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Pe3srome

Beederue. bone3np KpoHa B 1eTCKOM M MOIPOCTKOBOM BO3pacTe Yallle BCETO MPOTEKAET B TSXKEJIBIX (popMax M HEPEIKO COIMTPOBOXK 1a-
eTCsI OCJIOKHEHUSIMU, YTO B 3HAUUTEJIbHOM CTEITeHN HapylIaeT COIMAaIbHYIO afallTalluio U Ka4eCTBO XXMU3HU HE TOJIBKO 110 TPUYNHE
00JIC3HU, HO U BCJIEICTBUE XUPYPTruIeCKNX BMEIIATEeIbLCTB.

Lleav pabomut. B cooOIIeHNY TPUBEICHO ONMMCAHME KIIMHUUYECKOTO ClIydyas y TaliieHTa B Bo3pacTe 13 JieT ¢ BIiepBbIe yCTAHOBJICHHBIM
Ha 6a3e OTAeJIEHU S TACTPOIHTEPOJIOTUH TOCYIaPCTBEHHOTO OI0IKETHOTO YUPEXKIeHU I 3IpaBooXpaHeHnsT «Mopo30BcKast 1eTcKas
ropojckas KJInHudecKast 6ospHuUIA [emapTaMeHTa 31paBooXpaHeHn st ropona MocKBbI» nuarHo3oMm: «bosiesab KpoHa ToHKOIM
U TOJICTOM KALIKW».

Peszyavmamer. Bpina mokazaHa MHUIIAAIMSI TeHHO-UHXXEeHEPHOU GMOJIOTMYeCKOM Tepaluy IperapaToM IepBoil TMHUY MHGIUKCH-
ma6oM. Ha 16-ii neHb ipoBeieHU st MHMY3M i OBLIN BBISIBJICHBI 3X0O-ITPU3HAKK OKKJTIO3MOHHOTO TpOMG03a JIEBOM BHYTPEHHEM sipeM-
HOIi BeHbl. HecMOTps1 Ha rmpoBeneHue Tepanuu rernapuHOM pa3BUIICS OKKJIIO3MOHHBIN TpOMOO3 JIEBOM BHYTPEHHEM IpeMHOI BEHbI
1 TPOMOOIMOOJIM S IETOYHOI apTepr U, peOEHOK IO XKM3HEHHbIM MTOKa3aHUSIM ObIJT IEpeBECH B OTACIEHUE peaHMMAallM1 U MHTEHCH B-
Hoii Tepanuu. CrycTsi 7 CYyTOK MpeObIBaHMS B OTAEACHU Y peaHUMallMi 1 MHTEHCUBHOI Teparnuy MalueHT ObLI IIepeBeicH B racTpo-
9HTEPOJIOTMYECKOE OTIEJICHNUE U B TTOCIEAYIONIEM BBIITMCAH TOMOI ¢ yayuiieHueM. Crycts 3 HelleJIM TOBTOPHO FOCIUTaIN3UPOBaH
IUJTSI TIPOBENICHU S TPeThelt MH(Y3UU FTeHHO-UHXKEHEPHOM OMOJIOTMYEeCKOM Tepaliy 1 4epe3 8 Heleab — I BBEASHU I YeTBEPTOM 1036
nHpIMKcnMaba. [TanneHT 3aKOHYMIT KypC JIEUSHU S C TTOJOXKUTEIbHON TMHAMUKON 1 BRIPaXXeHHBIM KJIMHUKO-3HIOCKOITUUYECKUM
yaydiieHueM. Beimrcan Ha aMOy1aTOpHBIH 3Tall JIedeHU S B YAOBJIETBOPUTEIBHOM COCTOSTHUM C 3aKJIIOUUTEIbHBIM TUArHO30M:
«bone3np KpoHa TOHKOI 1 TOJICTOM KUK, BEIpaXkeHHAsl aKTUBHOCTD, MIEAUaTPUICCKUI MHIEKC aKTUBHOCTH O60yie3HU KpoHa
(PCDALI) — 85, ne6rot. Kannunos nuinesoaa. Hecrieuuduuecknii peak THBHbBIN renatuT». CTaThs NpencTaBisieT MHTEpeC MJ15 Bpauei
MPaKTUIECKOTO 3[PaBOOXPAHEHUS B TIJIaHEe MEIUIIMHCKOTO 00pa30BaHMsI TI0 TTpo6IeMe BOCTIATUTEIbHBIX 3a00JIeBaHN I KUIIIETHUKA.
KuroueBbie caoBa: 60sie3Hb KpoHa, neTH, TMarHoCTUKa, KIMHUYeCKOoe HaOIIoIeHue.
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Abstract

Background. Crohn's disease (CD) in childhood and adolescence most often proceeds in severe forms and is often accompanied by
complications that significantly impair social adaptation and quality of life not only because of the disease but also as a consequence of
surgical interventions.

Objective. The report describes a clinical case of a patient 13 years old with Crohn's disease of the small and large intestine diagnosed for
the first time at the Department of Gastroenterology, Moscow State Medical and Preventive Dispensary Hospital.

