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Cnucok cokpaleHuit
AnTu-OHO - anTHTENna K PakTopy HEKpO3a OImyXoJen
bK - 6one3ns Kpona
B3K - BocnanutenpHOE 3a007€BaHNE KUIIIEYHUKA
I'KC - m110KOKOPTUKOCTEPOU]
KKT - xeny104HO-KUIIIEYHBIN TPAKT
HIIBII - HECTEpOUIHOE TPOTUBOBOCIAIUTEIIBHOE CPEIACTBO
CDED - Crohn’s Disease Exclusion Diet
EEN (O35H) - Exclusive Enteral Nutrition - 3KCKJIFO3UBHOE SHTEpaIbHOE MUTAHUE
PEN - (UDII) - Partial Enteral Nutrition - yacTU4HOE SHTEpAILHOE MUTAHUE
SCD - Specific Carbohydrate Diet - cieruduueckas yrineBogHas 1uera

CD Treatment-with-Eating Diet (CD-TREAT) - BK-neuenue nueroit ¢ nutanuem



Beenenue
bonesnr Kpona - xpoHmueckoe, penuauBHpyloiiee 3a00JIeBaHUE KEITyJ0YHO-
KUILIEYHOTO TpaKTa HESCHOM 3THUOJIOTHH, XapaKTEpHU3YIoIleecs TPaHCMYpajbHbIM,
CEerMEHTApPHBIM, BOCIAJIEHUEM CTEHKH TOHKOW W/WJIM TOJCTOM KHUIIKUA WJIM BCETO
KKT c pazBUTHEM MECTHBIX U CUCTEMHBIX OCJIOKHEHUH [1].
JlanHnoe 3a0oyieBaHUME OTHOCUTCSA K TpYINEe BOCHAIUTEIbHBIX 3a00JeBaHUM
KUIIEYHUKA, K KOTOPBIM TaKX€ OTHOCUTCA A3BEHHBIM KoaUT. [lo ypoBHIO
pacnpocTtpaneHHocTu B3K 3HauuTtenbHO ycTymawT APYrum
racTPO’HTEPOJIOTUUYECKUM 3a00JIeBaHUSIM, HO IO TSXKECTH TEUEHHUs, 4YacTOTe
OCJIOKHEHHH U JIETAILHOCTU OHU 3aHUMAIOT BO BCEM MHUPE OJTHO U3 BEAYILIUX MECT B
CTPYKType OOJIe3HEH >KeTyJTOYHO-KHUIIIEYHOTO TpakTa. 3a00JieBaeMOCTh OO0JIE3HBIO
Kpona B mnemuarpuyeckoil NpakTUKE MO TNPEKHEMY pacTeT U BapbUpPYyeT IO
HEKOTOPBIM ucTOYHUKaM OT 2,5 no 11,4 wa 100 000, x0T HEgaBHUN MeETa-aHAIU3
nokasaj, uyto 3aboneBaemocTh B EBporme cocrasisieT ot 9 no 10 va 100 000 uenosex
[2].
bone3snr Kpona saBnsiercss XpoHWUYECKHM 3a00JI€BaHMEM, YTO TOJpPa3yMeBaeT
NoKU3HEHHYI0 Tepanuio. Oco0oe BHUMaHHME CJEAYyeT YAENATb HYTPUTHUBHOMY
CTaryCcy IMalMeHTa, OCOOCHHO B JIETCKOM MOMYJISALMU. ITO HEOOXOAUMO ISt
ONTUMHU3AIMUA TAapaMETPOB (PU3MUECKOTO M TOJOBOTO Pa3BUTHS, MHUHEpaTU3ALNU
KOCTHOM TKaHU. [ToMuMO 3TOro, HyTPUTUBHAS MOJJEPKKA CIEIUATU3UPOBAHHBIMU
CMECSMH UHIYIUPYET PEMUCCHUIO, YTO JIOKA3bIBAIOT MHOTOUUCIIEHHBIE UCCIIEI0BAHUS
U, COOTBECTBEHHO, SBJISACTCS TMPEANOUYTUTEIHHBIM BapUaHTOM IMEPBOM JIMHUHU
Tepanui. [3]
AKTYaJIbHOCTh MU3yUY€HHS TAHHOW TEMbl COCTOUT B TOM, 4YTO 3a00JICBAEMOCTh JAHHOU
HO30JIOTUEN PacTeT C KaXKIbIM TOJOM, MOpaxas B TOM YHUCIE JETe U MOJIOABIX
JIONIeH TPYAOCTIOCOOHOTO BO3pacTa, COMPOBMK/IAICH CHIPKEHUEM KauyeCTBa KU3HU U3-
3a XpoHH3anuu npoiecca. [loMuMo 3TOro akTyalbHOCTH JIaHHOM MpobaeMe mpuaaeT
HaJIMYME BHEKUIIICUHBIX MPOSBICHUN (UTO MOXKET 3aTpyAHSATh JHArHOCTHKY),

BBICOKHMI PUCK Pa3BUTHUS OCIIOXKHEHUH, YacTas UHBaAIUAN3aus [4].



DTHOJIOTHS ¥ TTaTOTEHE3
DTHOJOTUS BOCITAJIMTEIIBHEIX 3a00JIeBaHMi KHIICYHNUKA, B ToM 4ncie BK, TouHno ne
yCTaHOBJICHA: 3a00JieBaHWE pa3BUBACTCS B pe3yiabTaTe COYETAHMUS HECKOJIBKUX
bakTOpOB, BKJIIOUAKIIUX TEHETUYECKYI MPEeApacroyioKeHHOCTh, AE(EKTHI
BPOXJCHHOTO U TMPUOOPETEHHOTO MMMYHHTETA, AUCOMO03, MH(PEKIIMOHHBIC areHTHI
(wame Bcero cpeau OakTepuiit BeICTymaroT Tpurrepamu E.coli, L. monocytogenes,
CpelH BUPYCOB - BUPYC KOPH) U pasiinuHble (DaKTOpbl OKpyskaromieh cpeast [1], [4],
[S].
BrisiBnieno 6onee 100 renoB, mpenpacrnionaratronux k BK. BonbmmHCcTBO M3 HHX
KOHTPOJIUPYET B3aUMOJICHCTBHE HMMYHHON CHUCTEMbl C BHEIIHMMHU AHTUTCHAMM:
BcTpevaroress mytanuu NOD?2, IL23R, ATGI6L1, IRGM, NKX2-3, 1q24, 5pl3,
HERC2, CCNY, 10g21[3]. OnHako CBsA3b C 3TUMH MYTalUSIMH UMEETCS HE BO BCEX
ATHUYECKHUX IpyInax. Paznuynbie TeHbl MOTYT ObITh OTBETCTBEHHBI 32 B3K B pazHbix
peruoHax mMupa. Myrtauuu reHoB BiusitoT U Ha ¢enotunsl B3K. Tak, myrauuu B
NOD2/CARDI15 acconuupyrorcsi ¢ bK ToHKOW Kumiku y nered W paHHUMHU
ctpuktypamu. Annenn HLA BcTpeuaroTcss MperuMyIecTBEHHO MPU TOJICTOKUIIICYHOU
Jokaim3anuy, a rawiorun IBDS — npu nepuaHanibHOM nopaxeHUU. BHEKUIIEUHbIE
OCJIOKHEHHUS CBsA3aHbI ¢ auienaMu HLA B ob6nactu xpoMocoMel 6 [4].
bonee 50% renoB, ompepernsromux puck K pasButhro bK, acconmmpoBaHbl M C
JIPYTUMH BOCIHAIMTEIBHBIMA W ayTOMMMYHHBIMH 3a00JICBAHHSIMH, YTO MOXKET
00BSACHUTH BO3MOYKHOCTh BHEKHUIIIEUHBIX MposBiaeHuH [8]. Mnaaendyeckue popmbl BK
MOTYT OBITh CBSI3aHBl C HapylnieHUEM (OPMHUPOBAHUSA HUMMYHOJOTHYECKOMN
TOJIGPAHTHOCTH K COOCTBEHHONW MHMKPOOMOTE KHUIIEYHUKA BCJICACTBUE MYTalluu
OTJIeNbHBIX TeHOB, Hanpumep, IL-10, FOXP3, XIAP u np. [3], [7], [9],[10].
Ocoboe BHMMaHHE OTBOIUTCS KOHIIEMIIMA WMMYHOTATOT€HE3a, B COOTBETCTBHH C
KOTOpOM BO3HUKAET ayTOMMMYyHHas arpeccusi W MNPOUCXOAUT HapylIeHHUE
GYHKIIMOHUPOBAHUS TKAHEBOM HMMYHHOW CHCTEMBbI, aCCOIMUPOBAHHOU C
kumeyHukoM (GALT - Gut associated lymphoid tissue). B Hopme »Ta cucrema He
MO3BOJISIET MPOHUKHYTH MOTEHIIUAIIBHO NaTOJIOTUYECKHUM areHTaM U He NpensiTCTBYET

