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0O60ocHOoBaHMe. XpoHUYeCKas Anapes MOXET ObiTb CUMITOMOM LUMPOKOIro Kpyra 3abo/1eBaHUI, Kaxoe U3 KOTOPbIX TpebyeT
0C060ro noaxoAa K tepanuu. SHa4yuTeNIbHylo0 TPYAHOCTbL NpeAcTaBaseT AMarHOCTUKa PEAKUX MPUYMH XPOHUYECKON Anapen,
K KOTOPbIM MOXHO OTHECTH BOCMaauTe IbHble 3a601eBaHUs KuleyHuKa (B3K) ¢ oyeHb paHHUM (B Bo3pacTte Ao 1 roga) sebio-
ToM. OnucaHne KJIMHUYECKOro cjyyas. Y masbunka E. XxpoHndecKas gnapesi MaHudecTMpoBasa ¢ NepBoro rofa *Xu3Hu.
B Bospacte 1,5 net guarHocTupoBaH I3BEHHbIN KOUT, B 2,5 roga AnarHo3 uameHeH Ha 6os1e3Hb KpoHa. lpesctaBieHs!
pe3ynbTatel HablOAEeHUS 3a MNayMeHTOM B TeyeHue 6 neT, npoBeAeH aHanan3 TPYAHOCTeN AMArHOCTUKU U JIeYEeHMUS.
3aknoyernune. OnvcaH KITMHUYECKUI caydar 601e3HM KpoHa ¢ Anapeen KaK BeayLUM KIMHUYECKUM MposiBIeHMeM B AebloTe
3aboneBaHus. [TlocnegoBatesbHbIN AUArHOCTUYECKMI MOUCK MO3BOJINI YyCTaHOBUTb AnarHo3 B3K v MCKIIOYUTL UHbIE MTPUYM-
HbI XPOHUYECKON AUapeu, 4To ONpeaenao npaBuibHy0 TepaneBTUYECKYIO CTpaTeruio.
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OBOCHOBAHME HUYecKas auMapes Yalle obycnoBneHa nuueBon annepruen,
CornacHo onpeaenexHunto BcemnpHoM oprann3auun 3apa- NlaKTa3HOW HefOoCTaTOYHOCTbIO, NapasuTapHbiIMKM MHBA3US-
BOOXPAHEHWS, XPOHMYECKAsA AMapes — CUHAPOM, XapaK- MW, peiKo — BocCnaauTeNbHbIMU 3a60N1eBaHUAMU KULLIEYHHU-

TEPUSYIOWNNCA XKUAKMM CTYIOM C 4acToTon AedeKauuu
6onee 3 pa3 B CyTKM Ha MPOTSKEHUM KaK MUHUMYM 4 Hef.
PacnpocTpaHeHHOCTb XPOHWYECKOM Auapen B [OETCKOM
nonynsauunn coctaBnsietr 7-14% [1]. XpoHnyecKkaa aunapes
NPUBOANT K CHUKEHUIO KavyecTBa XMU3HU pebeHKa, 3aepi-
Ke GM3NYecKoro pas3suTmua n GOpPMUPOBaAHMNIO AeDULIMTHBIX
COCTOSIHWMM (AeduunT Kenesa, BUTaMUHOB, MUMMyHOAeDU-
LMTHble cocTosiHKSA) [2, 3]. B paHHEM AeTCKOM BO3pacTe Xpo-

Ka (B3K), nepBUYHbIMU UMMYHOAEDULUTHBIMU COCTOAHUS-
MW, ayTOUMMYHHbIMUK 3HTeponatuamu [4, 5]. bonesHb KpoHa
C 0O4YeHb paHHMM AebloToM crnocobHa MaHWdbecTMpoBaTb
pa3HoO6pasHbIMKM CUMMNTOMaMu, MPU 3TOM KIMHWYECKas
KapTMHa Ha paHHKWX 3Tanax 60/1e3HN MOXKET 6blTb CTEPTON,
cumMnToMatuka — HecneuuduyHon [4, 6]. B nutepaTtype
€CTb eANHUYHblEe ONMUCaHWa MnageH4yeckon Gopmbl 601e3HU
KpoHa. B yacTtHocTH, B pa6ote T. Kabuki n coaBT. (2005)
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onucbiBaeTcs cnydYan maHndectaummn B3K y mnageHua nepwm-
aHanbHbiMK cBUWamK [7], B paboTte J.G.H. Dinulo u coaBT.
(2006) — raHrpeHo3Hon nuoaepmuen n auapeen [8]. Huxke
npeacTaBfieHo onucaHue 6one3Hn KpoHa, MmaHudecTnpoBaB-
LIen B paHHeM BO3pacTe Anapeen.

