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OBIIASA XAPAKTEPUCTUKA PABOTHBI

AKTYaJIbHOCTH TEMbI

Bocmanurensubie 3aboneBanus kumeunuka (B3K), Bxmouaromume Oonesnr Kpona (BK),
si3BeHHbIN KonUT (SK) n Hexknaccupummpyemsiii konut (HK), — mmmyHOONIOCpeioBaHHbIE 3a00/1€BaHNUsA,
XapaKTePU3YIONINECs] XPOHUUECKUM PEIUIUBHPYIONIMM BOCIATUTEIBHBIM MPOIIECCOM B KEIyIOYHO-
kumeuyHoM Tpakte (ZKKT).

B3K moryr manudectupoBaTh B JHOOOM BO3pacTe, MPU ITOM BO3pAcT Haydayia 3a00JIeBaHUS
BJIMSIET HA OCOOEHHOCTU KIMHUYECKON KapTHHBI U XapakTep TedeHus 3abosneBanus (Duricova D. et al.,
2014; Hwang S. et al., 2017).

B nocnennee necstuinerve BO BCceM MHUpe HaOmrofaercs ObICTPBIM pocT 3a00J€BaeMOCTU U
pacnpoctpanennoctu B3K y nmereit (Benchimol E. et al., 2011; Sykora J. et al., 2018), B wacTHOCTH B
rpynne aereii 10 6 1et (Henderson P. et al., 2012; El Mouzan M. et al., 2014; Benchimol E. et al., 2017).
Ha ceronusmnuii neus 10 6 net manudectupyrot 4-34% cnyuaes ot Beex neauarpuueckux B3K (Aloi
M. et al., 2014; Bequet E. et al., 2017). 3a6oneBaemocts B3K y mereii 1o 6 et cocrapusier 0,4 Ha 100
000, u3 Hux BK — 0,25 ma 100 000, SIK — 0,12 na 100 000, HK — 0,03 Ha 100 000 (Bequet E. et al., 2017).

B 2014 r. Uhlig H., Kelsen J. u agpyrumu aBTOpamMu OBUIO TNPEAJIONKEHO TOMOIHHUTH
knaccudukanuio B3K mo Bo3pacty u Beigenuts rpynmny B3K ¢ oyenb paHHUM HadajaoM, B KOTOPYIO
BKITIOUAIOTCS Bee jieTu ¢ Marudecranueir B3K no 6 ner.

Boigenenue rpynmnsl B3K ¢ ouenb paHHMM HayaioM 00yCIOBIEHO XapaKTEpHON 0COOEHHOCTHIO
- TPEUMYIIECTBEHHO TOTaJIbHBIM MOpa)keHHWeM ToyicTod kumku kak mpu K, tak u npu BK, urto
3aTpynHsAET TpoBeaeHUue AUQQPEpeHInanbHON JUATHOCTUKH MEXIy ABYMs HO30JOTHsIMH. [[pyroi
IPUYMHON SBJSIETCS BBICOKAsh 4acTOTa BCTpedaeMOCTH MoOHOTreHHbIX B3K-momoOHbIx 3aboseBaHMi,
coCTaBJIsItoNIas 1Mo pa3HbIM aHHbM 7,8-30% (Kelsen J. et al., 2019; Kammermeier J. et al., 2017). Ha
COBPEMEHHOM dTare onucano 6oynee 60 TeHOB, MyTalluu B KOTOPBIX acconunpoBanbl ¢ B3K-mogo6HpiM
denotumnom (Uhlig H. et al., 2014; Muise A. et al., 2019). bonsmmacTBO MOHOTeHHBIX B3K-110100HBIX
3a00sieBaHUi TpeAcTaBieHbl NepBUYHBIMU UMMYyHOehuuTamu (I1I1MJ]) u tpeOyroT cnenuduueckoi
Tepanuu, a IS psAla HO30JOTHUH TPAHCIUTAHTAIMS TEeMOIMOATHYECKUX CTBOJIOBBIX KieTok (TI'CK)
MO3BOJIIET HE TOJBKO CKOPPEKTHPOBATh UMMYHOJIOTHUECKUN Ae(PEeKT, HO M JOCTUTHYTh KIMHUKO-
sHpockonmueckoir pemuccuu konuta (Chellapandian D. et al., 2016). Ho, Tak xak B3K B pamkax
MOHOT'€HHOT'O 3a00JeBaHMs MMOYTH BCETJa MpoTekaeT aHanornyHo noiudakropuomy B3K, u moxer
SIBIIATHCS €TUHCTBEHHBIM IMPOSIBJICHUEM MOHOTEHHOTO 3a00JICBaHHS HA MOMEHT OOpaIleHHS K Bpady
(Tegtmeyer D. et al., 2017), mocTaHOBKa IUarHo3a HEPEIKO 3aHUMAET TOJIbI.

B3K ¢ oyeHp paHHMM HadaloM, YYHUTHIBas OTHOCHUTEIHHO HU3KYI) YaCTOTYy BCTPEUAEMOCTH

JTAHHOM TMaTOJIOTHH, OCTAIOTCSI MAaJOM3y4YeHHOU TIpoOiemoii. B nurepatype nmpencraBieHo HEOOIbIIoe
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KOJIMYECTBO MUccienoBanuii, mnocpsmieHHbix B3K ¢ ouyeHb paHHMM HadanoMm, a JaHHbIE UX
MPOTUBOPEUYUBLL. Psyi aBTOpoB yTBepxaaeT, uro panHee Hauaso B3K accouuupoBaHo ¢ TSKENIbIM
teueHueM 3aboneBanus (Kelsen J. et al., 2015), B To 5xe BpeMst ApyTrHe aBTOPHI ONTPOBEPTaAIOT 3TH TAaHHBIS
(Oliva-Hemker M. et al., 2015). Her yHudummpoBaHHOTO MOAX0Ja K TEpalHH, a PSAJl KIOUYEBBIX
[IPErnapaToB HE 3aperucTpUpOBaH AJIs NPUMEHEHMs] y naered 1o 6 jeTr (mpenaparbl Mecana3uHa,
cyibdacana3uH, npemnaparbl Ouosorndyeckoil Tepamum). IlpakTudyecku OTCyTCTBYeT HH(pOpMAIUs
OTHOCUTENBHO Xupypruueckoro nedenusi B3K B mannoit Bo3zpactHoit rpymme (Dore M. et al., 2018;
Rialon K. et al., 2018).

Takum o6pazom, nzyuenne ocooennocteit B3K ¢ ouenp paHHUM HavajaoM, a TaK)Ke MOHOTEHHBIX
B3K-mogo6HbIx 3a005IeBaHUM, SBJISETCS IMEPBOOUYCPETHON 3aadedl Il ONTHUMH3AINH JHArHOCTHKH,

QG epeHraIbHOro [Marno3a u 3pGEeKTHBHON Teparuu.

Crenenb pa3padOTAHHOCTH TeMbI

B3K c oueHp paHHMM HayajaoOM OCTAIOTCS MaJOW3Y4YEHHOW Mpobiemoil B cTpaHax EBpombl u
Ceepnoii Amepuku, ¢ 2002 mo 2019 rr. BeimosiHEHO Bcero 12 uccinenoBaHuid, OOIBITMHCTBO U3 HUX
BKitoyano MeHee 100 nereil. Pe3ynbrarhl uccieoBaHMN HOCAT MPOTUBOpEUYUBBIM Xxapakrtep. Ilo
nanHbeiM Kelsen J et al. (2019) u Bequet E. et al. (2017) B ctpykrype B3K ¢ ouenp pannum Hauamom
npeobnanaet bK (56.3% u 60% cooTBeTcTBEHHO), B TO BpeMs kak Aloi M. et al. (2014) u Oliva-Hemker
M.et al. (2015) ormeuaroT npeodnananue AK (62% u 46,4% coorBeTcTBEHHO). YacToTa BCTpEUaeMOCTH
MoHoreHHbIX B3K-1o100HbIX 3a00eBaHui n3ydeHa Tobko B 3 uccinenoanusx (Kelsen J. et al., 2019,
Fang Y. Et al., 2018, Kammermeier J. et al, 2017) cormacao koTopsiM coctaisieT ot 4,4% 10 31%.

Her enunoro Muenus o tsokectu teueHus B3K ¢ ouens pannum Haganom. Kelsen J. et al. (2019)
n Kammermeier J. et al. (2017) cuuraroT, uro panHee Hawamo B3K acconmmupoBaHO C TSKETBIM
TeueHueM, Ho B pabore Oliva-Hemker M. et al. (2015) mokazano, uro 45,8% nereii ¢ 04eHb paHHUM
HauanoM BK umeror nerkoe teuenue, a tsxects K He oTiiMyaeTcs OT TpyIIbl CPAaBHEHMS.

Ocob6eHHOCTAM KIMHUYeCKOH kapTuHbI BK ¢ 04eHb paHHUM HavyajaoM ObUIO MOCBSILEHO TOIBKO
1 uccnenoBanue (Gupta N. et al., 2008). Knuanyeckue ocodennoctu K ¢ oueHr paHHUM HavaaIoM He
onucanbl. OTCyTCTBYeT YHUGDUUMPOBAaHHBIN moaxon K jedeHuto B3K ¢ oueHb paHHUM HauaioMm.
Bo3zpacTHbie 0COOEHHOCTH Tepanuu paccMaTpUBatOTCs TOJBKO B paboTtax Aloi M. et al. (2014) u Kelsen
J. et al. (2019). B wacTHOCTH, MaJl0 U3y4Y€HO NMPUMEHEHHE aHTHIIUTOKMHOBOM Tepanuu, opUIHaILHO
3apEerUCTPUPOBAHHON ISl TIPUMEHEHUsl y naerel crapme 6 ser. Tolbko 3 peTpoCHEeKTUBHBIX
uccienoBanus, BkmrounBime 16-40 nereit (Kelsen J. et al., 2014, Bramuzzo M. et al., 2019, Takeuchi
1., 2020) nocsmens! 3Toit npodiieme. B Poccuun npo6iiema B3K ¢ oueHb paHHIM HavanoMm He U3y4eHa,
nyONMKaMyd 1O JaHHOM TeMe OTCYTCTBYIOT. Bpllllecka3aHHOE OMNpenenuio Ieflb HACTOSIIEro

HCCIICAOBAaHUA U MMOAYCPKUBACT HGO6XOIH/IMOCTI) €TO IMPOBECACHM.



Mean uccaenoBanus
OnTUMU3MPOBATh JICYEOHO-TUArHOCTUYECKYIO TaKTUKY Y JIeTeH ¢ O4YeHb paHHUM Ha4aJoM
BOCITAJIMTENLHBIX 3a00JIEBAaHUI KHUIIEYHHKA HAa OCHOBAHWH KIMHUKO-IEHETHYECKHX OCOOCHHOCTEMN

TeuyeHus 3a00JIEBaHUA M OTBETA Ha IIPOBOAMMYIO TCPAIIUIO.

3agaum uccjie0BaHus

1. IIpoananu3upoBaTh CTPYKTYPY BOCHATUTEIBHBIX 3a00JI€BaHUI KUIIIEUHUKA C OYEHb PAHHUM
HAYaJIOM Yy JETel MO JaHHbIM oTaeneHus racrposnreponoruu PJAKb ®I'AOY BO PHUMY um. H.U.
[Tuporosa Munsnpasa Poccuu 3a nepuoa ¢ 2000 o 2020 rr.