IMPOHUKHOBCHHNIO U3 KNIICYHUKA HOPMAJIbHBIX aI'CHTOB.



C npyroii crtoponsl, GALT obecrneuynBaeT KOHTPOJh HMMMYHHOTO OTBETa
nepudepuuecKoi UMMYHHON CHCTEMBI, TPOTHUB MATOJIOTMYECKUX areHTOB, MOMaBIITHX
B kuiieuHuk mnepopaynbHo. [Ipu BK moBbiaercss mectHass BbIpaOOTKa aHTUTENT M
0oOHapy>KMBaeTCsl CABUT COOTHOWIEHUs cekpeunu IgA u IgG B cTOpOHY yBelIHUYEHHUS
npoayKuu mocieadero u cympeccueit IgA [3]. TloBwimerne MecTHOM BBIPaAOOTKH
aHTUTEN omnocpeayeT 3ddekTopHbie (QYHKIUU (aKTUBALIMIO KOMILJIEMEHTA,
KJIETOUHYIO HUTOTOKCUYHOCTh). [lurtoxkunwr (IL-1, IL-17, IL-23, IL-6, TNF-a) u
(bakTophl pocTa, CEKPETUPYEMbIE UMMYHOIIMTAMH B BOCIIAJICHHOM KUIIIEYHUKE, MOTYT
CEPbE3HO BIIUATH HA AKTUBHOE COCTOSIHUE ME3CHXHMMHBIX KJIETOK, pacIIupss
BOCITAJINTENIBHBIA OTBET W, BEPOSITHO, COACUCTBYS (PUOPO3y — OIHOMY M3 Ba)KHBIX
ocnoxkaennii BK [4]. OcBoOokaeHNEe UTOKWHOB M B3amMojeiicTBue ¢ T-KiaeTkaMu
OpuUBOAUT K akTtuBauuu B-nmumdouutoB. Co CTOPOHBI MMMYHHOW CHUCTEMBI,
ACCOIMUPOBAHHONW CO CIIM3UCTOM 000JI0uKoi, Tak Ha3biBaeMoii MALT (Mucosa-
Associated Lymphatic Tissue), oTmMeuyaeTcs CHUXXEHUE WM JaXe OTCYTCTBHE
npoiudeparuBHOTO OTBeTa T-KIETOK, YTO MOXET CIYKUTh TMOJATBEPKICHUEM HX
pernoHanbHOM cynpeccun Ha ypoBHe GALT. Takum o6pa3oM, BocmnajeHHE
CONPOBOXIAETCS BOBJICUYCHUEM B MPOILIECC PA3JIMYHBIX KOMIOHEHTOB HMMMYHHOI
CUCTEMBI CJIM3UCTON 000JOYKM KUIIKH. B mocinenHee Bpemsi Takke aKTUBHO
00cyXaaeTcs BOMPOC O POJIU BaCKYyJIMTa B MMaTOT€HE3€ TAaHHOTO 3a00JeBaHus [6].
Kackaa rymopalibHBIX M KJIETOYHBIX peakuuii pyu bK npuBoaut k TpaHcMypajibHOMY
BOCHAJICHUIO KHUIIIEYHOM CTEHKH C OOpa30BaHUEM XapaKTEPHBIX CAPKOUIHBIX
TpaHyJieM, COCTOSIIUX W3 DSMHUTEIUOUIHBIX THUCTUOIUTOB O€3 0YaroB HEKpO3a H
rUraiTckux kjiertok [1], [2], [3].

Kak yka3bIBanoch BbIIIE, TOMUMO T€HETUYECKUX U UMMYHHBIX ()aKTOPOB B Pa3BUTHH
BK mnpunuMaroT yuacthe WH(EKIMOHHBIC AareHThl, ()aKTOpbl BHEIIHEW CpEelbl,
U3MEHEHHUS] MUKPOOHUOTHI.

Jucperynsuus MHKPOOMOTHI XapaKTEpHU3yeTCs TEM, YTO YMEHBIIAETCS BHUIO0BOE
pasHooOpa3ue W YHCIO TOJIEPOTCHHBIX BUI0B (Hampumep, Faecalibacterium

Prausnitzii, Bacteroides Thetaiotaomicron) ¢ OZHOBPEMEHHBIM YBEIUYCHUEM



KTYTUKOBBIX OaKTepuil 1 MUKPOOOB, IEHETPUPYIOIINX CIU3UCTHIA cIoil. M3meHnsercs
BHUPOM, YCHJIMBAETCS IPOHUIIAEMOCTb CIU3UCTON 000JI0UKH [4].

K daxTopam oxpyxatomieit cpespl, SBISIOMUMUCS TPUTTEPAMU OTHOCATCS: BBICOKHIMA
COUMANbHO-2KOHOMHYECKUH CTaTyc, MCMOJb30BaHHUE CTEPOUIHBIX
npoTuBo3avarounbix cpeacts, HIIBC, neiictBue okcuaa TuTaHa (3yOHas macra),
KypeHHe Tabaka, a TakXe MCHXOJorndeckue (axTopsl (OONbINEH YacThiO B HAaYase

pa3Butus) [4].



