPOBAHHOM TIOPaKEHWM TOHKON Kumku [1].
OcHoBubIME 3a00eBanusMu r1a3 npu B3K saBmis-
I0TCSI CKJIEPUT, JMUCKJEPUT, WPHUJOUUKIUT U YBEUT
[22].

CKJIepUT U 3THCKJIEPUT XapaKTepusyloTcs: nsMe-
HEHUSAMU B BHUJle TMIIEPEMUN CKJep U KOHDBIOHKTHBDI,
a TaKKe WHDEKIMH CKJIep, KOTOpble COIPOBOXK-
JIAIOTCST  YMEPEHHDBIM JKXKEHUEM W Pa3/pakeHueM.
InuckiIeput HabJI0aeTcst TpUMepHo y 3—4% manu-
€HTOB, 4YacTO TIPOTE€KaeT OECCUMIITOMHO W UMEEeT
XOpotuil porHo3 [24].

K KIMHUYEeCKMM CUMIITOMaM UPHUAOIIMKJINTA OTHO-
carcsa 6o B TJa3ax, MOMBJIEHUE TeJeHbI Hepe
rjazaMy M TOJIOBHBIE OO0JIM. IJTH CHUMIITOMBI Yale
MIpeIecTBYIOT KUIlleYHbIM TposBiaeHussM B3K u ne
3aBUCAT OT ero akTuBHOCTH. llpum wmcciaenoBanuu,
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IIPOBEJICHHOM C TIOMOIIBIO IIeJIeBOi J1aMIibl, OOHa-
PY’KHMBAIOTCS HepUANMONYEcKas spuTeMa, WHDBEKIUS
KOHBIOHKTHBBI, & TaK)Ke YBEJIMUCHHE YUCJA KJIETOK
BocraJieHus: B TiepejiHeil kamepe. CieficTBueM Hpu-
JOIUKJINTA SIBJSETCS 00pasoBaHWe CIaek MeXKay
PAIyKHOI 06OJIOUKOW W TIepefiHell MOBEPXHOCTHIO
XpyCTaliKa ¢ HapylieHneM (hopMbl 3pavyka W pac-
cTpoiictBamu ero ¢yHknuu. Jledenue cBoauTCH K
MECTHOMY MPUMEHEHWIO KOPTUKOCTEPOuaoB [1, 24].

YBeur npossisierca 60sbi0, doTtodobueit, omnry-
MIeHNUeM TeJieHbl Tepel raazamMu 1 TpedyeT HeMe[l-
JICHHOTO BMENIATeIbCTBA JJIS TIPeAOTBpalieHus pyo-
1eBaHusl ¥ yxXy/unienus 3penuss [S5]. B euenun
6bICTPBIT 3D PEKT 0OBIYHO JaeT KOPTHKOCTEPOUIHAS
Teparnus.

[Topaskenns meuyeHNW W >KEJTYEBBIBOJAIINX IyTei
yacto Bcrpevatorcs npu AK W BK. B mnepsymno
ouepeslb ATO JKUPOBas WHQPUIbTPAIUS TIEUYCHU W
MEPUXOJIAHTHT, 3aTeM CJEAYIOT TEePBUYHBIN CKJIEPO-
3UPYIONUI  XOJIAHTHUT, KeTYHOKaMeHHas OO0JIe3Hb,
IPaHyJIeMaTO3HbBIN TENATHT U IUPPO3 MEYCHHU.