2. IIpoBecTH MOJIEKYJISPHO-TEHETUYECKOE O0CIe0BaHUE JEeTell C OYeHb PAaHHUM HaydajioM
BOCHAJIMTENbHBIX 3a00JIEBAaHUN KHILIEYHMKA M ONpPENeIuTh J0J1I0 MOHOreHHbIXx B3K-monobnbix
3a00JIeBaHUI B UCCIIETyEMOM KOTOPTE.

3. U3yuuTh KIMHUKO-1a00paTOPHBIE, HHJIOCKONMUYECKHE M MOp(dosiornyeckue 0coOeHHOCTH
TeyeHUs: Oone3Hu KpoHa W S3BEHHOr0 KOJHMTAa C OYEHb PAaHHUM HayaJloM Yy jeredl. BriaBuThH
cnenuduyeckrne 0COOCHHOCTH KIMHUYECKOH KapTHHBI MOHOTeHHBIX B3K-momoOHbIX 3a0o0neBaHmii y
JIETE UCCIIEAYEMOU IPYIIIIbI.

4. Ouenuts 3(pdeKkTuBHOCT, M 0€30HaCHOCTh TEpaluu BOCHATUTEIbHBIX 3a00JeBaHUI
KHILIEYHHUKA C OYEHb PAHHUM HA4aJIOM y JI€TEH UCCIIEAYEMOM IPYIIIIbI.

5. Pa3paboraTp anroputM TaKTUKH BEACHUSA J€Tell C BOCHAIUTENbHBIMU 3a00JI€BaHUSMU
KHILEYHHUKA C OYEHb PAHHUM Ha4yaJlOM.

Hay4ynast HoBU3HA

Briepssie B Poccun Ha G0JbIIOM KIMHMYECKOM MaTepHasie MPOBEAEH CPAaBHUTEIbHBIN aHAIN3
AHAMHECTUYECKUX JAHHBIX, KIMHUYECKOW KapTHUHBI, TAOOPaTOPHO-UHCTPYMEHTAIBHBIX XapaKTEPUCTUK
n orBeTa Ha Tepanuio SK u BK ¢ oueHb paHHUM M paHHUM HadajaoM. B uccnenoBanum nokasaHo, 4ro B
ctpyktype B3K ¢ ouens pannum Hauasiom npeobianaer K (71,1%), nons BK cocrasnser 22,2%, nons
MoHoreHHbIX B3K-mogo0HbIx 3a0oneBanmii - 6,7%. Ilokasano, uro MoHoreHHble B3K-momoOHbIC
3aboneBanus mpeactaBiensl [N, cpeaum kotopeix 33,3% cocrtaBisier  X-CIETUICHHBINA
aumbonponupepatuBHbll cuHApoM 2-ro Tuna (XLP2). B uccnenoBanuu npoieMOHCTPUPOBAHO, YTO
Bce [IM]I, manudectupoBaBmme ¢ B3K-momoOHoil kmmHHKOM, 3a uckmoueHneM XLP2, umenu
OTATOUICHHBIM  MH(EKIMOHHBI  aHaMHe3 u  guMmdonponudepanuio (cruteHOMeranus,
nuMdoaaeHomaTus).

ITokazano, uto B 71% ciyuaeB SK c oueHb paHHUM HauajaOM Ha MOMEHT Je0l0Ta UMEET HU3KYIO
aktuBHOCTH (p=0,002), a aktuBHOCT, BK ¢ o4yeHb paHHMM HauyanoM HU3Kas B 57% ciyuaeB, 4TO
cootBercTBYeT bK ¢ Hawanom nocie 6 siet. JlokasaHo, 4yTo kinHn4Yeckue cuMnToMsl K ¢ oueHs paHHIM

HayasioM He otiuyaroTcs ot AK ¢ Mmanudecranueii nociue 6 jer, B To Bpems kak uist BK ¢ ouenb pannum



HayaJIoM xapakTepHbl auapes (67%) u kpoBb B ctyie (63%, p=0,04), a 6onp B ®KHBOTE HAOIIOAAETCS
pexe (53%, p=0,005).

[Tokazano, uro mia SIK ¢ oueHb paHHUM HayajIOM XapaKTEPHO TOTAJIHHOE MOPaKEHUE TOJICTOM
kuiku (84%, p=0,001), a ansa BK ¢ oyenb paHHUM HayaaoM — H30JIMPOBAHHOE MOPAXKEHUE TOJICTOU
kuiku (53%, p=0,037). Taxxe nmokazaHo, 4To IpHU TUCTOJOTHUYECKOM uccienoBanuu st BK ¢ ouenb
pPaHHMM HAyYaJoM XapaKTepeH HEeMpPepBIBHBIA XapakTep BocHamuTenbHoro uHowmibTpara (93%,
p<0,005), uto 3arpynuser nuddepeHmanbayo quarnoctuky ¢ K.

[IponemoHcTprpoBaHa 0€30MacCHOCTh MPUMEHEHUS AHTULUTOKWHOBOW Tepamuu y JeTeil B
BO3pacre 10 6 JeT.

Bnepsoie B Poccuiickoit ®enepanuu aersM ¢ odeHb paHHUM HauyanoM B3K mnposeneno
MOJIEKYJISIPHO-TEHETUUECKOE HCCIIEI0BaHUE - IIaHEIb TapreTHoro cexkBeHupoBaHus «llepBuunbie

UMMYHOJE(PUIIUTHD) - TOKa3aBliee HU3KYI0 JUarHOCTUYECKYIO LIEHHOCTH (1,7%).

Teopernyeckas n NpaKTHYeCKasi 3HAYUMOCTh PadOTHI

B wuccnenoBannm mnokaszaHo, 4ro npu odeHb panHeM Hawane SIK m BK mmeror noxoxyro
KJIMHUYECKYI0O U 3HJOCKOIHWYECKYI0 KapTUHY, YTO 3aTpyJHSAET NpoBeAcHHE AUPPEpeHLINaTbHOTO
JIMarHo3a: TOTaJIbHOE MOopaXkeHue ToJICTON KUIIKK npu K ¢ odeHb paHHMM HavyajaoM HaOmoaeTcs B
84% ciryuaes, npu bK ¢ ouens panaum Havasiom B 60% cirydaes.

JlokazaHo, 4Yro wucciefoBaHUe (HEKaTbHOTO KalbIPOTEKTHHA d((HEKTUBHO KaK METOA
ckpunnHroBoit nuarHoctuku B3K: B 80% cnydaeB npu odyenb panHeM Haudane B3K ero ypoBenn
npeBbiman 250 Mkr/r. JlokazaHa Hu3Kas HWH(GOPMATHBHOCTb MCCIEIOBAHUS AHTHHEUTPOQMIBHBIX
antuten (ANCA): monoXuTeabHbIi pe3ynsTaT Habmoaaercs B 26% ciaydaes ripu SAK u B 13% npu BK
C OYEHb pPaHHMM HA4ajOM, YTO HE MO3BOJIAET HCMOJIb30BaTh €ro Kak MeTol AudQepeHunanbHOn
JTUarHOCTHKHU.

IIpoaemMoHCTpHpPOBaHO, YTO TOPMOHO3aBUCUMOCTb ITPH oueHb paHHeM Havasie B3K pa3suBaercs
B 60% ciyuyaeB, a TOpMOHOPE3UCTEHTHOCT B 6% ciyuaeB npu AK u 21% ciydaeB npu bK ¢ odens
PaHHUM Ha4aJiOM, TO €CTh CYLIECTBYET OTPEOHOCTH B O0JIee HIMPOKOM MPUMEHEHNU aHTULIUTOKMHOBOM
tepanuu. [lokazaHo, 4TO MPUMEHEHUE MpEenapaToB OMOJIOTUYECKON Tepanuu MHTHOMTOPOB (axTopa
Hekpo3a omyxoinu o (narudutopoB ®HO) y nereit mnasie 6 et 6e3onacHo U 3PHEKTUBHO.

[Toka3aHo, YTO HaJMYME OTATOLIEHHOTO HMH(EKIMOHHOTO aHaMHe3a, JuMdorponudepanuy,
ACKalaluus TSHKECTU KoJuTa Ha (poHe aJieKBaTHOM Tepamuu y JeTei ¢ oueHb paHHUM HadajoMm B3K
ABIIAIOTCS TOKa3aHUSAMU K IPOBEICHHUIO MOJEKYJISIPHO-TEHETHUECKOrO HCCIEAOBAHUS — TaHEIn

TapreTHoro CCKBCHUPOBAHUA ((HepBI/I‘-IHLIC I/IMMYHOI[C(I)I/ILII/ITLI».



MeTtoaos10rusi 1 METOAbI HCCICOBAHUSA

Pabora nmpoBoauiacek Ha 6aze otaenenus ractposureposioruu PJIKb ®I'AOY BO PHUMY uwm.
H.N. ITuporoa Munsznpasa Poccun ¢ 2017 mo 2020 rr. HaGop mereii mpoBoauiIcs Kak peTpOCIeKTUBHO,
TaK M MpOCHeKTHUBHO. B mccnenoBanus Oputo BKIOUeHO 135 mereit ¢ manudectamueit B3K no 6 ner
BKJIIOUHMTENBHO, TPYIITy CpaBHEHUs coctaBuin 128 nereit ¢ manudecranueir B3K mocne 6 ner. s
u3yueHus: ocobennocreit B3K ¢ odyeHp paHHMM HadaioMm ObLI NMPOBENCH CPABHUTEIBHBIA aHAIHN3
JaHHBIX aHAMHE3a, KIIMHUYECKOW KapTUHbI, JaHHBIX J1a00paTOPHO-UHCTPYMEHTAIBHOIO O0CIIEJOBAHMS,
OTBETa Ha TEPAIUIO C MOMOIIBI0 CTATUCTUYECKUX METOJI0B. 60 MPOCHEKTUBHO BKIIOYEHHBIM JETSIM C
oueHb paHHUM HavasioM B3K Obu10 poBezieHO TapreTHOE CeKBEHHPOBAHUE METOIOM CEKBEHUPOBAHU S
HOBOro mokoneHusi (manenb «llepBuynple wMMyHOAEQHUUINTHD). BBIsBICHHBIE TEHETHYECKHE
BapUaHTHl, BEPOSTHO UMEIOIINE OTHOIICHWE K (PEHOTHITY, OBLIM MOATBEPKICHBI ()YHKIIMOHAIEHBIMU

TeCTaMH MECTOA0OM HpOTO‘IHOﬁ OUTOMCTPHHU.

OcHoBHbIE 110J10KeHHS], BBIHOCUMbIE HA 3aIUTY

1. B uccnemyemoii rpyrre aereil ¢ BOCHAIUTEIbHBIMU 3a0071€BaHUSAMH KUIICUHUKA C OYEHBb
panHuM HaudasoMm MoHoreHHble B3K-mogoOnbie 3a0oneBanust He npeBblaioT 6,7%, Hauboee 4acTo
BcTpeuaercss XLP2.

2. Juddepenuunanpuas auarnoctuka K u BK ¢ ouens panHuM HadajaoM 3aTpyAHEHA BBUIY
CXOXKeW KIIMHMYECKOW KapTUHBI U MPEUMYIIECTBEHHOM JIOKATU3AIMKU B BUJE TOTAILHOTO MOPAKEHUS
TOJICTOW KHIIIKH TIPH 00€MX HO30JIOTHSX.

