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Pe3iome. M3BecTHO, 4TO MMeeTcst Gonblioe pazHooOpasue mopaxeHui kumnieyHuka. K Hambonee
Cepbe3HOMY 3a00JIEBaHNIO MOXKHO OTHECTH O0Jie3Hb KpoHa. BriiensoT 1Ba OCHOBHBIX (hakTOpa pa3BU-TUS
00JIe3HU U MIPOSABIICHUS: UIICUT, MJICOKOJIHT, TaCTPOLYOJCHHUT, KOJIUT. K BHEKUIIIEYHBIM POSIBICHHU-IM MOX-
HO OTHECTH: IIOPAKEHME IV1a3, KOXKH, CyCTaBOB, MOJIOCTU PTa, IOYEK. B cTaTbe aHaNU3UpYIOTCSI OCHOBHBIE
MOJIEKYJIIPHO-TeHETHYEeCKHe MpUUKHbl Oone3Hn KpoHa, cumMmToMaTHyeckue MposiBIEHUs,, 0COOEHHOCTH
TEUEeHMsI, BO3PACT MaHU(ECTAlUU 1 YaCTOTa NPOSIBICHUs OOJIE3HH Y JETeH U MOJIPOCTKOB PA3HOTO MOJIa.

KuaroueBsle ciaoBa: HLA; ren NOD2; 6one3ns Kpona.

Summary. It is known that there is a wide variety of intestinal lesions. The most serious disease
is Crohn’s disease. There are two main factors in the development of the disease and manifestations: ilei-
tis, ileocolitis, gastroduodenitis, colitis. The extraintestinal manifestations include: damage to the eyes,
skin, joints, mouth, kidneys. The article analyzes the main molecular genetic causes of Crohn’s disease,
symptomatic manifestations, features of the course, age of manifestation and the frequency of manifes-
tations of the disease in children and adolescents of different sexes.

Key words: HLA; NOD2 gene; Crohn’s disease.

AKTyaabHOCTh. bone3np KpoHa xapakrepusyercsi FeHeTUYECKUM U KIMHUYECKUM
NOTUMOP(PU3MOM U TONyYHJIa JIOCTaTOYHO IMPOKOE PACIPOCTPAHEHHE B PECIyOIUKe
be-napycs.

Heab: [Ipoananu3upoBaTh MOJIEKYJISAPHO-TEHETUYECKAE WU3MEHEHUS B I€HOME 4e-
no-eka rpu 6omne3nu Kpona (BK).

3anaum:

1. U3yuuTth 0COOGHHOCTHU TeUEHUs 0O0JIE3HU Y JeTel

2. OnpenenuTtb BO3pACTHYI0 MaHU(PECTAIIUIO.

MarepuaJj u metonsbl. Mictopun 607e3H1 A€TEH U TOIPOCTKOB, MPOXOIUBIIUX Jie-4e-
HUE B CTAllMOHAPE U CTaTUCTUYECKass 00padoTKa.

Pe3yabTarsl 1 UX 00CyKIeHUe.

bonesns Kpona (BK) ——— 3T0 BocmanuTenbHbIe MPOLIECCH, KOTOPHIE MOPAKAIOT
BCE OT/EJIbI XKEITYTOUHO-KUIIIEYHOTO TPAKTa, HAYMHAsl C MOJOCTU PTa U 3aKaHUYMUBAsk IPSIMOM
KUIIKOM. BocnaneHue BhI3bIBACTCS HE TOJIBKO BO BHYTpPEHHEH 000JIOUKE, HO M B TIOJCIIH-
3U-CTOH.

Cy1iecTByeT psiJi TUIIOTE3 O TPUYMHAX BO3HUKHOBEHM 0osie3HU Kpona. OCHOBHBIMH
U3 HUX SIBJSIIOTCS MH(EKIIMOHHAS, BBIIBUTAIOIIASACS B KAYECTBE MEPBOIPUIMHHOTO (haKTO-
pa; UIMMYHOJIOTHUYECKAas; TpPaBMaTU4eCKas, TUIIOTe3a O POJIU HAPYIIECHUSI KpOBOOOpAIICHUS
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U JIUM(POOTTOKA; TEHETUYECKAst U HEUPOTEeHHA.

