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Pesrome

S3Bennsiit komut (1K) — xpoHHYeckoe peruauBUpPYIOIIee BOCIAIUTENbHOE 3a00IeBaHUe TOJICTON KUIIKK C paclpoCTpaHEHH-
€M MOpaXXEHHsI HEIIPEPBIBHO OT NMPSIMOH KHIIKH B MPOKCHMAJILHOM HalpaBJIeHHH. DTHONOTHS 3a00JIeBaHNs HE U3BECTHA, OTHAKO
HPEAIIOJIaraloT, YTO OHO Pa3BUBAETCS B PE3YIbTATE COYETAHHS HECKONbKUX (hakTopoB. Kinunueckas kapruna SIK 3auactyio cxoxa
C KapTUHOW KUIIEYHOH MH(PEKIUH, YTO 3aTPyAHIET CBOCBPEMEHHYIO THArHOCTHKY 3a00JieBaHMs, 0COOeHHO y nereil. Pedpakrep-
HOCTb K CTaHAAPTHOH TepaIluy OrpaHUYMBACT TEPAIIEBTUYECKIE BOZMOXKHOCTH M YBEJIMYMBACT YaCTOTY XMPYPrHYECKUX BMeIla-
TenbeTB. [losiBIICHNE HOBBIX IIpenaparoB, TaKHX Kak OOKaTop SHYC-KHWHA3 yNAJallUTHHHO, OTKPHIBACT HOBBIC IIEPCIEKTHBEI B
neyenun nauuenTos ¢ SIK. Hamu npeacrasnen cinydaii yenemnoro jgedenus SIK npenaparoM ynagauntunud y pe6énka ¢ ne6rotom
3aboneBanus B Bo3pacte 6 Mec. Lles onmcanns — rmokasars BO3MOXKHOCTH IIPUMEHEHHS YIIAAAIUTHHIOA IIPH THKEIOM TEUCHUH
SIK y peGEHka ¢ 04eHb paHHUM HadauoM 3a00JeBaHUs U OTCYTCTBHEM 3(dekra oT paHee nmpoBoguMoi Tepamuu. [ToguépkuyTa
3HAYMMOCTH PAaHHEH IOCTAaHOBKH AMAarHo3a U Ha3HAUCHUs TePAIHU.
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Summary

Ulcerative colitis is a chronic relapsing inflammatory disease of the colon with continuous spread of lesions from the rectum in
the proximal direction. The etiology of the disease is unknown, but it is assumed to be developed as a result of a combination of
several factors. The clinical picture is often similar to the picture of intestinal infection, which complicates the timely diagnosis of
the disease, especially in children. Refractory to standard therapy limits therapeutic options and increases the frequency of surgical
interventions. However, the emergence of new drugs, such as upadacitinib, opens up new opportunities for treating such patients
and studying the effectiveness of therapy. We present a case of successful treatment of ulcerative colitis with upadacitinib in a child
with the onset of the disease at the age of 6 months. The purpose of the description is to show the possibilities of using the janus
kinase blocker Upadacitinib in severe ulcerative colitis in a child with a very early onset of the disease and without effect from
previous therapy. The importance of early diagnosis and therapy is emphasized.
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BeHHBII komuT (SIK) — XpoHudeckoe penu-
IMBUPYIOIIEE BOCIAIUTENEHOE 3a00IIeBaHMe
TOJICTOW KHIIKH C PaclpoCTpaHEHHEM MOpake-
ST HETIPEPBIBHO OT MPSIMOM KHUIIKH B MPOKCHMAJIEHOM Ha-
npasieHu [1]. DTHONOrUS BOCTIANUTENBHBIX 3a001eBaHIH
kumreunuka (B3K), B rom uncne SK, He ycranosnena. Ha
pasButue SIK MOryT BIMATH HECKOJBKO 3HAUMMBIX (DAKTO-
poB: nedeKThl BPOXKIEHHOTO U NPUOOPETEHHOTO UMMYHH-
TeTa, I'eHeTHYecKas MpPeApacloIOKEeHHOCTb, HapyIIEeHHs
KUIIEYHOH MUKpOOHOTHI [2-9]. IIpumepHO y 25% G0nbHBIX
SK muarHocTHUpYIOT B IETCKOM WJIM TIOIPOCTKOBOM BO3pac-
Te, MpU4EM BCE Yalle CoOOIaroT 0 3a00JIeBaHUAX C PAHHIM
(OT poKIeHHUS A0 5 JeT) U 0O4eHb PaHHUM (OT POXKICHHUS 10
2 ner) HayanoMm. Ot dopmbl K xapakTepusyroTcs yHH-
KaJbHBIM (DEHOTHIIOM, MPEHMYILECTBEHHBIM MOpaKEHHUEM
TOJICTOW KHIUKH U BBIPRXKEHHBIM BIMSHUEM TE€HETHUYECKOM
IIPEAPACIIONOKEHHOCTH 110 CPAaBHEHHUIO ¢ JIeTbMHU ¢ Oojee
no3nauM nebtoroMm [10]. CoBpemMeHHBIE BO3MOXKHOCTH Jie-
yeHusa SK BKIIOWAIOT Mpenaparsl S-aMHHOCATHLIHAIOBON
KHCJIOTHI, IITFOKOKOPTHKOUIBI, HMMYHOJICTIPECCAHTHI U Tpe-
naparbl TapreTHOH Tepanuu. V3 mmpokoro crekrpa GHoIo-
THYeCKOW Tepanuu ais nedeHus aereil ¢ B3K opuunansHo
pa3pelieHo NPUMEHEHHEe TOIBKO HHIMOUTOPOB (hakTopa He-
kpo3a omyxonu-o. (PHO-o) — uH(nukcumada u ananumy-
Maba, OTHAKO 3TH Mpenaparbl HeapPeKTUBHEI Oonee yeM y
TPETH MAIEHTOB, a TOOOYHBIC 3PPEKTHI OTPAHUYMBAIOT UX
npumenenue [11].

Cpeau HOBBIX MOJCKYJI, NPUMEHSEMBIX JUIs Jieue-
Hus B3K, Gonblioit nHTEpec MpencTaBisiOT WHTHOUTOPHI
sHyc-kuHa3 (Janus kinase, JAK). DTo rpymmna TapreTHbIX
0a3MCHBIX MPOTHBOBOCIAJIHUTENBHBIX MPENapaToB, KOTO-
pble OKa3bIBAalOT AEHCTBHE Ha BHYTPUKIETOUHYIO CUCTEMY
JAK/STAT (Signal Transducers and Activators of Transcrip-
tion), ormocpeayonryo d3PQPeKTs pa3IUIHbIX [IUTOKHHOB U
JIPYTHX MOJEKYN, B YaCTHOCTH (PaKTOPOB POCTA TeMOIO3-
3a ¥ HEKOTOPBIX TOpMOHOB [12]. YcTaHoBneHO, 4TO MHOTHE
OUTOKHHBI TP ayTOMMMYHHBIX 3a00JIEBaHHSX IEpeNaroT
curnainsl gyepe3 nyTb JAK-STAT. CymectByror 4 depmen-
ta JAK: JAK1, JAK2, JAK3 u tuposunkunasza 2 (TYK2).
®epmenthl JAK nepenaroT curHaia HUTOKHHA 4epe3 Mapbl
JAK: nanpumep, JAK1/JAK3, JAK1/JAK2, JAK1/TYK2,
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JAK2/JAK2. Monekynbl JAK neiicTBYIOT COBMECTHO, Iie-
penaBasi CHTHAJbl IIUTOKHHOB, HO B OMpEAEIEHHBIX Kile-
TOYHBIX YCJIOBHSX MOTYT MPEANOYTHTEILHO UCIIOIB30BaTh
omuH JAK, wem npyrue [13]. Ynagamuruaub (YIIA) — Ho-
BbIi cenekTuBHBIA uHrHOUTOp JAK1 — mpopeMoHCcTpUpo-
BaJI OBICTPOE KIIMHUYECKOE U SHAOCKOIMMYECKOE YITyUIlleHHEe
B IIEpUOJ] MHAYKINH ¢ coxpaHeHueM 3¢ddekra Ha hoHe noa-
Jep>kuBaroieil 1o3pl. OH yMeHbIIaeT BOCHAJIEHHE 3a CUET
OTpaHMYEHHUS MUIPALMM HMMMYHHBIX KJIETOK, aIre3uu Hu
BBICBOOOXKIeHHsI TUTOKKHOB [ 14, 15]. VIIA ono6pen B Poc-
cuu Juis nedenus K y B3pocibix B 2022 . BoisiBieHs! Obl-
CTpO€ KIMHWYECKOe JCHUCTBHE Mpernapara M SHIO0CKOIHYE-
CKasi pEMHCCHS Y B3pOCIIBIX ManueHToB ¢ K, momyyaBmmix
neyenue YIIA, ogHako 3((GeKThl ero NpuMeHEeHus y AeTei
HU3y4YEHBI HEAOCTaTO4uHO [16].