3. B rpynme c¢ ouenb paHHuM HauagoMm B3K mpeoGnamaioT neTH ¢ HU3KOW aKTUBHOCTBHIO
3a00JeBaHMU.

4. Cpenu nereil ¢ oyeHb paHHUM HayasioM B3K BBICOK MpOLIEHT rOPMOHO3aBUCHUMOCTH M
TOPMOHOPE3UCTEHTHOCTH, HO HWMEET MECTO T03[Hee HA3HAUYCHHE AHTUIIMTOKMHOBOW Teparuu.
HeobOxomumo Oonee mupokoe mnpumeHenne uHruoutopoB ®HO, yuuthiBas xopomuii mpoQuib

0€30I1aCHOCTH.

CreneHb J10CTOBEPHOCTH Pe3y/IbTATOB U anpodauus pe3yJbTAaTOB HCCJIECA0BAHUS

JIoCTOBEpHOCTh pPE3YJIbTATOB IMPOBEACHHOTO HCCIIEIOBAaHUS MOATBEP)KIAETCS JOCTATOYHBIM
KOJIMYECTBOM JETEH, BKJIIOYEHHBIX B HCCIEIOBAaHUE, MCIOIb30BAHUEM AaKTyaJlbHBIX METOJIUK
UCCIICIOBAaHUSI M COBPEMEHHBIX METOJIOB CTaTUCTHUYecKoW 00paboTku. [lomydeHHbIE BBIBOJBI
COOTBETCTBYIOT 3ajJayaM HCCIIEJOBAaHUSA, HUX OOOCHOBAaHHOCTb MOJTBEPXKIAETCS  YCHEIIHbIM
MPUMEHEHHUEM Ha MPaKTHUKeE.

PesynbraTel MccnenoBaHus ObLIM TpeJCTaBleHbl M 00CyXIeHbl Ha KoHpepeHuusx: XVI
Poccuiickuii koHrpecc «VIHHOBAalMOHHBIE TEXHOJIOIMM B TIEAMATPUM U JETCKOM XUPYPIUU C

MeXIyHapoaHbIM yuyactreMm, 2017 r.; OOuiepoccuiickasi KOHQEpeHIus: ¢ MEKIYHAPOIHbIM y4acTHEM



«FLORES VITAE. Heonaronorus u neauarpus paHHero Bospacta», 2018 r.; III MockoBckuii
I'opoackoit Chesn neauatpoB « Tpyaublil nuarnos B nenuarpum», 2019 r., XXVI Konrpecc nerckux
ractpodnTeposioroB Poccun u crpan CHI', 2019 r., V MockoBckuii I'opoackoit Che3n neauaTpoB
«Tpynnsiii quaraos B neguatpun», 2019 r., mocrepuoit ceccun 15th Congress of European Crohn’s and
Colitis organization (ECCO), 2020 r., Bena; XVI Poccwuiickas ractponeaens, 2020 r.; XX VII Konrpecc

JEeTCKUX ractpo3nreposoros Poccuu u crpan CHI', 2020 r.

BHenpenue pe3yabTaToB MCCI€0BAHUA B IPAKTUKY
Pe3ynbTaThl Hay4YHO-HCCIIEA0BATENbCKOM pabOThI BHEPEHBI B KIIMHUYECKYIO paboTy OTEICHHUS
ractposnteposiorud PZIKb ®I'AOY BO PHUMY um. H.M. ITuporosa Munsapasa Poccuu, a takxe
UCTIOJNIBL3YIOTCS U OOYYEHUS CTYICHTOB, OPJIUHATOPOB U CIIyIIaTeNe cepTU(UKAIIMOHHBIX KYPCOB Ha

kadeape rocnutanbHoi nexuaTpuu uM. B.A. Tabomuna ®I'AOY BO PHUMY um. H.U. TTuporosa.

CooTBeTcTBHE AU CCEPTANMHU MACTOPTY HAYYHOH CNIENHATbHOCTH
HayuHbple TONOXEHUS IUCCEPTAIMM COOTBETCTBYIOT MACIOPTy HAYYHOW CIEIHATIBLHOCTH
14.01.08 — TIlemmatpus. Pe3ymbTaThl HCCICHOBAHUS COOTBETCTBYIOT OOJACTH HCCIICIOBAHUS

CICIUAILHOCTH, & UMEHHO 11.0. - BHYTPEHHUE 00JIC3HU Y ACTCH.

JIM4YHBIA BKJIAJ aBTOPA

ABTOpPOM IIpOBEJIEH AaHAIW3 JIMTEPATYPHBIX JAHHBIX, IIOCBSIIEHHBIX JIUIEMHOJIOTHH,
naToreHe3y, FTeHeTUKe, KITMHUYECKUX U J1ab0opaTOPHO-UHCTPYMEHTaIbHbIX ocobeHHocTel B3K y nereid,
B yacTHocTu B3K ¢ ouens panHum HayanoM u MmoHoreHHbIX B3K-no1o6nb1x 3a00neBanumii. Pazpadboran
IU3aiiH MccieloBaHus, co3AaHa 0a3a JaHHBIX JUIS CHCTEMAaTHU3allid, XPaHEHUs U CTaTUCTUYECKON
00paboTKM JaHHBIX. [IpoBeNEHBI PETPOCHEKTUBHBIA aHAINW3 MEIUIMHCKONM JOKYMEHTAalluh |
IPOCHEKTUBHOE HCCJIEIOBAaHUE COTJIACHO HAMEYEHHOMY IUIaHy OOCIeOBaHHUS U JIMHAMUYECKOE
HaOJI0/IeHUue 3a JeTbMU. BBINONHEH aHaiu3 MOJIyYEHHBIX JaHHBIX, C(OPMHUPOBAHBI BHIBOJBI U
NPaKTUYECKHE PEKOMEHJAIMHU. ABTOP JMYHO MPUHUMAI y4acTUe B 00CIEeIOBaHUU M JICUEHUH JeTeH,

MMPOCIICKTUBHO BKIIFOYCHHBIX B HACTOAIICC NCCIICJOBAHUC.

yoaukanun
Ilo Teme wuccnenoBaHus OIMyOJMKOBaHO 4 TmeyaTHble pabOThl, W3 KOTOPHIX 3 CTaTbu
ONyOJMKOBAaHBl B HAayYHBIX >XypHayuax, pekomeHnoBaHHbIXx BAK P® (Kypuan Bompockl nerckoit
JMETOJIOTUN HMHJEKCUPYeTCs B MEXIyHapoaHoi Oasze nmaHHbIX Scopus, quartile 3), 1 te3uc — B

MaTtepuaiax MexayHapoaHoro kounrpecca (Journal of Crohn's and Colitis, Supplement).

Crpykrypa u 00beM auccepTanuu
Huccepramnuonnas paboTa uznoxkena Ha 210 cTpaHHIIax MAIIMHOMHCHOTO TEKCTa Ha PyCCKOM

A3BIKE, COCTOUT U3 BBCIACHMUA, 5 rj1aB, BBIBOOOB, ITPAKTUYCCKUX peKOMCHIlaLII/Iﬁ " CIIMCKaA JIUTCPATYPhI,



npuioxenus. Pabora mpousutoctpupoBana 34 pucynkamu u 27 tabmunamu. CIHCOK JIMTEpaTypbl

COJCPXKHUT 328 UCTOYHUKOB, U3 KOTOPHIX 7 OTEUYECTBEHHBIX U 321 3apyOeKHBbIi.

OBIIEE COAEPKAHUE PABOTbI

MartepuaJjbl 1 METOAbI HCCIIEIOBAHUS

HccnenoBanue SBISUIOCH PETPOCHEKTUBHO-IPOCIEKTUBHBIM KOTOPTHBIM MOHOLIEHTPOBBIM M
ObUIO BBHIMOJIHEHO Ha 0a3e OTHENCHHS TacCTPOIHTEPOJIOTUH POCCHHCKOM AETCKOM KIMHUYECKOH
6onpHUILBI I. MockBa (PIKb ®I'AOY BO PHUMY um. H.M. TIuporosa Munsznpasa Poccun) ¢ 2017
nmo 2020 rr. I'pynmy wuccnepoBanusi coctaBuiu 135 nmereit ¢ manudecrammet B3K g0 6 ner
BKJIFOUMTENIBHO (82 ManpuuKka ¥ 53 IEeBOYKH), Tpynmny cpaBHeHus - 128 nereit (58 manpuukoB u 70
neBouek) ¢ manudecranuein B3K moce 6 et (97 mereii ¢ SIK u 31 pedenok ¢ bK), HabmronaBmmxcs B
PJIKDB ue menee | roga. MccnenoBanue 0b110 0100peHO J0KalIbHBIM KoMuTeTOM 110 3THKE PI'TAOY BO
PHUMY wum. H.U. Iluporosa, uHPOPMUPOBAHHOE COTJIACHE MOJIYUYEHO OT BCEX MAIIMEHTOB WM HX

3aKOHHBIX HpeﬂCTaBHTCHeﬁ. I[H3al>iH HUCCIICAOBAHUA ITPCACTABJICH HaA PI/ICYHKG 1.

| rocunranH3Ialiig
% ¥ oo G 1eT,

IHIl!-J.;'}lllzwlul-JIu.L”|JI|>:| llll':lltlllli!‘l:j ; & n=45 ) Maiens

: i | FOCIITATHIAIIHA 2007-202 F . LT M

CpaBHHTENBHBIH / n= 6o Ir i

, 2 FOCTIHTAAHIALLHHA
AHATH3! Vi 4 : mocae 6 AeT

s  Kmunmgeckobs I'pynna pocnegonanms |/ n=15

(B3K c paanom go 6 |/
e WL JCT BEIOMHTCARHO) M, f

= JlabopaTopHeIx n= 135 “ B | rocirranMaaiMs
TAHHBLX L 10 0 JIeT
: BrmoMenst peTpocneKTHEHD

= Jlanuwbx F— p (rocmrraaMsaa 2o 2017 r.)
i | PARHEHHA K] - x 4
AHIOCKOTTHH pynna cj n=75 . { | FOCTIHTATIEAIHA

n= 53

+  Jlannbix {B3K ¢ sauanom nocae i

6 .7eT)
mopdrosorim n= 128
* Tepamuwu

n=2ax

Pucynok 1. JIuzaitn uccienoBanus

Bcem nersm OblIO MpOBEACHO CTaHAApTHOE 0OcHenoBaHWE, BKIIOUYaBlee cOOp aHaMmHesa,
OCMOTD, OIIEHKY (PU3MUECKOro pa3BUTHS, KIMHUYECKUI aHAIIN3 KPOBU, OMOXUMUYECKUI aHAITN3 KPOBH,
uccienoanue CPB, nccienoBanue cbIBOPOTOYHBIX UMMYHOTIIO0YIHMHOB (240 aerteil), KabIIPOTEKTUHA
(156  nere#t), antunedTpodunpHeix antuten (ANCA) (210 pereii), racTpockonui U
MJICOKOJOHOCKOIIMIO C MO3TaKHOM Oworncueit. [lns ounenku aktuBHocTd K m BK mcmonb3oBanuch
CTaHJapTHbIE WHACKCH: [lenmuaTrpuueckuid WHAEKC aKTUBHOCTH s3BeHHOro komuta (PUCAI) u
[TequaTpuaeckuit uaaekc aktusHoctH OosiesHu Kpona (PCDAI). 60 netsim ¢ mavanom B3K go 6 mer
MPOBEICHO TEHETUYECKOe HCccleqoBaHue - maHenb «llepBuuHblE WMMYHOAC(PUIIUTHD) METOIOM

CEeKBEHHPOBAHHUSI HOBOTO MTOKOJIEHUs Ha 6a3e nmabopaTopuu MojekysipHoi onkonoruu ®I'bY « HMUL]
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onkoyioruu uM. H.H. IlerpoBa» M3 PO, r. Cankr-IlerepOypr. Ilpu BeIsBICHUM MyTaIlii TPOBOIMINCH
(yHKIMOHATIBHBIE UCCIIEAOBAHM METOJIOM MPOTOYHOU uTomMeTpun Ha 6a3e ®I'BY HMULL AT'OU um.
Hmutpusi Porauesa M3 P®: omnpenenenne skcnpeccun Oenka XIAP B T- m NK-mumdonmrax (3
pebeHKa), olleHKa OaKkTepuIuaHON akTUBHOCTH HelTpoduinoB (BURST-TecT ¢ nuruapoponamuaom) (1
pebeHoK), onpenencHue GyHKIIMOHATLHOW aKTUBHOCTH TPOMOOITUTOB B TTIOKOE M MOCIIE CTUMYJISIHH ( 1
peOeHOK).