Knunuka. BHekueuHble mposiBIIeHUS
B nercxom Bo3pacte B3K xapakrepusyrorcs 6osee arpecCUBHBIM TEUCHHEM, YEM Y
B3pOCIBIX, MpOLIECC HMeeT Oojiee pacHpOCTPAHEHHBIM XapakTep, CKIOHEH K
POTPECCUPYIONIEMY HApAaCTaHUIO TSHKECTH, 3a00JIEBAaHUE COMNPSDKEHO C Oosee
BEPOATHBIM DPA3BUTHEM OCJOKHEHWU W TpeOyer Oojiee WHTEHCUBHOW TEpAITHH.
BeposTHOCTh OcCnoKHEHUH, TPeOYIOIMUX XUPYPrHUYECKOTO BMEIIATEITHCTBA, TAKKE
Oosee BhIcOKa y manueHToB ¢ nedrotoM BK B neTckom Bo3pacte [1].
BK - 510 kiMHMYeCKUi AuarHo3, cOPMHUPOBAHHBIA HA OCHOBE KOPPEISLUU
KJIMHUYECKUX MPU3HAKOB M CHUMITOMOB, JIaOOPaTOPHBIX JaHHBIX U OOBEKTUBHBIX
JAHHBIX BU3YyaJIM3allM¥M, B TOM YHUCJIE DJHAOCKONMUYECKHUX, C THUCTOJOTHYECKOU
uH(bOpMaIHECH.
XpoHHuueckasi auapesi, omnpejaenseMas Kak CHIDKEHWE KOHCUCTEHIMU (eKaiuidi B
TedeHue Oosee 4 Helelb, SIBISICTCS HauOoJiee YacThIM CUMITOMOM. boiib B KHBOTE
(70%), noteps Beca (60%) u KpoBb, ClIU3b WIK U TO, U Jpyroe B cryie (40-50%),
JUXOpaJKa U aHEeMHsSI HESICHOTO IeHEe3a, CUMIITOMBI KUIIEYHOW HEMPOXOAUMOCTH, a
TaKX€ IepHUaHallbHbIE OCJIIOKHEHUS (XPOHUYECKUE aHalJbHbIE TPEIIUHBI,
PELUANBUPYIOIINE TOCIE XUPYPrUUYECKOTO JICYEHUS, MaparnpoKTUT, CBUILU MPSMOMN
KHIIIKK) TaK)Ke yacTo Berpevarorcs npu bK.
Buekuiieunbie NposiBIEHUS BO3HHUKAIOT NpUMEpHO y TpeTu mnamueHToB ¢ B3K.
HaubGonee wacto HaOmogaeMblM U BHEKHUIICUYHBIMU MPOSIBICHUSIMU SBIISIOTCS
nepBudHbI nepudepuueckuii aptput (33%) mopaxeHHe KOXKH, TJ1a3, CIU3UCTHIX
ob6onouek. Tak ke Bo3mokHo mnopaxkenue I[HC [4], [11]. ¥V ngerelt dame 1o
CPaBHEHMIO CO B3POCIIBIMH BBISBIISIOTCA OOJIM B KUBOTE, JTUXOPAJKA, TOTEPS] MACCHI
Tena, a 4yacToTa JAWapeH, aHaJbHBIX KPOBOTCUCHHI U TEpPUAHAIIBHBIX MOpaXKECHUU
COINOCTaBUMa CO B3POCIIBIMU [2].
AbGnoMmuHanbHass 007b HanboJiee PAcCTIpPOCTPAHEHHBIM CHMIITOM B TEAHATPUYECKOM
NpaKTUKE y TaIlUMeHTOB C Oose3Hpto KpoHa BeTpedaromuiicss MOYTH B IOJIOBUHE
CJIy4aeB y BIIEPBBIC BBISABICHHBIX MAlUEHTOB. CUMIITOMBI CO CTOPOHBI KUIIICUHUKA U

HpO6JIeMBI C IMUTAHHUCM BCTPCYHAIOTCA TaK JKC JOCTATOYHO YacCTo. CI/IMHTOMBI,



IPOSBIISIIOIIUECS Yy JieTed Ooyiee cTapiiero Bo3pacTa U y NAIMEHTOB C pPaHHUM

HAYaJIOM:

* abnomuHanbHas 6onb (y manuentoB 0-5 nmet B 25% cnydaes, y nereid 6-17 net B
44% cnyuaeB);

* moteps Beca (y mamueHtoB 0-5 netr B 8% cmydaeB, y aereit 6-17 ner B 23%
CIIy4aeB);

* pektasnbHOE KpoBoTeueHue (y marueHtoB 0-5 net B 33% ciyuaes, y nereit 6-17 net
B 21% cnyudaeB);

* quxopaaka (y maunuentoB 0-5 ner B 7% caydaeB, y nereit 6-17 ner B 14%
CITy4aeB);

* nepuaHanbHble 3a0oneBanus (y namuentoB 0-5 ner B 3% ciywaes, y nererd 6-17
net B 8% ciiy4aeB);

* cyctaBHas Oonib (y marueHtoB 0-5 netr B 3% ciyuaes, y nereit 6-17 netr B 7%
CIIy4aeB);

* TowHoTa (y nagueHToB 0-5 net B 3% ciyyaes, y nereit 6-17 net B 6% cirydyaes)

* ycranocts (y nanuentoB 0-5 net B 6% ciyuaes, y geteit 6-17 net B 9% ciaydaeB)

» nuapes (y nanuentoB 0-5 net B 36% cnyudaes, y nereit 6-17 et B 39% ciyuaeB)

* TUIOXHE MPUOABKM POCTOBBIX Moka3zatenen (y mamueHtoB 0-5 netr B 9% ciyyaes, y
nereit 6-17 net B 7% ciiy4aeB)

* pBora (y maueHToB 0-5 jget B 7% ciiyuaes, y aeteit 6-17 net B 7% city4aes).

Hapyimenne pocta M pa3BUTHSA SBISETCS 4YacTOM MpoOJieMOM, KOTOpas OTIWYaeT

3a00J€BaHME B JETCKOM BO3pacTe OT 0OoJie3HH Yy B3pocibix. JlabopartopHbie

HCCJIEI0BaHNs OOBIYHO BBISBISIOT IOBBIIIEHHYIO CKOPOCTh OCEHAHHs, aHEMHUIO H

TpoMOoI1TNTO3. [ MMoansO0yMuHEMHUS IPUCYTCTBYET OOJIEEe YeM Y TIOJIOBUHBI OOJIbHBIX.

Pacnipenenenue 0one3HH cpeiy MeguaTpuiyecKux MalMeHTOB U3ydajoch Ha OONbIION
KOropTe eBponeickux nereil. B aTom uccienoBanny KOMOMHUPOBAHHOE 3a00JI€BaHKE
NOJB3/JA0MIHO-000104YHON KHUIIKH ObLIO OOHapyxeHo y 53% mnaunueHTOB,
M30JIMPOBAHHOE 3a00JI€BaHIE TOJICTOM KUIIKH - Y 27% 1 orpaHMYeHHOE 3a00JIeBaHKE

cnenoit kummku - y 16% [12]. B Bo3pacrte 1o 10 net 3ab6oeBaHue yale BCTpedaeTcs
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B BHUJIC€ M30JMPOBAHHOTO BOCIIAJICHUS TOJCTOM KHILIKH, TOIZIA KaK y MOJAPOCTKOB B
OOJIBIIMHCTBE CIy4YaeB BOCHAJIUTENBbHBIA MPOIECC JIOKATU3YETCS B TEPMUHAIBHBIX
OTJIeNIax MOJB3AO0IIHON KUIIIKA U WIeoleKalbHOM obnacTu. [2].