KNUHUYECKUA NPUMEP

O nauueHTe

Manbuumk E., Bo3pacTt 1 rog 10 mec, rocnutannsanpoBaH
C anobaMun Ha 3afeprKKy GU3NYECKOro pa3BUTUS, MPUCTY-
noobpasHble 60711 B }UBOTE, XKUAKUIM CTyS CO CIN3bIO U NPU-
MECbIO KpOBM 0 5 pa3 B CYTKM.

AHamMmHe3 3aboneBaHusi. MUaKu cTyn o 8 pas B CYTKM
C NMpUMECHIO «3efleHW» C poXKaeHus. B Bo3pacte 7 mec Mama
3aMeTuna NPOXKWIKKU KPOBMU B CTy/e, a TaKKe MposiBiEHUs
gepmatuta. C atoro e Bo3pacta 6Gblna OTMEYeHa Hepno-
cTaTO4YHas npubaBKa Macchbl Tena. Y4acTKOBbIM MeaMaTpom
CUMMNTOMbI pacLeHeHbl Kak anneprus K 6enKy KOpoBbero
MOJIOKa; MaTepu pebeHKa peKoMeHaoBaHa 6e3MO004Has
OMETa C WCKIOYEeHWeM Oo6auraTHbIX anfiepreHoB, Ha3Have-
Hbl @HTUIMCTaMUHHblE NpenapaTbl, cCop6eHTbl. CUMNTOMbI Ha
dOoHe Tepanuu coxpaHaIuCcb, PeKOMeHJ0BaHa KOHCYNbTauus
ractpoaHTeponiora. B Bospacte 1,5 neT y pebeHKka macca
Tena 10 kr, givHa — 80 cm. Ctyn Ao 5 pas B CYTKM, CO CU3bIO
M NpUMECbId KpoBW. AHanmM3 KpoBu: remornobuH (Hb) —
90 r/n (Hopma He Hwxe 110 r/n), uBETOBOW MOKa3aTelb —
0,76, cbiIBOPOTOYHOE eneso — 3,7 MKMOJb/1; B KONporpam-
Me: apuTpoumnTbl (4—5 B none 3peHuns). lNoceB Ha NaToreHHyo
KuleyHyto dnopy — oTpuuatenbHbii. HasdHavyeHo o6cnenoBa-
HWE Ha LennaKuio (aHTUTeNa K TKaHeBOMW TpaHcriyTammHase),
TNUCTHbIE MHBA3WUK, onpeaeneHme obuero u cneundruyeckmx
IgE (nuweBas naHefb) — HapyweHus He OBHapyxeHbl. Ha
HEKOTOPOE BpeMsi COCTOSIHWE CTaBuIM3MPOBanoch, HO Yyepes
5 mMec BO306HOBWIUCH AMapes, KPoBb B CTyne. Pe6eHoK roc-
NUTanM3npPoBaH B 061ACTHYIO KIMHUYECKYIO 6ObHULLY.

AHaMHe3 u3Hu. PebeHOK OT nepBov 6epeMeHHOCTH,
yrpo3sa npepbiBaHusa B 11-12 Hepn, aHeMus. Poabl nepsble,
camMonpoun3BOo/bHble B 38 Hef, Macca Tefla Npu poXKAeHUn —
2900 r, aamHa — 52 cMm. lNepnoa HOBOPOXKAEHHOCTN 6€e3
ocobeHHocTen. [pyaHoe BCcKapmnvBaHue ao 1 roga 4 Mmec,
npukopm ¢ 10 mec. PebeHKa Habnwganv go 1 roga ¢ guar-
HO30M «aTOMUYECKUIN AepMaTUT».

HacneactBeHHbIN aHaMHe3. JleKapCTBEHHas HenepeHo-
CUMOCTb Y MaMbl, NOJIMHO3 y 6A0BYLLIKK.

dusuKkanbHaa AMarHocTMka

Mpy nocTynieHun BbiparKeHa cnabocTb, ABUraTenbHas
aKTMBHOCTb CHWXXEHa, pebeHOK 6bICTpo ycTaeT. Tenocno-
eHue npaBuibHOE, acTeHnyeckoe, Macca Ttena — 10 Kr,
annMHa — 80 cM. Pu3nyeckoe pasBUTME HUXKE CPeaHero,
rapMoHu4yHoe (SDS pocta -2, SDS Beca —1,88). CocTosiHne
cpenHen TaxKecTu, pebeHoK BsNbih. KUBOT Npu nanabnauumn
MSAMKUK, 6e360ne3HeHHbIN. CTyn yYaleHHbIM, nonyodopm-
JIEHHbIN, C MPOXUIKaMK KPOBMW.