CpaBHeHHEe TpyNI M[POU3BOAMUIOCH COOTBETCTBEHHO HO30J0ruu. CpaBHEHHME TPYIIIBI
MoHoreHHbIX B3K-momo0HbIx 3a001€BaHNN MPOBOAMIIOCH OTHOCUTENIBHO Tpynm ¢ auarHo3amu BK u
K. Cratuctuyeckas 06paboTKa MOTYYEHHBIX B X0J1€ UCCIIEI0OBAHUS TAHHBIX ITPOBOMIIACH C TOMOILBIO
nporpammel SPSS Statistics 23 (IBM) u MedCalc. KauecTBeHHBIC IPH3HAKH OMUACHIBAIACH C IOMOIIBIO
aOCOJIIOTHBIX U OTHOCHUTEIBbHBIX (%) MoKa3aTesneil, KOJIMYEeCTBEHHbIE — C MOMOIIbI0 Meauansl (Me),
CpPEeIHUX 3HAYCHHM, CTaHIAPTHBIX OTKIOHEHMH M OIIMOKKM cpeaHero 3HayeHus. s oueHku
CTAaTHUCTUYECKON OCTOBEPHOCTH pa3NUYMil MEXIY TpYIIaMu C paclpeicsieHueM, OTIMYHBIM OT
HOPMAJIbHOI'O, JUIsl KOJIMYECTBEHHBIX IOKa3aTesiel MCIOJb30BAIMCh METO[ MaHHAa-YUTHU U METOJ
Kpackena-Yomnuca; nisi xKadyeCTBEHHBIX TMOKa3zaTeled - METOJ y2-KBaapaT U Kputepuit dDuriepa.
Kputepuii y2 — xpurepuii Ilupcona wucnonb3oBaics [js MPOBEPKH HOPMAIbHOCTH 3aKOHA
pacrpeziefieHus JaHHbIX B CPABHUBAEMBbIX I'PYIIaX, a TAKXKe JJIsl COMOCTABIICHUS ABYX, TPEX WK Oosee
AMIMPUYECKUX PACIPEEICHUN OAHOIO U TOTO K€ MpHu3HaKa. J{Jis OLleHKH 10CTOBEPHOCTHU pa3Ivyuuii B
JIBYX TpyIIlax C HOPMAJIbHBIM paclpeieseHueM HUCHoJb30Bajics KpuTepuid CTbhIOJEHTA. Y pPOBEHb
JIOCTOBEPHOCTH OBLT MPUHAT Kak goctaTouHblii mpu p<0,05; B cilydae MHOKECTBEHHBIX CpaBHEHUU
ucrnoip3oBaiachk nompaBka boHndepponu, B 3ToM ciydae p ompenensiaock kak p=0,05/n, roe n —

KOJIMYECTBO CpaBHeHI/Iﬁ OIHHUX U TEX XKC NaHHBbIX.

Pe3yabTaTsl HccjiefoBaHuS U UX 00CYyKIEHHE

I'pynmy uccnenoBanust cocraBunu 135 nmereit ¢ manudecranueir B3K B Bo3pacte n0 6 net
BKIItouMTENbHO, K Obl1 AuarHoctuposan y 96 nereit (71,1%), BK —y 30 nereit (22,2%), y 9 nereit
(6,7%) B x0z€ uccienoBaHus ObLIO JUArHOCTUPOBAHO M F€HETUYECKU BEPUPUIIMPOBAHO MOHOTEHHOE
B3K-nono6noe 3aboneBanue (I11]1). Meanana Bo3pacta Hayana 3a007€BaHUs B TPYIIE UCCIICTOBAHMS
cocraBuna 2,6 [2; 3] ner, Hauano 3aboneBanus A0 1 mecsia Habmroganock B 2% (3) ciayyaes, B Bo3pacrte
1o 2 net - B 33% (45) cnydaes; B Bozpacte oT 2 10 6 1eT - B 64% (87) ciayuaes.

MBI mpoaHANM3UPOBAIM YaCTOTYy MW3yYaeMbIX HO30JOTMHA B TpYyNNe WCCICIOBaHUS B

3aBHCUMOCTH OT Bo3pacta MmaHudpectauuu (Pucynok 1).
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© 46‘8??) 33% 33% 33% 0 >
20% i — =
0%

0-1wmec,n=3 1wmec-2roma, n=45 2 -6 net, n=87
Bo3spact nauana 3aboneBanus

m K mBbK mIIMN]
Pucynok 1. CtpykTypa HO30JIOTUI B 3aBUCUMOCTH OT BO3pacTa MaHu(pecTanuu 3a00JieBaHus y JAeTel

rpymmsl uccienoBanus (n=135).

Cpox MOCTaHOBKU JUArHo3a B IpyIIe UCCIEIOBaHUs COCTaBmiI OT 1 Mecsma 1o 146 mecsiies.
Menuana cpoka MocTaHOBKM auarHo3a - 12 mecsues [7;18 mecsneB]. Cpok MOCTaHOBKHU AMarHo3a B
rpyrie cpaBHeHus - ot 1 mecsina 1o 84 mecsieB. Menuana - 5 mecsiues [4;7 mecsues], (p<0,05). B xone
KaTaMHECTHYECKOro HaOII0IeHUs B TPYIIE UCCIeI0BaHMs AuarHo3 Obul u3MeHeH y 15 nereit (12%): y
7 nereii, Habmogasimumxcs ¢ K auarno3 6wu1 u3menen Ha BK, y 8 gereii ¢ BK - na K. B rpymnme
CpaBHEHHUS JUArHo3 ObuT mepecMoTpeH y 6 nmereit (5%), u3 Hux y 4 nerei, Habmonapmmxcs ¢ K
nuarHoctupoBana bK, y 2 nereit, nadmonaBmuxcs ¢ bK, nuarnoctuposan SAK (p=0,042).

Hamu Obuin mpoaHanu3upoBaHbl JaHHbIE WH(GEKIIMOHHOTO aHaMHe3a OOCIEeIOBaHHBIX IeTei

(Tabmuma 1).

Tabmuma 1. Yactora nHdekuuii B aHaMmHe3€ y AeTel Bcex rpyiil, kKoia-Bo (%), p> 0,05

Vndpexmm B3K ¢ Hauanom go 6 | B3K ¢ HauazoMm mocie 1IN1]I,

aet, n=126 6 net, n=128 n=9*
Cencuc 1 (0,8%) 0 3 (33,3%)
[THeBMOHMS 14 (11,1%) 7 (5,5%) 7 (77,8%)
Wudexunu koxu u [DKK 6 (4,76%) 2 (1,6%) 2 (22,2%)
[Tuenonedput 2 (1,6%) 5 (3,9%) 2 (22,2%)
Bupemust EBV 4 (3,2%) 0 2 (22,2%)

* p=0,007

OTsromeHHbiil HHMEKIMOHHBIN aHamHe3 Obl1 XapakTepen s [TU]] (Uhlig H. et al., 2014, Lega
S. et al., 2020). Coueranne B3K ¢ ayrouMMyHHBIM 3a00JICBAHHEM CTATUCTHYECKH 3HAYMMO dYallle
Habmroanock B rpymime uccinenoBanus —y 10 gereit (7,9%), yem B rpynne cpaBHeHHs — Yy 1 peOeHka
(0,8%), (p=0,01). YacroTa ayTOMMMYyHHBIX U ajulepruueckux 3aboneBanuii B rpymme II1J[ He

OTJIMYajachk OT TPYIIIHI AETeH ¢ 0O4eHb paHHUM HaudajaoMm B3K (p>0,05).
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Ocob6ennoctu SIK ¢ o4eHb paHHMM HAYATI0M
Knuanueckast kaptuna npu SIK ¢ odeHp paHHMM HavajgoM Oblia cXoka B 00euX rpymnmax
(Tabmuma 2).
Ta6mmma 2. Yactora kmuHnyecknx cumnToMoB K y neTeit B 3aBHCMMOCTH OT BO3pacTa MaHHU(eCTaIuH,

koJ-Bo (%), p>0,05

Knuanueckue cuMnTomsl AK ¢ Havanom
1o 6 iet, n=96 rocne 6 jger, n=97

Kposs B cTyne 89 (93%) 89 (92%)
Huapest 75 (78%) 78(80%)
Bonb B )xuBOTE 50 (52%) 62(64%)
Hounrble nedekammu 14 (15%) 15 (15%)
Jluxopanka 34 (35%) 27(28%)
[ToTeps Beca 28 (29%) 39(40%)
Aptpairun* 23 (24%) 9(9%)
Anemus™* 19 (20%) 2 (2%)
JnurensHsiid cyOdedpunuter (>1 mec) 16 (17%) 9 (9%)
3anepkka GU3NIeCcKoro pa3BUTHS 10 (10%) 4 (4%)
Jledunut maccel Tena 9 (9%) 14 (14%)
PBota 8 (8%) 8 (8%)
AdTo3HBI cTOMaTHT 8 (8%) 3 (3%)
PeakTuBHbBIN renaTuT 8 (8%) 6 (6%)
ApTtpur 7 (7%) 6 (6%)
[1CX 5 (5%) 13 (13%)
['emaromeranus™* 14 (15%) 4 (4%)
CruieHOMer s 6 (6%) 1 (1%)

*p< 0,05

OcHoBHBIE KIMHUYECKHEe cUMITOMEI SIK ¢ O4YeHb paHHMM HAa4YaJioM BKIIOYAJIA KPOBBH B CTYJIE
(93%), nuapero (78%) u 6omu B xkuBote (52%) (Oliva-Hemker M. et al., 2015, Bequet E. et al., 2017).
B otnnune ot nannbix Aloi M. et al. (2014) B Hamewm uccnenoBanuu s AK ¢ oueHb paHHUM HaYanoM

ObUIa XapaKTepHa HU3Kas akTUBHOCTH 3a0o0sieBaHus B fie0rote (PucyHok 2).