Results. Initiation of genetically engineered biological therapy (GEBT) with the first-line drug Infliximab was indicated. On day 16 of the
infusions, echo signs of occlusive thrombosis of the left internal jugular vein were detected. Despite heparin therapy, occlusive thrombosis
of the left internal jugular vein and pulmonary embolism (PE) developed and the child was transferred to the intensive care unit (ICU)
for vital signs. After 7 days in the ICU, the patient was transferred to the gastroenterological department and subsequently discharged
home with improvement. Three weeks later, he was hospitalized again for a third infusion of GEBT and 8 weeks later for a fourth dose of
Infliximab. The patient completed the course of treatment with positive dynamics and marked clinical and endoscopic improvements.
He was discharged to the outpatient phase of treatment in satisfactory condition with the final diagnosis: "Crohn's disease of the small
and large intestine, marked activity, (PCDAI 85) debut. Esophageal candidiasis. Nonspecific reactive hepatitis." The article is of interest

for doctors of practical health care in terms of medical education on the problem of inflammatory bowel diseases.
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CTaBJIsIET OO0 XpOHUYECKOE

peunauBUpYIOlee 3a00eBaHe

HESICHOM 3TUOJIOTUU C IIPEUMY-
IIECTBEHHBIM ITOpaKeHUEM XKeJIYI0UHO-
KuueyHoro Tpakra. B ocHoBe bK nexuT
rpaHyJeMaTO3HOE, CeTMEHTapHOe, TPaHC-
MYpaJbHOE BOCITaJieHUe C BOBJIEYEHUEM
B TIATOJIOTMYECK U A TIPOIIECC JTI0O0TO OTIe-
J1a MTUIIeBapUTETLHOTO TPAKTA U MOCTIEY-
JOLIMM Pa3BUTHEM CUCTEMHBIX M MECTHBIX
nposiBieHuit [1]. K oCHOBHBIM 3BeHb-
M natoreHe3a BK nmpuHsTO OTHOCUTH
HeraTuBHbIE (DaKTOPbI BHEIIHEH Cpebl,
KUIIEUHYIO MUKPOMDIOpY, UIMMYHOpPEry-
JISTOPHBIC MEXaHU3MBbI, a TAKKE TeHETH-
YeCKYI0 IpeapacnonoxeHHocTh [2]. BK
B 30-50% cnyuaeB neGOTUDPYET B AET-
ctBe [3]. B Poccuiickoit @enepaunu
B ITOCJICIHUE TOIbI HAOJI0HaeTCsS 3HAY M-
TEJILHBIN POCT pacrpocTpaHeHHOCTH BK
KaK y IeTei, TaK U Y B3POCIBIX, OJTHAKO
IO HACTOSIIIEr0 BpeMEHU OTCYTCTBY-
IOT TOYHbIE CTATUCTUYECKHE CBEICHU S
[4, 5]. 3a pybexxom nepBoe KpyImHOe 31~
nemuosiornyeckoe ucciaenoBanue bK 6w110
BBINOJTHEHO JKIb B 1996 r. M. Cosgrove
1 cOasBT. [6].

K Haubosee yactoimM ocinoxHeHUsIM bK
OTHOCSIT: KMIIEUHYIO HEITPOXOAUMOCTD,
nepruaHalbHBIC MOpaXKeHU S (TTapapek-
TaJbHBIC CBUIIM, TTAPATIPOKTUT), KUIIIEY-
HbIe CBUILM, BHYTPUOPIOLIHBIE a0CIIeCCh
1 MHOUIBTPATHI, TTephopalii KUIIKHT
Y KMIIEYHBIE CTPUKTYPBI, KUIIIEYHbIE KPO-
BOTEUYEHHUSI, TOKCUYECKM T MerakoJjioH [7].

JInarHo3 BK BeIcTaBJIsIeTCsI HA OCHO-
BaHWM TaHHBIX aHAMHe3a, KJIMHUYEeCKOM
KapTUHBI 3a00JIeBaHU S, psifa J1abopaTop-
HBIX MMOKa3aTesieid, pe3yabTaTOB 9HI0CKO-
MUYECKHUX, TUCTOJOTUYECKUX U JTYUEBBIX

70

MeTon0B uccienoBanus [8]. [lo HacTos e~
ro BpeMEeHU B OTEUeCTBEHHOI MeAnaTpuu
ucnosb3ywTtes «KiinmHuueckne peKoMeH-
alvu 10 AUarHoCcTuKe u jeueHnio bK
y IeTeil ¥ MIOOPOCTKOB», OMyOJIMKOBaH-
ueie B Poccuu B 2010 1. [9]. Kpome Toro,
IUJTST OTICHK U TSI3KECTU 3a00JIeBaHU I/ TEKY-
1ero 000CTPeHN T AKTUBHO UCTIONB3YIOT
MeInaTPUIeCKU MHIEKC aKTUBHOCTH
BbK (Pediatric Crohn’s Disease Activity
Index — PCDALI) [10]. dns onpenejieHust
HEO0OXOAUMOCTU XUPYPruuecKoro BMe-
IaTeJIbCTBA MPUMEHSIIOT TaKXe TOMOoJI-
HUTEJbHbIE METOJbI UCCIENOBAHUI,
K KOTOPBIM OTHOCSIT KOMIbIOTEPHYIO
toMorpaduio (KT), MarHuTHO-pe3oHaHC-
Hy1o Tomorpaduio (MPT) mamoro Taza
Y TUIPOMArHUTHO-PE30HAHCHYIO SHTEPO-
rpaduio, MaHyaJIbHOE UCCIIeIOBAHUE TIPO-
MEXHOCTH U 0AJUIOHHYI0 9HTEPOCKOITU IO
ozt aHecte3ueil, crieriuduyeckyo 1adopa-
TOPHYIO TNAarHOCTUKY, BUICOKATICYTbHYIO
aHJ0cKomuIo u ap. [11, 12].