Heckonbko onucaHHBIX cilyyaeB y AeTed Mmokasaiu 3¢-
thextuBHOCTH YIIA B OCTHM)XXEHHN KIMHUYECKOH PEMHUCCHH,
YTO JIeNIaeT LieJIeco00pa3HbIM ero puMeHeHue y aerei ¢ K,
pedpakTepHBIX K TeKapcTBeHHOM Tepanui [17]. BeiGop no3sr
Tpenapara Jjis AeTell 0CTaéTcsl akTyallbHOU 3anadel. B ox-
HOHU W3 paboT MHAYKIMS npoBoamiack npu SIK B Teuenue 8
Hen u nipu Oonesnu Kpona (BK) B Teuenue 12 Hen B noze 45
mr 1 pa3 B ieHb, 3ateM 15 Mr 1 pa3 B 1eHb B Ka4yecTBe MOA-
nepxxuBatomieil repanuu. [Tobounbix 3¢ddexToB He HaOIMIO-
JIaJioCh, ¥ MOAJEPKUBAIOILAs Teparusl Obula MIPOJOJDKEHA Y
Bcex nereit [ 18]. Panee Obu10 mokasano, uto y 12-netHeit na-
nuenTku ¢ BK, pedpakreproit k Tepanuu antu-O®HO, Beno-
H3yMa0y, yCTEKUHyMaOy, 6-MEpKanTOMypuHYy, OTMEUaINCh
quapest 10 10 pa3 B CyTKH, TEMOKOJIMT U a0JOMUHAILHBIN
Oonepoii cuaapoM. bosnpHast Hauana npuéM YIIA B noze 45
mr/cyT. Uepes 2 Hejl ObLIO OTMEUEHO YIYUIlIEHHE COCTOSIHUS,
a yepe3 4 HeJ — KJIMHHYECKas U Ja0OpaTopHasi peMHCCHSL.
Uepes 8 nen nocie Havana npuéma YITA Oblia MOIMHOCTBIO
OTMEHEHa cTepoujaHas Tepamus. JleBouka mepeBeneHa Ha
noajepkuBarolyto 103y YIIA 15 mr 6e3 yxyameHus cocTo-
staus. [10009HBIX 3PexToB B TeUeHHE Meproia HAOTIOICHHS
He oTMevanocs [19]. B npyroii pabore npuém YIIA Obu1 pe-
KOMEHJIOBaH B KauecTBe MOHOTepanuu 7 maiueHTram ¢ BK,
3 ¢ K u 2 ¢ HeauddepeHIMPOBaHHBIM KOJIUTOM (CpEIHHIA
Bo3pact OonbHbIX 15 set). CraproBas 1o3a coctaBuia 45 mr/
CyT. 63% OOJIBHBIX HAXOAWINCh B KIMHHYECKOH PEMHCCHU
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Mexay 8—16 Hen Teparmmu, 25% WMENH 9aCTUYHBIA OTBET U
13% Obutn pedpakTepHsI K JeYeHHI0. Penuaus cuMnToMoB
ObuT 0OTMEYeH Y 1 OOBHOTO Mocie CHIKEHUS 10361 110 30 M,
9TOT NALMEHT JOCTHUT PEMUCCHH IIPH YBEIWYEHHUH J03bI 10 45
M. Y 2 00JIbHBIX 0TMEYAJIOCh IOBBILLIEHUE YPOBHS TPUIVIMLIE-
punoB, y 1 — romnosusie 60mu [20]. I1pn ananmuse 6e3onacHo-
CTH TIPUMEHEHHS SIHYC-KMHA3 Y MAIIMEHTOB C PEBMATOHIHBIM
apTPUTOM YCTAHOBJICHO, YTO PUCK Pa3BUTHUsI HHPEKIIMOHHOTO
Tporiecca He YBEIUIMBAJICS MIPU exeaHeBHoM npuéme YITA
B 03¢ 15 mr bornee BBICOKHI PUCK 3apa’KeHUs ONIOSACHIBAIO-
M reprecom npu npuéme YIIA ne HaGmropancs. He 3a-
PETHCTPUPOBAHO HU OFHOTO TPOMOOIMOOINYECKOTO OCIOXK-
Henus npu npuéme YIIA B moze 30 mr/cyT, a 4actoTa mpu
npuéme B 03¢ 15 Mr/cyT Obuta ananornyHa mianebo [21].
Hesb omucanus — ONPeNeIUTh BOBMOXXHOCTH TIPHMe-
HeHus Oiokaropa siHyc-kuHa3 YIIA npu TskénoM TeueHun
SAK 'y peG&Hka ¢ oueHb paHHUM Ha4ajaoM 3a00JIEBaHUs U OT-
CyTCTBHEM 3 eKTa OT paHee MPOBOAUMON TEPAITUHL.

Onucanue K1uHUYECKO20 caydan

Mansuauk ot 3-it GepemenHoctH (1-1 — abopt, 2-1 —
Maipauk, 2013 r.p., 310poB), NpoTekasiei Ha GpoHe yrpo3bl
npepbiBaHus B 6 Hen v MHoroBoaus B 37 Hen. Ponbl Ha 38-
i Henene, camocTosTenbHble. [Ipn poxaeHnu macca Tena
3900 r, anuHa Tena 52 cm, oueHka o mkaie Anrap 9/8 6an-
10B. B ponnome npusur, nanee 1o 1 roga Bce IPUBUBKU CO-
IJIaCHO HalMOHAJIFHOMY KaneHaapio. CeMeiHbI aHAMHE3:
OTeIl — apTepHalbHas TUIIEPTEH3US, MaTh TAXUKAPIU He-
SICHOM 3THOJIOTHH.