188%’ 710, P=0,002
- 60% 48% 46%
S 40% 28%
28%) ] 1% 1%
0

PUCAI 10-34 PUCAI 35-64 PUCAI >65

Nunexc PUCALI Gaiibl

B 'pynna uccnenoBanus (n=96) ['pynna cpaBHenus (n=97)

Pucynok 2. AxktuHocTb K B ne6rote 3a0601eBaHus B 3aBUCUMOCTH OT BO3pacTa MaHU(eCTaIlH
Mpbl CpaBHWIM JIaHHBIE JTAOOPATOPHBIX AHAIM30B y JleTe ¢ oueHb paHHUM HavaioM K u

HavgasioM SK mocine 6 et (Tabnuma 3)
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Tabmuna 3. Jlabopatopusie okazatenu y netreit ¢ K, Me [Q1;Q3]

Tapamerp SIK ¢ Hauanom p-

110 6 jiet, n=96 rocie 6 jer, n=97 | 3HaYCHHE
I"'emornoOuH, /11 112 [108; 119] 120 [117; 127] 0,026
CBIBOPOTOYHOE KEJIE30, MKMOJIB/JI 6,9 [5,6; 8,2] 8[6,0; 10,7], 0,641
JleiixomuTel, x10%/1 11,05[9,3; 12,2], 7,7[7,2;8,4] p<0,001
Heiirpodunsl, x10%/1 4,8 [4.4; 5.3], 4[3.4;4.7], p=0,03
Doszunobuisl, x10°/1 0,236 [0,177; 0,315] 0,216 [0,146; 0,260] | p=0,721
Tpom6onuTsl, x10° /1 411 [359; 444], 299 [279; 328] p<0,001
OO6mmwmit 6eoK, /11 71[69;72] 73 [70.3;74] p=0,131
Anb0ymuH, 1/11 40 [39;41] 40 [39;42] p=0,937
DekanbHBIN KaTbIIPOTEKTHH, MKT/T 817 [600;924] 938 [797;1020] p=0,12

s nereit ¢ odeHb panHHeill mMaHudectanueir K Obuin xapakTepHbl Oosee HU3KHE HUDPHI
remMoraoOnnHa, kak u B uccienoBannu Oliva-Hemker M. et al. (2014), Oonee BBICOKHIA ypOBEHb
JICUKOIIUTOB ¥ TPOMOOIIMTOB. YacToTa aHeMHH B TPYIIE HCCIEI0BAHUS ObUIA CTATUCTUYECKH 3HAYMMO
BbIIlIe, 4YeM B rpymnne cpaBHeHus (48% u 30% cmyuyaeB cooTBeTcTBEHHO), (p<0,05). Kaxapiit nsaThIii
NaueHT rpynnsl uecneaoBanus (20%) nHabmoancs mo moBoay kene301e(UIuTHON aHEMHH, B TPYIIIEe
CpaBHEHUS — KOXbIH IsTHAeCATHIA nanueHT (2%) (p<0,0001). [ToxazaTenn OMOXUMHYECKOTO aHAIIN3A
KPOBH 3HAYMMO HE PA3TUYAINCh MEX/Ty TPyIIaMu. Y POBEHb CBIBOPOTOYHBIX HMMYHOTII00YIHMHOB IgG,
IgA, IgM nocroBepHO HE paznuuancs Mexay rpynmnamu. Hanbonee yacTo B rpyie MccleAOBaHUS
Ha0J110/1a710Ch MOBBIIIEHUE KOHIIEHTpalK cbIBopoToyHOro I1gG (32%), pexxe nosblmancs ypoBeHb IgA
(18%), ypoBens IgM octaBasics B ipesieniax HOpMbI y OonbiHCTBA ieTeid. ANCA BBISBIISITACH TOJIBKO
y TpeTu OOCIEeIOBaHHBIX JeTell 00enx Tpymi, B OTJIMYHAE OT paHee OITyOJMKOBAHHBIX JaHHBIX
(Birimberg-Schwartz L. et al, 2014). MccnenoBanue ¢ekaabHOT0 KaabIPOTEKTHHA OKA3aJI0Ch BHICOKO
uH(pOpMaTUBHBIM, B 00eux rpymnmnax B 81% ciydaeB ypoBeHb ero npesbiman 150 mkr/r. [lonyyeHHbie
pe3yabTaThl MOATBEPXKIAIOT paHee onmyonrkoBaHHbie n1anHble (Levine et al., 2014, Holtman et al., 2016).

B Hamewm uccnenoBanuu, kak u B ucciegosanuu Aloi M. et al. (2014), y nereii ¢ o4eHb paHHUM
HavanoM SIK cratucTHuecku 3HaAUYMMO 4alle HaOII0Jaloch TOTAJIbHOE MOPAXKEHHWE TOJICTOM KHIIKU

(84%), uem B rpymnme cpaBHeHus (62%), (p=0,001) (Pucynok 3).

100% 84% p=0,001
80% 62%
60% 38%
0
0% [
ToranbHBIN KOTAT JIeBoCTOpOHHMI KOJTUT
B [pynma uccienoBaHus, (n=96) [‘pynma cpaBHeHUs, (n=97)

Pucynok 3. IIpoTskeHHOCTD opaxeHus y Aereit ¢ SIK B 3aBucumocTtu ot Bo3pacta MaHUpecTauu
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Perporpanasrii mieuT Ha (hOHE TOTATBLHOTO MOPAKEHHUS TOJICTOM KHUIIKU B TPYTITE UCCIEAOBAHUS
Habmonancs B 17% cinydaeB u B 14% ciydaeB B rpyIie CpaBHEHHSI, 4TO MOTYEPKUBACT HEOOXOIMMOCTh
0053aTeNIbHOT0 OCMOTpPa TEPMUHAIBHOTO OT/IeJIa MOAB3AOITHON KHUIIKH. DHAOCKONUYecKas KapTHHA Y
JeTel ¢ oueHb paHHUM HavyasioM SIK He oTinyanach OT TPYMIbI CPAaBHEHUS: OCHOBHBIMU MPU3HAKAMHU
SABJSUIUCH OTEK CIU3UCTOM 00onouku KUMKU (91%), KoHTakTHasE KpoBOTOUMBOCTH (84%), 3po3uu
(80%), uro coorBeTcTBYeT naHHbIM TuTepatypsl (Oliva-Hemker M. et al.,2015; Hummel T. et al, 2012;
Kovacs M. et al., 2012). EquHCTBEHHBIM CTATUCTHYCCKH 3HAYMMBIM OTJIMYHUEM THCTOJIOTHMYCCKOM
KapTUHBl Ipu oueHb paHHeM Hauane SIK sBnsnace Oosiee BbICOKAas 4yacToTa JpO3UN B TpyIIe

uccinenoanus (40%), OCHOBHBIE TUCTOJIOTMYECKHE TPU3HAKU IIpeicTaBieHbl B Tabmnuiie 4.

Tabmuna 4. YacroTa ructosiorndeckux npru3HakoB K B 3aBHCHMOCTH OT Bo3pacTa MaHU(ECTAIHH, KOJI-

B0 (%), p>0,05

I'ucronornueckuii mpu3HaKk AK ¢ Hadanom

1o 6 iet, n=96 nociae 6 jet, n=97
JIumdonnazMonuTapHas HHPUIbTPALHS 96 (100%) 96 (99%)
HeiitpodunbHas nauipTpanus 74 (77%) 75 (77%)
Do3uHobMIbHAS HH)UIBTPAIHS 58 (60%) 68 (70%)
Hedopmarius kpunt (yKopoueHHe, BETBICHHE, 55 (57%) 59 (61%)
paciiipeHue NPOCBETa KPUIIT)
Kpunrutsl 44 (46%) 47 (48%)
Kpun-abcrieccsr 32 (33%) 33 (34%)
Opozun* 38 (40%) 20 (21%)
®udpo3 CO6CTB€HFOﬁ IJIACTUHKH CIU3UCTOM 32 (33%) 33 (34%)
000JIOUKH TOJICTOM KUIIIKH
[TaneToKJIETOUHAS METAIUIA3HS 18 (19%) 26 (27%)

* p=0,005

Do3uHOMIbHAS UHOUIBTPALKMs B HAllleM HCCIeAOBAaHMM HaOIro/anack TOCTaTOYHO 4YacTo B
obeux rpymnmnax. B nuteparype so3uHOMUIBHAS HHPUIBTPAIMS paccMaTPUBAETCsS KaK XapakTepHas
yepta B3K ¢ ouenb pannum Haganom (Cannioto Z. Et al., 2009, Conrad M., 2019, Crowley E., 2020).
Hetu ¢ ouenb panHuM HayanoMm SIK pexe mocturamu pemuccuu Ha (OHE MHIYKIIMOHHOM Tepamuu
npenapatamu S-amMmuHocanuiioBoit kuciaotsl (5-ACK): Toneko B 56% ciy4aes, a B TpyIIe CpaBHEHUS
- B 71% cnydaeB (p=0,036). Yacrora npumeHenus raokokoptukoctepousioB (I'KC) He paznuuanack
MeXIy Tpymnmamu: ux nomydano 67 (70%) neteit rpynmbl uccienoanus u 57 (59%) aereii rpymnmsl
cpasuenus (p=0,133). 'opmMoHOpe3uCTEHTHOCTH HabMIOMaack B 6% ciydaeB B TPYIINE UCCIEIOBAHUS,
B IpyIIe CpaBHEHUS - B 7% ciay4yaeB, TOPMOHO3aBUCUMOCTD - B 60% u 70% ciayuyaeB COOTBETCTBEHHO.
[TporieHT TOpMOHO3aBUCUMOCTH OBLI BBIIIE, YEM B paHee OIMyOJMKOBaHHbBIX JaHHBIX (43-45%) (Tung J.
et al., 2006, Jakobsen C. et al., 2011). B Hammem uccienoBaHuu a3aTHONPHH Ha3Havacs B 76% ciydaes

KaK B I'pyImImc HMCCICIAOBAaHUA, TaK U B TI'PYHIIC CpaBHCHHA, B OTINYHUEC OT JAHHBIX JIUTCPATYpPhI, T'AC
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a3aTHOINPUH MPEUMYIIECTBEHHO Ha3HAYAJICS IeTsIM ¢ oueHb panHuM HavaioM SK (Oliva-Hemker M. et
al., 2014, Kelsen J. et al., 2019). buonoruyeckast Tepanusi IPUMEHSIIACh Y TPETH JAeTeil 00eux Tpymmn
(27%). OcHOBHO# rpynmoil mpenaparoB ObUIM MHTUOUTOPHI (akTopa Hekpo3a omyxonu o (DGHO)
(vHGMKCcMMa0 U amanuMymad), Bemonu3ymMad Mojydall TOJBKO 1 peOeHOK TpYIIbl MCCIIeIOBaHMS.
[lepBoit nuumel Tepanuu sBisuics uHpnukcuMad. IlomoBune nereit rpymnmbl uccnenoBanus (54%),
NOJTy4aBIIUX Onoorudeckyro tepanuo, Hruoutopst ®HO 6butn HazHavyeHsl od-neitdn B Bozpacre
710 6 JIeT Mo pemeHuo BpaueOHoi Komuccun. PesynbraTsl Tepanuu nHGIMKCUMaboM y ietei 1o 6 net
ObLTH cOnOCTaBUMEI ¢ JaHHbIMU JuTepaTypsl (Kelsen J. et al., 2014, Bramuzzo M., 2019, Takeuchi I.,
2020): OB BBICOK IPOLICHT HEMEIJICHHBIX HH(Y3UOHHBIX peakiuii (Tpeth nereid, p=0,015), Bcem aeTsam
TpeOoBajach ONTUMH3AIMS PEXKUMa BBEACHHUS INpemnapara, OeccTrepougHas pemuccus depe3 1 rox
coxpansiiack B 35,7% cnydaes. B nenom, onTumuzanus pexxuma BBeieHust nHpaukcumabda TpedoBanach
B TIOJIOBHHE CiIy4aeB B 00Oeux Trpymnmax, HO Tepexoj Ha aaaaumMyMald B TpyIe HCCIeAOBaHUS
MPOUCXOII CTATUCTUYECKU 3HAYMMO 4aiie - B 35% ciydaeB, B rpyIne cpaBHeHUs — B 2% cliydaeB
(p=0,018), uTo OBUIO CBsI3aHO KaK C MOTeped OTBeTa Ha MHGIUKCUMAO, TaKk U C HEXKeIaTeIIbHBIMU
peakuusmu. B rpynne uccnenoanus 6 aeram (23%), nony4aBmuM OMOJOTHYECKYIO TEpAINuio, Oblia
MpOBeJIcHA TOTaIbHAas KOJIPKTOMUS, B TPYIIIE - TOJIBKO 1 pedeHky, nonyuasiiemy uaduukcumad (3,8%),
(p=0,099). Bcero xomkTomMus B rpymnie uccieaoBanus Obuia nposeaeHa 10 gersm (10%), a B rpymme
cpaBHeHus — 2 aetsMm (2%). Takum 00pa3om, IPOIEHT pe3UCTEHTHBIX K Tepanuu ¢opm K B rpymme
uccienosanus (17%) npesbliian TakoBoi B rpymnne cpaBHeHus (5%) (p=0,01). OqHOoBpeMeHHO B rpyme
UCCIIEIOBaHMsl CTATHCTUYECKM 3HAYMMO 4alle JOCTUrajach riyOokas pemuccus koiauta— B 51%

ciyuaeB (49 nereil), ueM B rpynime cpaBHeHus - B 35% cnyuaes (34 nereit), (p=0,03).