B nennarpuyeckoM KOHCEHCYCE 3ByYaT CICAYIONIME YTBEPKIACHUS: 1€TH, PA3BUBIINE
3a0osieBaHue B OoJiee cTapiieM BO3pPacTe MOTYT TOJABEPTaThCS MOBBIMICHHOMY PHUCKY
neHerpupytoiero teueHus: (B3) Bo BHyTpeHHUE OpraHbl, HO HE CTPUKTYPHUPYIOIIETO
(B2). IlarmmenTsl HETPOMAHON packl OoJiee CKIOHHBI K Pa3BUTHUIO MEHETPUPYIOIIETO
TEYEHHUSI, YEM TMAILUEHTHI €BPOTICOUTHON PACHI.

[Tatmentsl ¢ nokanuzamusiMu L1 wnu L3 +/- L4b umeroT MOBBIICHHBIA PUCK
pPa3BUTUSL CTPUKTYPUPYIOIIUX OCJIOKHEHUHM M MOTYT HMETh MOBBIIICHHBIM PHUCK
MIEHETPUPYIOLINX OCIIOKHECHUMU.

JleTn 1 oIpOCTKUA YEPHOKOXKEHN M FO’KHOA3MATCKOM HanuroHanbHOCTeN ¢ BK Gombiie
MOJIBEPIKEHBI PUCKY Pa3BUTHs TNEepUaHaNbHBIX 3a0osneBaHuil. Myxckod mon, Oosee
MOJIOZIOM BO3pacT Hadayia 3a00jeBaHUs W HM30JMPOBAHHOE 3a00JIeBaHHE TOHKOM
KHUIIIKA MOTYT OBITh CBSI3aHBI C MOBBIIIEHHBIM PUCKOM HApPYIIECHUS TUHEHHOTO POCTa
[13].

Knuanueckass kapTuHa HECKOJIBKO OTIMYAETCS B 3aBUCUMOCTA OT (PeHOTHIA H
nokanu3zanuu bK.

BocnanurtenbHasa (qroMuHanbHasi) (opma moiroe BpeMms OTrpaHUYUBAECTCS
MIPEUMYILECTBEHHO MOJICIIM3UCTON OCHOBOW KHUILIKHU. [[TATENBHOE BpEMS IIPOTEKAET C
HEOTPEICTICHHBIMH OOJIIMH B )KHBOTE W BHEKUIIICYHBIMU MaHU(DECTAMSAMU (ITTH30TbI
HEMOTHBUPOBAHHOMW JIMXOPaJKH, 0011 B cycTaBax u np.). [Ipu nebrote BK B mercree
pebeHOK oTcTaeT B (pU3n4ecKoM pa3BUTUU. [IepBbIMU KIIMHUYECKUMU MPOSIBICHUSIMU
OoJie3Hu ciyxaT Juxopaaka, yeeiaudeHHas COD, JNEHKOIUTO3 U JIPYTrue CUMITTOMBI
BOCHAJIMTENbHOTO 3abosieBanus. [lo Mepe pacnmpocTpaHeHUs BOCIHAJIEHUS Ha
CIIM3UCTYIO0, MBIIIIEYHYIO U CEPO3HYIO OOOJIOUKH TOSBISIOTCS XPOHUYECKAs quapes,
KHUIIIEYHbIE KPOBOTEUYEHUS, MPHUCTYyNooOpa3Hble OO0JU, CBUACTEILCTBYIOIIUE 00
U3bA3BICHUN W CYXKEHUHM MOPAXEHHOIO CEerMeHTa KuIlkW. l[Ipucoenuusarorcs
CUMIITOMBI MajibaOCOPOIMU: aHEMUSsl, TUTIONPOTEUHEMUS, OTEKH U CHUXKEHHE MaCChI

TCJa, WMHOIAA pPa3BHUBACTCA HCIPOXOAMMOCTH KHINICYHMKA. HopanceHI/Ie IUImeBoaa,
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KeNyAka W JIBEHAJUATUIIEPCTHOM KHUIIKK CO37aeT KapTUHY S3BEHHOW OO0Je3HH,
OTJIHYAIOMIEeHCd MHOXECTBEHHOCTHhIO S3BEHHO-3PO3MBHBIX MOpPaXEHUMH,
PE3UCTEHTHBIX K CTaHAApPTHOW Tepanuu. lIpu Jokanu3anuu B aHOPEKTAIBHOU
o0nacTv 00pa3yrOTCs HE3AKUBAIOIINE TPEUIUHBI MMPSMON KUILKHU U MAPATPOKTHUTBHI.
Creno3upymomias QgopMa XapakKTepU3yeTCsS CHMITOMAaMH HEMNPOXOAUMOCTHU
KHIIIEYHUKa. B KIIMHMYeCKoi KapTUHE TpeobIagaroT IpUCTYIIooOpa3Hbie 00IH, Jare
B MPaBOW MOJB3IOIIHONW 001acTH, COMPOBOXKIAIOIIUECS PBOTOM, B3IyTHEM XUBOTA,
IPOMKHUM ypyaHUEM, [EpeIuBaHUEM C 3aJepKKoil cTyna u ra3oB. llosBnsercs
BUIMMAasl Ha INa3 MEPUCTAIBTUKA C MEPUOAMYECKU MOJHUMAIOIIMMUCSI «BaJaMmuy.
[Ipu manmpmanuu >KMBOTAa WHOTAA yaaeTcss OOHApPYKUTh HHQPWIBTPAT B OPIONTHOM
noJIocTu. JIMarHo3 MOATBEPKIAETCSA MPU PEHTICHOJIOTHYECKOM MCCIICIOBAHUM WIIH
BO BpEMsl JIAIapOTOMUHU.

CaumeBas (9KCTpadlOMHUHalbHAasA) (GopMa OTIMYACTCS TSKEIBIM TEUYCHUEM,
TPAaHCMYPAJIbHBIM MOPAKEHUEM CTEHKU KHUIIKU C (POPMUPOBAHHEM MEKKHIIEYHBIX
CpallleHH, a0CLECCOB, MEXIETIIEBBIX CIEIBIX U HAPYKHBIX KUIIEYHBIX CBULIEH.
BHekuiieunble mposBICHUS MOPaKEHUSI BCTPEUAIOTCS Y OOJBIIMHCTBA MAUEHTOB C
BK. AyTOoMMMyHHBIE CHUCTEMHbBIE PEAKIIMM M T€HETUYECKUE HAPYUICHUS BO3HUKAIOT
npuOan3uTenbHo 'y 25% OO0NbHBIX. DTO apTPUTHI, BACKYJIUTHI, ayTOMMMYHHBIH
renaTuT, SNUCKIEPUT, a(TO3HBII CTOMATUT, y3JI0Bas B3pUTEMA, TaHTPEHO3Hasd
nuonepMusi. ['eHeTUUECKH AETEPMUHUPOBAHHBIE HapylleHus, cBi3aHHble ¢ HLA-
B27, BBI3BIBAIOT aHKWJIO3UPYIOMIMI CHOHIWIUT, CAKPOWJIEHUT, YBEUT, MEPBUYHBIM
CKJIEPO3UPYIOMUA XONaHTUT. BHekuileuHble MNposiBICHUS, OOYCIOBICHHBIE
MasibabcopOmueit (ocTeonopo3, MoOUYEKaMEHHAs M JKEJIYHOKaMeHHas OOJie3HH,
aHeMUsi, HapylIeHHE CBEPTHIBAaHUS KPOBH, TPOMOO3bl M JIp.), DHTEPOINATHEH C
norepei Oenka W/WIM aMHJIOWI030M (THUIIONPOTEHMHEMUS, THUINOAIbOYyMUHEMHUS,
OTEKH), MOSABJISAIOTCS Y OONBIIMHCTBA OOJNBHBIX €IOHUTOM U uieutoM Kpona.
Hapyienus co cTOpoHbl LEHTpalibHOW W/MiK nepupepruuecKoil HEPBHOM CUCTEMBI