PebGénok 0oeH ¢ 6 Mec KH3HM, KOIJa IOCie BBEICHUS
NpUKOpMa HOSBUINCH MPOXKWIKA KPOBU B CTYJIE, YTO OBIIO
pacLieHeHO Kak MHUIeBas ajjieprus, Mo MoBOAY 4ero Ioiy-
yajl (epMEHTO3aMECTUTENIBHYIO TEPAINIO, OHAKO SBJICHUS
reMokoiuTa coxpansumch. K Bo3pacty 1 rom cramo orme-
YaThCsl OTCTaBaHUE B (U3UYSCKOM PAa3BUTHH, Macca Teia
pe6énka cocraBmsia 10 kr. Torma sxe Ha (oHEe BBemEHUS
MOJIOYHBIX Kall MOSBHIIUCH JKaloObl HA KalIWIeoOpa3HbIH
CTYyJ, €XKEJHEBHO NMPHMECh KPOBU B KaJIOBBIX Maccax, Ja-
OopaTopHO BBIsBIEHa aHeMus. PexoMeHnoBaHHas (hepMeH-
TO3aMECTUTENIbHAs Tepanus U O6e3MojouHas auera — 0e3
a¢dekra. B Bozpacte 1 rom 4 Mec cTyn cTan XKHUIKAM, CO-
XPaHSUTUCh SIBIICHHUS TEMOKOJIUTA, IPUCOSANHIIINCH PBOTA U
JUXOPaJiKa, aCTCHUIECKUN CUHIIPOM, YTO OBLIO PAaCICHEHO
KaK sBJCHUS KUmeyHoi mHpexnuu. [Ipu oOcnenoBaHuu y
peG&nka OblIa BBISIBIICHAa aHEMHS TDKENOW CTENeHH, Hapy-
LIEHUS] TeMOCTa3a, Moly4yal TpaHc(y3un 3PUTPOLUTAPHON
Macchl U CBEXE3aMOPOKEHHOM IIa3Mbl, B CBSI3H C IIOBBI-
IIEHHEeM MapKepoB BOCIAJIEHUS Ha3zHadajach aHTHOAKTe-
puanbHas Tepanus. B komporpaMme BbIABISUIMCH CILIOUIb
JEUKOIUTHI, ciu3b, Oaktepuu. IILIP-muarnoctuka Ha Ku-
[ICYHbIE WH(EKIMH — pe3ylbTaT OTpuiaresibHbiid. [lpu
VY3U opranos OpromHoi nonoctu (OBII) Busyanusuposa-
Jach AWIATalus KUIIEYHBIX METeb 10 2 MM C YTONICHHEM
CTEHOK, BBINOT 110 MPaBOMY OOKOBOMY (PIaHKY, CHIDKEHHE
nepuctansTuku. [Ipu nposenennn KT OBII BrisBIEH acluT.
B cBsi3u ¢ noo3peHreM Ha HHPUIBTPAT OPIOIIHOMN MOJIOCTH
pebEHKy Obuta TpOBeAeHA AKCTPEHHAsl ITUArHOCTHYECKas
JanapoCKONUsl — TMPH PEBU3UU OPIOIIHOM MOJOCTH BBISB-
JIEHO YBEJIMYEHHUE JUaMeTpa TOJICTOM KHUIIKU Ha BCEM IIPO-
TSDKEHHU U €€ HHBEIMPOBAHHOCTH cOCyaMu. B Manom Tazy,
MEXIIETEIbHO, B MOANCUYEHOYHOM MIPOCTPAHCTBE U CETe3E-
HOYHOM YIJIy — MYTHOBAThIM CepO3HbI BHINOT. PeBu3us

CASE REPORT

TOHKOW KHIIIKY 3aTPyJHEHA U3-3a IIepepasayThIX nerens. Ha
BUJUMBIX y4acTKaX KUIICYHUK U3MEHEH.

Manpurky ObUTa IPOAOIKEHA MOCHHAPOMHAS Teparusl.
OTMeuarnace moreps B Bece 2 KI. BrlmucaH ¢ IuarHo3om:
OcCTpBIii TaCTPOIHTEPOKOJIIUT HHGEKIMOHHOM 3STHOJIOIMU
TsDKENOH creneHu. DkccynaruBHas 3HTeponarus? Cocros-
HUE TOCIIE JUArHOCTUIECKOH JIamapoCKOIHH.

Janee pe6EHOK HEOMHOKPATHO TIPOXOAMIT 00CTICIOBAHUS
[0 MECTY XHUTEIbCTBA, B KIMHUYECKON KapTHHE COXpaHsi-
nach nuapes 10 10 pa3 B CyTKH, T€MOKOJIUT, OTCYTCTBOBa-
Ja mpubaBKa MaccO-POCTOBBIX IOKa3aTeNei, OTMedascs
perpecc MOTOPHBIX HAaBBIKOB, JIAOOPAaTOPHO COXPaHSIIUCH
aHeMus, MOBBIIIEHHE YPOBHEI MapkepoB BocnaneHus. [Ipu
TIPOBE/IEHNU KOJIOHOCKOIIMY CIIM3HCTasi 000JI0YKa BCEX OT-
JIeNOB  OJIeTHO-PO30Basi ¢ MHOXXECTBEHHBIMU IUIOCKUMHU
SpO3USIMH HENPaBUIBHON (HOpPMBI 1o GUOPHHOM, a TaKkKe
C 3PO3USAMH OKPYIIION (POPMBI Ha MPHUITOJHATOM OCHOBAaHHH
nuamerpoM a0 0,3-0,4 cMm. Hapacranue nopakeHust orMe-
9aJjoch MO HAMpPaBJICHUIO K AUCTAILHBIM OTAETIaM TOJICTOU
KHUIIKH, TOHYC KHIIKH BO BCEX OT/eNIaX CHIDKEH, [IepUCTalb-
THKa ocyiabieHa. 3axioueHue: ToTaabHbIH 9pO3UBHO-S3BEH-
Hbell konuT. ITo nmaHHBIM 330¢aroracTpoayoneHOCKOINH,
CIM3KCTas MUIIEBOAa Ha BCEM NPOTSHKEHUHU OJIEIHO-PO30-
Bas, C MHOXXCCTBEHHBIMH «IITAMIOBAHHBIMI» 3PO3USIMH
Ha OTEYHOM OCHOBAHHHU OKPYIVIONH (POPMBI JHAMETPOM [0
0,3 cm mox pubpunom. Cnuzucras xenyaka OJIeqHO-PO30-
Bas ¢ MHOXKECTBEHHBIMH MOACIM3UCTHIMH T€MOPParusMH,
IUIOCKUMHU JIMHEHHBIMH U OKPYIVIBIMH KPAaCHBIMH 3PO3Hsi-
MH BO BCEX OTAeNax. 3aKioueHue: Jpo3uBHbIl 330¢arur ¢
MHO)KE€CTBEHHBIMH I'€eMOpparusiMu. DPO3UBHBIN IacTpUT CO
MHOXECTBEHHBIMH T€MOpPParusmMu.

Ha ocHoBanmu TpoBen&éHHOTO 00CIEnOBaHUS PeOEHKY
Obur mocrtaBieH auarHo3: AK, toranpHbeiid (S4), TsokEnas
araka (S1), PUCAI 60 6annoB. Beimucka pe6€Hka Oblia Ha-
MIpaBJICHa Ha TEeJIeMETUIIMHCKYI0 KoHCynbTanuio B HMUL]
3m0poBbs feteid M3 PO. Crnenmanucramu ieHTpa ObLia Ha-
3HaYeHa CHCTEMHas IapeHTepalibHas [IIIOKOKOPTHKOCTEPO-
nanas (I'KC) tepanust mpegHH30710HOM 3 MI/KT B CyTKH C
MOCJETYIOLINM IIEPEXOIOM Ha IEPOPAIBHBIN PUEM U3 pac-
géra 1 MI/KI B CyTKH. YUMTHIBasi KOHTaKT peOEHKA IO Be-
TPSIHOM OcCIle, HA3HAYE€HNE UMMYHOCYIIPECCUBHOM Teparuu
azaTuonpuHOM ObLI0 oTcpoueHo. Ha (hone mpoBoaumoii Te-
pamuu 0TMeuaJoch COKpalleHue CTyna a0 4—5 pa3, OIHaKO
gyepe3 2 HeJl CTyJl ydacTWics 10 8 pa3 B CYTKH, MOSBHIIMCH
HOYHBIE Ae(heKaluu, FeMOKOIUT COXPAHSIICS.