OcobenHocTu KianHu4eckoi kapTunbl BK ¢ ouenb panHuM Hauajiom
BonpmuHCTBO AeTEN 00euX rpynm uMeln HU3Kyto akTUBHOCTh BK Ha MOMEHT rocnuranu3anuu

B PJIKb (Pucynox 4).

100% p>0,05

o 0 pylia uccienoBaHus,
T d0% 20% 13y, 23% 26% (n=30)
00/2 [‘pynma cpaBHEHUS,
<10 11-30 >3() (n=31)

PCDAI, Oamist

Pucynok 4. AxtuBHocth BK Ha MoMeHT rocniuranuzaiuu B P/IKb

Mp1 cpaBHIIH KnHIYecKkue nposienns bK y aereit uccnenyemsix rpynn (Tabmuma 5).
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Tabmuua 5. Yacrora knunnveckux cumntomMoB BK y nereit B 3aBucuMOCTH OT Bo3pacTa MaHU(ecTaIuu,

koJ-Bo (%), p>0,05

Knuanueckue cuMnTomsl bK ¢ Havanom

1o 6 ner, n=30 rocne 6 jer, n=31
Juapes 67 (67%) 14 (45%)
Kposs B cTyne* 19 (63%) 10 (32%)
Bomu B KUBOTE 16 (53%) 27 (87%)
[lepunananpHOE MoOpaxeHue 10 (33%) 12 (39%)
o aHAJIbHBIC TPEIIUHBI 5 (17%) 4 (13%)
° napapeKTaibHble CBUIIH 4 (13.,3) 6 (19%)
o apanpOKTUT 3 (10%) 4 (13%)
° aHAJIbHBIE 0aXPOMKH 3 (10%) 6 (19%)
° COYCTAHHOE MOPAKCHUE 3 (10%) 6 (19%)
PBora 9 (30%) 8 (26%)
[ToTepst macchl Tena 13 (43%) 18 (58%)
JIuxopazaka 12 (40%) 14 (45%)
Cromarur 10 (33%) 5(16%)
AHemus 9 (30%) 5 (16%)
3anepkka pU3NIEeCcKOro pa3BUTHUS 8 (27%) 6 (19%)
Jedumut Maccel Tena 8 (27%) 15 (48%)
JlnurenbHbli cyOheOpunuTer 7 (23%) 11 (35%)
Aptpanrun 6 (20%) 3 (10%)
I'emaromeranus 5(17%) 1 (3%)
Aptpur 4 (13%) 0
[cx 3 (10%) 1 (3%)

* p<0,05

s BK ¢ ouenb panHuM HauasoMm, kak u B aureparype (Ledder O. et al., 2014, Bequet E. et al,
2017), B nepByto ouepeab Oblila XapakTepHa KpoBb B cTylie, a Juist bK ¢ Hayanom mocne 6 ser - 6o B
xuBote. [lokazarenu ¢usznueckoro paszputus y gereid ¢ BK 1ocToBepHO He paznuyamuch MEXIy
TpyTIIaMy.

Xapakrep TeueHus BK nocroBepHO He paziaMyalcs MeXIy Tpynmamu, B o0euX Tpymmax
npeo0aaia HeCTeHO3UpYIoliast U HeneHeTpupyromas Gopma BK (B1), 4To cooTBeTCTBOBANO TaHHBIM
Bequet E. et al. (2017). ®opmupoBanre BHyTpUOPIONTHOTO WHGUIBTpPaTa HE HAOIIOIAI0Ch B TPYTIIE
WCCJIeIOBaHMs, B Tpynme cpaBHeHUs - y 5 (16%) neteit. B mabopaTopHbBIX aHamM3ax s AETeH C OYSHb
panHuM HauyasioM BK Obutn xapakTepHbl 0ojiee BbICOKHE IU(PBI albOyMHUHA, YEM B TPYIINE CPAaBHEHUS
(38,5+1,4 r/n u 34,2+1,4 /1 coorBeTcTBeHHO, p=0,04). ChIBOpOTOUHBIE UMMYHOTTIOOYTUHBI IgA, IgM,
IgG 6b1 uccnenoBansl y Beex aerei ¢ bK. Yposens ceiBoporounoro IgG craTtucTuuecku 3Ha4UMO
yare ObUT MMOBBIIIEH Y AeTel rpynmsl uccienoBanus (p=0,004). OctanpHbIC 1a00paTOPHBIC TTOKA3ATEIIN
6butH conoctaBUMBI B 00enx rpynnax. ANCA Obln ncciieZioBaHbl y OONBIIMHCTBA A€TeH 00euX rpymni

(77% wn 84% COOTBETCTBEHHO), MOJOXKHUTEIbHbIN pe3ynbTaT Habmogancs B 13% cioyuyaeB B rpyrime
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uccnenoBanus U B 14% ciyuaeB B rpynme cpaBHeHus (p=0,117). Menuana ypoBHs (ekambHOro
KaJBIIPOTEKTUHA B TPYIIE UCCIIEA0BaHUs cocTaBmia 894 mkr/r [567;944], a B rpymnne cpaBHeHHs 827
MKr/T [312;1023] (p=0,882).

Hns BK ¢ oyeHb paHHMM Ha4ajgoM IpU HEPBUYHOM O0OCIEIOBaHMM OBLIO XapaKTEpHO
u30JupoBaHHOE mopaxeHue Ttosucrod kumku (L2), p=0,037, ngocToBepHO pexe BCTPEUATOCh
M30JIMPOBAaHHOE TOopakeHHWe wieonekanpHo obmactu (L1), p=0,022 (Pucynok 5). OcrtanbHbie

JIOKQJIM3AIMH BCTPEYAIHCH C COMIOCTAaBUMOM 4acTOTOM B 00eux rpynmax, p>0,05.

I'pynna nccnenosanus, (n=30) ['pynna cpaBHenus, (n=31)
10% 7% 3%
' =[]
L2
30% 42%
53% L3 26%
L4

Pucynox 5. Jlokanmuzanust BK B 3aBucumocTr ot Bo3pacta Manudecranuu: L1 — TepMUHAIBHBINA UIICHT,

L2 — xonuT, L3 — uneoxonur, L4 — nopaxkenne Bepxuux otaenon KKT.

[Tpu nuHamuyeckom HabmoAeHUU y 9 U3 16 aereil rpynmbl UCCIEIOBaHUS ¢ U30JUPOBAHHBIM
konutoM (L2) HabGnroganoch pacrnpocTpaHeHHe BOCHAIUTENBHOIO Mpoliecca Ha TEPMUHAIbHBINA OTAEN
MOJIB3I0IITHOM KUIIKH, B TPyIINe CpaBHEeHUs - y 2 u3 8 aereit (p=0,212).

MBI poaHaIM3UPOBAIIN SHAOCKONUYECKYI0 KapTuny y neteii ¢ BK (Tabmuma 6).

Tabmuna 6. Yactora sHaockomuueckux mnpusHakoB BK y nereil B 3aBUCMMOCTH OT BO3pacra

Manudecramuu, koi-so (%), p>0,05

DHAOCKONUYECKHI TPU3HAK bK ¢ Hatanom
1o 6 get, n=30 Ilocne 6 net, n=31

OTeK CTM3UCTON 000JI0YKH 25 (80%) 29 (94%)
KoHTakTHas KpOBOTOYHUBOCTh 25 (80%) 21 (68%)
Dposun 25 (80%) 24 (77%)
S3BBI 11 (37%) 15 (48%)
I'mneprurazus GALT 8 (27%) 10 (32%)
I1ceBononumel 6 (20%) 3 (10%)
CreHo3 kuniku* 2 (7%) 10 (32%)

*p=0,022

dopMupoBaHUE CTEHO3a TEPMUHAIBHOIO OT/EJa MOJB3A0IIHON KHUIIKM HE ObUIO XapaKTEepHO

JUIs IeTel rpynIbl HCCIeI0BaHus, B TPYyIIe CpaBHEHUs Habmoaanock y 7 (23%) nereit, p=0,012.
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OcHoBHbIe TucTONOrNYeckue xapakrepuctuku bK y nereit mpencrasnens: B Tabmutie 7.

Ta6n1z1ua 7. HacToTa THCTOIOTHYECKUX IIPHU3HAKOB BbK B 3aBHCcHMOCTH OT BO3pacTa MaHI/I(beCTaI_II/II/I, KOJI-

B0 (%), p>0,05

I'ucronornueckuii mpu3HaKk bK ¢ nadanom
1o 6 ner, n=30 | mocie 6 met, n=31

HenpepsiBHast BocianutenbHast uHGUIbTpanus™ 28 (93%) 15 (48%)
JlumdorumazmonuTapaas HHPHIbTPAIUSL 30 (100%) 31 (100%)
HetitpodunbHas nndumsTparus 24 (80%) 20 (65%)
DosuHorIbHAS MHPUIBTPALIS 18 (60%) 22 (71%)
JHedopmarus kpunt (yKOpOUeHHUE, BETBICHUE, PACIIMPEHUE 16 (53%) 13 (42%)
MIPOCBETA KPHUIIT)
OnuTennouIHbIe 0E3HEKPOTUICCKIE TPAHYIIEMBI 7 (23%) 14 (45%)
Kpuntuts 8 (26%) 8 (27%)
Kpunr-abcneccr 11 (37%) 11 (35%)
Dpo3un 10 (33%) 8 (26%)
SI3BEI 5 (17%) 5 (16%)
IIceBaomoumbI 0 1 (3%)
®H6po§ CO6CTB6*HHOI7I IJTACTHHKY CJIU3UCTON 000JI0UKH 9 (30%) 18 (58%)
TOJICTOM KHUIIIKH
I'mneprurazus GALT* 8 (27%) 2 (6%)

* p<0,05

Y gereit ¢ oO4YeHB pPaHHUM Ha4YaJIOM BK crarucThuecku 3HAYNMO qamie Ha6moz[anc;1

HENpEephIBHBIN XapakTep BocnanuTeabHoro nHguisTpara (p=0,0004), craTuCTUYECKH 3HAUUMO PEXKE —

¢ubpotnueckne wusmeHeHus (p=0,04). DnuTenuouaHbIE TpaHyJEeMbl B TPYIIE HUCCICIOBAHUSI

06Hapy>KI/IBaJ'II/ICL MCHEC, YEM B TPCTU CIIy4acCB.