JlaGopaTopHas U MHCTPYMEHTaJIbHasA AUarHoCTUKa

[MarHoCTMYECKUIM NOUCK Obl HaLLENIEH Ha WUCKOYEHUe
BOCMNanuTeNbHbIX 3a601eBaHNI KULLEYHMKE, ayTOUMMYHHbIX,
OHKOJIOTMYECKMX U remaToniorMyeckmx 3abonesaHum, UMMy-
HopgedUumTa.

AHann3 Kposu: Hb — 95 r/n, CO3 — 22 MMm/4, anb-
6ymmH — 30,7 r/n (Hopma 35-50 r/n), KOHUEHTpauus
C-peaktuBHoro 6enka (CPb) — 25,8 mr/n (Hopma Ao
5,0 mr/n), KanbnpoTeKTHa — 264 MKr/r (HopMa < 50 MKr/r),
aHtTMTena K asycnupanbHon AHK — 19,1 Ea/mn (Hopma
no 25 Ep/mn), aHTMHyKneapHbin daktop — 1,44 Eg/mn
(Hopma go 1,0 Ea/mn). Koarynorpamma: AHTB — 29,5 ¢ (Hop-

Ma 24-34 c), npotpombuHoBoe Bpemsa — 10,5 ¢ (Hopma
10-15 ¢), npotpoM6u1H no KBuKy — 98% (Hopma 75-100%),
GubpuHoreH — 6,17 r/n (Hopma 2,7-3,6 r/n).

Konporpamma: MbllleYHble BONOKHA C UCHEPYEHHOCTLIO
(+4), MUPHbIE KUCNOTbI (++), pacTuTenbHas Knetyatka (+++),
Kpaxman BHYTPUKIIETOYHbIN (+), BHEKIETOYHbIN (+), NEMKOLM-
Tbl — 00 15 B none 3peHns, 3puTpoLmnTbl — 60/bLLIOE KOMU-
4eCTBO B Mofe 3peHus. AHaan3 Kana Ha yCl0BHO-NaToreH-
Hyto piopy: Klebsiella oxitoca — 2 X 10% KOE/mn, Klebsiella
pneumonia — 1,7 X 108 KOE/mn, Enterococcus spp. —
1,7 X 109 KOE/mn.

Mpn 33o0¢aroracTpoayofeHOCKONUU BbIIBNEHA MWHU-
MafibHas o4yarosasi rMnNepPemMmns B aHTpanbHOM OTAENE Kenya-
Ka, MopdOonorMyeckn cnuauctas 12-nepCTHOM KULWKKU —
BOPCUHbI HE YKOPOYEHbl, KPUNTbl He YraybaeHbl, Konuye-
CTBO 6GOKaNoBUAHbIX KNETOK MOHWMXKEHO, YMEPEHHbIN OTEK
N nMMdorucTMoumTapHas MHGuUnbTpaLmus CTPOMbI; CIM3UCTas
aHTpaNbHOrO OTAeNa Kenyaka — o4yaroBas runepniasus
C OTEKOM, paccesHHOW BOCNanuTeNbHOM WMHOWUNbTPaLUMEN,
eAMHWYHbIMU KonoHusMKu Helicobacter pylori. Tpn ¢ubpo-
KOJIOHOCKOMUK TPOCBET MnonepeyHor 060A0YHON KUILLKK
nedbopMMpoBaH 3a CYET OTEYHOW, TMNEepPeMUpPOBaHHON,
NOAUMO3HO U3MEHEHHOW CM3UCTOM 060/104KKU. [aycTpbl He
BM3yanuaunpyroTcs. B Hucxoaswen n nonepevyHon o6o404-
HOWM KMLIKax BMUAHbI 93Bbl OKPYroM GOpPMbI, C BbipaxKeHHbIM
BOCNanMTENbHbIM BaNoM, Ha AHe GUOPUH W rpaHynsLmm, UX
yBeNnMyeHue B MNPOKCMManbHOM HanpaBieHuu. Cnusucras
060/104Ka KPOBOTOYMUT MpMU KOoHTaKTe. COCyaAUCTbIN PUCYHOK
He NpOoCeXMBAETCS 3a CYET OTEKA U TMNEPEMUN.