B Bozpacte | rom 7 mMec ManpuuK OBLI BIIEPBBIE OBLI
TOCITUTAIM3MPOBAH B TaCTPOIHTEPOJIOTUYECKOE OTAee-
nue ®I'AY «HMMUL] 3n0poBes gerei». [lpn nocrymneHnn
COCTOSIHME paclieHeHO Kak Tspkénoe (pue. 1). Macca tena
8,6 k1, poct 79 cM. CocTosiHME MUTaHUA TOHMXKEHO, SDS
Bec/uHa —2,2, Macca Tena/Bo3pact —2,36, AyuHa Tena/Bo3-
pact —1,63, uaaexc maccol Tena — 2,01. KoxHble MOKpOBBI
OnenHble, CyXoBaThble, Typrop TKaHEH CHU)KEH, BBIPaXKEHBI
nepuopOuTanbHble TeHH. JKHUBOT HECKONBKO YBEIMYEH B
o0BEéMe 3a cuéT B3IyTHS, NaBIIATOPHO MATKHH, OOJE3HEH-
HBIH B OKOJIOIYTIOYHOW 00JacTH, TIeYeHb +1 ¢M H3-TI0/T Kpast
pebepHON JyrH, MSTKO-3JIaCTHUSCKOM KOHCHUCTEHIMH, Ce-
ne3éHka He yBenuueHa. [lepuananbpHas 00nMacTh HECKOIBKO
runepeMupoBana. CTyll >kENTOro 1BeTa, Kalnieoopa3Hbli
¢ OONBLIMM KOJIMYECTBOM CJM3H, XUPHBIH, 3JI0BOHHBIMH,
€IMHUYHO MPOXKUIKU KpoBU. OTMeuanach TaXUKapaus 10
150 yo/mun. bonpmioit pogaunyok 0,3 x 0,3 cMm, He 3ananaer.
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AxtuBHOCTH 110 mkane PUCAI cocrasmsna 60 6aios.

JlaGoparopHble ToOKazaTeqn pPeOEHKAa MpPU TEPBHYHOM
MOCTYIUIGHUH B  TacTPOIHTEPOIOTHYECKOE OTIeNICHHE
OI'AY «HMMUL] 310poBes Aeteit» B Bozpacte 1 rog 7 mec
NpeacTaBieHbl B Ta0 1. 1.

JlaGoparopHo y peO&HKa BBISIBIIEHA aHEMUsI CpETHEN TH-
KECTH, HEUTPODUIBHBIA JICHKOIUTO3, KOTOPBIA YaCTUYHO
o611 oOycnosieH ['K-repamnuet, yckopenne COD, He3HAUH-
TENbHBIA XOJIECTAa3, MOBBIIICHNE YPOBHEH BOCHAIUTEIBHBIX
MapKepoB U BJIEKTPOJIHUTHBIE HapylieHusa. [Ipu ummyHO(e-
HOTHUITUPOBAHUU JIUM(POLUTOB NEPUPEPHUUECKON KPOBH BbI-
SIBJIGHO YMEHbILIEHHE aOCONIOTHOTO KOJIMYECTBa BCEX MOIy-
siuuit 3a cu4€T TMMQOIIEHUH, HOBBIIEHHE OTHOCUTEIBHOTO
konuuectBa B- u NK-KJI€TOK, CHIJKEHHE OTHOCHUTEIBLHOTO
xonmumuectBa T-knetok, T-xenmepoB W T-IUTOTOKCHYECKUX

Puc. 1. Buemnuii Bua pe6EéHka, oTMedaeTcst 3a7iepikka (pr3n4eckoro
Pa3BUTHS, CHIJKEHHE Typropa TKaHeil (yka3aHO CTpEJKoit).

Fig. 1. The appearance of the child. There is noted a delay in physical
development and a decrease in tissue turgor (indicated by an arrow).

TuMGpOIHTOB. B MEKpOOHOIOriHYecKoM IToCceBe Kalia ObLT BbI-
sIBJIEH OOWIIBHBII pocT Acinetobacter baumannii, 1o IOBOLY
Yero ¢ y4€ToM 4yBCTBHTEIHLHOCTH IOJTy4all aHTHOAKTepHallb-
HYI0 TEpanuio aMUKalmHoM 15 mr/kr B cyTku. VckimrodueHa
KkiIocTpuauansHas uHekuus. [Ipu ynsrpa3BykoBoM Hccie-
nosannu (Y3U) OBII BeIsiBIIeH yMepeHHBIH OTEK CTEHOK TOJI-
CTOW KWIIKH, NETIN KAIIKA HE PACIIUPEHBI, IEPHUCTATBTHKA
pETHCTpHUpYeTCs. YUHUThIBas XoJecTa3, NpOBelicHa HEHHBA-
3MBHAs JHATHOCTHKA (HOpO3a MedYeHN MyTEM TPaH3UEHTHOM
anacromeTpun: Gudposza nedenu Het (FO mo mkane Metavir).
PeO&HOK KOHCYIBTHPOBAH FeMaToJIOroM, COCTOsIHUE paclieHe-
HO Kak IoCTreMopparnieckas aHeMust Ha (poHe TeMOKOJINTa,
Ha3HayeHa MapeHTepajbHas Tepamnus IMpenapaToM >KeJesa.
B cBsI3U C 3NMEKTPONUTHBIMU HAPYLIEHUSMU U TaxXUKapAueH
OONBHOW OBLT TPOKOHCYJIETUPOBAH KapIHUOIOTOM, PEKOMEH-
JIOBaHA KOPPEKIHS SIIEKTPOIUTHBIX HAPYIICHUH ¥ aHEeMUH.
Jns KoppeKIuu HYTPUTHUBHOTO CTaTyca JWUETOIOTOM OBLIH
PEKOMEHJIOBaHBl BBICOKOOENKOBBIE CMECH. B cBA3M ¢ HU3-
KOW Maccoil Tena ¥ HaJMYueM JKUPHOTO CTyJa peOEHOK ObLI
MIPOKOHCYJBTUPOBAH ITyTbMOHOJIOTOM, U TIOCJIE TPOBEICHHS
IIOTOBOIO TeCTa y OOJIBHOI0 ObUT UCKIIIOYEH MYKOBHCIIUIIOS.
YunTeiBas paHHUN AE0IOT U TSDKENOE TeueHne 3a00JIeBaHus,
peOEHKy Obula TpOBeAECHA KOHCYIBTAlUS HMMYHOJIOTOM
HMMUL] nerckoii reMaToiaoruy, OHKOJIOTUA U UMMYHOJIOTUU
uM. JImutpust PoraueBa U pekOMEHIOBaHO CEKBEHUPOBAHHE
TIOJTHOTO 3K30Ma C MOCIIEYIOIEH BaTUIaMe BbISIBICHHBIX
TeHETHUECKUX BApUAHTOB, SBJIAIOIIMXCS BEPOATHOM IMpPUYH-
HOI1 3a00eBanus (TA0. 2).