I epsuunvii ckaeposupyrouuti xoaanzum (IICX)
HabJjojaercss npuMepHo y 2—7,5% GoabHbix B3K.
C apyroii croponbi, or 70 mo 90% Goabrbix [TCX
crpagaior B3K (B 50—70% cayuaes IICX coueraercst
¢ dK, B 10—12% — ¢ BK, B 10—25% Bcrpeuaercs
usoaupoBaHHblii Bapuant) [6]. HecMorps Ha 1o, uTO
[ICX cunraercsi pefiKUM TNPOSIBJIEHUEM B TIe[MaTPU-
YeCKOU MPaKTHKe, ero 4acToTa y JIeTeid, CTPaJalolnx
B3K, gocruraer 13% [7, 17]. Bosesup xapakrepusy-
eTcs BO3HUKHOBEHWEM YUYaCTKOB CY:KEHWSI BHYTPHU- U
BHETIEYEHOUHBIX JKETYHBIX MPOTOKOB C WX OTYETJIU-
BBIM MPECTCHOTUYECKUM PACIHTUPEHUEM. ITHOJOTUS
[ICX ©He wusBecTHa. YcTaHOBJEHA B3aMMOCBSI3b C
anturenamun HLA-B8 (60—80%), DR3 (25—70%),
DRW52 (100%); y HLA DR3-103UTUBHBIX GOJIbHBIX
necnerudpmuecknm AK Bepostrocts [ICX yBenmun-
Baercst B 10 pas.

Kmununyeckass kaptuna I[ICX ouenb BapuaGesib-
Ha. Buauase 3abosieBanue mpoTeKkaer GECCUMIITOMHO
U XapaKTepU3yercsi JIUIIb TIOBBIIIEHUEM YPOBHS
mesnouHoi  QocdaTaspl U y-zaymamuimpancnen-
mudasv. (y-TTII). HambGomee dacTble CHMIITOMBI:
YTOMJISIEMOCTD, 3y, KeJTyXa, MOTeps MacChl TeJa,
auxopajaka m 6Gomu B kuBore [12, 21]. B kposu
oOHapy KUBalOTCS yBeamdeHne akTuBHOCTH AJNAT u
AcAT (90% cuaydaeB), He3HauUTEIbHAS TUIEPOILII-
py6unemusi, moOBbIIeHNE cojep:xanusg 1gM, ypos-
HS [UPKYJUPYIONNX UMMYHHBIX KoMmIiekcoB (70%
CJydaeB), a TakKe pasjiMnyHble AHTHTEJSa — aHTU-
HYKJIeapHble, aHTUMUTOXOH/[PUAJIbHbIC, AHTUTENA K
raagakoii Myckymarype. C momompio Y3U y 6oub-
Hbix [ICX BbIgB/ISIETCS yTOJIIEHNE CTEHOK KETUHBIX
npoTokoB. KommbiorepHasi ToMorpadus MO3BOJSET
OTpe/ieIUTh MIUHUMATHHO PACHIMPEHHbIE YYaCTKUA HA
MPOTSIKEHUN JKETYHBIX MPOTOKOB. MeTo/loM BBIGOPA
npu amaraoctuke [ICX saBagercss aHmAOCKOTIYECKAs
perporpajinasg XoJaHTHonaHkpearorpadus.

Tepanus I[ICX mnpeaycmarpuBaer InpuMeHeHUe

ypcoae3okenxoaesoit kucaorsr (15—20 Mr/xr/cyr),
KOTOpasi croco6Ha 3aMeJIUTh IIPOrPECCHPOBAHNUE
60JIe3HN M PA3BUTHE XOJAHTHOTEHHOW KapIMHOMBI
[6, 9, 10]. Xupypruueckoe BMENIATEHCTBO TPELY-
cMaTpuBaeT Oy’>KHPOBAHUE TENAaTOXOJe/0Xa C HaJo-
skeaneM T-o06pasHoOro ApeHaka TIpU YCJIOBUU 3HA-
YUTEJTbHON CTPUKTYPBI JKeTUHBIX TPOTOKOB. Kpome
TOTO, TIPUMEHSIOT OWJIAaTepPaTbHYIO TeNaTHKOEIOHO-
cromnio. Oxnako Hanbosee 3¢ PeKTHBHA TPAHCILIAH-
Tl MeYEeHN: TONYHAS BBIKMBAEMOCTD y GOJBHBIX
IICX nocie nepecajku medern cocrasisier 71—89%,
JIBYXJeTHssE — 83%, nstuiaerHsas — 66—72%.