KAMHHMUeCKHH cayuan

ITpuBonuMm ucTopuio 60JIe3HU pedeHKa,
y KOTOPOT0 HeCBOEBpEMEHHas TOCTAHOBKA
nuarHo3a bK npuBena K TsKeaomy Teue-
HUIO OOJIe3HMU.

ITauyeHnT M. mocTynuj B oTaeIeHUE
TacTPO3HTEPOJIOTUH TOCYIapCTBEHHOTO
OIOIKETHOTO YUPEKICHUS 3IpaBOOXpa-
HeHUST «MOpO30BCKast IeTCKasi TOpOICKast
KJIUHU4YecKast bonbHUla JlernmaprameHra
3npaBooxpaHeHus ropoaa Mocksel» (I'BY3
MJTI'KDB) B Bo3pacte 13 net ¢ xxajio6amu
Ha KUK CTYJ1, 00JIM B HUXKHEN MOJI0-
BUHE XKMBOTA, OTCYTCTBUE allleTuTa.
M3 aHamMHe3a U3BECTHO, UTO MaJIbUMK OT
MsITOI OepeMeHHOCTHU, ITpOTeKaBIleii 0e3
0COOEHHOCTE, TPEThUX MO CUETy CaMO-

CTOSITEJIbHBIX CPOYHBIX podoB. Macca
npu poxaeHuun — 4310 r, poct — 57 cM.
B ponunbHOM 10ME TPUBUT TPOTUB TYOEP-
kyne3a (BakuuHa bLI2K) u BupycHoro rema-
Tuta B. [1locne BBenenus BLI2K ocrancsa
PpYOUMK, 3aKMBJICHHE ITyTIOYHOTO OCTAaTKA —
0e3 ocobeHHocTeit. [Ipoduiakruyeckue
MPUBUBKU MO Bo3pacty. Pusmueckoe
U TICUXOMOTOPHOE Pa3BUTHUE 10 3 MECSLIEB
MPOUCXOAUJIO o Bo3pacTy. C Tpex MecsilieB
HayaJIuch OOUJIbHbBIE CPBITUBAHUS, TTPU-
0aBKM B Bece — M0 HUXXHUM IpaHUIIaM
HopMbl. Hauanuchk 60u B x)kuBote. Poc
C 3aJIEpXKKOI1 (CaMblii MaJIeHbKUIA B IpyIIIe
B IETCKOM cany U 1kose). C 8 et nmepecran
pactu coBceM. B 2020 r. BriepBbIe yCTaHOB-
JIEH TUArHO3 «TUTIOMUTYUTApU3M», ¢ 2020 T.
MOJIyJaeT TepaIrio TOPMOHOM POCTa.
HacnencTBeHHBIN aHAMHE3: Y MaTepu
IMArHOCTUPOBAHbI OpOHXMATbHAS acTMa
U aTOMMYECKU A AepMaTHUT; Y OTLIA B IET-
CTBe OblJI THOMHBIH TJIEBPUT; Y CTaplleit
cecTpbl — OpOHXMaJIbHAS acTMa, MOoJI-
JIMHO3. bpak He poJACTBEHHbIN, B CEMbe
YeThIpe ChIHA U YeThIPE JOYEPH.
AHaMHe3 3a00JeBaHUS: B TEUEHUE
MocJeAHUX 6 JIeT OTMeuas 00K B KUBO-
Te, TOKaJU30BaHHBIC IPEUMYIIIECTBEH-
HO B ero HUXHel nmonoBuHe. C rmojayropa
JeT Habarogarach pBoTa Ha QOHE MpHU-
KOPMOB, C IBYX — PETyJsIpHBIC 3aII0PHI,
C IIECTU — HEYCTOMYMBBIN CTYJI, OTKA3
oT e/bl, 00JIu B XkuBoTe. PoguTenu obpa-
1IaJUCh K BpayaM, peOeHOK MmoJyyall
Kypchl Tepanuu GepMEeHTHBIMU Mpena-
paTaMmu, npernapataMu JIeBOKapHUTHUHA,
NpoOHOTUKAMU — 6€3 MOJOXHUTETbHOTO
a¢dekTa. B 2017 r. oTMETH TTOSIBJIEHUE
KPOBU B CTyJie Ha (pOHE BbIPAXKEHHBIX
nepuaHaJlbHBIX UBMEHEHUI — CBUIILU,
pyOILbl, TOTIOTHUTEIbHBIE KOXHBIC
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Puc. 1. AHanbHbIE 6axpoMKH,
remoppouaanbHas 6oAe3Hb y pebeHka M.
[npeaocTaBAeHO aBTOpamu] / Anal
fimbriae, hemorrhoidal disease

in a child M. [provided by the authors]

aHaJIbHbIE CKJIAAKU, PELIUANBUPYOIINE
noHocHl (puc. 1).