MOTYT OBITh HEMTOCPEJICTBEHHO WJIM KOCBEHHO cBsA3aHbl ¢ bK.
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CUMNOTOMBI TOpPaXEHUsSI TOJIOBHOTO MO3ra MOTYT OBITh MPOSBICHUSIMHU
nepeOpalbHOTO BACKYJIUTA, apTEpPUAIbHOTO MM BEHO3HOrOo TpoMoOO3a,
CJICICTBUEM HAPYIIEHUN PEOJTOTHYECKUX CBOMCTB KPOBH.

PacctpoiictBa (DyHKIIMOHUPOBAHUS CHUHHOTO MO3Ta OOBSCHSIIOTCS pPa3BUTHEM
CUHJpOMa MaibaOCOPOLMH, KOTOPHIA MPUBOJUT K PA3BUTHIO HEIOCTATOYHOCTH
dbonueBoi KUCIOTH U BUTamMuHa B12. D70, B CBOIO 0Yepesib, BEAET K HAPYIICHHUIO
(GYHKIIMOHUPOBAHUS KaK CIIMHHOMO3TOBBIX, TaK M MEepU(EPUUECKUX HEPBOB IO
TUILY [IOJIMHEBPOIIATUH.

HeBponaruu 4epenHbIX HEPBOB W/WIM CHUHHOMO3TOBBIX KOPEHIKOB HMMEIOT
pa3nu4Hble TMposBIcHUS. Hampumep, BO3MOXHO pa3BUTHE aMOJIHOTNHH,
BBI3BAHHOM MIIEMHEN 3PUTEIBHOTO HE JTOCTATOYHOCTBHIO BCACHIBAHWS BUTAMHHA
B12 uim, BO3MOXXHO, ayTOUMMYHHOM arpeccueil.

AKcOHaJpHas JIereHepalus U AeMUeIMHU3aIUs Tepuepuieckux HEPBOB MOXKET
MPOSIBIIITHCSL  HAPYIICHUEM TEMIIEPAaTYpPHOM YYBCTBUTEIBLHOCTU. B mpouecc
MOJKET BOBJIEKAThCSI W BEreTaTUBHAsg HEPBHAs CHUCTEMa C HapyUICHUEM
BET€TaTUBHOW WHHEPBALUM KUIIEYHUKA W AaBTOHOMHOW PETYJSLUUA CEPAECYHOU
JEATEIBHOCTH.

Jenpeccuu, sMOIMOHAIbHAs HEYCTOWYUBOCTh U, B OCOOCHHO TSKEJBIX CIIydasXx,
Pa3BUTHE AHOPEKCHUM, TUKA U TMCUXOCOIMOJIOTUYECKON JIE€3UHTErPAIlMA OMUCAHBI

KaK BTOPUYHBIE WM PEAKTUBHBIE TICUXOJIOTHYECKNE COCTOSHUS [6].
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Jlnarnoctuka

Huarnoctuka BK ocHOoBaHa Ha COBOKYNMHOCTH KJIMHUYECKHUX, J1aOOpPaTOPHBIX,

WHCTPYMEHTAJbHBIX METOJAX HcCcIeqoBaHuUU. He cymecTByeT €IMHOTO

OKOHYATEJIbHOIO IMarHOCTUYECKOTO rccienoBanus mist auarnoctuku bK [11], [12].

Knunndeckue mnpuszHaKu, yKas3blBalOIIME HAa BEPOSITHBIM AuarHo3 Oosie3nu Kpona

nepeuucieHsl panee. CremyeT ydYHWTHIBaTh, YTO ISl OOJE3HU XapaKTECPHBI

BHEKHUIIIEHYHbIE TposBieHUs. CreneHb TsxecTn (akTMBHOCTh) BK oleHuBarT B

Oaimax. B Teuenuwe 7 nHeW ompenensioTCsS: 4acTOTa JKUAKOTO M KalleoOpa3HOro

cTysa; OOJii B KUBOTE; OOIIee CAMOYYBCTBUE; HAJMYNE BHEKUIIICUHBIX MPOSBICHUH,

CBUILICH, aHAIbHOW TPEIIMHBI, JUXOopaaku Bbimie 37,8°C; macca Tena, MOpuem

AHTUAMAPECUHBIX TPEnaparoB; HaMuune WHOUIBTpaTa B OPIONTHOM TOJOCTH H

yPOBEHb TeMaTokpuTa [6].

JlabopaTopHO peKOMEHIyeTCsl MPOBOJIUTD:

* ananu3 Ha (eKaTbHbIN KaJbIIPOTEKTUH (B TOM YUCJIE B IUHAMUKE),

* 0o0muit ananu3 kpoBu U CPb (M3MeHEeHUs: UMEIOT HecTenuPUIECKUl Xapakrep),
o011IeTepaneBTUUYECKUI OMOXUMUYECKUN aHaIU3 U AJIEKTPOJIUTHI (C LIEJIbI0 OLICHKH
BOCIaJieHus1, GyHKIIUU TIEYCHH, TTIOUYEK, OOMEHA jKelie3a, dIEKTPOIUTHOTO OanaHca),

* HCCIEIOBAaHME Kaja Ha CKPBITYI0 KPOBb MPH TMOJO3PEHUHM Ha KHUIIEYHOE
KPOBOTEUYEHHUE,

* Oak. moceB u I11IP TecThl Ipu MOIO3pEHUH HA KUIICYHYIO HH(PEKITHIO,

* WCCleIoBaHuE B KpOBU UMMYHoJorndecknx mapkepoB B3K nns nud.auranoctuku
¢ si3BeHHBIM KonmuToM: ASCA (Onpenenenue antuten kiacca G (IgG) B xpoBu K
Saccharomyces cerevisiae (ASCA)) u ANCA (Onpenenenne mapkepoB ANCA-
acconuupoBaHHbIX BacKynuToB: PR3 (c-ANCA), MIIO (p-ANCA)),

* ONpENENICHUE COAEPKaHUSI AHTUTENl K TKAaHEBOW TPAHCIIIOTAMUHA3€ B KPOBU
(kmacca IgA) u wuccrnenoBaHWe YpPOBHS HMMMYHOIIOOYIMHAa A B KpOBHU IpHU
HE00XOIUMOCTH MPOoBeACHUS TUPPEepeHITNATbHON TUArHOCTUKY C LEIHAKUEH,

HNHcTpymMeHTanbHO:!