MpepBapUTenbHbIA AUArHoO3

F3BEHHbIN KONUT, Cy6TOTaNbHbIM. CUHAPOM M36LITOYHOTO
6aKTepranbHOro pocta B KUWEYHUKE. XPOHUYECKUIM ayone-
HUT, Nepunoa HEMOJIHON PEMUCCUN. AHEMUS JIEFKON CTEMEHM.
bonesHb KpoHa?

AnHamuKa u ucxopabl

Ha ocHoBaHWK pesynstatoB 06cneaoBaHns 6610 Ha3Ha-
YyeHo cneayroulee neverue: aveta N2 4 ¢ gotaumen ne4ebHbix
CMecer Ha OCHOBe OnuronentuaoB, aHTMOaKTepuasibHoe
nieyeHne (aMOKCUUMANINMH, MEeTpoHWAas30s), NpeaHU30/0H
1,5 Mr/Kr Maccbl Tena B CYTKM C MOCTENEHHOW OTMEHOW,
MecanasuH B rpaHynax 500 mr/cytr. CocTosHMe nauueHTa
Ha $oHe Tepanuu yny4lmnoch, CTya CTan KawnueobpasHbiMm,
ncyesna NpMMecb KpoBM, PeBGEHOK BbiNUCaH C peKoMeHAaa-
LUMAMMU MO JanbHEWWEMY NIeYeHUI0 Mecana3mMHOM C MocTe-
NEeHHOW OTMEHOM NpeaHN30/10Ha.

B Bo3pacTte 2 net 3 mec Ha poHE CHUKEHNSA O03bl Npea-
HM30/10Ha NPOM30LLN0 060CTPEHME, PEBEHOK FrOCNUTANIU3U-
poBaH B HaunoHanbHbIM MEANLMHCKUI nCCneaoBaTeNbCKNUM
ueHtp (HMWL) 3gopoBbsa geten (MockBa). C Lenbio UCKIIO-
YeHUs MepPBUYHOIrO MMMyHodedUuMTa 6bl10 NPoOBEAEHO
MMMYHODEHOTUMMYECKOE UccneaoBaHme numoountos — 6e3
ocobeHHocTen. KOHCynbTMpoBaH MMMYHOIOrOM, COr/laCHO
3aK/IOYEHUIO KOTOPOro, HE UCKIIKYanoch HanuMyne nepBmy-
HOro nmmyHogeduumTa Ha doHe B3K. lNpoBeaeHbl aHanusa
6aKTepMumMaHOM akTMBHOCTM KpoBu (BURST-TecT) ¢ oueHKon
LIUTOTOKCUYECKOM aKTUBHOCTU HEMTPODUIOB U MOHOLIUTOB,
aHaNM3 KPOBM Ha Hanuyme 3KCMPECCUM BHYTPUKIETOYHbIX
6enKoB (cynpeccopa onyxoneBoro pocta U X-CLENIEHHOro
WHIMOUTOpPa anonTtos3a) — pesynbraTbl oTpuuaTenbHble. [pu
NOMHO3K30MHOM CEKBEHWPOBAHUN OBHAPYXKEH MaTOreHHbIN
BapuaHT B reTepo3nUroTHOM COCTOSIHUM BO 2-M 3K30HE reHa
CR2 peuenTtopa KoMMJemMeHTa 2-ro Tuna, acCouMmpoBaH-
Hblh C BbICOKMM PWUCKOM pPa3BUTUS CUCTEMHOW KpacHOWM
BO/I4aHKM. [TOBTOPHO NpoBeAeHa KOMOHOCKOMKS, BbISIBEHbI
apTO3HbIM MPOKTOCUIMOUANT, PACNPOCTPAHEHHbIN A3BEHHO-
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KnuHunyeckKoe Ha6noaeHue E Clinical Observation

