®re0yY BO «doHMY mm. M. Topbkoro» M3 PO
dIreY «MHBX nm. B.K. lN'ycaka» M3 Po?

JuazHocmuyeckuu keecm: om apmpuma K
6os1e3HU KpOHa (knunuyeckuii cryyati)

3aB. kadenpon, a.mea. H., npodeccop A.B. [lybosas?,
K.mea.H., poueHT E.B. Bopatorosa 12,
K.Mmea.H., goueHT H.A. ToHkmx!:?2




bone3Hb KpoHa (BK) - xponuueckoe, peuvausupyiollee
3aborneBaHne  XenyoodHO-KULLIEYHOro  TpakTa HEsACHOW
aTUOMormu, XapakTepuayrLleecs TpaHcMypanbHbIM,
CErMEHTapHbLIM, BOCNaNeHUEM CTEHKU TOHKOM W/Mnin TONCTOW
KALKN UK BCEro XXEnyao4HO-KULLEYHOro TpakTa C pa3BUTUEM
MECTHbIX U CUCTEMHBIX OCITOXXHEHUN.
3aboneBaHne pas3BMBaAETCA B  pesynbrate  Co4veTaHus

HEeCKOJIbKMX (0aKTOpPOB, BKMNOYaOLWMX

reHeTUYECKYI0 NpeapacnonoXeHHOCTb,

neMekTbl BpOXAEHHOIO U NPMOBPETEHHOITO MMMYHUTETA,

N3MEHEHUE KNLLIEYHON MUKPOBMOTBI U

pasnunyHble pakTopbl OKpYyXXatoLwen cpeabl.

Ob6bHapyxeHo 6onee 100 reHoB, npegpacnonararOWmx K
BOCMNanuTesibHbIM 3aboneBaHnsaM KuweyvHuka (B3K).




Bo BceM mupe HabnwgaeTcs pocT YacToTbl BOCNANUTENbHbIX
3aboneBaHNM KULLIEYHMKA Yy OETEW, B 4aCTHOCTU - OONe3Hu
KpoHa, 3aboneBaemMocTb KOTOpowu BapbupyeT oT 1,5 oo 11,4
Ha 100000

bonee 40% pgeten WMEKT BHEKUWeYHbIe [pPosiesieHuUs
6os1e3HU. BepoATHOCTbL MX pas3BUTUA  MNOBLILWLAETCA C
HapacTaHmem anutenbHocTn BbK, OHW Yalle BCTpedarTcda npu
TONCTOKULLEYHOM dopme bK, accoummpoBaHHbIe C
aKTUBHOCTbIO 3abofieBaHusl, Hepeadko Cco4veTalTcsa Apyr C
gpyrom. [lpuHumnuansbHO npun B3K BO3MOXHbI MNoOpa)XeHus
NtobbIX opraHoB, HO HamMbornee 4YacTo BCTPEYarTCs nopaxkeHus
cycmaeoe, NevYeHu, rmas n Koxu.

Benchimol El, Fortinsky KJ, Gozdyra P, Van den Heuvel M, Van Limbergen J, Griffiths AM. Epidemiology of pediatric inflammatory bowel disease: a systematic review of international trends.

Inflamm Bowel Dis. 2011;17(1):423-39.
Van Rhenen PF, Aloi M, Assa A, Bronsky J, Escher JC, Fagerberg UL, Gasparetto M, Gerasimidis K, Griffiths A, Henderson P, Koletzko S, Kolho KL, Levine A, van Limbergen_J,Martin de Carpi
FJ, Navas-Lépez VM, Oliva S, de Ridder L, Russell RK, Shouval D, Spinelli A, Turner D, Wilson D, Wine E, Ruemmele FM. The Medical Management of Paediatric_Crohn's Disease: an ECCO-