Kak mokazano B Ta01. 2, B3k30He 13 rena PTPN11 (OMIM
176876) BbIABIEH aMHHOKWCIOTHBIN BapuaHt c.1492C>T
(chr12:112489068C>T; NM_002834.5; rs397507541) B
TeTEPO3UTOTHOM COCTOSIHUW, MPUBOASIIMA K aMHUHOKHC-
noTHOMY BapuaHty p.R498W, onmrcanHoMy B KOHTPOJIBHOM
BbIOOpKe gnomAD v. 2.1.1, ¢ gacroroii 0,0004%. Hykieo-
TUHBIN BapuaHT OMUCAH B MexAyHaponHoi 6aze HGMD
professional v. 2022.1 [CM041072], y manyeHToB ¢ CHH-
npomoM ML/LEOPARD. CornacHo 6a3e nanabix OMIM,

Tabnuma 1 / Table 1

Pesyabrartsl 1a00paTopHoro obcienoBanus pedénka (1 rox 7 Mec) npu nepBHYHON roCIUTAIU3ALMN B TACTPOIHTEPOJIOTNYECKOe OTAeJeHHe
Results of laboratory examination of the 1 year 7 months child patient during first admission to the Gastroenterological department

ITapametp Pedepenc Pesynbrar

Parameter Reference Result
I'emorio6uH, /1 | Hemoglobin, g/L 110-135 94
Jletikouutsl, 10%1 | Leukocytes, 10°/L 615 17,8
Hetirpoduisr, 10°/1 | Neutrophils, 10%/L 1,1-5,8 16,65
TpomGouutsl, 101 | Platelets, 10°/L 150-580 596
Jlumdouutsr, 10°/1 | Lymphocytes, 10°/L 4-10 1,76
COD, mm/u | ESR, mm/hour 2-20 25
lamma-rnyTamuntpadcnentuaasa, EJI/n | Gamma-glutamyltranspeptidase, Units/L 3-30 38,68
C-peakTuBHbIi 6enok, mr/n | C-reactive protein, mg/l <5 11,92
Kanuit, mmons/n | Potassium, mmol/L 4,1-5,3 3,99
Harpuii, mmons/it | Sodium, mmol/L 134-145 133,87
Keneso, mxmons/n | Iron, pmol/L 7,2-17,9 2,09
®dekanpHbIi KaJabpoTekTHH, MKI/T | Fecal calprotectin, pg/g 0-80 > 1000
Dnacrasa kana, MKr/T kana | Elastase of feces, pg/g of feces >200 <50
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Tab6numa 2 / Table 2

I[a}m],le MOJICKYJISIPHO-T€HETUYECKOI0 HCC/ICOBAHUS 00IbHOTO

The data of the molecular genetic study of the patient

T'enomHas KoopanHaTa AMUHOKHCIIOTHBII
ek

T'en OMIM Pegepencras DK30H/MHTPOH GRCh38) Yacrora, % BapUaHT Ouenxa [aTOrCHHOCTH
The OMIM M0CJIEA0BATENBHOCTD . . . o . . Pathogenicity

Exon/intron Genomic coordinate Frequency, % The amino acid ¥

gene The reference sequence . assessment
GRCh38) variant

PTPN 11,
176876 NM_002834.5 13 chr12:11248906 NM_002834.5 13 chr12:11248906

Mpumevanne. **CornacHo MexayHaponHoi 6a3e HGMD professional.

Note. **According to the international database of HGMD professional.

Tabnuuma 3 / Table 3

Pe3yabTaThl JabopaTopHoro oociienosanus pedénka (1 roq 10 Mec) npu NOBTOPHOM roCHUTAIM3ANMH
Results of laboratory examination of the 1 year 10 months child patient during readmission

Iapamerp Pedepenc Pesynbrar

Parameter Reference Result
I'emorno6us, r/n | Hemoglobin, g/L 110-135 90
Jleiikonmtst, 10%/1 | Leukocytes, 10°/L 6-15 19,81
Heitrpodmst, 10°/1 | Neutrophils, 10%/L 1,1-5,8 17,47
Tpom6ouurtsl, 10%/1 | Platelets, 10%/L 150-580 657
Jlumbonutst, 10%/1 | Lymphocytes, 10°/L 4-10 1,83
COD, mm/u | ESR, mm/hour 2-20 36
C-peaxtuBHSIi 6enok, mr/i | C-reactive protein, mg/L <5 42,98
Kanwuii, Mmonb/1 | Potassium, mmol/L 4,1-5,3 3,52
Harpwii, Mmonb/ | Sodium, mmol/L 134-145 132,92
XKeneso, Mmxmois/n | Iron, pmol/L 7,2-17,9 1,04
DdekanbHBIN KaIBIPOTeKTHH, MKI/T | Fecal calprotectin, pg/g 0-80 > 1800
Onacrasa kana, MKr O/t kana | Elastase of feces, pug E/g of feces >200 <100

MyTanuu B reae PTPNI] onucaHbl y MAaIUEHTOB C CHHJIPO-
moMm LEOPARD, tun 1 (OMIM 151100), cunapomom Hy-
Hal, Tun 1 (OMIM 163950) u metaxonapomatozom (OMIM
156250), HacnemyeMbIMH TIO ayTOCOMHO-JIOMHHAaHTHOMY
THUITY, @ TaK)KE Yy MAIUEHTOB C COMAaTUYECKOW IOBEHUIBHOM
MuenoMoHonuTapHoi neiikemuert (OMIM 607785).

B cBsi3u ¢ paHee mMpoBEAEHHBIM 3HIOCKOIIMYECKUM 00-
CIIEZIOBAaHUEM M BBICOKUM XHPYPTHYECKHM PHCKOM KOJIO-
HOCKOIUSI HE TpoBoauiachk. bonbHOMY Obula qo0aBiicHA
MMMYHOCYIIPECCHBHAS Teparus a3aTHONPUHOM 1,5 Mr/Kr B
CYTKH, ponoinkeHo cHmkeHue 1036l [ KC no moanepkupa-
oIIei 5 Mr/cyT, MPOTHBOBOCHAIUTENLHAS Teparus S-aMu-
Hocanmuiiatamu 62,5 Mr/kr B cytku. B 1-ii mecsi mocie
BBINIICKN PeOEHOK MpUOaBHII B Bece | KT, CTYJ I COKpaTHIICs
1o 4 pa3 B cyTKH, ogHako Ha ¢oHe cHkeHus 10361 ['KC
OH BHOBbB TIOTEPSIT B BECE, CTYJ y4acTHiICs 10 6 pa3 B CyT-
KH, TIOSIBWJIACh 0OJIb B JKUBOTE mepe] AedeKkaliei u nocie
€J1bl, COXPAHSUTUCh HOYHBIE JAe(EeKAIMUA U TPUCOCIUHUIICH
Y4aCThIe OCTPhIC PECIUPATOPHBIC BUPYCHBIE HH(EKIIHUH.

[ToBTOpHO TOCTIMTAIM3UPOBAH B T'aCTPOIHTEPOJIOTHYE-
ckoe otaeneHue B Bo3pacte 1 rox 10 mec. Knunuueckas
aktuBHOCTD 10 mkaje PUCAI cocrasisura 50 6ammoB. Pe-
3yJBTaThl aHAJTM30B MPEICTABICHHI B TA0JI. 3.

Hecmotpst Ha mpoBonmuMyIo Tepamnuio y ped€HKa coxpa-
HSUTUCh aHEMUS, TIOBHIIIICHUE YPOBHEHW MapKepOB BOCIIAJIC-
HUS, OTMEUaIach JTUMQOIICHHUs, 10 MOBOY YEero OH MOy-

yan aHTuOakTepuansHyto tepanuto. [Ipu Y3U OBII: ctenkn
TOJICTON KHIIKH Ha BCEM MPOTHKEHUH YMEPEHHO YTONIIECHBI
1o 3,0-3,2 MM 3a cuéT MOACHU3UCTOrO ciod. IleTnn Kumku
HE PacIIMPEeHBl, IEPUCTATIBTUKA perucTpupyercs. MeseHTe-
puanbHble TUMQaTHyecKue y3ibl He yBesJndeHsl. s Hy-
TPUTUBHOIO cTaryca peOEHKy ObLI YCTaHOBJIEH LIEHTpallb-
HBIII BEHO3HBIN KaTeTep, MPOBOAMIOCH JIONOJHUTEIBHOE
BBejieHHE )KUPOB 0,5 I/KT B CYTKH, YIIIEBOIOB 6 I'/KT B CYTKH,
0eJKOB 1 I/KT B CYTKH € TIOCIEAYIOIINM TUTPOBaHHEM JI03bI
MO KOHTpOJIeM OMOXMMHYECKUX NapameTpoB KpoBu. [Ipu
3TOM OOJIHOW Moiydan (epMEeHTO3aMECTUTEIbHYIO, COp-
OCHTHYIO Teparnuio, KOPPEKLUHUIO EKTPOIUTHOTO COCTaBA.
HecmoTps Ha IPOBOAMMYIO TEPAIUIO CTYI y4acTuica 10 12
pas3/CyT, yCHIMINCH TEMOKOIUT (pHc. 2) ¥ abIOMHHAILHBIN
6oneBoit cuanpom. IIpoBeneHre 3H0CKOMMYECKOTO UCCie-
JIOBAaHUS HE MPE0CTABISIIOCH BO3MOKHBIM B CBSI3U C BBICO-
KHAM XUPYPTUIECKAM PHCKOM.