remopparMyeckum Konut ¢ gepopmalnen npocBeta U yKo-
poyeHneM 060404YHON KULIKW, TEPMUHANbHbIA 3PO3MBHbIN
WNenT, NCeBAONOAMMNbl BOCXOASLEN U nonepeYyHon 060404-
HOM KUWOK. Mopdonornyeckoe wuccrnegosaHve 6uontata
CIM3UCTON 06O0N0YKM 060A0YHOM KUWKKM — OKanbHbIN
aKTUBHbIM Konut. o pesynbtatam 06Cnef0BaHUs YCTaHOB-
NleH anarHos: «bonesHb KpoHa TOHKOM W TONICTOM KULLKW,
cTeHosupywwas ¢opma, ymepeHHas aktnuBHocTb (PCDAI
17,5 6annoB), HeNpepbiBHO-PELMAMBUPYIOLLEE TEYeHue.
[eMopparMyeckui ractput, 3p03MBHbIN BybOUT». YuuTbiBas
BbICOKYIO aKTUBHOCTb 3a60/1€BaHUs, 3aBUCUMOCTb OT FOPMO-
HanbHOM Tepanuu, C LieNblo NPONOHIaLMM PEMUCCUN HavaTa
Tepanus MHOAMKCMMaboM — MOHOK/IOHANbHbIM aHTUTENIOM
K daKTopy HeKpo3a onyxonu anbda (tumor necrosis factor
alpha; TNFa) — no 100 mr no cxeme O—-2-6 Hea 1 3aTem
Kaxable 8 Hed. Co cnoB MaMbl, yXKe Yepes 2 Hef CTyn ctan
pexe — 00 3 pas B CYTKM, KalwnLeobpasHbli, MepUOANYECKH
C NPUMECHIO CNU3K, B KOMPOrpaMme peakuus Ha CKPbITYO
KpOBb OTpULaTeNbHas, 3PUTPOLUTEI — A0 5 B NOE 3peHUs.

B Bo3pacTe 3 net 6€3 04eBUAHOM MPUYMHBI CTYN ONNATb
y4acTuncs, B CTyne onsaTb MOSIBUAUCH MPOXKUIKKU KPOBM;
OTMEYEHO MNOoBbIWEHUE KoHUeHTpaumun CPBE 1 dekanbHoro
KaNbMPOTEKTMHA, YTO BbIIO0 PaCLLEHEHO KaK OTCYTCTBME OTBE-
Ta Ha Tepanuio MHIMKCMMaboM, B CBA3M C YeM npenapaTt
6bln 3aMeHeH Ha 6noKkatop TNFa ¢ MHbIM MexaHM3MOM Aen-
CTBUSA (NOAaBNEHME NOBEPXHOCTHbIX peLenTopoB p55 n p75
K TNFa) — aganumymab — no 40 mMr Kaxkable 2 Hea. Ha doHe
TepanuMu OTMEeYasoCb HECTOMKOE yyylleHUe — ypexeHue
4acToTbl CTyNa, MICHE3HOBEHME MPOXKMUIOK KPOBH.

B Bo3pacTe 4 neT npu nnaHoBoKn rocnutanusauns 8 HMAL,
300POBbS AETEN COXPAHANMUCH XKanobbl Ha yYalLEHHbIN HEO-
GOPMAEHHbIN CTYyN, HAanMuYne NPOXMUIOK CAU3U U KPoBMU. MNpu
NocTynaieHnn macca tena — 14 Kr, poct — 92,5 cm, pu3su-
YecKoe pa3BUTUE HUXKE cpeaHero, rapMoHuyHoe (SDS pocta
—-1,42, SDS Beca —0,88), MHAEKC Macchl Tena — 16,4 Kr/m=2.
B KnuMHu4yeckom aHanmie Kposu: Hb — 90 r/n (Hopma
> 110 r/n), MCV — 66 ¢n (Hopma 60-75 ¢n), MCH —
19 nr (Hopma 21-27 nr), nemkouutos — 17,2 X 109/n
(Hopma o 10,5 X 109/n), TpoM6oLMTO3 — 612 X 10%/n
(Hopma 159-389 X 109/n). B 6MOXMMUHYECKOM aHann3e
KpoBu: CPb — 19,6 r/n (Hopma go 5,0 r/n), cbiIBOPOTO4HOE
wenezo — 1,4 MKmonb/n (Hopma 9,5-17,0 MKMOnb/n),
anbbymuH — 22,1 r/n (Hopma 35-50 r/n), 06w 6enoK —
50 r/n (Hopma 58-78 r/n). ®eKanbHbIA KanbNPOTEKTUH —
933 MKr/r (Hopma MeHee 50 MKr/r). lNpu cekBeHUpoBa-
HuM Tectom Genome UNI o6HapyKeHbl peaKue natoreHHble
BapuaHTbl B reTEpO3UrOTHOM COCTOSIHUU B reHe STAT1 aKTu-