KommnekcHoe o6¢ienoBaHue B CBSI3U
¢ 00JIeBBIM a0IOMUHAJIBHBIM CHHIPOMOM
paHee He TPOBOIUJIOCH, OOHAKO Obla
mpoBeaeHa 330(haroracTpoayoaeHOCKO-
must (BI'1C), Ha OCHOBaHUM KOTOPOU OBLI
BBICTaBJIeH nuarHo3: «Kauanmos muiie-
BOJA».

IIpu nocTynjieHuu B OTAEIEHUE TacTPO-
sHTeposoruu 'bY3 MJITKB coctosiHue
CpenHeil CTerneHu TSIXXeCTH 3a cueT 6oJe-
BOTO a0IOMUHAJIbHOTO CUHIPpOMa, HEOI-
HOKPaTHOMW PBOTHI ChEIEHHOW MUILEH,
JKMAKOTO cTyja 10 10 pa3 B CyTKM Kallluiie-
00pa3HOil KOHCUCTEHIIUY 0€e3 IaToJIoTnye-
ckux nipumeceir. OTMe4YaInuch U3MEHEHU S
B MepUaHabHOW 00J1aCTU — MPOKTOJIO-
TOM OBLJT BBICTABJIEH TUATHO3: «AHAJIbHBIE
6axpOMKU, TeMOPPOUIaTbHAST OOJIE3Hb».
dusnveckoe pa3BUTHE TUCTAPMOHUIHOE
3a cueT aeunmTa Macchl Tena — 26 KT mpu
pocte 137 cMm. [Ipu nmanbnanum XK MuBOTa
bukcupoBasach peskasi 00J1e3HEHHOCTb
M0 XOAY TOJCTOM KUILKHK U BOKPYT MyTKa.
KUBOT He Hampsi>keH, CUMIITOMBI pa3-
IpaXkeHU sl OPIOIIMHBI OTpUIIATEIbHBIE.
YuutsiBas xkaja00bl 1 aHAMHE3 3a00JIeBa-
HU S, OBIJIN BHITIOJTHEHBI JTAOOpaTOPHbBIC
W WHCTPYMEHTAJIbHBIC NCCIICIOBAHUS:

o [Ipu mpoBeneHU N yIbTPa3BYKOBOTO
uccienoBanus (Y3U) opraHoB GpromrHoOi
TTOJIOCTH BBISIBJICHBI b QYy3HbIE U3MEHe-
HUsI TApEHXUMBI TIeYeH U, TEPMUHATbHBII
WUJICUT, BIPaXXeHHBIE CTPYKTYPHBIEC U3ME-
HEHU S CTEHOK TOJICTOM KUIIKH.

e [Tpu KT opraHoB rpyaHoi KJIETKH,
OPIOLIHOM MOJOCTHU U 3a0PIOIIMHHOTO
MPOCTPAHCTBA HE BBISIBJICHBI MH(PUIBTpA-
THUBHBIC U 0YaTOBbIE U3BMEHEHMU ST, XapaK-

TepHBIE IJIST BOCITAJIUTEIBHOTO 3a601e-
BaHuAa KumeuHnka (B3K), cTpukrypsr,
CTEHO3BI, a TaKke 00beMHbIe 00pa3oBa-
HUS IPYIHON KJIETKU U OPTaHOB OPIOLIHON
nosioctTu. OOHapyKeHbI BOCMAJIUTEIbHbIE
W3MEHEHM S CPeTHUX U TEPMUHATBHBIX
OTIEJIOB TOJICTON KUILIKH.

o [Tpu BT JIC BbIsSIBJICHBI BOCITAJUTEb-
Hble U3MEHEHU s MULIEeBAPUTEIbHOTO
TpakTa (rpubKoBOe MopakeHue MULIEBO-
na), UCKJYEHbl CUHIAPOM MaJibabcopo-
LMY, 9PO3UBHO-SI3BEHHOE TTOpaKeHUEe
BEPXHUX OTIEJIOB MUIIEBAPUTETHHOTO
TpakTa, KUIIKHU, CTEHO3UpYIomiue GopmMbl
B3K.