ESPGHAN Guideline Update. J Crohns Colitis. 2020 Oct 7:jjaal61.
e



BHekuwe4yHble nposBneHus 6one3Hn KpoHa

lNepughepuveckasn
apmponamus
1-20 muna
(ONMMroMoHOapPTPUT)

[MopakeHne KoXu
(yanoBatad aputemMa,
raHrpeHo3Has
nnogepmMms, CUHAPOM
CsuTa)

[MopaxkeHne CnmM3ncTbIX
(apTO3HLIM cTOMATUT)

[MopaxeHue rnas
(yBewuT, npwur,
NPUOOLINKIINT,
SMNUCKNEPUT)

lNepughepuyeckas
apmponamus

2-20 muna (nonuapmpum)
AHKMNO3UPYHOLWLUK
cnoHaAUNUT

(cakpouneur)

[MepBUYHbLIN
CKI1epO3UPYHOLLIUIA XONaHTUT
(peako)

OcTteonopos, octeomansiyus
[Mcopuas

XonenuTtmnas

CTeaTo3 nevyeHu,
cTeatorenaTtuT

Tpomb03 nepundrepunveckmnx
BEH,

TPOMOO3IMOONNS NErOYHON
apTepumu

AmMunnongos



[MaTtoreHe3 B3K (ponb ®HO npu BK)

« KonunyectBa KNneTokK
cnmsuctomn n lamina propri
npoayumnpytowmnx ®HO-a

« OHO-o B buonTtarte I
CINMM3NCTOWN KULLIKU

* YpoBeHb PHO-o B Karne
Koppenupyet ¢ TaXXecTbto bK

Cnycrta 4 Hep.
L nocne neyeHus

Courtesy of Dr. Geboes




[TaToreHe3 B3K (ponb ®HO npu BK)
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Genetic susceptibility
v IL6R o IL12B
. IL27 o TYK2

» IL7R « NKX2-3

» TBX21 = NOS2

« EOMES « CARDY

s RUNX3 « ILIRI, R2

» IL23R « ICOSLG
« ZMIZ1

Altered microbes

= Lachnospiraceae
= Ruminococcaceae
« Rikenellaceae

» Bacteroldaceae

[TaToreHe3 B3K

IL-17, 1L-22
TNF

Ne

utrophil

Mechanical
stress

» PTGERA

IL-23, IL-17, IL-22

Inflammation Inflammation

Nature Reviews | Rheumatology




KnnHuyecknn cnyyau

PebeHok Anekcangp P., 7 neT, nocTynun B OTAENEHNE OETCKON
Kapauonorun n kapanoxmpyprmm MHBX nm. B.K. 'ycaka c
XXanooamwm:
Ha oOLyto crnabocTsb,
OTCYTCTBME anneTuTa,
Oonb B KOMEHHbIX, T[OMEeHOCTOMNHbIX, JIOKTEBbIX, MACTHO-
doanaHroBblX CycTaBax, MNOACHWUUE, T[OKPACHEHNE U
NPUNYXSIOCTb B 0O1IaCTU  KOMEHHbIX W TFOSIEHOCTOMHbIX
CyCTaBOB,
YTPEHHIOK CKOBAHHOCTb B nocrnegHne 3 Hegenu,
cybdebpunmnTeT AnNMTEnbLHOCTLIO OT 1 A0 7 AHeN,
nepuogm4yeckm 0onb B OKONonyno4yHom obractu nocre eaoi.



AHamMHe3 3a0oneBaHuA:

Inn3oabl NUxopanku oTtMmedanmcb y pebeHka ¢ 8-Meca4yHoro
Bo3pacTta. [loBbiwweHne Ttemnepatypbl go 39-40 °C He
COMpoOBOXJanocb  KaTaparnbHbIMW  SIBMEHUSIMKW,  ObINO
pedpakTEPHbIM K JIEYEHUIO  AHTUMUPETUKAMMKN, YacTo
co4yeTarnochb C BbipaXXeHHOU NnuMmdageHonaTuen.