JKuposast unduabrparus nevenu npu B3K Berpe-
vaercst B 20—40% [8, 20]. IIporekaer 6ecCUMITOMHO.
Hab6moaercst TOAbKO y TAIMEHTOB C TOTAJbHBIMU
opmamu K, nmeromux XpoHnYecKoe HelpepbIBHOE
TeYeHue MpoIecca B TOJCTON KHUIITKE.

B psne cayyaeB npu Guoricuu medeHn y GOJbHDBIX
B3K sBoisgBasiercss mepuxomaHrut. llpm  TsKesoi
¢opme BK on perucrpupyercsi ¢ uyacroroit ot 20
mo 80% [8, 20]. Kiaunuvecku mposiBisieTcss UHTEP-
MUTTUPYIOIMIUMHI 3MN30JaMU X0JIECTa3a, BHE3AITHBIM
MOSIBJICHUEM JKEJITYXU U 3Y/A.

IpanyjeMaTosnblii remarut Habmogaercs y 1%
6oapubix xpoumueckumu B3K. Ilpm 3stoM Tpa-
HyJleMbl OGHapy’>KUBAIOTCSI B II€YEHOYHBIX [[OJIb-
kax. KiuHuyeckie npusHaKky: JUXOPAJIKA, JKEJATyXa,
MOBBINIEHNE YPOBHS IIeJoYHON docdarasbl U OGUIn-
pybuna. Y 1—5% GOJbHBIX XPOHHYECKUME BOCIIA-
JINTEIBHBIME ~ 3200JIEBAHUSIMU  TI€YEHU  OTMEUYaAEeTCs
pa3BUTHE MUKPO- M MaKPOHOAYJSIPHOTO IHPPO3a
nedeHn. B GoJbIIMHCTBE ciIydaeB 3TO 3a6o0JieBaHTE
SIBJISETCS TO3/HUM OCJOXKHEHUEM TEePUXOJIAaHTUTA 1
I[ICX [1, 8§, 20].

KAMHNYeCKH IpuMep

Manpunk /lanuna 10 jer mocTynua B KJIMHUKY C
skaso6aMy Ha ydalleHne u u3MeHeHue crynaa (Kaum-
11e0OPa3Hblif, ¢ TPUMECHIO CJAU3U U TPOKUIKAMU
KPOBM), B3/yTHE JKHBOTA, OTPBIKKY, 9HAHTEMY Ha
HeGe, oTek mpaBoil kucrtu. M3 anamHesa 3a6osie-
Banus: B KoHie ¢espanst 2007 T. BoO3HUKJIU 6OJH
B TPaBOM Ta300e[pEHHOM CyCTaBe W JUXOPAJIKA,
KOTOPBIE MPOJIO/IKATICH 2 IHS W ObLIN KyITHPOBAHDI
n6ykauHoM. B Havane mapra 60 B Ta306epeHHOM
cycraBe BO30OHOBUJIHCH. B 3TOT 3Ke mepmnoj; Habmo-
Jaanch GoJIM B JKUBOTE W ydallleHne cryja. B KoHie
MapTa TOBTOPWJICS SIU307 JUXOPajKu u Gojell B
TazobepeHHOM cycTaBe. B o0leM aHasm3e KpPOBHU:
nefikorurer 10,5x109/1, COJ 13 MM/4, Ha peHT-
reHorpamMMe Tazo0eJPEHHbIX CYCTaBOB IATOJOTUU HE
BbIsIBIIeHO. B Hauvase ampesis Ha ¢oHe aprpasruii
YYACTUJICS CTYJI JI0 3—5 pa3 B CYTKH, CTJ Pa3Ki-
JKEHHBIM, B WCIPAKHEHUSIX TOSBUIACH KPOBbD.