e [Ipu KOTOHOCKOTIMY HA HEU3MeE-
HEeHHOM (oHEe B IPSIMOI U CUTMOBU/I-
HOW KUTIIKE OTIPENeISIIOTCS eMMHUIHBIC
aTOonoa0OHbIC U SI3BEHHbIE Ne(EKThI MO/
(ubpuHOM. B HUCXOS11IEH U TTONIEepEeYHOM
KMIIKE — OTEK, TUIepeMUsl, HaJleT FTHoe-
BUJTHOM CITM3U, MHOXXECTBEHHBIE TTTyOOKHUE
sI3BEHHbIE 1e(DEeKThl pa3auyHON HOPMBI
U pa3Mmepa, rpanyiasunu. Ha ctBopkax
WJIEOleKaIbHOTO KJIalaHa — SI3BEHHbIE
nedexThl moa GpudpuHoM. B muctaabHBIX
OTIeIaX MOAB3IONITHON KUIITKHA — MHOXe-
CTBEHHBIE sI3BeHHBIEe AeeKThI o hubpu-
HOM (puc. 2).

e [Ipu npoBeneHuu MPT ToHKOI
¥ TOJICTOUW KUIITKY BBISIBJICHBI BRIpaKeH-
HBI€ BOCITAJIMTEIbHBIE U3MEHEHUST CTEHOK
MOMNEPeYHON U HUCXOAS e 00010YHOM
kK. [Ipy3HaKkoB CTPUKTYPBI HE OOHA-
PYKEHO.

o [To naHHBIM JIaOOPATOPHBIX UCCIIEI0-
BaHM BbISIBJIEHA AaHEMU S CPEIHEN cTene-
HMU TSIKECTHU, TPOMOOIIMTO3, TUII0AIb0Y-
MUHEMUS, Ie(PUITUT UMMYHOTJIOOYJTMHOB
knacca A (IgA) u TToBbIIIIEHUE — KJIacca

Puc. 2. 9HA0(DOTOKOAOHOCKONUU
pebeHka M.: a-r — apTonoA06HbLIE

1 A3BEHHble AedEeKTbI NoA GpubpuHOM
[npeaocTaBA€HO aBTOpamMHu] /
Endophotocolonoscopy of a child M.:
a-r — aphtha-like and ulcerative defects
under fibrin [provided by the authors]
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G (IgG), cumxxenue yposHs# xkenesa (Fe),
CHUXEHUE ypoBHs BuTamuHa D mo 11,16
HT/MJI, HE3HAYUTEIbHOE YBEeTUIeHUE TIPO-
TPOMOWHOBOTO BpeMeHU, BOCTIATUTEIbHAS
aKTUBHOCTh: C-peakKTUBHOTO OejiKa —
110 52,9 MT/J1, CKOPOCTh OCEIaHUSI SPUTPO-
mutoB (COB) — 1o 73 Mm/4.

o st MCKJTI0YeHUsI UH(PULIMPOBAHUS
U1 aKTUBHOTO TYOEpKYJIe3HOro Mmpoliiecca
nposeneHa npoda MaHTy — runepemMus
13 MM, JInacKuH-TECT OTpULIATEIbHBIA.

Takum 06pa3om, Ha OCHOBAaHUU XapaK-
TEPHBIX JaHHBIX aHAMHE3a, KITUHUYe-
CKOl KapTUHBI 00JIE3HU U CTIeIINaTbHBIX
METOIOB O00CIeNOBaHU I BIepBhIe B 13 eT
MaJIbYMKY OB BhICTaBJIEH quarHo3s: «bK
TOHKOW U TOJICTOW KUIIKU, BBIPAXKEH-
Has akTuBHOCTH (PCDAI — 85), ne6ior.
Kannunos nuineBona. Hecrienmduueck i
peaKTUBHBII TeMaTUT».

Ha3naueHo naroreHeTHyeckoe JjeueHue —
0e3MII0TeHOBas 11eTa, IHTepaJbHOE MUTa-
HUe cMecblo MoayJieH, mapeHTepaIbHOe
nuTaHue yepes nepudepruyeckuii BeHO3-
HBIU KaTeTep pacTBOPOM ISl UH(DY3Uit
Hytpudnekc, anTubakrepraibHas Tepa-
nus — nunpodiaoxkcauuH (10 Mr/kr per
0s B CyTK1), MeTpoHunaa3o (10 Mr/kr B 3
pueMa B CyTKH), a TaKke WHPY3nOHHAsT
Tepamnus TJITI0KO30COJIEeBBIMU PACTBO-
pamu. Takke C 11eJIbI0 BOCCTAHOBJICHU ST
OHKOTMYECKOTO JaBJIEHUS U KOPPEKLIN Y
BBIPaXK€HHOU rumoajb0yMUHEMUU MTPO-
BoAUIKUCHh MHGY3UU aaboymMuHa (113 M
1 pa3 B cyTKM) B TeUeHHUE 5 THEIA.

Y4yuTtbsiBasi BRIpakeHHYI0 3a1€PKKY
pocta, 00cyXKaaaach BO3MOXHOCTb MPO-
BEIEHMsI TOPMOHAIBHON Tepanuu (TOpMOH
pocTa), OMHAKO, OMIMPAsICh HA TSIXKECTh
COCTOSIHUSI U HEOOXONMMOCTH OKOHYAHU ST
CTAIlMOHAPHOTO dTarIa JIEYSH U I TIO0 TIOBOITY
OCHOBHOTO 3a00JIeBaHU I, ObLJIO TIPUHSITO
pelleHre OTJIOXUTH JTaHHYIO Tepamnuio.
Ha ¢one npoBoauMoro B craiiioHape Jjieue-
HUSI OTMEYAJIACh MOJIOKUTENbHAS TUHAMHU-
Ka B BUJIe KyITMPOBaHUS a0OMHUHAJIbHOTO
00JIeBOr0 CUHIpOMA U JUCTIETICU .