VYuuteiBas oTcyTcTBHE 3(PPEKTa OT MPOBOIUMON MPOTHU-
BOBOCHAIIUTEIBHOW (Mecanana3uH), UMMYHOCYIPECCHUBHOM
(azarmonpun), cucremHort ['KC-tepanuu (mpemHHU30II0H),
TOKENMYI0 araky, peOEHKy OblUla HMHMIMHMPOBAaHA Teparus
unruouropoM ®PHO-o (uHmMkcuMad) B go3e 10 Mr/kr Ha
BBEJCHME. YUMTHIBAas TSDKEIOE TEUEHHE OOJIE3HH, CHCTEM-
nast 'KC-tepanust B MUHIMaJIbHOHM 703€ ObLIa MPOJOIDKEHA.
Ha ¢one neuenust ctyn cokparuiics 10 4 pa3 B CyTKH, HO OCTa-
BAJICSI KAIIMIIEOOPa3HbIM C MUHUMAJIbHOW TIPIMECHIO KPOBH.
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Puc. 2. Bun xana pe6&nka (oTMeuaeTcs pa3KIKEHHBIH CTY, COCTOS-
Ui IPEeUMYIIECTBEHHON U3 TeMOPParndeckoro KOMIOHEHTa).

Fig. 2. The type of feces in the child (liquefied stool, consisting pre-
dominantly of a hemorrhagic component).

Puc. 3. MHOXeCTBEHHBIE SI3BEHHbIE Ae(eKThI (YKa3aHbl CTPETKaMH)
Ha ()OHE TUIIEPEMHUPOBAHHON CIIM3UCTON 00O0IOUKH.

Fig. 3. Multiple ulcerative defects (indicated by arrows) against the
background of hyperemic mucous membrane.

Puc. 4. SI3Bennbie neeKThl, reMOpPparui 1 ciu3b Ha GoHE BOCHa-
JIEHHOM CITM3HCTOH 00O0IOUKH.

Fig. 4. Ulcerative defects, hemorrhages and mucus against the
background of inflamed mucosa.

Hounble nedexarmm u abnoMUHAIBHBIN OOJIEBON CHHIAPOM
KyIHPOBAIUCh, PEOEHOK cTayn 0ojice AKTUBHBIM, AMEeTHT
VAYYIIAICS, OTHAKO 3P (EKT OT Mpernapara COXpaHsyics B Te-
4eHue 4 Hejl, MOCye Yero CTYJl BHOBb YYACTHIICS, YCHIIHIICS
TEMOKOITUT, TIOSIBHJIUCH OOJIM B )KUBOTE U HOYHBIE Jie(heKalnm.
JlaboparopHo coxpaHsUTUCh aHeMUs, TUM(OTICHHS, TIOBBIIIIC-
HUE KOHIICHTPAIUH (PeKaIbHOTO KaJIbIIPOTCKTUHA.

[Ipu mnpoBeneHUH SHIOCKONMUYECKOTO OOCIEeTOBAHHS
Obu1 BBIsIBIIEH ToTanbHbI K ¢ mpeobnananuem mporecca
B MPaBBIX OT/AEIaX 000JJOYHON KUIIKK (CIM3UCTasl CIENoi
KUIIKK C MHOXXECTBOM DPACIOJIOKEHHBIX MO BCEH OKpYX-
HOCTH KHILIKH, SI3BEHHBIX 1e(EKTOB, IPOAOILHO OPHEHTH-
POBaHHBIX, CIIMBHBIX, OOIIUPHBIX, C MACCUBHBIMH HaJIOXKe-
HUSIMH (pUOpUHA W THOSI, C BBICTYMAIOIIUMH MEXIY HUMH
y4acTKaMH SpKO TMIIEPEMUPOBAHHOM, OTEYHOM CIM3UCTOU
o0oouku. B obnactu Bocxonsiieit 00009HON KUIIKH MHO-
JKECTBEHHBIE, PaCIOIOKEHHBIE M0 BCE OKPY)KHOCTH KHIII-
KH, TIPOAOJIFHO OPUEHTHPOBAHHBIC, CIMBHBIC, OOLIMPHEIE,
C MAacCHUBHBIMH HAJNOXEHUSAMH (UOpUHA U THOS SI3BEHHBIE
nedextel. IIpu uHCY(hOIAIMH OTMEYalOTCs KOHTaKTHas
PaHUMOCTh ¥ KPOBOTOYHMBOCTb U3 SI3BCHHBIX JE(PEKTOB, Ha
CJIN3UCTOM 00OJIOUKE JAPYTUX OTIENIOB KUIIKH Ha (OHE He-
3HAUUTEIBHOW TUNIEPEMHH OTMEUYAIOTCS MHOXKCCTBEHHBIC
SI3BEHHBIC JIEPEKTHI, MOJTUMOP(DHBIE, TITyOOKHE C HATIOKEeHHU-
siMd (prOpUHA M BEHYMKOM THIIEpeMUn. MHAeKC SHI0CKOH-
yeckoii aktuBHOocTH UCEIS 6 6amnos (puc. 3, 4):

YuuThIBas KIMHUYECKHE, Ja0OpaTOpHbIE M SHIO0CKOIH-
YyecKHe JlaHHble, peOEHKyY ObLIa IMpOBEeIeHa CMEHa TepaIiuy
Ha UMMYHOCYIIPECCUBHBIM OHOJIOrMYEeCKUH Mpemnapar ¢ ce-
JICKTUBHBIM BO3/ICHCTBHEM Ha KHIICYHHK, IPEICTABISIIO-
i co00H TYMaHU3UPOBAaHHBIC MOHOKJIOHAJIbHBIC aHTHTE-
na IgG1l, — Benonusymad. C y4éToM BBICOKOM aKTHBHOCTH
3aboneBanus npopobkeHa cucremuas [ KC-tepanus u um-
MYHOCYIPECCHBHAS TEPalHs a3aTHOIIPUHOM.

BonpHOI NOBTOPHO MOCTYNHUI B Bo3pacTe 2 roga 6 mec.
Macca Tena 9,3 kr, poct 85 cMm. CocrosiHue MUTAHUS TIO-
HmxeHno, SDS Bec/mmmHa —1,63, macca Tena/Bo3pact —3,71,
JUTMHA Tena/Bo3pact —3,54, nauekc maccol Tena 12,87. Tlpu
MOCTYIUIEHUH cTyl 10 10 pa3 B CyTKH C MPUMECHIO KPOBHU
U ciam3H, cyO(QeOpuInTeT, HOYHbIe Ne(eKannu, CHIKECHUE
aNIeTHTa, )KUBOT MaJbIIaTOPHO OOJIE3HEHHBIH BO BCEX OT-
nenax. Knmamueckas aktuBHOCTH mo 1mkane PUCAI —
50 6amtoB. Pe3ynbraThl aHaJM30B MPEICTABICHBI B TA0I. 4.