C 06 mo 16.04 mampuuk Haxomuiacs B Craspo-
MOJIbCKON MH(EKIMOHHON OOJbHUIE € JUATHO30M:
Kuieynast nHQeKIns HeN3BeCTHON ITHOIOTUH, JHTe-
POTEMOKOJIUT, CPeIHETsReNast (PopMa; OCIOKHEHTE —
aprpairuu. Ilpu o6caepoBannu  0o6IMe aHAIU3bI
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KPOBH 1 MOuHU Ge3 MaTOJOTUU, PE3YJIbTaThl NCCIeI0BA-
HUSI HA aHTUTEIA K aHTUTeHaM IIUTEeJIJI, CaJbMOHELI,
HEPCUHUII — OTpHUIaTe/bHble, Ha AHTHCTPENTOJIN-
3un-O, peemamoudnvil gaxmop (PD) — orpuia-
TesibHbIe.  [IPOBOAMIOCH JiedeHue JIEBOMUIIETHHOM,
Masblo «JIMKJI0(EHaAK» MECTHO Ha CycTaBbl. B KoHIe
amnpeJis OTSITh MOSIBUJINCH TE K€ CUMITOMBI: yYalleH-
ublii (0 2—7 pa3 B CyTKH), PasKMUKEHHbIH CTYJ
¢ npuMechbio KpoBu, aprpairuu. [lpu ob6paieHun
B TIOJTMKJIMHHUKY TOCTABJE€H [UATHO3: PEBMATOW[I-
HbIli aptputr. B anammsax: P® — orpunaresbHbIiH,
C-peaxmuenviii 6enox (CPB) — 2 mr/n (HopMma
110 6).

B nauane Mas B cBg3u ¢ mnosiBjeHueM OoJeil B
JIEBBIX KOJIEHHOM M TOJIEHOCTOITHOM CYCTaBaX MaJlb-
YUK FOCHUTAJN3UPOBAH B XUPYPrUUECKOe OT/IETeHUE
¢ mojlo3peHreM Ha (GJIerMOHY JIeBO# crorbl. /[naruos
He noATBepuics. [Ipyu mpoBeleHn yHKITIH JIEBOTO
TOJIEHOCTOTTHOTO CyCTaBa BBIJIEJIEHO CEPO3HOE OT/e-
sasemoe. Bckope niepeBejieH B KapIHOPEBMATOJIOIH-
4yeckoe oTjiesieHne. 3/ech MOSBUIUCH OTEK IMPaBbIX
CTOIIBI M KHUCTH, TeMOpparnveckasi Chillb HA KOHEY-
HOCTIX, STOAMIAX, IOJOBOM YJIEHE C €ro OTEKOM
Ha ¢oune runeprepmun. CoxpaHsicss pasKUKeHHbIT
crys. IIpoBoamioch JiedeHue: IyJbC-TEPANUST METH-
npegom (10 Mr/Kr), 3aTeM TPEAHUZOJOHOM per 0S
(1 Mr/Kr) B MakcuMaJbHOIl f03e 25 Mr/cyT, rema-
PUHOM, aHTHATPEraHTaMu, HECTEPOU/IHBIMU ITPOTHBO-
BOCHAJTUTEJbHBIMU  TIperapaTaMu, JIEBOMUIIETHHOM,
HasHaueHa ['BO. B ofmux aHanmsax: JIEHKOIUTO3
no 23,9%x109/1, ymepennoe ysenuuerue CO3I 1o
14 MM/4, B OMOXMMHYECKOM aHaJIN3e: IOBbIIIEHNE
axtuHoctn ATAT mo 42 EJI/n (mpu nopme 1o 32),
nMmmyHorno0yauasl M, G B Hopme, CPB — nosioxu-
TeJbHBIH, aHTucTpenton3uu-O — OTpUIlATENbHbIH,
aHTUTEeNIa K ypeamsiasMe, XJaMH/USIM, MUKOILIa3Me
— orpurnarenbuble. IloctaBieH JMarHo3: y3eJKo-
BbIIl IIEPHAPTEPUUT, TPOMOAHTUUTUIECKUI CUHPOM,
aktuBHOoCcTh 1 craguu, oboctpenue. Hecmorpst Ha
MPOBOJIUMYIO TEPAINIo, COXPAHIACh TeMopparuye-
CKasl ChIllb Ha KOYKE U Ha CJM3UCTONH 000JIOUKE PTa,
nepuoniyecku 6ecokonn 60N B TOJEHOCTOIHBIX
CyCTaBax, OTMEYAJINCH PA3KMKEHHBIN CTYyJ C TIpU-
MEChIO KPOBH, TOJIOBHbIe OoJin, mnobimenue A/l 10
120/70 MM pr. cr. [o3a mpennunsosnona Gblia HOBbI-
mena g0 27 Mr/cyT, K Tepamun j1o0aBJjeHbl (hpakce-
naput, tpom6oace, JABAXK/bl IPOBEJEHA IyJIbC-Tepa-
nust 1ukaodocdanom 1o 400 Mr 3a BBejieHUE.