Y4uThiBasi BBICOKYIO aKTUBHOCTbH
pebeHka M., BbIpakeHHOE OTCTaBaHUE
B GU3UUYECKOM pa3BUTUHM, ObljIa MTOKa-
3aHa UHULIMALUSI TEHHO-UHXEHEPHOM
ouonornueckoii repanuu (FMBT) nipe-
TTapaToM TePBOii TIMHUY UHOIMKCUMaOOM
(5-7 mr/kr) o cxeme 0-2-6, nanee 1 pas
B 8 Henesb. [lepBast mo3a nHbIMKCUMA-
0a (205 MT BHYTpUBEHHO Yyepe3 MHDY30-
mart) Obls1a BBeneHa 08.12.2021 r. PeGeHky
OBIJT YCTAHOBJIEH LIEHTPAJIbHBIN BEHO3-
HBI KaTeTep B JIEBYIO MOAKIIOYUYHY IO
BEHY BBUJ1Y MAaCCUBHOU MHGDY3MOHHOK
Tepanuu, a TakXe MOAKJIIOUEeHU s TapeH-
TepaJIbHOTO MUTAHUS OMYJIbCUEN A5
nHpy3uit KabuseH.
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Ha 16-it nexn mpoBeaeHust MHPY3U A
y pebeHKa nmosiBujach 00Jib B 00Jia-
CTHM KMBATEJbHOM MBIIIIIBI IIIEU CJIeBa.
[TaneHT GBI OCMOTPEH TeMAaTOJIOTOM,
MpoBeJeHa yJbTpa3ByKoBas AOTMILIeE-
porpadusi cocyaoB llieu, Mo pe3yabTa-
TaM KOTOPOI BBISIBJICHBI 9XO-TTPU3HAKU
OKKJII0O3UOHHOTO TpoM0OO03a JIeBO BHYT-
peHHel sipeMHOi1 BeHbl. Bbljla HayaTa
AHTUKOATryJsSIHTHAas Teparnus renapmuHoM
B CTaHAApTHOI 103€ B peXXUMe KPYTJao-
cyTouHOIt HPY3un. Takke peOeHOK ObLI
OCMOTPEH XUPYProM — JaHHBIX 32 OCTPYIO
XUPYPTUUECKYIO MTATOJOTHIO HE BBISIBJIEHO.

HecMmoTpsa Ha mpoBeneHUE Tepaluu
rernapuHoOM, Y pe6eHKa MOSIBUIIUCH KaJl0-
Obl Ha OJIBIIIKY, 00JIb B 00JIACTU TPYTHON
KJIETKH, IPEUMYIIECTBEHHO 3a TPYIMHOIA.
[TaimeHT GBI MOBTOPHO OCMOTPEH remMa-
Tosiorom, nposeneHa KT opraHoB rpya-
HOM KJIETKU, 1Uarto3; « OKKII03MOHHBI I
TpoMOO3 JIEBOW BHYTPEHHE sIpeMHOI
BeHEbI. [TomocTpast TpoM603MO0IMS MeJI-
KHMX BETBEU JIEBOU JIETOYHOMN apTepuu,
HU3KOTo pucka. JlpixareabHast HenocTa-
TOYHOCTDH — (), HEIOCTATOYHOCTH KPOBO-
obpameHust — 0». PeOEHOK 110 XKM3HEHHBIM
MMOKa3aHM M ObLJ ITepeBeicH B OTACICHUE
peaHUMAaMY U UHTCHCUBHOM Teparnuu
(OPUT). BOPUT npononxanach aHTU-
KOaryJISTHTHasl Teparus ¢ 1o0aBJIeHUEM
Axtenuse — 0,3 MT/KT 6OJTIOCHO, a 3aTeM
no 0,8 MI/KT Kaxablif 4ac 10 TpeX 4acoB.
Bo Bpemst mpoBeneHus Tepanuu renapu-
HOM IO pe3yjbTaTaM KOHTPOJbHbBIX KOa-
ryJorpaMMm He yaaBaJloCh TOCTUTHYTh
LIeJIEBBIX 3HAYCHU I aKTUBUPOBAHHOI'O
YaCTUYHOI'0 TPOMOOIJIaCTUHOBOTO Bpe-
MEHU M aHTU-Xa-aKTUBHOCTHU (AaHTU-
KOaryJISTHTHOW aKTUBHOCTHU TellapuHa),
B CBSI3U C UeM JO03MPOBKa reraprHa Oblia
moBweimieHa cHavana no 30 EJl/kr/4gac
(M TOTOJIHUTEIbHO HauaTa MHQY3Us CBe-
JK€3aMOPOXEHHOM IJa3Mbl), a 3aTeM —
1o 45u 60 EJI/xr/4ac ¢ mo6aBieHuremM 1000
ME anturpomouna IIl BHyTpuBeHHO
(B/B) cTpyiiHo. 23.12.2021 1. OblJ1a BBEE-
Ha BTOpas no3a uHdamukcumada — 205 mr
(B/B uepe3 nHpy3omar).