ITpu Y3U OBII ycraHoBI€HO, YTO CTEHKH HOMIEPEYHO-O0-
00109HOM, HUCXOAAIIEH U CUTMOBUIHON KUILIKU YTOJIIIEHBI
110 5,5-6,0 MM 3a CYET CIAMU3UCTOrO U MOACIM3UCTOTO CIOEB,
KPOBOTOK TPH I[BETOBOM JIOMIUIEPOBCKOM KapTHPOBAaHUH
YMEpEeHHO ycuieH. [leTnu KWIIKKM He paclIMpeHbl, MepH-
CTallbTUKa PErHCTpupyercs. Me3eHTepHabHble TUM(aTH-
YeCcKHe y3Jbl HE yBEJIMYEHBL. YUHUTHIBAs BBICOKHHA XUPYp-
THYECKUH PHUCK, OT IMPOBEIECHUS KOJOHOCKOIUHM IPUHATO
pelleHre BO3ep)KaTbesl. Y UUThIBask paHHUH 1e0roT 3a0ome-
BaHUs, oTcyTcTBUE dddekTa or cucremMHor ['KC-Tepanun
MPEAHNU30JI0HOM B COYETAHUU ¢ HMMYHOCYTIPECCUBHOM Te-
parueii a3aTHONPUHOM, OMOIOTHYECKON Teparmuu (HHTHOU-
topa ®HO-0 uHpIMKCHMa0a u mpenapaTa ¢ CeleKTHBHBIM
BO3/ICHCTBHEM Ha KHUILIEYHHWK BEeNOJIM3ymMada), TOTAaJIbHBIN
SK ¢ mpeobnaganuem mpoiiecca B NpPaBbIX OTAeIaxX 000-
JIOYHOM KHIIKH, KIMHUYECKH ydamEHHbIA ctya 10 10 pas
B CYTKH C IPUMECHIO KPOBU U CIIM3H, peOEHKY OblIa HauaTa
Tepamnusi 6rmokaropom sinyc-knHa3z YIIA B moze 15 mr/cyt.
VYuauteiBas, uro npenapar ssistercs off label, nepen nazna-
yeHneM Obli1a MPOBeeHa BpaueOHast KOMUCCHS, a TAK)XXe TI0-
Jy4eHO TOOPOBOJILHOE MUCEMEHHOE COTTIACHE MAaTepH. Y Uu-
TBHIBasl, UTO JAHHBIX 0 o3¢ YIIA y mereit JaHHOTO BO3pacTa
HET, CTapToBasd, a Jaee MoAIepKUBAIOIIas 103a Ipenapara
cocraBmia 15 Mr/cyr.

Uepes 1 Hen mocne npuéMa mpenapara 4yacToTa cTyna
COKpaTHiiach 10 2—3 pa3 B CyTKH, CTyJ cTaj Oonee opopm-
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JICHHBIM, KY[THPOBAIMCH HOUHBIE Aedekannu, abIoMuHaIb-
HBII 0OJICBOM CHHIIPOM M TEMOKOJIHT. B MeXrocrnuraibHbII
nepuos Ha (JOHE MPOBOAMMON Tepanuu CTya cTail o(opM-
JIeHHBIM, 03 IpuMecell KpOBH U CIIN3HU, a0JOMUHAILHOTO
00JIeBOrO CHHIPOMA, HOYHBIX Ae(eKalril U JINXOpaaKku He
OTMEYaJioch. YIy4LIMIUCh IapaMeTphl (PU3NUECKOro, MCH-
XOMOTOPHOTO 1 pedeBoro pazutusi. Cucremuas ' KC-tepa-
vt ObUTa TIOTHOCTHIO OTMEHEHA.

[Ipu rocmuranu3anuu GONBHOTO B BO3pacTe 3 roga
2 mec macca tena 14 kr, poct 89 cm, SDS Bec/nnuna 1,4,
macca tena/Bo3pact —0,40, nnuHa Tena/Bospact —2,41,
uHJIeKkc Macchl Tena 18 (pue. 5). XKuor mampnaTopHO
MSTKHH, 0€3001€3HEHHBIN, CTYNl 0pOpMIIEHHEIH, 0e3 mpH-
Mecelt kpoBu u cinusn. [Tlapamerpst YCC B npenenax Bo3-
pacTHBIX 3HaueHUi. KiimHnYecKkass akTHBHOCTH O TIKaje
PUCALI 10 6annoB. Pe3ynbpraTsl aHaN30B NMPEACTABICHBI
B TabJa. S.

Puc. 6. Cnnsucrast 0605104Ka TOICTON KHIIIKU C OTCYTCTBHEM BOCHa-
neHusi. CTpenKol yKa3aHbl pyOLOBbIC H3MEHEHHS.

Fig. 6. The colon mucous without inflammation. The arrow indicates
scar changes.

CASE REPORT

Takum 00pa3zom, y peOEHKa KyITHpOBaiach aHEMUs, HOpMa-
JIM30BAJINCH TTOKA3aTENIM MapKEPOB BOCIIAJICHUS! M UIMMYHOJIO-
THYECKON aKTUBHOCTH, OTHAKO COXpaHAeTCs TUM(OIIECHHUSL.

[Ipu Y3U OFBII nokazaHo, 4TO AOCTyIHBIE NIl BU3ya-
JM3alUU CTEHKH TOHKOM M TOJICTOM KHUIIKH HE yTOJIILEHBI,
NEeTIM KUIIKY HEe PacIIUPEHb], IEPUCTAIBTUKA HE U3MEHEHA.
MeseHTepuanbHble TUM(AaTHIECKUE Y316l HE YBEIHYCHBHI.
[Ipu sHAOCKOIMYECKOM OOCTIEIOBAaHUM: CIIM3UCTAs 000I0Y-
Ka BCEX OTJEIIOB KUIIIEUHHNKA OJICTHO-PO30BAs C OYAarOBBIMHU
pyOLOBBEIMH H3MeHEHUs MU (puc. 6). MHIeKe >HI0CKONU-
yeckoli akruBHoctr UCEIS 0 0amnoB. B BepxHuX oTnenax
KKT 6e3 matonoruu.

Puc. 5. Buemnuii Bug pebéHka yepe3 6 Mec OT Hadayia Teparuu
VIIA.

Fig. 5. Appearance of the child 6 months after the start of upadaci-
tinib therapy.

Table 4/Table 4

Pe3ynbTarsl 1aGopaTopHoro odcienoBaHus pedéHka (2 roga 6 Mec) Npy NOBTOPHOI roCHUTATU3ANMH

Results of laboratory examination of the 2 year 6 months child patient during re-hospitalization

TTapametp Pedepenc Pesynbrar

Parameter Reference Result
I'emorno6us, r/n | Hemoglobin, g/L 110-135 84
Jleiikonmtsr, 10%/1 | Leukocytes, 10°/L 6-15 14,27
Heiitpoduier, 10%/1 | Neutrophils, 10°/L 1,1-5,8 9,60
TpomGouutsl, 101 | Platelets, 10°/L 150-580 688
Jlumdouurser, 10%/1 | Lymphocytes, 10°/L 4-10 2,62
COD, mm/4 | ESR, mm/hour 2-20 22
C-peakTuBHBIH Oenok, mr/n | C-reactive protein, mg/l <5 47,05
XKeneso, mxmons/ | Iron, pmol/L 7,2-17,9 2,5
DexanbHbI KanpnporekTrH, MKI/T | Fecal calprotectin, pg/g 0-80 > 1800
Onacrasa kana, MKr O/t kana | Elastase of feces, pug E/g of feces >200 <102
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KNMUHUYECKWU CNYYAN

Tab6anuna 5 / Table 5

Pe3yabrarnl J1abopaTopHOro 00ciiefoBanus pedénka (3 rona 2 Mec) Npu MOBTOPHOI rOCHUTAIN3AMK Yepe3 6 Mec oT Hayaia Tepanun YIIA

Results of laboratory examination of the 2 year 6 months child patient during re-admission 6 months after the start of therapy
with Upadacitinib