C cenrsiopst 2007 1. Magbyuk HaOJI07AeTCs B
KJINHUKe JeTckux 6osesneit MMA um. I.M. Ceue-
HoBa. B xoze o6crienoBanusi AMarHo3 <«y3eJKOBBIil
nepuaprepunT» ObLT HCKJIOYeH. [Ipn KoJOHOCKO-
[N BBISIBJIEHDI 9PO3MBHO-TEMOPPATUYECKUN KOJIHT,
nepuaHaJabHbIi gepmarut. Ilo pesymabTatam rucToso-
TUYECKOro MCCJIeL0BaHus ONOITAaTOB U3 BCEX OTIE/IOB
TOJICTOW KWINKW CAETaHO 3aKJIIUYeHNe: XPOHMIEeCKU
D PY3HBIA KOMUT, CUTMOUANT, TTPOKTUT (BBIPaYKEH-

HOe 060CTpEHE), CBEXKHE 9PO3UH, MHOKECTBEHHbBIE
remopparuu. IIpm TPOKTOCHIMOM/IOCKOIINYN BBISB-
JIEHBI CTJIAKEHHOCTb CKJAJO0K CUTMbI (€3 CysKeHus,
yMepeHHOe CHIDKEHHMe TOHyca KuIKd, auddysHas
TUIEpeMust, CKYJHBIH COCYIUCTBII PHUCYHOK, PbIX-
JIOCTD CJUBUCTON 060JI0UKH, (haza yMEPEHHO! aKTHB-
HOCTH. 3aKJIOueHNe: HecTeN(PUIecKIil sS3BeHHBII
kosuT. [lanHble 330(aroracTposyo/IeHOCKONN: Tep-
MUHAJBHBIN 230(harutT, pacipoCTPAHEHHDINH TacTPHT,
Oy L6011y O/ICHHT.

Ha Y3U opranos 6priomiHoii mooctn o6HApYKe-
HBI TIPU3HAKN JVCKUHE3UN JKeJTYEeBBIBOAAIINX Iy TEid,
CHUH/IPOMA JIUCXOJINH, YIJIOTHEHHE CTEHOK JKeJTYHOTO
MY3bIPsI, YTOJIIEHNE M «CJIOUCTOCTb» OOIIEro »KeJrd-
HOTO MPOTOKA, YIJIOTHEHWE W YTOJIIEHUEe MePUIiop-
TATBHOTO TPAKTa, YBEJIWMUYEHHE pa3MepOB IIeYeHH,
«TI€CTPOTa» TMAPEHXUMbBI, PEAKTUBHbIE W3MEHEHUS
B TMO/KENYJIOYHON sKeme3e. VI3MEHEHUS KEJTIHOTO
My3bIpsi, OOIIETO SKETYHOTO TTPOTOKA U TIEPUTIOPTAID-
HOTO TpaKTa CJIYXKAT MPOSBICHUSIMHU TIEPBUYHOTO
CKJIEPO3UPYIONIETO XOJAHTUTA.