ApTpanrun B KOJIEHHbIX CyCTaBax BMNepBble BO3HUKIN B
4-neTHEM BO3pacTe, Yepe3 Hedenw rnocre anus3oga
rmnepTepmMun,

B TedyeHue nocnegywowmnx 3 nNeT CycTaBHOM CUHOPOM
nepuoguveckn peungmempoBarn.

3a 3 Hegenu A0 MOCTYMNEHUA B CTauuoHap BO3HUKNU
SBNEHNA apTpuTa KONMEHHLIX N rOfIEHOCTOMNHLIX CYCTaBOB.
[Ona yTouyHeHua anarHo3a u nogbopa Ttepanum pebeHoK Oblin
rocrnmTann3npoBaH.




AHaMHe3 XXU3HMU:

Maneuuk poauncs ot V bepemeHHocTU (I-30op. pebeHokK,
I, I, IV — m/a), npoTeKkaBLUEN Y XEHLMHbI, CTpagaroLlen
CUCTEMHOW KpaCHOW BOJSIMAHKOW U WUMeEKWeNn nponanc
MUTPAribHOro KranaHa C HegocTaTodyHocThio | CT., C
TOKCUMKO30M | NOSfioBMHbI, MHOroBoaAneM, doeTtonsiaueHTapHoum
HeOOoCTaTOYHOCTbIO.

Poaobl Il, B CpPOK, OCIOXHEHHbLIE CcnabocTbld pPOOOBOM
OEATENbHOCTU, pogopaspeLLleEHNE NYTEM KecapeBa CEYEHMUS.
OueHka no wkarne Anrap 6-7 6annos, macca nNpu PoXXgeHun -
4000,0 r, poct — 56 cm. Ha rpygHom BcKapmMnvMBaHUU
Haxoaunca Ao 4 mecsaues.

B dusnyeckom m CtatoMOTOPHOM pPas3BUTUM Ha MEPBOM
rogy >XM3HM OT CBEPCTHUKOB He OTCTaBar.




AHaMHe3 XXU3HM:

[TpyBUT No KaneHgapr, HO YacTto boren pecnupaTopHbIMU
3abonieBaHUAMMN.

C poxageHua ctpagaet 3anopamu (ctyn 1 pas B 5 gHen), B
nocriegHee BpemM4d 3anopbl CMEHANNCH Pa3XKMKEHHbLIM CTYIOM.

Annepronorn4ecKkmm aHamMmHe3s:
nuLieBasl anneprus Ha Mmeqd N YepHyo CMOpPOoAUHY B BuAe
KpanmBHULbI,
MeOuKaMeHTO3Hasa — Ha aHaribriMH n gumeaporn.

CemMenHbIN aHaMHe3:
y Matepu — nonuBaneHTHasi MeauKaMeHTO3Hasa anneprus,
CUCTEMHAs KpacHas BOSYaHKa, XPOHUYECKUW  KOMWT,
obcnenoBaHa B CBSI3W C nNogo3peHnemM Ha 6onesHb KpoHa,
onarHos He noarteepXaeH. veetr gedunuymt mMacchl Tena,
aHeMUI0, COXPaHSIOTCS SIBNEHNS KONUTa.
OTeu pebeHka cTpagaeT ankoronmM3amom.




O0OLEeKTUBHO:

CoctosiHMe  pebeHka  cpedHEWM  TSXeCTM  3a  cueT
NHTOKCUKaL M.

ACTEHNYECKOro TENIOCMNOXEHUA, MOHMXKEHHOro nuTaHus.
Hn3knn ypoBeHb p13nyeckoro passutug.

MbIlLEYHLIN TOHYC CHWXXEH, BblpaXXeHa rmnepmMoOusibHOCTb
CyCTaBOB.

KoHble  MNOoKpoBblI  briedHble, OTMeYalTCa  KpaeBad
NKTEPUYHOCTb CKNep, eOuHUYHble 3fieMeHTbl nanyre3Hou
CbIMX PO30BOIO LBETA HA NEBOU LLUEKE.