* KOJJOHOCKOTIMIO ¢ HJeocCKomueh (KOJOHOCKOMUS, BUIEOKOTOHOCKOTUS,

MHTECTUHOCKOIIHUS),
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* 9330(haroracTpoayoIeHOCKOTHIO,

* (TIpu BO3MOHOCTH) BHICOKAIICYIbHAS SH/I0CKOTIHSI,

* CTYINEHYATYI0 OUOTICHIO CITU3UCTON 000JIOUKU BCEX OCMOTPEHHBIX OT/IEIOB

* 1o nokazanusiMm: MPT (suteporpadusi) KT ¢ kontpactupoBanuem [1], [12].

[TonHast MICOKOIOHOCKOMUSI C OMOINCHEN B HACTOsIIEe BpeMsi SBISETCS Hambosee
IMIUPOKO HCHOJb3yeMbIM JIHArHOCTHYECKUM HcciaeaoBanueM. Ilpu sToMm
UCCIICIOBAHUN BO3MOXXHO BBISIBUTh HEKA3€O3HBIC TpaHYIeMbl (XOTS HMX MOXKHO
00OHapyXuTh TONBKO B 60% pe3enupoBaHHBIX 00pa3IoB W TeM Oosee B 0Opasmax
ouorncun). [Ipu mogo3pennn Ha B3K pexomenaytorcs nBa oOpasiia OMOTICHUU U3 TISTH
Y4acTKOB, BKJIIOYas MOAB3JOIIHYIO KHIIKY U MNpAMYI0 KHUIIKY. OOpasipl Ouorncuu
JOJDKHBI OBITH TONMYYEHBI KaK W3 TOPAXCHHOW, TaK M W3 HOPMAJIbHOW CIIM3UCTOM
000J104KH; 00pa3lbl W3 Pa3HBIX MECT JODKHBI OBITh TIOMEUEHBI W TIPEICTABICHBI
OTACIBHO [7].

HopmanbHoro pesynprara HICOKOJOHOCKONHMHM HEAOCTATOYHO IS HCKIIFOUEHUS
muartosza bBK, mockonbky 27% mnainueHToB MMEIOT 3a00JieBaHUe, JIOKAJU30BaHHOE B
TEPMHHAJIBHOM OTJEJIe MOAB3JAOIMHONW KHIIKH, YTO MOXET O0Ka3aTbhbCH
3aTPYAHUTEIBHBIM ISl TUATHOCTHKH.

KancynbHast 3HAOCKONHUS - 3TO OTHOCHUTENBHO HOBBIM, MPOCTOW, HEWHBA3UBHBIN
METOJ] BU3yalHW3allid, KOTOPHIA TOJy4aeT MPU3HAHUE TPU UCCIEAOBAHUHM TOHKOM
KUIIKK. MeTa-aHajau3, CPaBHUBAIOIIMA JUArHOCTHUYECKYIO IIEHHOCTh KarCylbHOM
DHAOCKOMHH C JAPYTHMH METOJAaMHU BHU3yalu3amuHu, OOHAPYXHUI, UYTO
AuarHocTruueckast 3pGeKTUBHOCTH BbIlIe Ha 15% 1Mo CpaBHEHUIO C KOJIOHOCKOIIHEH C
uneockonuer. OgHAKO, MHUHYCOM HCCIIEIOBAaHUS SIBISIETCS HEBO3MOXXHOCTH
npoBefieHus Ouoncuu. MccienoBanue peKOMEHJIOBAHO JI JIMHAMHYECKOW OIEHKU
COCTOSIHUSI CITU3MCTOH y MAIIMEHTOB C YCTAHOBJICHHBIM PaHEE TUArHO30M.
Heonnoponnocts 3a0oneBanus u arunuubble nposieneHus B3K mnomuepkuynu
MOTPEOHOCTh B HOBBIX JUATHOCTHUYECKHWX HWHCTPYMEHTAaX B JOMOJHEHUE K
WJICOKOJIOHOCKOTIMM C OWOTICHMEH W JPYrHMM HCCIEIOBAaHUSM BH3yalU3allu. ITO
NPUBEIIO K UCCIEJOBAHUIO CEPOJIOTHYECKUX MapKepoB C JByMsa Haubosee

MHTEHCUBHO U3y4Ya€MbIMU - aTUITMYHBIMU NIEPUHYKJIEAPHBIMUA aHTUHEUTPOPUIBHBIMU
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ruToriazmMarndeckumu  anturenamu (pANCA) u antu-Saccharomyces cerevisiae
antutenamu (ASCA). pANCA - 310 aHTuTena, oOpa30BaHHBIC NPOTHUB OCIKOB
SICPHOM TUIACTUHKU HeuTpoduiaoB, torma kak ASCA -3T0 aHTUTENa MPOTUB
MaHHO3HBIX 3MUTOINOB APOXOKEBBIX Saccharomyces cerevisiae. BoeipaboTka aHTUTEN,
CKOpee BCEro, MPOUCXOAUT M3-3a AHOMAJIbHOTO OTBETAa HWMMYHHON CHUCTEMBI
CIIM3UCTON OO0OJIOUKM HAa KOMMEHCAIbHYIO KHIIEYHYI0 GUOpY y TE€HETHYECKH
MPEAPACTIONOKEHHBIX MaMeHTOB. CucTeMaTuuyecKuii 0030p poOiIu CEPOTOTUUYECKUX
antuten B nuarHoctuke B3K mokazan, uto Haumbonee 4YyBCTBUTEIBHBIM U
cnerupuueckum TectoM Ha CD ObUIM CHIBOPOTKHM € MOJOXKUTEIbHBIM ASCA wu
orpunarenbHbiM pANCA, 52-64% u 92-94% cooTBeTcTBeHHO. MeHTUDUKAIIUS dTHX
MapKepoB MOXKET MoMOoYb OTIHMUUTh BK OT sI3BeHHOro KojuTa, Mpu KOTOPOM JHArHO3
OCTAETCsl HEOJIHO3HAYHBIM HAa OCHOBAaHMM KIWHUYECKUX, THUCTOJIOTHYECKUX U
SHJOCKONMYECKUX OCHOBAaHUM, a TakXe JaeT BO3MOXKXHOCTb /i PaHHEro
BMEIIATENIbCTBA, YUUTHIBASL UX CIIOCOOHOCTH MPOrHO3UpoBaTh pazpute bK [11].
I'ucronornuecku mist bK xapakrepHo BOBIE€YEHHE B MPOILECC BCEX CIOEB KUIIEYHOU
CTeHKH, MO3aWYHOCTh MOpaXeHUus ¢ (OPMUPOBAHMEM UYETKUX TPaHUI] C
HEMOBPEXKJCHHBIMU CETMEHTAMU KHUIIKU. MoOpQoJoruuyeckoe HCClIeJOBaHUE
MOKA3bIBAET OYArOBYI0 MH(DHIBTpAIN0 HEUTPODUIaMu TOBEPXHOCTHOTO SMUTEIHS C
pa3BuTHEM alciieccoB B Kpuntax. MHOUIBTpamus CTEHKH KHUIIKKA JTUM(OUTHBIMU
KJIETKaMUd HAacTOJbKO MAaCCHUBHAas, YTO JejaeT peibed KHUIIKH HEPOBHBIM,
MOJIYYMBIIIMM Ha3BaHHWe «OyibDKHasE MoOcCTOBas». B wuHbuibrpare o00pazyrorcs
rpaHyJieMbl BOKPYT THUTAaHTCKHX KJIeTok JlaHrxanca wmakpodaraibHOTO
IIPOUCXOK/ICHHUS - XapaKTEPHbIN MTPU3HAK IPaHyJIEMaTO3HOI0 BocnaneHus. B omnune
OT TYOEepKYJIE3HbIX U JIPYTuX MH(EKIMOHHBIX TpaHyJIeM B HUX OTCYTCTBYIOT OYaru
Ka3€03HOro0 HEKpO3a.