Cnycts 7 cyTok nipeosiBanus B OPUT
pebeHOK TepeBeeH B TaCTPOIHTEPO-
Jjorudyeckoe oraeaeHue. OTMevyanoch
CHUXEHUE YPOBHS reMorioouHa mo 65
r/n. Belta Ha3HayeHa TpaHCy3UsT U30-
TPYTIITHOW U30pE3YCHOM 3pUTPOLUTAPHON
B3Becu (10-15 Mi/KT B/B KaIleJIbHO) IUTST
BOCTIOJTHEHU ST 00beMa U PKYJIUPYIOIIUX
SPUTPOLIMTOB U YIIYUIIEHU s KUCIOPOIO-
TPaHCIOPTHON (yHKIIMU KpOBU. bbina
HayaTa Teparus HU3KOMOJIEKYJSIPHbIM
rernapyuHOM MO KOHTPOJIEM Koaryjaorpam-
MBbI. 3a BpeMsl IpeObIBaHU S B OTASICHUU
MPOBeNEHBI Ta0OpaTOPHbIC UCCIIEAOBAHNS,
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MO pe3yabTaTaM KOTOPBIX BHISIBJICHBI
aHeMU s 1 TpoMOouTO3. OTKJIOHEHU S
B KoaryjorpaMMe KynmupoBaHbI. [lo3a
®dparmmHa nogmobpaHa. B ractposHTepo-
JIOTUYECKOM OTIEJIEHU Y OBbLIN TTPOBEICHBI
KOHTPOJIbHBIE JTAGOPATOPHO-UHCTPYMEH-
TaJIbHBIE UCCIICIOBAaHMSI:

e [Ipu npoBeneHuu Y3U opraHoB
OPIOLIHOM MOJIOCTHU BhISIBJICHBI 3X0rpadu-
yeckue npusHaku M@ Qy3HbIX U3MEHE -
HUI TapeHXUMBbI TIEYEHU C YBEJIMYCHUEM
ee JUHEHWHBIX pa3MepPOB, a TAaKXKe TUC-
XOJIMsl, TEpMUHAJIbHBIN UJIEUT, KOJIUT
B aKTUBHOI (pase.

e Y3U MATKUX TKaHei men (00J1acTh
KMBaTEIbHOM MBIIIIIBI) — O€3 TUHAMUKU.

e Ha Y3U opraHoB rpynHoOli KJIETKHU
COXpaHSIeTCSI MUHUMaJIbHOE CKOTIJICHUE
aH2XOTEHHOT'0 KU IKOCTHOTO CONEPKM-
MOTO, PACXOXJIeHUE JUCTKOB ITJIeBPBI
10 4 MM Ha ypoBHe pebepHo-nuadpar-
MaJIbHOTO CUHYca.

e Ha MPT opraHoB OpIOIIHOI ITOJIOCTH —
JKUPOBOI1 rernaTo3, X0JIaHTUT, FenaTocIie-
HOMeraJiusl, yBeJIn4eHe pa3MepoB IO~
JKEJIYIOUHOMU KeJIe3bl, Me3eHTepruaabHas
nMbaneHOIaTusl, 0TeK KJIeTYaTKH 3a0pio-
IIMHHOTO IMPOCTPAHCTBA.

PeGeHok BrINKCaH 1OMOM ¢ yayulie-
HUEeM, PeKOMEH/IOBaHO: HaJIPOTMapuH
kanbpuus — 6000 ME moakoxHo 2 pasa
B CYTKHM B TeUCHME TPEX MECSIIEB, a3aTu-
OINpuH — 1o 25 Mr 1 pa3 B CyTKHU, BHYTPb
MOCTOSTHHO JJIUTEJbHO — 330MENpas3osl 1
ypcone3okcuxoieBast Kuciora. [losropHas
rocnuTajusalus — 4yepes 3 Heaeau As
npoBeneHus Tpetbeit undysuu F'MBT.