BaToOpa TPaHCKpMNumK 1, accouMMpoBaHHbIE C MEPBUYHLIM
nMmmyHogedpuuntom n B3K. PeKkomeHaoBaHa BepuduKaLug
06Hapy)KEHHOro BapuaHTa METOAOM CEKBEHMPOBaHMUSA MO
CaHrepy, KoTopasi Ha HacCTOSLWMN MOMEHT HE BbINOSHEHA.
[Mpn KONOHOCKOMUU OBHaPYXKEHbl MHOXECTBEHHbIE MPOTS-
YEHHble U ryboKne A3Bbl TOICTOM U NPAMON KMULLOK, MHO-
YKECTBEHHbIE MCEBAOMONMMbI B BOCXOASALWEN U NMonepeyHomn
06004HON KULIKE, MHOXECTBEHHbIE 3PO3UN CUIMOBUAHOM
M MPSIMON KULIOK, MHOXECTBEHHble adTONOA06HbIE 3P0O3UKn
CKafoK TONICTOM KULLKW, YMEPEHHOE Cy)KeHWe npocBeTa
nornepeyHon 060404HOM KUWKK. [poBeaeHa aHTMOaKTepHU-
anbHasa Tepanus (aMMKaumH, LedTpruaKkcoH), nocne KoTopon
HOpManu3oBanacb KoHueHTpauns CPB, a TakKe oTMe4YeHo
CHWXEHWe KonuMyecTBa JIEMKOLMUTOB B KPOBM. Y4MUTbiBas
COXPaHSIOLYIOCS aKTUBHOCTb OCHOBHOrO 3ab0/ieBaHus,
WHTEPBAN MeXAay BBeAEHUAMU ajanumymata COKpalleH Ao
10 cyT, Ha3HayeH npeaHM3o0noH 2,5 mr/cyt. OgHaKo cnycTa
6 mec cneunannuctamn HMWL, 300poBbs geTen ycTaHoBEHa
HEeabPEKTUBHOCTb TEpanunun, Majb4ynKy Ha3dHavyeH npenapaT
6roKkaTopa oyuf,-MHTErpHa — Beponndymab — B [03e
10 Mr/Kr no ctaHgapTHOM cxeme.

B Bo3pacTe 7 net pebeHOK nNpoaosiKaeT nojayyartb Be4o-
nm3ymab 1 pas B 8 Hel (MPOOOSIKUTENBHOCTL Tepanum —
2 roga). B TeyeHune atoro nepuoga otMeyeHbl 3 060CTpPEHUSA
60ne3Hn KpoHa, cBsi3aHHble C MepPeHEeceHHbIMU OCTPbIMU
pecnupaTtopHbIMK MHPEKUMaAMU. TenocnoxeHne pebeHKa
npaBuIbHOE, acTEHNYECKOe, Macca Tena — 18,5 Kr, pocT —
108 cMm, dUsnyecKkoe pa3BUTUE HUKE CPEAHEND, FTAaPMOHMUY-
Hoe (SDS pocta —-1,42, SDS Beca —0,88), MHOAEKC MaccChl
Tena — 15,9 kr/m2. CaMo4yBCTBUE YOOBNETBOPUTENBHOE,
pebeHOK aKTMBEH. XXMBOT npu nanbnaummn MArkum, 6e360-
Nle3HEHHbIN, cTyn 1-3 pasa B CyTKM, Yalle o0dOPMIIEHHbIN,
6€e3 BMAMMbIX NaTo/I0rMYecKkux npumecen. B obwem aHanmse
KpoBu — 6e3 natonoruu, CPb — 8,7 r/n, deKkanbHbIn Kasb-
NPOTEKTUH — 212 MKr/T.

MporHos

[MpOrHo3 ANns *U3HU 61aronpuUSaTHbIM, OAHAKO A0OUTLCA
MOJIHOrO BbI310POBNEHUS HE NMPEeACTaBASAETCS BO3MOXHbIM.
B aTOM CcBSA3M [MaBHOM LIENIbIO NEYEHUS OCTalOTCH KOHTPOIb
Haj TedyeHMeM 3aboneBaHusa U npeaynpexaeHne pasBuTUs
UHBANUAN3UPYIOLLMX OC/TIOXHEHUI, TaKUX KaK CTEHO3 U nep-
dopaLma KULWEeYHUKa, CBULLM, MOParKeHWs rnaas.

BpemeHHasn wKana
XpoHonorus Te4yeHns 3aboneBaHUs npeacTaBfieHa Ha
PUCYHKeE.