I'panynemsl npu BK BO3HHMKAIOT B MNOICIM3UCTON OCHOBE, MOCTEINEHHO
PacpOCTPAHSIOTCS KaK B CTOPOHY CIM3UCTON OOOJIOUKH, TaK M CEPO3HON 00OJIIOUKHU
KUIIKY, BBI3BIBAIOT CY>)KCHHE MPOCBETAa W/WJIU MEHETPAIMI0 KUIIKA C 00pa3oBaHUEM
ceuled. ['panynembl OOHapy>KMBalOT, KaK IMPaBUIIO, TOJBKO B OINEPALMOHHOM
Marepualie, Tak KakK OMONTAaThl, MOJy4daemMble BO BpeMs BHYTPUIPOCBETHOM

SH/IOCKONHH, OTPAHUYMBAIOTCS TONBKO ciam3ucTol obonoukoir. [Ipm BK ToHKoi
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KUAIIKA B OMOMNTAaTax TakKe MOXKHO BHUJETh MPU3HAKU XPOHUUYECKOTO TMOBPEXKICHUS
CIM3UCTON O0OOJIOUKH, YKOPOUEHHE BOPCUHOK, METAIUIa3UI0 AIUTENHS, B YACTHOCTU
kjeTok [laneTa, ABASIOMUXCS PEryIsITOpaMu KAILIEYHOH MUKPOOHOTHI [6].
CoueTtaHue DHHAOCKONMUYECKUX W THUCTOJOTMYECKHUX IMPU3ZHAKOB IMOMOTaeT B
muarHoctuke B3K, muddepennmarmu BK wu s3BeHHOrO KOnmMTa, a TaKke B
UCKIIIOUEHUHM JAPYrux 3a00JeBaHMIl C TOXOXXHUMHU TPOSBICHUSIMHU (HampUMep,
JI€KapCTBEHHO-UHAYIIMPOBAHHBIN KOJHUT, WHQPEKIMOHHBIM KOJMUT, WIIEMHYECKUM
KOJIUT U CETMEHTAPHBIN KOJIUT, CBI3aHHbIN C AUBEpTUKYINE30M)[7], [12].

Kitaccuueckn onmucaHHble SHAOCKONMYECKUE pe3ysbTarhl npu K BKiIrOUaroT OTek,
3€PHUCTOCTh M PBIXJOCTh CIHU3UCTOW OOOJOYKH, 3PO3UM M SI3BbI, a TaKKe
IICEBAONOIUNBL. Y MAllMEHTOB, HE IMOJyYalOUIUX JICYEHUS, ITH CUMIITOMBI OOBIYHO
HAQUMHAIOTCS B MPSMOM KHUIIKE M HEMPEPBIBHO PACIPOCTPAHSIOTCS MPOKCUMAIBHO C
IOCTENEHHBIM TEPEXOJOM Ha 3JI0POBYIO CIM3HMCTYI0O 000JI0uKy. B TO Bpems kak
MHoOrue kiaccunueckue npusHaku SK takke moxnHo yBuumers npu bK, ocHOBHBIE
JHJIOCKOMMYECKUX HAXOAKH, KOTOpbIE MOTryT noModb oTianuuTh bK ot AK — 310
Hanu4ue aTO3HBIX SI3B, Y3TIOBATHIX YIIOTHEHUN CIIU3UCTON 000JI0UKH. [7]
Pacnipenenenne nokanuzanuii npu Oone3Hu KpoHa B nemuaTpuueckod MpPaKTHKE
OBLIIO MCCIIEIOBAHO Ha OOJBIION KOropTe eBpOIeicKuX aerei. B aToM nccnenoBanuu
KOMOMHUPOBAHHOE TMOAB3J0IIHO-000/J0YHOE TMOpakeHue BcTpedanoch B 53%
CIIy4aeB, C M30JIMPOBAHHBIM NOPAXEHUEM TOJCTOW KUIIKUA B 27%, OrpaHUYEHHBIM
nopakeHueM cienoit kuimku B 16%, mopaxkenue BepxHux otnenoB KKT 6e3
MOPaXE€HUE TOJICTOM KUIIKHU - B 4% ciiydaeB. [[aHHOE pacmpeneneHrne MoKa3aHo Ha

pucynke Nel. [12]
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Jleuenue

Hemsmu nedenuss BK y nmereit sABISIIOTCS: MakCHMAalbHO OBICTPOE JIOCTHIKCHHUE

«TOJIHOMY peMuccun (KJIMHUYECKas M HHIockomuyeckas. Mopdomoruyeckas

peMHCCHUsl Ha JaHHBII MOMEHT HE SIBJISIETCS II€JIbIO JICUCHUs])) U JJIMTEIIbHOE €€

nojJiepKanue; NpoduiiakThKa OCJIOXKHEHUM; MNpeaynpexicHue omnepanuid, a Mnpu

HEOOXO/IMMOCTA CBOCBPEMEHHOE WX Ha3HAYCHUWE; YIYYIICHHE KadyecTBa IKU3HH

pebeHKa; JOCTHKEHHE HOPMAJIbHBIX TEMIIOM pOCTa M pa3BUTUsA pebeHka. Bridbop

Tepanuy JOHKEH IPOBOAUTHCS C YydeToM (AKTOPOB pHCKA HEOIArompusiTHOrO

teuenus bK [1].

Br10op Tepanuu 3aBucut ot jokanuzauuu bK B kuimedHuke, TskecTy 3a00JI€BaHMS,

HAJIMYUs OCIIOKHEHHH (MepdOpHUPYIONUX WIH CTPUKTYPHUPYIOUIUX), MEPCOHATBHOE

MOpax€HHWe, HapYyIIEHUE pOocTa U MPEANOYTEHUs TauueHTa [16].