ITapamerp Pedepenc Pesynbrar

Parameter Reference Result
I'emorno6wus, r/n | Hemoglobin, g/ 110-135 121
Jleiiouutst, 10%/1 | Leukocytes, 10°/L 6-15 4,75
Hetirpoduisr, 10°/1 | Neutrophils, 10%/L 1,1-5,8 2,10
TpomGouutsl, 10%/1 | Platelets, 10°/L 150-580 275
JImmbountst, 10%/1 | Lymphocytes, 10°/L 4-10 1,90
COD, mm/u | ESR, mm/h 2-20 2
C-peakTuBHbBIH Oernok, mr/i | C-reactive protein, mg/L <5 0,51
JKeneso, mxmons/n | Iron, pmol/L 7,2-17,9 16,5
®dekanpHbIi KadbnporekTH, MKI/T | Fecal calprotectin, pg/g 0-80 > 100
Dnacrasa kana, Mkr D/t kana | Elastase of feces, pg E/g of feces > 200 >200

Takum 00pazom, Oraronapst HasHaueHn o YIIA y peO&Hka ¢
O4YEHb PAHHKUM JICOF0TOM 3a00JICBaHNUS M OTCYTCTBHEM dderTa
OT CTaHJAPTHBIX CXEM TEPAITNX, BKIIIOYAs TCHHO-UHXXCHECPHBIC
OWOJIOrUYeCcKUe Mperaparsl, HaM YIajaoCh MOMYYUTh HE TOJb-
KO KIIMHUYECKYIO M JabOpaTopHylo, HO U 3HAOCKONUYECKYIO
pemuccuto. CieayeTr OTMETHTb, YTO B TEYEHHE HECKOIBKHUX IO~
CTIUTAIN3ALMHA HaM HE yAaBalIoCh IPOBECTH SHOCKOIIMYIECKOE
o0cyenoBaHUEe B CBSI3U C BBICOKHM PUCKOM Pa3BUTHS XUPYp-
TMYECKUX OCJIOKHEHUH. DTO HY)KHO YUUTHIBATh IIPU PEILICHUH
BOIPOCa 0 HEOOXOMMOCTH KOJIOHOCKOIIHH Y JIETeH ¢ TSOKENOM
arakod 3a00JeBaHMA. YUHUTBIBAs OYCHb PaHHUN 1eOrOT 3a00-
JICBaHUS, HAIIeH 3a/1a4ei SIBIISUIOCH B TIEPBYIO OUYEpEeIb HCKITIO-
YEHUEC NIEPBUYHBIX I/IMMyHOZle(I)I/IL[I/ITHLIX COCTOﬂHHﬁ, B CBA3H
¢ ueM peOEHKy ObUTH ITPOBEAECHBI KOHCYNIBTAlUs HIMMYHOJIOT
U MOJIEKyJIApHO-TeHeTH4eckoe uccienoBanne. Hecmorps Ha
OTCYTCTBHC MyTaHHﬁ, KOTOPBbIC MOIJIN ObI OOBSICHUTH CTOJIb
paHHee Havayio OOJNe3HH U e€ THKENOe TEeUCHHE, MBI BCE ke
MIPOJO/DKAEM pacCMaTpyBarh JAHHOTO TMAIMEHTa Kak peOEHKa
C BO3MOXHBIM HMMyHOHC(pHHHTOM, MaTOr¢HETUYCCKUE MEXa-
HU3MBI KOTOPOT'O ITOKa HE SICHBI.

Ob6cyxnenue

B HameM KIMHHYECKOM ciydae MpeAcTaBIeHO pedpak-
TEpHOE K CTaHAApPTHBIM cxeMaM Tepanuu teuenue AK npu
O4YECHb paHHEM ero Haudane. Y peOEHKa oTMeyanuch abmo-
MUHAJIbHBIA OO0NIEBOW, TUApEHHBIA W T'e€MOKOJIMTUYECKHIA
CHUHIPOMBI, OTCTaBaHHE B (PU3MYECKOM, ICUXOMOTOPHOM H
pedeBoM pa3BUTHU. IIpH KHUIIEYHBIX MOTEPSX OTMEYAIOCH
CHIDKEHHE KOHIIEHTPALMH TeMOIIOOWHA, 3JEKTPOJIUTHEIC
HapYIICHUS, IPH aKTUBHOCTH 3200JICBaHMs — ITOBBIIIICHHE
YPOBHEW BOCHAIUTENBHBIX MapkepoB. llpu sHmockonu-
4ecKOM OO0CIIeIOBaHUM OBLIM BBISIBICHBI MHOXXEGCTBEHHBIC
SI3BEHHBIE IE(DEKTHI, a TAKIKE TeMOPPArHueCKUil KOMIIOHEHT.
HecMmoTpst Ha Kypchl MPOTMBOBOCHAIUTENBLHONW, UMMYHO-
CYIIPECCUBHOM M T€HHO-WH)KEHEPHOM OMONIOrn4eckoi Te-
panuy, He yaaBaJoch JOCTHYb HOJOKUTEIbHOro 3ddexra.
JIume Ha3HaueHWe mpenapaToB HOBOTO IMOKOJICHUS TO3BO-
JIJIO HaM HE TOJIBKO JIOOUTHCS MOJIOKHUTENHHOTO dddekra,
HO W YIyYIINTh KadeCTBO KM3HU peOEHka [22, 23]. Bau-
Iy OTPaHWUYEHHBIX ITAHHBIX MO MPUMEHEHHIO OJIOKaTOPOB
SIHyC-KMHA3 y JeTel, Ha HaCTOSAIINI MOMEHT CIIOKHO OTBE-

TUTH Ha BOIPOC, KaK JOAT0 OyneT coxpaHsaThes 3hdekT oT
TIpUMEHEeHus npenapara [24, 25].

3akiiouenne

JlaHHBI KIMHUYECKUN ciydaidl I€MOHCTPHUpYET 3Hauu-
MOCTb MYJIBTHAUCIUIUIMHAPHOTO TOAXO/a K MalMeHTaM C
paHHUM J1e0r0TOM 3a00JIeBaHui KumeyHrnka. Ciemayer yuu-
TEIBaTh, YTO HE BCETYIA AWAPES U TEMOKOJIUT SBIISIOTCS TIPH-
3HAKAMU THIICBOW aJUICPTUU WM KUIICYHONH HH(EKIUH,
MPU UX COXpPAaHCHUH B TEUCHHUE IJIUTEIHHOTO BPEMEHHU He-
00XOIMMO pacIIMpeHHOe 00CIeI0BaHHEe. DHI0OCKOITHYECKOEe
oOcnenoBanue Ui BepU(PHUKALNN MOPAKCHUS KUIICYHHKA
ABIsIETCsl Oosiee MH()OPMATHBHBIM METONIOM JIMArHOCTHKH,
HE Be3Jle JOCTYIHBIM, a B CIIy4ae BHICOKOW aKTHBHOCTH 3a-
OoJieBaHUs HE Beeria 0e30macHbIM [26]. YUuThIBas KHIIEY-
HBIC MTOTEPH U HEOOXOMUMOCTh COOJIOCHUS TUETHI, Malli-
SHTHI HYXKJAIOTCS B aJIcKBaTHOW HYTPUTHUBHOM MOMIEPIKKE.
Bcem nanueHTam ¢ o4eHb paHHMM M PaHHUM JIeOFOTOM 3a-
OoieBaHuUs TIOKAa3aHa KOHCYJIBTAIlMsi MMMYHOJIOTA C IEJNbIO
WCKITIOUYEHUSI UMMYHOJC(PHUIIMTHBIX COCTOSHUH, 2 MMEHHO
MoHOTeHHBIX B3K-110J00HBIX TOpakeHNH KUIIEYHUKA.
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