ManpurK MOBTOPHO TOCIIUTAIN3UPOBAH
B ITUIAHOBOM TOPSIIKE B TACTPOSHTEPOIIO-
rnyeckoe otaeaeHue 'bY3 MAT'KB nns
MTOJIYYeHU S TPEThell 1036l MHMINKCUMAa0a.
[1py MOCTYTIJIEHU N — COCTOSTHUE CPeIHE
CTeTeHM TsIkecTH. Bo BpeMs puszukaib-
HOTO OCMOTpPa XXWBOT MPU MaJblalluni
0e300J1e3HEHHBbIH BO Beex otaenax. CTyn
KamuieooOpa3Hbiii, 0e3 rmaTtojioruye-
ckux npumMeceii. OrMeyaeTcst npubdbaBka
B Bece OoJsiee 4 KT, aliNeTUT XOPOLIUIiA,
eny ycBauBaeT. [IpoBeneHo KOMIJIeKc-
Hoe JjabopaTtopHoOe obciaegoBaHUeE.
[Tpu uccnenoBaHUM reMocTasa KoaryJio-
MaTUU He OOHAPYXeHO, TUnepGuoOprHO-
TeHEeMU ST KaK MapKep BOCTIAJICHUS, aHTH-
Xa-aKTUBHOCTH — B ITpeliejiaXx HOPMBbI.
[Tpu GMOXUMUUECKOM MCCICIOBAHUU
KPOBU IIUTOJTUTUIECKON aKTUBHOCTH
He YCTaHOBJIEHO, TUTMEHTHBI OOMEH
He HapyllleH, 6eJIKOBO-CUHTETUYeCKas
GyHKIIMS TTIeYeHU COXpaHeHa, XoJaecTa-
3a HET, UMMYHOJIOTMYeCcKasi aKTUBHOCTb
(IgG — 24,71 r/7), rTUNIOTIMKEMU U, TIPU3HA-
KOB IMOPakeHU S MOYEK, ITEKTPOJUTHBIX
HapyLIEeHU I, BOCIAJIUTEIbHOU aKTUBHO-

CTU HET, 0OOMEH XeJjie3a HapyllleH (cume-
portenus — 3,46 MkMoJIb/i1). OTMeUaeTcst
ceqleKTUBHBIN nepuuut IgA. B obiiem
a”anu3e KpoBu — aHemus (94 /1), TpoM-
GormTo3 (417 x 10%/m), COD — 32 Mm/4ac.

I[To nTaHHBIM UHCTPYMEHTAJIBHOTO
o0cen0BaHUs:

e [Ipu Y3U cocynos 1ieu onpeneisi-
eTCsl KPOBOTOK B MOAKJIIOYUYHON BEHE,
B OCTaJIbHOM 0€3 TMHAMUKMU.

o [Ipu Y3U opraHoB Opro1IHON TTOJIOCTU
HabJ01aeTCs YMEHbIICHE BOCTIAIUTEIb-
HBIX U3MEHEHUI B TOJICTOI KUIIIKE, TTPU-
3HaKW BTOPMYHBIX U3BMEHEHU I TTOMIKEITY-
JIOYHO XKeJIE3HhI.

e [Ipu peKTOCUTMOCKOITM Y BBISIBJICH
9PO3UBHBIN MMPOKTUT, MUHUMAJbHAST
SHIOCKOTINYECKast aKTUBHOCTbD.

o [Ipu bubposnacToMeTpuu rneyeHu
ee puobpos orcyrerByeT (FO mmo mkane
METAVIR).

o [Tpu MPT opraHoB OpIOILIHO# MOJIOCTU
BBbISIBJICHBI M€3€HTEpUaIbHast TUMdaneHo-
MnaTusl, yMEHbIlIEHUE pa3MepOB MEeYEHU.

21.01.2022 r. BBeeHa TpeThs A03a
nHpaukcumaoa (140 mr B/B yepe3 nHDY-
30MaT). YUYUTHIBasi HU3KYIO SHIOCKOM M-
YEeCKY10 aKTUBHOCTb BOCHAJIUTEIBHOTO
Tpoliecca B CIIU3UCTON 000JI0UKE TOJICTO-
T'0 KUNIEYHUKA, ObLJIO TPUHSITO pelieHNe
0 Ha3HAYeHUU Tepaluu S-aMuHOca -
LIUJIOBOM KUCIOTOM U3 pacueta 50 Mr/Kr/
cyTKu. PeGeHOK BBITIMCAaH C BhIpakeH-
HBIMU KJIMHUKO-3HIOCKOMUYECKUMU
yAy4IlIeHUSIMU, PEKOMEHIOBaHO: Meca-
na3uH — 0,51 3 pa3a B 1eHb JUIUTEIbHO,
azaruonpuH — no 50 mr (0,5 TabaeTKM)
1 pa3 B ieHb B 00€ea AJUTEIbHO, HAAPO-
MapvH KaJbLUs — mogkoxHo 6000 ME
2 pa3a B CYTKM B T€UCHUE ABYX MECSIIEB,
a TaKKe MOBTOPHAS TOCIHUTAN3AIIN S
yepe3 8 HeleIb 1J1sI BBEIEHU ST YeTBEPTOM
J03bl MHGpIUKCcUMaba.

Takum 0Opa3zoM, OTCYTCTBUE BpaueOHOM
HACTOPOXEHHOCTHU U MYJIBTUCUCTEMHOTO
noaxoJa K AMarHoCTUKE Y IeTeil MOXET
MPUBOIUTH K TSIXKEJIOMY OCITOXKHEHHO-
my TeueHuio B3K, Tpedyloemy 6osee
arpecCUBHOTO JICUEHUST U TTOCTOSIHHOTO
koHtpos. [l

Bknaap aBTOpOB:

ABTOpbI BHECAM PaBHbIM BKAGA Ha BCex aranax
paﬁOTbI 1 HanncaHuA CTaTbu.
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