Tax kak 6one3ns Kpona moxet nmopasuts mto00it otnen XKKT, To u knmuHnyeckas kap-
THUHA 3a00JIeBaHMsI ObIBAET BECbMa PA3HOOOPA3HOM, & CUMIITOMBI 3aBUCST OT JIOKAJIN3a-1IUH
BOCIIAJIUTENIBHOTO TIpoliecca. Bee nposiBiennst 6051e3H1M MOXXHO TIOJPa3/IeNIuTh HA MECTHBIE,
BHEKHIIIEYHbIE U 001Ke. K OCHOBHBIM MECTHBIM KUIIIEYHBIM CUMIITOMAM OTHO-CSTCSI:

CxBaTko00pa3HbIie O0IH B )KUBOTE, KOTOPHIE My TAIOT C MPOSIBIICHUEM OCTPOTO arl-TeH-
TUITUTA, TUapest, 5KUJIKUI CTyJ C MPUMEChIo KpoBH. TOITHOTA, pBOTA, ITOTEPs Beca (aHOpEeK-
cusl).

OO6mue cumMnTOMbI 3a00JIEBaHUS BO3HHUKAIOT M3-32 MHTOKCHUKAIIMHM OpraHu3Ma H
CHU-)KCHUSI 3aIUTHBIX (PYHKIIUH UMMYHHOU CHCTEMBI: TIOCTOSIHHASL yCTaNIOCTh, CI1ab0CTh,
HEJIOMOTaHMEe, JUXOpPaJIka C O3HOOOM, TOBBIIICHUE TeMIEPaTypbl BOJHOOOPA3HOIO Xa-
pak-Tepa, HapyIIeHUs] CBEPTHIBAEMOCTH KPOBH, aHEMUs. YUYEHBIE YCTaHOBUIIU, YTO 3a00-
JI€Ba-HUE€ OCHOBAHO HA HAPYUIEHUAX B3aMMOJECHCTBUS MMMYHHON CHUCTEMbI OpraHu3Ma U
BHEII-HUX aHTUTEeHOB. Boienstor nBa (axTopa pa3ButHsi 3a00JieBaHMs: TEHETUUECKUN U
UH(}EK-ITMOHHBIH.

[To MHeHHIO MH(EKIIMOHUCTOB, NMPUYMHON JTaHHOTO 3a00JIeBaHUsS SABIAETCS MaTo-
reH-Hasi MUKpO(IIopa, TO €CTh Pa3IMYHOTO POJAa BUPYCHI U OAKTEPUU, KOTOPHIE CIIOCOOHBI
MO-pakaTh J000W OT/IEI MUILEBAPUTEIIBHON CUCTEMBI.

Jloka3aTenbCTBOM T€HETUUECKON MPEapacoIOKEHHOCTH 3a0071€BaHUS MOXKET OBIThH
TO, 4TO0 Y 20 % TmanueHToB B poay ObUIM POJCTBEHHUKU C aHAJIOTMYHBIM 3a00JICBAHHEM.
Puck yBenuuuBaercs y JroAed NEPBOU CTENEHHU POACTBA, Y KOTOPBIX CUMIITOMBI ITPOSIB-
ne-uust BK Bo3pacrarot B 10-35 pa3, mo cpaBHeHHIO ¢ OObIYHBIMU TalieHTaMu. [1pu Hanu-
91K 3a00JI€BaHUs y POJUTENCH PUCK MIPOSIBIICHUSI 00JIE3HU Y IeTeH yBeanuuBaeTcs 10 68%
[1]. [Ipu cekBeHupoBanuu renoma mnarueHToB ¢ bK Ob110 0O0Hapy)eHO 25 reHOB, MyTalluu
B KOTOPBIX UMEIOT OTHOIIICHHE K pa3BUTHIO Oosie3nu Kpona.

Cpenu sTux reHoB HambOosee yacto myTupyiotT: IL23R, NOD2, NKX2-3,5p13, q24,
ATGI16L1, IRGM HERC2, 10g21. Jdaunsie rensl B 50% ciaydasXx UMEIOT OTHOUIEHUE K
COITYTCTBYIOIITUM BOCHATUTEIILHBIM U @y TOMMMYHHBIMH 3200JI€BAaHUSM, UTO MOXKET O0b-sIC-
HUTH U BHEKHILIECUHbIE NposBiIeHUs bK.