IlepBoii muHMeN MHAYKIIMOHHON Tepanuu B o0eux rpynnax sisiauchk ' KC (PucyHok 6).

p=0,147

100% 93% 7%

I'KC
B ['pynna uccnenosanus, (n=30)

Pucynok 6. [Ipumenenue I'KC y gereit ¢ BK

[ToBTopHsbIe Kypcel 'KC
['pynna cpaBuenus, (n=31)

p=0,005

61%

21%

HOBTOpHOC HazHaueHne I['KC craTHcTUYeCKH 3HAYHUMO qame IMpoucCxXoauiio B TpPyIIIe

uccienoBanusi. Ocodennoctu oreeta Ha ' KC npencrasnens! Ha Pucynke 7.
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80% 61%
V]
S0% - 28% 21%  28%
20%
0% N
T'opmoHO3aBUCHMOCTD T'opMOHOpPE3UCTEHTHOCTD
B ['pynna uccnenoBanus, (n=28) I'pynna cpaBHeHus, (n=25)

Pucynok 7. HactoTa ropMOHO3aBUCUMOCTH U TOPMOHOPE3UCTEHTHOCTH Yy JieTeit ¢ bK

['opMOHO3aBUCHUMOCTh CTATUCTUYECKM 3HAYMMO 4Yallle pa3BUBAJACh Yy JI€TeH TPYMIbI
UCCIICIOBAHMS, TOPMOHOPE3HCTEHTHOCTh UMElla MeCTO y TpeTH JeTei o0eux TIpym.
HNmmyHOCynpeccuBHYI0 Tepanuio noxydanu 28 (93%) nereit rpynimsl uccienoanus u Bce aetu (100%,
31 pebenok) rpynmsl cpaBaenus (p=0,238). [Ipenaparom BbIOOpa sBIsIICS a3aTuonpuH. MHruOUTOPHI
OHO (uadmukcumad, aganmmmymad) morydanu 23 (77%) pebeHka TpyMIbl UCCICOBAHMS, U3 HUX 2
pebeHka - B Bo3pacTe /10 6 JIeT Mo pelleHnto BpaueOHoil komuccuu. B rpynne cpaBHeHUs HHTMOUTOPHI
OHO mnonyuanu 26 (84%) nmereit (p=0,524). B xayecTBe MHAYKIMOHHOW Tepamuu MEPBOW JIMHUU
uaruoutopsl ®HO naznauamucsr 2 (6%) meram rpymmsl ucciaeaoBanus u S (16%) metsm rpynms
cpaBaenus, (p=0,425). Y nereit ¢ oueHnb panHuM HadasioM BK wHrHOmTOper ®HO craTtuctryecku
3HAUYMMO Yallle Ha3HavyaJuch nocie noBTopHbIX KypcoB ['KC (p=0,004). IIpenaparom nepBoil JHHNH,
ob1 nHpIMKCcHMa6. MuaTeHcudukamus pexxuma BBefeHus nuruouropa ®HO B rpynmne uccienoBaHus
TpeboBanack B 43% ciyuaeB (10 nereif), B rpynne cpaBHeHus — B 44% ciyuaeB (11 nereit) (p=1).
[Tepexon ¢ nnpaukcumadba Ha aganruMyMald B TpyIine uccienoBanus npoucxoaui B 33% ciydaeB (7
neTei), B Tpynne cpaBHeHus - B 16% cioydaes (4 pebenka) (p=0,298). [lepexon Ha Benonu3zymad ObLI
MPOU3BENCH y 2 JeTell TPyl UCCIAeA0BaHuUs M0 PElIeHUI0 BpaueOHONH Komuccuu. HexxenarenbHbie
peakiuu Ha uWHpIUKCHMMaO oTMmedanuch y 1 peOeHka B KaKIOW W3 TPyNN B BHUAE HEMEAJICHHOU
WH(Y3MOHHON peakluM, Peakluy Ha aJauMyMad TOJIbKO Yy 2 J€TeH rpymibl CpaBHEHHs (TICOpUA3 U
peuuauBHpyrone nHOEKIMU Koxu). CerMeHTapHasi pe3eKiusl B mpejieyax MopakeHHbIX TKaHel Oblia
npoBeneHa 6 (20%) netsim rpynmsl uccaenoBanus u 9 (29%) nersm rpynmsl cpaBHeHus (p=0,554).
dopmupoBaHUe CTEHO3a KUIIKUA HAa JOHE aJIEKBATHOMN TEPANUU MPOUCXOINIO0 UCKIIIOUUTENBHO B TPYIIIE
ucciaenoBanuss - y 3 gerert (p=0,04). V 2 (7%) npereil rpynmbl HCCIEAOBaHUS, W3HAYAIHLHO
HaOmoaBmuxcs ¢ auarno3oM K, mocne npoBeaeHus TOTATbHON KOJPKTOMHUH WMETT MECTO PEIIHINB
3a00JIeBaHUS B BHUJIC SI3BEHHOTO UJIEUTA, IPUBEAIINN K TepecMoTpy auarHo3a (p=0,238). HecmoTpst Ha
arpecCUBHYIO TEpanuio, TIyOOKas pPEeMHUCCHs B TPYINIE HCCIEAOBAHUS JTOCTUTANACh Y MEHBIIETO
KOJIMYECTBA JIETEH, YeM B IPYIINe CpaBHEHUS - TOIBKO Yy 6 (20%) nmereld, a B rpynme cpaBHEeHUs —y 15

(48%) nereit (p=0,031).
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Kak nns SK, tak u nna BK ¢ oueHp paHHMM HaydajaoM, XapaKTEpHO TOTAJIBHOE MOPAKEHUE
TOJICTOM KHIIKH, YTO 3aTPyIHSCT UX TU(QPEpeHINaTbHYI0 AMAarHOCTUKY. [lomydeHHble pe3ysbTaThl
JNEMOHCTPUPYIOT ~HEOOXOAMMOCTh 0ojiee HIMPOKOIO0 HPUMEHEHHS UM PpaHHEro Ha3Ha4yeHUus
AHTULIUTOKMHOBOW Tepanuu y JeTeld ¢ Oo4eHb paHHUM HadanoM BK, yuuTsiBas xopommii npoduib

0€30MacCHOCTH JTaHHBIX IPENapaToB

Kiaunnyeckas xapakrepucTuka jaereii ¢ MoHoreHHbIMU B3K-nogo0Hbivu 3a60/1eBaHUSIMH

Monoreanoe B3K-mogo6Hoe 3aboneBanme (IIMJ]) B Xome wucciemoBaHUs — ObLIO
JTUArHOCTHPOBaAHO y 9 neteit (6,7%), 4TO COOTBETCTBYET MOCJEIHUM JIUTEPATYPHBIM JaHHBIM — 7,8%
(Crowley E. et al., 2020). ¥V 3 aeteit Obu1 AMarHOCTUPOBAH X-CHEIICHHBIA JTUMbOTpoaudepaTUBHBII
cunapom 2-ro tuna (XLP2), y 2 nereit (cubdenr)— nepuuur CARMIL2 (RLTPR), y 1 pebenka— nepuuur
MeBaJIOHATKHUHA3bL, y | pebenka - neguuut peuentopa NJI-10, y 1 pebenka - cuaapom aktuBanuu PI3K-
0,y 1 pebenka— nedext STAT1. Bozpact aebrora [11]] Bappuposai ot 0 10 5 neT, MeAnana cocTaBisiiia
1,8 ner. Knunnueckas kaptuna y aereit ¢ [IM]] Obina aHanornyHa TakoBOM MPU OYEHb PAHHEM Havale
B3K: nuapes (8 nereii), kpoBb B cryine (7 nereii), 6oiu B sxuBote (6 nereit). [lepuanansHoe mopakeHue
ObL10 XapaktepHo i aeteit ¢ XLP2 u nepunurom peuenrtopa NJI-10. M3 BHEKUIIEUHBIX NPOSIBICHUN
Haubosee yacto HaOIIOAANUCh Juxopaaka (5 mereil), moreps Beca (4 peOeHKa), pelUAUBUPYIOIIMIA
adro3ubii ctomatut (3 pebenka). Bece meru c¢ IIMJI, xpome nmereri ¢ XLP2 umenu XapakTepHbIe

ocobennoctu (Tabnuua 8).

Tabmuua 8. Xapakrepuctuka MoHoreHHbIXx B3K-momoOHbIX 3a0oneBaHMil B TpyIie HCCIEIOBAaHUS

(n=9), gacrota (%)

[TapameTtp KonnuecTtBo aeren

Myskckol o 88,9%

DcKanamus TSKECTH KOJIUTA MPU 88.9%

JUHAMHYECKOM HaOJI0ICHUH ’

Pe3uCcTeHTHOCTh K MPOBOAMMON TEpaIuu 100% u3 nosyyaBUIMX cneU(UUIECKYIO TEPANHIO
WHudanTuibpHas MaHudecTanus KoJiuTa 66,7%
I'emarocmnienomeranus 55,5%

OTsiromeHHbI HHOEKITMOHHBIN aHAMHE3 55,5%

[IepuaHanpHOE MOpaXKEHUE 44,4%

JlumdoaneHonarus 33,3%

[Tpu noctymnenuu 5 nereit ¢ [IN]J] umenu AK-nonobnyto knunuky, 4 pedenka — bK-nogo0nyro
KIMHUKY. [Ipy SHIOCKONMMYECKOM M THUCTOJIOTUYECKOM HCCIEIOBAHUM y JeTeid ¢ MoHOreHHbIM B3K-
o100HBIM 3a00J1eBaHieM He ObLIO BBISBICEHO 3HAYMMBIX OTIMYKi oT monurenHbix B3K. XapakrepHoii
ocoberHocThio [T1]] sBsinace sckananus TSHKECTH KOJHUTA MPU KaTaMHECTUYECKOM HAOMIOJIEHUU U

pesucTeHTHOCTh K cTanmaptHoi Tepanuu B3K. Croiikas kimHHUYeckas peMuccus 3a00JieBaHUS HE
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JOCTUTalach HU y OJHOTO M3 AeTeH, Mody4aBIux cragaaptHyto tepanuto B3K. 2 pebenka c [TN]] na
dTare AMarHOCTHYECKOTO MOMCKA MOTPEOOBAIM IPOBEICHHUS TOTATLHONW KOJIPKTOMHUH, | MAIMEHT yMep

Ha dTane noarorosku Kk TI'CK.

MoJiekyJIsipHO-TEHeTHYeCKOe UCCiIe0BaHue y eTeil ¢ 0ueHb paHHuM HavyaiaoMm B3K.
Huarno3z IIMJ] y Bcex nereid Obul BepuduIMpoOBaH MO pe3yJbTaTaM MOJEKYJISPHO-
reHerudeckoro uccienoBanus (Pucynok 8). Bece netu ¢ myrauusimu B reHe X/AP UMeNnu CHUXKEHHYIO

skcnpeccuio 6enka XIAP T- NK-nmumdonutamu 1o JaHHBIM (QyHKIIHOHAIBHOTO UCCIIEIOBAHMUS.