PucyHOK. XpoHONOorns AMarHoCTMY4EeCKOro NoucKa v ero peaynbsraThl y naumeHTa E. ¢ 6onesHbio KpoHa ¢ guapeer B aebiote 3aboneBaHuns

B paHHEM BO3pacTe

Figure. Diagnostic search chronology and its results in patient E. with Crohn’s disease and diarrhea at the onset in early age
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MpenBapuTenbHbIV AUArHo3:
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(He-IgE-onocpepoBaHHas),
aHeMus»; TMnoannepreHHas aveta,
npoTUBOannepruyeckas Tepanus,
6e3 addekTa

MpeaBapuTenbHbIN AMarHos:
«$13BEHHbIN KOMUT, CYOTOTaNbHbIN,
aHeMUs Nerkomn cTeneHu,
CTaHAapTHast;
NpoTUBOBOCNANUTENbHAsA Tepanus,
HECTONKKUI 9D DEKT, coOXxpaHeHne
NpPM3HaKoB aKTMBHOCTH B3K

KNMHUYeCKW aMarHos:
«bonesHb KpoHa ToHKOM
1 TONICTOM KULLIOK, CTEHO3MPYloLLas
dopmar; UMMyHOBHONOrMYecKas
Tepanusi, CTabunnsaLus COCTOSHHUS,
peakue 060CTpeHus




OBCYXAEHUE

MpeacrtaBneHo onvcaHne o4eHb paHHero aebtota 6ones-
HM KpoHa. Bo3MOXHOCTb MaHudecTalmm 601e3HU B paHHEM
(A0 6 neT) UM parke maaJeH4YeCcKOM BO3pacTe OoTMeyeHa
B POCCHMWCKMX KIIMHUYECKUX peKomeHaauusax [9], pabortax
oTeyecTBEHHbIX [4] M 3apybexHbix uccrnepgosatenen [10].
CornacHo ony6/MKOBaHHbIM OMNucaHuaM, 6one3Hb KpoHa
y MnageHueB mMaHudecTMpoBana He TO/IbKO Auapeen, HO
WU nepuaHanbHbIMWU CBULAMU WKW TFAHTPEHO3HOW MNuoaep-
muen [10-12]. lMocnegHune npu3HakW Aenanv KapTuHy
3aboneBaHusa 6onee APKOW, a AMArHOCTUYECKUIM MOUCK —
LeneHanpaBieHHbIM. B Halewm cny4yae 3aKOHOMEpPHbIM
npeacTaBnsfeTca NpeanosioXKeHne y4acTKOBOro neauaTpa
0 HanMynun y pebeHKa NuLLEBOW anneprum Kak camon Bepo-
ATHOM MPUYMHBI XPOHUYECKOW OMapen C KPOBbIO B CTyne.
B 3TOM cBSI3M NOrM4yHOM OblNa M Ha3HavyeHHas UM B noche-
aylowem Ttepanus (BKIYas Ha3HavyeHue 3/IMMUHALMOHHON
avetbl matepu). OgHaKo coxpaHeHWe M MporpeccMpoBaHue
CUMMNTOMATMKM 3acTaBMIO YCOMHWUTbLCA B 3TOM AMarHose
W pacwmnpuTb AMArHOCTUHECKUM MouCK. [ocne npoBeaeHus
KOMM/IEKCHOro 06cnefoBaHna BbICTaBfieH AMArHo3 f3BEH-
HOrO KONMWTa, Ha3HayeHa CTaHAapTHas Tepanus, KoTopas,
KaK NoKasasio JanbHenuee HabngeHune, He npuBena K KOoH-
Tposnio Haj 3aboneBaHneM.

Taknm 06pa3om, BO3HWK BONPOC O HEOBXOAUMOCTN UMMY-
HoGMoNorMyeckon Tepanun. na goobenefoBaHma U pelle-
HWSA 3TOro Bonpoca pebeHoK HanpaBieH B HauuoHanbHbIN
MEAULMHCKMI MccneaoBaTelbCKUMM LEHTP 340POBbS AETEN.
B cBS13M ¢ 04eHb paHHMM aebtotom B3K Tam 6biin BbINON-
HEeHbl FreHeTUYECKWEe WccnefoBaHMa ANS UCKIOYEHMA nep-
BMUYHbIX MMMYHOAEDUUNUTHBIX COCTOAAHMI. OOGHapyXeHbl
peaKkue naToreHHble BapuaHTbl reHa STAT1, KOTOpble acco-
LMMPOBaHbl KaK C MEPBUYHbIMKU MMMyHOAEDULMTAMU, TaK
n ¢ B3K [10]. lMarHOCTMY4ECKMIN MOWUCK C LeNblo Bepu-
GUKauun nepBUYHbIX MMMYHOAEDULMTOB, KOTOPblIE MOTYT
nebloTupoBaTb He TONIbKO B PaHHEM [EeTCKOM Bo3pacTe,
HO M MO3e, 6yaeT NPoAo/IKeH. BbiABNEHHbIN NaTOreHHbIN
BapWaHT B reTepo3nroTHOM COCTOSIHUKU BO 2-M 3K30HE reHa
CR2 peuenTtopa KoMnnemMeHTa 2-ro Tuna HenocpeacTBEHHO
He BAMSET Ha pasBUTME MMMyHOAebMLMUTa, HO MOr UrpaTtb
K/II04YEBYIO PO/b B paHHeM cTapTe B3K y gaHHOro nauuenTa,
NOCKOJIbKY peLenTtop KomnaemeHTta tuna CR2 npeacrasnset
co601 MeMBpPaHHbIN MUKONPOTENH, OH CBA3bIBAET NPOAYKTbI
fgerpagaumm C3, o6pasylolmecs BO BpeEMS aKTMBaLMU KOMM-
nemeHTa. CR2 BbINOSHAET MHOXECTBO BaXHbIX GYHKLMI Npn
HOpPManbHOM WMMMYHHOM OTBETE W, KaK npeanonaraetcs,
UrpaeT posb B pa3BUTUM ayTOMMMYHHbIX 3ab6oneBaHui [13].