CHuXeHa TemnepaTtypa OucTanbHbIX OTOENOB KOHEYHOCTEWN,
KOXXHbl€ NOKPOBbI B 3TON 0651aCTV C MPaMOPHbBLIM PUCYHKOM.
OTmeyaeTcss nNpPUNyxnocTb KOMEHHbIX W TOfIEHOCTOMHbIX
CyCTaBOB, OrPaHUYEHHOCTb aKTUBHbLIX ABUXEHUN, «XPYCT».




OOBLEKTUBHO:
Cnunancrasa HEBHbIX AyXXEK po3oBasi, MUHOANUHBGI

rmuneptpodupoBaHsbl |l CT., paspbixneHbl. A3bIK Yy KOPHA 06r10XeH
bernbiMm HaneToMm.

[lepudepunyeckne numdoysnel go 1-1,5 cm B Onametpe,
6e360re3HeHHbIE, HE CNasiHHble MeXay CoObon U C TKaHAMMN.

OTmeyvaroTca npusHakm HegndodepeHUpoBaHHOW Ancnnasnm
COeAVHUTESIbHON TKaHU (CHUXKEHME MbILLEYHOro TOHYyca, ovaru
aenurMeHTaunu, HapyLleHne oCaHKku, rmnepmMoburibHOCTbL CyCTaBOB,
avcnracTuyeckum poct 3ybos, aedopmMauns rpyaHon KIeTku).

B nerkux gbixaHne Be3nNKynsapHoe, Yactota AbixaHum — 20/MuH.

[eaTenbHOCTb cepaua pUTMMUYHAas!, YactoTa cepaeydHbIX
cokpaweHnn — 104/muH, aptepunanoHoe gasneHne — 84/56 mm pT.CT.
ToOHbI cepaua ocnabrneHbl, pUTMUYHbIE, HA BEPXYLLKE U B V TOUKe
BbICITyLLMBAETCA CUCTONUYECKNN LWyM. [1ynbCc oanHaKoBbIN HA 00enx
pyKax.

KueoT npu nansnaunn Markmn, 6e36onesHeHHbIn. NeveHb
nansnupyetcsa Ha 3,0 cM HuxKe pebepHOWn Oyru, ceneseHka He
onpegenseTcsa. 3agepxku ctyna bonee 3 AHEN YepeayroTcs C
anmM3ogamMmu pas3xmxeHHoro ctyna. MoyeucnyckaHue He HapyLleHO.




O6cnepnoBaHue:

B KnuH. aH. kpoBu nosbiieHne COS go 20 mm/yac,

NoBbILLIEHNE aKTUBHOCTU OCTPOd)a30BbLIX roKasaTeneun.
C-peakTuBHbin npotenH — 6,17 wmr/n (Hopma 0-5 wmr/n),
cepomykong — 0,22 ycn.eg. (Hopma — 0,13-0,2 ycn.en.),
ACJ10 508,23 IU/mn (Hopma — go 220 1U/mn).

Ob6HapyxeHbl aHTuTena IgG k HatmBHom OHK, OHK Herpes
Simplex B cntoHe, n3 cnu3nm ¢ MUHOANMH BblaeneH St.aureus
10° .

CHuxeH ypoBeHb marima — 0,40 mmons/n (Hopma — 0,73—
1,06 Mmornb/n) n

MOHU3UPOBAHHOIO Kanbuna — 1,05 mmonb/n (Hopma —
1,29-1,31 MMOrb/1) B CbIBOPOTKE KPOBM.

[To AgaHHbIM  OEHCUTOMETPUM  MNOSACHMYHOrO  oTaena
NO3BOHOYHMKA UMeSNa MeCcTo ocTeoneHua | cteneHn.



KnuHnyecknn amarHos:

OcH.: HeanddepeHUMpoBaHHbIN KOMnareHos.