[Tomumo storo nHa Hammume IICX ykasbiBa-
i1 BbISIBIeHHble u3MeHenuss B Kposu: COI —
14—7 MM/4, TOBBILIEHNE AKTHBHOCTH TPaHCaMHHA3
(AcAT o 1,3 N, AnAT jgo 4,6 N, y-ITII go 7,4
N). Bbuio Takke MPOBEIEHO UMMYHOTEHETHYECKOE
obcrenoBanue: obnapyskenbl HLA-anTurenst | kiac-
ca — A24(9), A26(10), B51(5), BS; HLA-anTureHsI
IT kmacca mokyca DRB1 — 01, 17 (03). U3 nux B8 n
DR3 sBasiorcst quarsoctnaeckumMn Maprepamu B3K
U YKa3bIBalOT Ha TEHETHYECKYIO TPEAPACIONOKEH-
HocTh K pazputio [ICX y ganHOro GOJBHOTO.

B macrosmee BpeMs AuarHo3: TOTATbHDIN, Cpe-
HETSKEJIOT0  TeueHus HecrnelnuuecKuii  S3BeHHbIN
KOJIUT, OOOCTPEHHE ¢ BHEKUIIEYHBIMU IPOsIBJIE-
HUSMU — TeMOpParundyeckuii MUKPOTPOMOOBACKYJINT,
KOXKHO-BHCIepaJibHasg (opMa, HepBUYHBINH CKJEpO-
BUPYIONINI XOJIAHTUT; XpoHndyeckuii ractput (06oct-
penue); xponudeckuil ayozenut (o6octpenue); Tep-
MUHAJIbHBIN 930(parut; GyHKIHOHANbHbIE U3MEHEHUS
JKEJTUEBBIBOJISANINX IIyTeil; BTOPUYHDbIE W3MEHEHUS
TOJIKETYIOUHO JKesie3bl; KUMIEYHBIN AMCOAKTEPUO3;
MenKaMeHTo3HbIl cuHapoM Mierko—Kymnnra.

Taxkum o6pazom, B3K sapagiorcs cucteMHBIM
3a0oJieBaHueM C KpaiiHe pa3HooOpa3HOil KJINHUYe-
CKOIl KapTHHOW TOpPa’KeHHs] KUIIEYHUKA U GOJIbIIUM
CHEKTPOM BO3MOKHBIX BHEKMIIEYHBIX [POSIBJICHMIA,
YTO KpaifHe 3aTpy/AHSeT IEepBUYHYIO [IHATHOCTUKY.
YacTo KuleyHble CUMIITOMBI GOJIE3HI MOTYT OTCYTCT-
BOBATb WJIM NPOTEKAIOT CyOKIMHUYecKU. [IpaBuibHas
TPAKTOBKA BHEKHIIEYHBIX CHUMIITOMOB CIIOCOOCTBYET
CBOEBPEMEHHOMY YCTAaHOBJIEHWIO /IMAarHO3a W Ha3Ha-
YEHWIO aJ[EKBATHOM Tepanuy TPU BO3MOKHOM aTH-
MMIYHOM BapuaHTe OOJIe3HU, 4YTO, B CBOIO OYEpe[lb,
M03BOJISIET TOOUTHCS GoJiee CTOMKOI pemuccun, n3de-
JKaThb OCJIOKHEHUI W TpensTcTByeT (POPMUPOBAHUIO
PE3UCTEHTHOCTH K JICYCHMUIO.
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