B 1996 Hugot J. P. BiepBbie TpoBes CKpUHUHT T€HOMA TaiueHTa npu 6one3nu Kpo-
Ha. bt oOHapy»xkeH Jokyc Ha 16 xpomocome — IBD1, B npeaenax KOTOPOTo HAXOAUTCS T€H
NOD2. DTOT reH oTBe4aeT 3a NPOTEUH, KOTOPbIN aKTUBUPYET SICPHBIN (PaKTOp KU-IIEYHO-
IO BOCMAJICHUS B OTBET Ha OaKTepuaJbHBIC JIMIMOINONUCAXapuabl. JlaHHBIN TeH yXyaiaeT
Jerpaganuio OaKTEpHii, BCIECACTBUE YETr0, OHM HAKAIUTMBAIOT OaKkTepHabHbIE aHTHUTEHBI,
YTO CTUMYIHPYET BhIpaboTKy nuMdonutoB. I[Ipeanonaraercs, yto ecth 3 Mo-TUMOPQHBIE
(GbOpMBI ¢ 0O4€Hb BBICOKUM PUCKOM M3MEHYUBOCTH JIJIsi PACTIO3HABAHUS TENTH-I0TIIMKAHOB
OakTepuii B MOHOLIMTAX, B KJIETKAX SMUTENNS Makpodaros KulIeyHuka, B kierkax [lanera.
Bcxkope mocne otkpoiTus tokyca IBD1 Satsangi ¢ komeramu 06Hapy»Ku-u JJOKYyC Tpepac-
MOJIO’)KEHHOCTH K SI3BEHHOMY KOJUTY U Oone3Hu KpoHa Ha AJIMHHOM 1iede 12 XpoMOCOMBI,
KoTopbI onyuns1 Ha3BaHue [IBD2. [Tomumo 3Toro aBTopamu Obliia BBISIBIIEHA aCCOIUAIUS
HEWHBA3UBHBIX 3a00J€BaHUN KHUIIEYHUKA ¢ XpoMocomamu 3 u 7. OpHAKO JIpyrue uccie-
JIOBAaTeNu HE TIOATBEPAUIIU TOT (haKT, 4To JOKyC Ha 12 xpomocome (B Tom uuciie D12S83)
MOJIOKUTEIIFHO aCCOIMUPOBaH ¢ rnpeapacnonokeHHoctbio K HB3K (HennBa3uBHbIe 3200-
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JIeBaHUs KUIIIEYHHUKA). DTO ObLUIO MOKa3aHo rpu oocienoBanuu 170 cemeit mpeacraBuTenei
0e110#1 packl eBpONEHCKOTO TPOUCXOKICHUS, CPEJI WICHOB KOTO-PHIX UMEIHUCH MAIUEHTHI C
oone3npto Kpona. M, Hakoner, Obuta JoKazaHa CBsI3b 3TUX 00-JIe3HEH ¢ KOPOTKHUM ILJICYOM
6-1f XpOMOCOMBI. Y MAIMEHTOB UMEIOIINX OTUMOPPHU3M JAHHOTO T€HA MOXKET BBISBIISTHCS
nepra”aibHas 00Je3Hb, TOTEPs Beca [2].

[Tpubnuzurensuo B 20% ciyuyaeB 601e3Hb KpoHa BBICTYIaeT B Kaue€CTBE CEMEHHOMN
0COOEHHOCTH. DTO KOMITJIEKCHAS ITPEIPACIIONOKEHHOCTD, ITOAPa3yMEBAIOIIasl, YTO HE-CKOJIb-
KO T€HOB B Pa3HbIX MECTaX FTeHOMa MOT'YT BHOCUTh CBOM BKJIa/l B pa3BUTHE OoJie3HU. JIokyc
BOCITPUUMYHMBOCTH K JJAHHOMY 3a00JIEBaHMIO HEJJABHO KapTHUpPOBaH Ha xpomocome 16. Cpe-
JIM TEHOB-KaHAUIaTOB, 0OHAPY>KEHHBIX B 3TOI 00JaCTH, HECKOJIBKO T€HOB, Y4aCT-BYIOITUX
B PEaKIMU OpraHn3Ma Ha BOCHIAINTENbHBIE Mpolecchl. Cioaa BXOAST: T€H, IPU-HUMAIOLIIUN
y4dactue B QyHKIIMOHUpOBaHUU B-nmumdonutos - CD19; ren, npuHUMaromumii yyactTie B aj-
re3uu JISHKOIIMTOB uepe3 cuHTe3 cuanodopuna; kiaactep CD11, yyactByro-1uii B aare3uu
OaKTepHaIbHBIX KJIETOK, U T€H UHTEpIeHKUH-4 perentopa. JlaHHbIe TeHBI 3aTparuBarOTCs
IIPU XPOHUYECKUX BOCIAIUTENIbHBIX HAPYIICHUSX B KUIIEUHUKE [3].