Con.. [lepnecBupycHad WHdeKuuda, pennukatueHaga dasa.
XPOHUYECKMNA  KOMMEHCUPOBAHHbLIM  TOH3MNNUT,  CcTaaud
obocCTpeHUs. CuHapom MMMYHHOIO ancbanaHca.
HepgunddepeHumpoBaHHas gucnnasns coeanHUTENbHOW TKaHWU
(cnabblh  MbIWWEYHbLIN  TOHYC, O4Yarm  genurMeHTauuu,
HapylwleHne  OCaHKu,  OUCnnacTtu4yeckmm  poct  3y0Oos,
aucnponopunoHanbHoe pasBuTume rpyaHoOu KNEeTKH,
OonornHuTenbHad xopda B MOSIOCTU  NEBOro  XKenyaooudka,
HenonHoe yaBoeHWe NpaBon NOYKM). ATONNYECKNI OepMaTuT.




JleyeHune: guknodeHak HaTpuUa peKkTanbHO, aunKnoBup, NEKCUH
7 OHEeNn ¢ nepexonom Ha ouuUnnnMH-5 Ne 3, BUTaMuHbI rpynnbl
B, marHe B6, But. D3 .

IOnHamuka saboneBaHus

Ha doHe npoBoAMMOro JriedeHnss camodvyBCTBME pebeHKa
HECKOJbKO YNy4dLINNOChb, YMEHbLLUUITUCL ABMIEHUA UHTOKCUKaL UK
N acTeHum3auun, OOHAKO COXpaHANCA CYyCTaBHOW CUHAOPOM,
NOABUINCHA remMopparnyeckmm CUHOPOM B BUAE 3KXMMO30B Ha
KOXXEe HWXHUX KOHEYHOCTEW, NepUoagnyeckn CTyn C NMpoXUIiKamu
KPOBW NN MPUMECHLIO arion KPOBMU.

BbiaBneHo cHWXeHne dakTtopa BunnebpaHga B AMHaAMUKE C
42 no 29 %, coxpaHsirnacb CHUXEeHHasi arperaumsi TooM0b0LIMTOB.

Ueped 3 Hegenun  CcOXpaHANMUCb  UHTOKCUMKALMOHHbIW,

ancnenTnyeckun, aCTEHOHEBPOTUYECKUN, cCycTaBHOM n
remopparn4yeckmm cUMHOPOMBbI, OCTaBanncb CHMXEHHbIMU DakTop
Bunnebpanaa, arperayms TpomMbouunToB, nokasartenu

KIeETO4YHOIo " rymoparibHoro UMMyHUTETA.




IOnHamuka saboneBaHus
dubpokosioHockonusi. DayrmHmeBas  3acrnoHKa  3USET,

cnm3uctasa byrpucrtada, otedHasi, paHumasi. [lpocBeT crnenomn
KWLLKW OunaTtupoBaH, B NPOCBETE CKyOHOE KOSIMYECTBO CIMU3M.
[lepuctansTuka ocnabneHHas. Cknagku CIIN3UCTON
YNMOLWEHHbIE, pacrnpaBnsalTCca Npu UHCYPNAUUN BO3OYXOM.
Cnusuctass obono4yka po3oBasi, ydacTkamum 3dpuTemaTo3Has.
CocyaucTblh  PUCYHOK YCUNEHHbIK, MeCTaMu CMasaHHbIN.
Hanbonee BblpaXXeHHble ABMEHUSA BOCNASIEHUS HA CIU3UCTOW
Kyrnona Crienon KULKU N HUXKHUX OTAenax TOHKOro KULLEYHMKA.
3akntoyeHue: bonesHb KpoHa.