Heo6xo0aMM0o OTMETUTb, YTO UMMYHOAENPECCUBHAA Tepa-
nus uHrneutTopamm TNFa (MHAMKenumab, aganumymab) oka-
3anacb ManosaPpOEKTUBHOM, XOTS U3 HALLEro onbiTa UX Npu-
MeHeHUS Y 60MbHbIX ¢ B3K Mbl MOXeM O0TMETUTb 60MbLINK
3bdEKT M CTabMUNN3aLMIO COCTOSHUS 340POBbS Ha MHOroIEeT-
HWUIN neproa. MNMonoXKuUTeNbHbIM ONbIT NPUMEHEHUS UHTMOUTO-
poB TNFa B Tepanuu 6onbHbix ¢ B3K ¢ 04eHb paHHMM Hava-
oM onucaH B pabote A.E. LLiuroneson u coasT. [14]. OgHaKo
B TOT nepuog B Poccuu ele He Gblin 3aperncTpupoBaHbl
MMMYHOBKHONOrM4yecKkMe npenaparbl Apyrux rpynn. B Hawen
cTaTbe MoKa3aH XOpowwui pesynbraT NPUMMEHEHUS HOBOMO
npenapata — 6noKatopa oy,B;-MHTErpuHa (Befonmsyman),
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KOHLLENLUS PUCK-KOMMYHUKALIUA
Nno OGECNE4YEHUIO NPUBEPKEHHOCTHU
BAKUMUHOMPO®PUNIAKTUKE

ABTOpBbI: Bprko H. U., Penbabniom U. B., AnbleBa M. X. u ap., 2021

YKOBO/ACTBO MOCBSALEHO BOMPOCY MPUBEPKEHHOCTU HaceneHus npodunax-
TUYECKUM NpuBMBKaM. [lpuBeaeHHble pedynbTaTbl OTEYEeCTBEHHbIX COLMO-

NIOTUYECKMX WCCefoBaHui NO3BOAUAM ONpPelenuTh Befylliue MPUYMHbI OTKa30B
U «HEPELLINTENLHOCTU» B chepe MPUHATUA PeLLeHUs O BaKLMHALMK, Yepes Npuamy
KOTOPbIX M3/TOMEHBI OCHOBHbIE METOIMYECKME NOAXO/bl K MTPEOAONEHMI0 HeJ0BEPUS
MMMYHU3aLMK cpeamn HaceneHns. 0603HadYeHbl OTNPaBHbIE TOYKU U LieNieBble yeTa-
HOBKM, @ TaKe Heo6X0MMble MepPOrnpUATUS, HanpaBfeHHble Ha GopMUpoBaHKe
NPUBEPIKEHHOCTM 06lecTBa BaKUMHONpodunakTuke. Oco6oe BHWMaHWe yaene-
HO MPMEMaM YCMeLHoM KOMMYHUKALIMKM C Lie/blo BbiCTpauBaHWs auanora Bpadya
C NaLWeHTOM 0 NPOGUNAKTUYECKUX NPUBHUBKAX.

PyKOBOACTBO NnpefHasHa4YeHo AN Bpayen Bcex crneluanbHoCTen, npeactaBuTenei
opraHoB 3aKOHOAATENIbHOM U UCMOJIHUTEIbHOW BAACTK, NpenoaasaTenei MeauLimH-
CKMX 1 hapMaLieBTUYECKMX 06pa30BaTe/IbHbIX YYPEXAEHUI, HayYHbIX PAGOTHUKOB
MeAMLMHCKUX OpraHn3aLui, CTyAeHTOB-MeANKOB, OPMHATOPOB M acnMpaHToB.
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