B3K ¢ odenb paHEiy HasaToM

Hecranaapaan
CHMITTOMATHES, OTATGIICHIILI
HHPCKIHONHEI AHAMHEECT

A3 HET

Monexynapuo- Monekviapuo- [Ipocnesktnanoe
FEHCTHYCCROC FEHCTHYCCROC TCCTIC TORAITHE
HCCAEIOBAHIE B AHAMMEIE HCCIETOBIHHE B AHAMHE e
n=g60
n==% n=3
Manens "THL"
IMawens "TIHTY [Mogmeoksomuoe . Cexpenmposadie 1-ro [Toamosksomioe
CERKBEHIPOBAHNE reHa CERBEHHPOBAHIE Tharsivs iikieaes
n=4 n=1
n=1 n=3 Jnarnos wasenen:

o n=l}
4 lﬂl.'lrlfl-'l'i HEMCICT

n=4 JIHArHo3 WIMCHCH: JInarnos namMeHcH:
n=1 n=3

Pucynoxk 8. I'eneTnueckue uccienoBanus y AeTel ¢ o4eHb paHHUM HayanoM B3K

[Tanens TapretHoro cexBeHupoBanus «IIMJ» Obuta BeimosnHeHa 60 AeTSIM C OYEHb PaHHUM
HavasoMm B3K. Ilo pesynpraram y 1 manbuuka ¢ BK ¢ nepuaHaibHbIM NOpa)kKeHHEM U OTCYTCTBHEM
npyrux cumnromos [T/, 611 quarnoctuposan [IU]] — XLP2, y pebenka ¢ o4eHb paHHUM HadajioM
SK ¥ r1a3H0-KOXKHBIM aJIbOMHU3MOM OBUT AMAarHOCTHPOBaH cUHApoM I'epmanckoro-Ilyanaka 1 tuna,
BepU(ULIUPOBAHHBIH C MOMOIIBIO (YHKIIMOHAIBHOTO UCCIIEIOBAHUS — CHUKEHHUS KOJTMUECTBA TIOTHBIX
rpaHyJ1 TPOMOOIIMTOB U UX JAETPAHYJISIIIMU 110 TaHHBIM MPOTOYHON IUTOMETPUH. TakKe 1o pe3ybTaTam
nanenu «[IU» y 15 gereii c ouens panauM HavyanoMm B3K Obutn BBISIBIIEHBI T€TEPO3UTOTHBIE BAPUAHTHI
reHa MEFV, kKTMHAYECKOE 3HAUYEHUE KOTOPBIX HEU3BECTHO. B nurepaType onucaHsl Cilydad paHHETO
Hauana B3K y nereii ¢ myranusmu B rene MEFV (Asakura K. Et al., 2018, Saito D., 2019). V 2 nereit
¢ BK Obu1 BeisiBiieH nonumopdusm rena NOD2 (R471C), njist KOTOporo pasbliie HE ObUIO OMUCAHO
accormaruu ¢ BK. Monorennsie B3K-mmoo6ub1e 3a0051€BaHMS SIBISIOTCS PEAKUMU 3a00JICBAaHUSIMUA 1

pytuHHoe npumeHenue nanenu «I[IWJ» y nereir ¢ oueHb panHuM HavanoM B3K nemnenecooOpasno
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BBUJly HM3KOH AuarHoctudeckoi neHHocTH (1,7%). Ilpu Hammumm xapaktepHbix cumnromoB [TJI
(Tabmuna 8) manenp «I[IM[]» sBmsieTcs ONTUMAIbHBIM METOJIOM JHArHOCTHUKH, T.K. ITO3BOJISET
COKpaTUTh CpOK JMarHo3a, MpeJoTBpaTUTh pa3BUTHE OCJIOXKHEHMM M H30eXaTh Ha3HAuYEHUs
NoTeHIMAIbHO Hed(dekTuBHOM Tepanmuu. DPPEeKTHBHBIM METOIOM CcKpuHHHra XLP2, sBusercs
ompenenenue skcrnpeccun Oenka XIAP T-numdouutamu n NK-kieTkamMy METOIOM TMPOTOYHOMN
nuToMeTpur. OCHOBBIBAsACH HAa MOJYUYEHHBIX B UCCIIEOBAHUM pe3yJIbTaTax, OblUl pa3paboTaH aaropuTM

nuarHoctuku u sieyenus B3K ¢ ouens pannum Havyasiom (Pucynok 9).

Pucynoxk 9. Anroputm nuarHoctuku u aederus B3K ¢ ouenp panHuM Hadamom u MoHoreHHbIX B3K-

MOIO0HBIX 3200JI€EBaHUI
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BbIBO/IbI

1. B cTpykType BOCHAIUTENBHBIX 3a00JIEBAHUM KUIICYHHKA C OY€Hb PAaHHUM HA4ajoOM Y
UCclIeyeMo rpymie npeodnanaet s3BeHHbId Kouut (71,1%), nons 6onesnu Kpona cocrasiser 22,2%.

2. Monorennbie B3K-mmogoOHbie 3a0osieBaHMs B HCCICAyEeMOW TpyIme JeTed ¢
BOCTIAJIMTEIBHBIMU 3200JICBAaHUSIMHU KHUIICYHUKA C OYEHb paHHUM HadajioM He mpeBbimarTt 6,7% u
NPEJCTAaBICHBl  MEPBUYHBIMU  HMMyHOAeummramu. HWx  crneuuduyeckuMu  KIMHHYECKUMU
OCOOCHHOCTSIMU  sIBIISItOTC  MH(aHTUIBHAs MaHudectanus konuta (88,8%), OTATOLICHHBIN
uH(pekunoHHbl aHamue3 (55,5%), remarocruienomeranus (55,5%). Uckitouenue cocraBisieT X-
CUEIUICHHBIN JuMdonponudepaTUBHBIM CUHAPOM 2 THMA, KOTOPHIH HE HUMEET KIMHHUYECKHUX
0COOEHHOCTEH.

3.  BocnamurensHbie 3a00€BaHMs KAIICYHUKA C OYECHb PAHHUM HAYaJIOM XapaKTepU3YIOTCS
HU3KOW KJIMHMYECKOH aKTUBHOCTBIO, KOTOpas BBIABIAETCS MpHU si3BEeHHOM Komute B 71% cimyuaeB
(p=0,002) u npu 6one3nu Kpona B 57% ciydaes.

4. Jlna OonesHn KpoHa ¢ oueHb paHHMM HayajJOM XapaKTepHAa H30JIMPOBAHHAs
TosicTokuIIeuHas Jokanuzamus (53%, p=0,037) u HecTeHO3UPYIOIIee U HETEHETPUPYIOIIEe TEUCHUE
(60% cnyuaeB). Benymumu KIMHUYECKUMHU CUMITOMAaMU SIBISIFOTCS aAuapest (67%) u KpoBb B CTylie
(63%), B oTnuume oT neteil ¢ Hadanom Oonesnu Kpona nocne 6 net (p=0,04).

5. lng A3BEHHOro KOJUTAa C OYEHb PAaHHUM HAYaJIOM XapaKTEPHO TOTaJIbHOE MOpaKEHHE
tosictor kumku (84%, p=0,001) u pazButue anemun (48%, p=0,01).

6. VY gereii ¢ oueHb paHHMM HA4yalloM BOCMATUTENbHBIX 3a00JIeBaHUN KHIIEYHHUKA YaCTO
OTMEYaOTCs TOPMOHOPE3UCTEHTHOCTh U TOPMOHO3aBUCUMOCTh: Npu 6ose3Hn Kpona B 29% u 61%
CIIy4aeB, a IPH sI3BEHHOM KoJiuTe - B 6% 1 60% ciydaeB COOTBETCTBEHHO.

7.  IlpumeHeHne HMHrUOUTOPOB (haKTOpa HEKpPO3a OMYXOJIU O y JIeTel C O4YeHb PAHHUM
HAYaJIOM BOCHAIUTEIBHBIX 3a00I€BaHUI KHUIIEYHHKA d(PPEKTUBHO U OE30MaCHO, YTO TMO3BOJSET HX

HCIIOJIB30BaTh Yy JIeTen 10 6 neTHETO BO3pacTa.

IMPAKTUYECKHUE PEKOMEH/JIALIUHN

1. VYuuteiBas HU3KYyI0 4acToTy MOHOreHHbIX B3K-momoOHbIX 3a00jeBaHHIl M BBICOKYIO
CTOMMOCTh UCCIIEIOBaHMs, pyTUHHOE NpUMeHeHne nanenu «[lepBuuHble UMMYHOIE(DUIUTED Yy JeTel
C OY€Hb PaHHUM HayaJIoM BOCHAJIUTEIHHOI0 3a00JIeBaHUs KHILIEUHUKA HelenecooopasHo. Iloka3anuem
JUISL TapreTHOTO CEKBEHHPOBAHMS y 3TOHM TIpynmbl AeTed SBISETCS OTATOIICHHBIN HMH(EKIMOHHBIN
aHaMHe3, reNnaToCIVICHOMETAINs U PE3UCTEHTHOCTh K CTAHJAPTHOU TE€panuy.

2. JletAM MYKCKOTO TOJa C OY€Hb pPAaHHUM HayaJllOM BOCHAJIUTENbHBIX 3a00JIeBaHUI
KUIIEYHHKA C eJIbI0 PaHHEH TUarHoCTUKU X-CLEIUIEHHOTO JIUM(ONpoaru(epaTuBHOTO CUHAPOMA 2-TO

THUIIA TIOKa3aHo ucciegopanue sxkcnpeccun 6enka XIAP T- u NK-mumdoruramMmu MeTo0M TpOTOYHOM



24

LUTOMETPUHN B KAYECTBE CKPUHUHTA, B CBSI3U C OTHOCHUTENIBHO BBICOKOW YaCTOTOM BCTPEUAEMOCTU U
OTCYTCTBHUEM clieNU(DUUSCKUX KIMHUYECKUX MPOSIBIICHUN B JAHHOU TpyIIe OOIbHBIX.

3. HccnenoBaHue cepojOTrMYECKHMX MapKepOB, B YACTHOCTH AHTHHEUTPOQPHIIBHBIX aHTUTEN
(ANCA), y netelt ¢ 04eHb paHHUM HA4ajJOM BOCHAIMTEIBHOTO 3a00JIeBaHMsI KHIIICYHUKA HE TTOKA3aHO
BBH/JIy UX HU3KOH MH(POPMATHBHOCTH.

4. 11 AMarHOCTUKH U JICYCHUS! BOCIIAJIUTEIBHBIX 3a00I€BaHUN KUIICYHUKA C OYEHb PAHHUM

Ha4YaJIOM pCKOMCHAYCTCA NPUMCHCHUC pa3pa60TaHH0ro HaMU ajiropurma.
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CIIUCOK COKPAILEHMI
5-ACK — 5-amuHOCanuIIMIOBas KUCIOTa
PCDALI — Pediatric Crohn’s disease activity index — [lenuatpuueckuit unaekc aktusHoctd bK
PUCALI — Pediatric ulcerative colitis activity index — [lenuatpuueckuit unaexc aktuHoctu AK
XLP2 — X-cuerueHHsli 1uMponpoardepaTuBHbIM CHHAPOM 2 THIIA
BbK — 6one3ns Kpona
B3K — BocnianuTenbHble 3a0051€BaHNs KUILIEYHUKA
I'KC — rIIroKOKOPTUKOCTEPOUIBI
KKT — xeny104HO-KUIIEYHBIN TPAKT
HK — neknaccupunupyemslii KOJIUT
[TN]1 — nepBUYHBIA UMMYHOJAEPUITUT
®HO — ¢dakTop HEKpo3a OIMyXoJIn

SIK — a3BEHHBIH KOJIUT