OOocHoBaHue agmnarHo3sa
COBOKyI'IHOCTb MHOIOYNCJI€eHHbIX >|<an06 — Ha OTcyTCTBI/Ie

annetuta, 0Ofib B KOMEHHbIX, TONEHOCTOMHbIX, FOKTEBbIX,
NACTHO-(PpanaHroBblX cycTaBax, MOSACHULE, MOKPACHEHNE W
NPUNYXNoCcTb B 06NacTn KONEHHbIX N FONIEHOCTOMNHbLIX CYyCTaBOB
npyu NOCTYNNEHUN, YTPEHHIOK CKOBAHHOCTb, ASUTENbHbLIN
cybebpunuteT, anmnaoabl runeprepMmun 6e3 KartapanbHbIX
ABNEeHUW, nepuoanyeckm — 6onb B OKONOMyrnoYHoW obnacTtu
nocrne eObl, 4YepedoBaHME  3arMopoB WU y4alWlEHHOro
PA3XKMKEHHOIO CTyna, nepuoanyeckm — Hanuyne KpoBuM B
Kane, geduynmt Maccbl Tena, OTAMOWEHHbIW CEMEWNHbIN
aHaMHe3 (CMCTEMHAaZd KpacHas Bon4YaHka U XpOHUYECKUI KOMUT
y MaTtepu), nMOBbIlLEHNE  aKTUBHOCTU  OCTPOPa30BbIX
nokasareneu 7 CKOpPOCTH ocedaHna  3PUTPOLINTOB,
rmnomMarHMeMmio, rmnokanbLUMeEMMIO, OCTEONEHNIO | cTENEHN, —
OaHHble  UOPOKOMOHOCKONUU  SBUMMUCb OCHOBaHWEM  ONS
OnarHocTukm y pebeHka 6one3sHun KpoHa.




O6GoCcHOBaHMe AMarHo3a (npogomxeHue)

ConyTcTBylowlass naTtoniormsi  —  UNEOKOSINT, YMepPEHHas
aKTUBHOCTb, apPTPUT KOJSIEHHbLIX W TONEHOCTOMHbIX CYCTaBOB,
cuHopom Bunnebpanga, 3agepxka HuU3n4eckoro pasBuUTUS,
OCTEOonopo3, MnepcucTupylowas repnecsmpycHaa UWHMEKLMS,
pennukaTtnBHasa CcTaaus; XPOHUYECKUM KOMMNEHCUPOBAHHbLIN
TOH3UNMUT, PEMUCCUS.

ATOMNMYEeCKUN gepMaTuT.

Oucnnasma coeguHUTENbHOW TKaHWM (HapyweHue OCaHKMU,
rmnepmMoOnnbLHOCTL CyCTaBOB, AMCNNACTUYECKUUA POCT 3y0O0B,
oedpopmauna rpyoHou KneTku, OONOMHUTENbHad Xxopaa B
NONOCTU JIEBOrO Kenyaodka, HenornHoe YyaBOeHue npaBow
NOYKN, He4OCTAaTOYHOCTb DayrmMHMEBON 3aCNOHKM U Op.).




BbiBoAbI:

1. lNNpunBeageHHOE KNUHUYECKOe HabnogeHne CBUOETENLCTBYET
O BaXXHOCTWU [NyOOKMX 3HAHUW MNeamaTpoB U CEMEMHbIX
Bpa4yen B obnactu anarHocTmku u rnedeHus aeten ¢ bK.

2. HeobxogMmMo MNOMHUTb, 4YTO BHEKULLUEYHLIE MPOABIIEHUS
MOryT ObiTb  MEPBbLIMU  KIMUHUYECKUMU  MPU3HAKaAMU
3aboneBaHus.

3. lNpaBunbHaa  TpakTOBKA  BHEKULIEYHbLIX  CUMMNTOMOB
CNocoOCTBYET CBOEBPEMEHHOMY YCTAHOBMEHUIO AMarHosa u
Ha3Ha4YeHuo agekBaTHON Tepanuu.

Cnacubo 3a Bawe
BHUMAHue!