[IpakTuyeckass yacth pabOTHl NMPOM3BOAMIIACH Ha 0Oasze 4-0if JETCKOM rocymap-
CTBEH-HOW KJIMHUYecKoi OonbHUIBL. [Ipoananu3upoBano 15 uctopuii 601€3HM MAIIMEHTOB
B BO3-pacte ot 1-17 ner.

[Ipu ocmMoTpe ManMeHTOB OTMEYAJICS BBICOKMH POCT M XYAOILIABOE TEIOCIOKEHUE.
Uccnenys cuMITOMBI TPH TOCTYTUICHUH, ObLT BBISIBJICH PSiJl CXOXKHUX Kajl00 y BCeX Malu-eH-
TOB: CJ1a00OCTh, TOLITHOTA, PBOTA, MOTEPSI BECA B CPEAHEM 10 3KT, OO B )KHBOTE 710 U (MIIH)
mocJe efpl, OJIeTHOCTh, HAJTMYKMe YacTOrO CTyJa U (WJIK) 3amopoB (MHOTAA C MPUME-ChIO
KpoBH). B xo/e MeauImHCcKoro 00CiIeIoBaHMs TakykKe OBLIIM BBISBIICHBI OOIME KIMHHU-YE-
CKHE TMPOSIBJIICHUS: HANMH4UUe NephOopUpyIONINX 3B, YTONIIEHUE CTEHOK KUIIEYHUKA (KOH-
IIEBOM OTJEN TMOAB3OIIHOM, BOCXOsIIas 000104HAsT KUIIKA), OyrpucTas MoBEepX-HOCTh
CJIM3UCTOM, W3IUIIHAS KPOBOTOYMBOCTH CTEHOK, PO3MH, aTpo(PrpoBaHHBIC KHUIIIECY-HBIC
BOPCHUHKHU U JIPyrue MHOKeCTBEHHBIE nopakeHue creHok JKKT. M3 naHHbIX aHanm30B Kpo-
BU BBISIBJIEHA T€MOITIOOMHONATHS, CHH)KEHHBIN TIPOIIEHT OeJika, aHeMUS.

Wcnonb3ys pe3yabTarbl 00Cae10BaHus IeTe!, TPOXOIMBIINX CTAIMOHAPHOE JIeue-Hue
B 4-ii JII'KDB, cocTaBieHa cpaBHUTENbHAS XapaKTepUCTHUKA 3a001eBaHUsl U MPOBEACHA €T0
cTaTuCcTHYecKas 00paboTka.

BrisiBnieno, yto y 30% mnanuentoB Oose3nb nposiBuiiack 15 met, y 20% B 16 ner,
a ocrtajbHble ObUTM B Bo3pacte j0 12 ser. Tak xe Obl10 oT™MeueHo, uTo B 60% ciydyaes
yaie 00Jer0T MaTbIMKU. [Ipu ocMOTpe MarMeHTOB OTMEUAJICs BBICOKUHM POCT U XyJIOIIaBOE
Te-nocnoxkenue. [Ipu npoBegeHNN GMOXUMUYECKOTO aHATU3a — TUIOKAIbIIMEMHUs! (CHUXKe-
HUE KOHIEHTPAIMHU KaJIbIIUsI B KPOBH), TUIIOKATMEMHUS (CHI)KEHHUE KOHIIEHTPAIIUU KaJIHs B
KpPO-BH).

BeiBOABI:

1. Cpenu neteit yactora nposiBiieHus bK Beilie y MasduKkoB 1 Haubosiee 4acTo BCTpe-
yaronuiics Bo3pact 15 u 16 ner.

2. HaGnronaercs cHU)KEHUE YPOBHS FeMOTIIOOMHA U JKeje3a; MoTeps Beca.
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