B kauecTBe mnepBOW JMHUM IS UHAYKIUU PEMHCCUM Yy JE€TE€M C BHOBbB

YCTAaHOBJICHHBIM JWarHo3oM (WM TpU OOOCTPEHHUM) PEKOMEHIYETCS TOJHOE

SHTEpaJbHOE MNUTAaHUE B TeueHue 6-8 Hemenb. MccnmenoBaHus MOKa3bIBAIOT, 4YTO

s pexruBHoe nmeueHue tpedyer 100% sHTepanpHOro nmurtanus. OaHAKO, HEKOTOPHIS

JAHHBIE CBUAETEIBCTBYIOT O TOM, 4TO OT 80 10 90% 3HTEpasbHOr0 MUTAHUS MOTYT

OBbITh Tak *e A(PPeKTUBHBIMU. MHOTOYHCIIEHHBIE HMCCIIEIOBAHUS, HUCIOIb30BaHHBIC

npu pazpaborke pexkomenganuii ESPGHAN, mnokaszeiBator, yto ot 75 g0 80%

NalEHTOB pPEarupyloT Ha HavyalbHOE JIEYCHUE OHKCKIIO3UBHBIM HHTEPAIbHBIM

NUTAaHUEM W YTO JAHHOE JICYEHUE HKBUBAJIICHTHO TEpANMU KOPTHUKOCTEPOHIAMM.

OtcyTcTBHE OTBETa B TE€UEHHUE 2 HENENb SIBIACTCS TMOKa3aHUEM K Iepexoay Ha

aJbTEpHATUBHBIC METObI JeueHus. [ 1], [12].

B oaHoM u3 wuccinenoBanuii, nmamueHTsl ¢ BK ObUM pa3geneHbl HAa TpHU TPYIIIHL.

Kaxxnas momydana cBOr0 COOCTBEHHYIO IHETY:

- crnenuduueckyo yrieBonnyro auery (SCD - Specific Carbohydrate Diet) -
HCKIIIOYaeT BCE 3€pHa, caxapa (KpomMe Mena), BCe MOJIOYHBbIE MNPOAYKTHI (3a
HCKJIIOYCHUEM TBEPABIX CBIPOB U Horypra, (GepMEHTUPOBAHHBIX 24 Haca) U
OOJBIIMHCTBO 00paOOTaHHBIX POAYKTOB.

- MSDC (moguduuupoBannas SCD) - SCD ¢ nobaBieHreM OBca U pUca;
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- nenbHas mmmeBas auera (WF - whole food diet - menmpHOMmMmieBass nuera) -
UCKJTIOYAET MILEHUILY, KyKypy3y, caxap, MOJIOKO U MHUIIEBbIE T00aBKH.

Bbu10 OTMEUEHO, YTO COCTaB MUKPOOMOMAa M3MEHHIICS Y BCEX MAIMEHTOB B TEUCHUE

ucciaenyemoro mnepuonaa. Jluera moaenupyeTr KHUIIEYHBIH MHUKPOOHOM W,

CJI€IOBATENIbHO, B ATOM 3aKJIIOUaeTCsl €€ TEePaleBTUYECKUIl MOTEHIMal. ABTOPHI

OPUIUIM K BBIBOAY, YTO KaxK[Ias JUETa MOJIOKUTEIbHO BIMSIET HA CUMIOTOMBI M

BOCIIAJIUTEILHOE HArPY3Ky; 00Jiee «UCKIIOYAIOIIUE» TUEThI ObUTH CBSI3aHbI C JIYUIIUM

pazpenieHneM BocnajieHus [ 14].

Cy1iecTBYIOT pa3auyHbIe TUIBI HYTPUTUBHOMN TE€paIUU, UCIIOJIb3YEMbIE U U3ydYaeMbIe

npu bK y nereir. OHM pasnimyarTCs 1O NPOAOJKUTEIBHOCTH JICYEHMUS,

WHyIUPOBAHHBIM peE3yJibTaTaM M COCTaBy NUTaHus. Jlajiiee MpUBENECHBI YETHIPE

OCHOBHBIX JTUETOTEpANuu, HauWHasg oT mupoko npumensieMoir EEN (skckito3uBHOE

SHTEpajJbHOE THUTAHWE) U 3aKaHuuBass Oojee HOBBIMHU JAUETUYECKUMU/TUIICBHIMU

cTparerusimu [2].

I. ENN - Okckmo3uBHOoe »sHTepanbHoe mnutanue (EEN). 39H cocroutr wus
MOJIHOCTHIO JKHJIKOW JUETHI, KOTOpasi CONEPKUT BCE MHUIIEBHIE MOTPEOHOCTH U
UCKIIIOYAeT BC€ OOBIUHBbIE MPOAYKTHl B TEUEHUE OIPEACICHHOr0 Mepuoa
BpeMeHU. OCHOBHBIMU THUIIAaMU AOCTYNHBIX ¢Gopmyn ODH saBusioTcs
AIIEMEHTAPHBIE, MOIYJIEMEHTHBIE U TOJUMEpHbIe. DOPMYIbl pa3IUYAIOTCS IO
COCTaBy, pa3Mepy M CTPYKType OeJIKOB M XKUpOB. ExxeqHeBHOE konmyecTBo DOH
OCHOBAaHO Ha pacyeTHOW NOTPeOHOCTH uenoBeka B »Hepruu. DOH MoxHO
BBOJUTH TNepopasibHO (B cliydyae MNoJIUMEpHOU G(OpPMYJbl) HIU Yepe3
Ha30racTpajibHbIA 30H]I B ClIy4ya€ HEBO3MOXKHOCTH OOECIEeUUTh HEOOXOAUMYIO
CyTOUHYIO A03y. TouHas mnpomoKuTeNbHOCTh Tepanuun EEN nmma unayknuum
PEMUCCUU B OCHOBHOM BapbupyeTcs OT 6 10 8 Hefenb, HO Obuth cooOieHus 00
ucnonb3oBanuu EEN B Teuenue 4-12 Hepens. Ilociie CTpOroro MCKIHOUEHUSA
TBEPAOW MUIIM BO BpeMs Tepanuu DOH TBepaas nuina NOCTENEHHO BBOAMUTCA
CHOBA JI0 T€X MOP, MOKa HE OyeT JOCTUTHYTO HOPMaJIbHOE NOTpeOIeHUE.

2. PEN - yactuuHoe sHTepanpHOe nmuTaHue. M3ydanoch g TOro, 4to0bl 10OUTHCS

Jy4YIIed KOMIUIAEHTHOCTU NAuMeHTOB, 1o cpaBHeHHIO ¢ EEN. PEN ucnonbssyer

18



Te ke xkuakue ¢dopmynsl, uro u EEN, Ho oOecneunBaer menee 100%
NOTPpeOHOCTH B KaJoOpHUsAX, B JONOJHEHHE K HEKOTOPOMY pPErylIsipHOMY
exxenqHeBHOMY npueMy nuimu. McnonszoBanue PEN, kak ObulOo yCTaHOBIIEHO B
KJIMHUYECKHUX HUCCIEN0BaHUsIX, BapbupyeTca oT 10 mo 90% pacueTHOM CyTOYHOU
KaJIOpUHHOCTU. Pa3nuuHble McCaeqoBaHUs IMOKa3ajdd YMEHbBIIEHUE CUMIITOMOB
npu ucnoianr3zoBanuu PEN. Opnnako, s¢pdext oObIYHO O0OBSICHSIETCS
CUMIITOMATUYECKUMHU YAYUIICHUSIMHU, TAKUMU KaK YMEHbBIIIEHUE 00Jiel B KUBOTE
U yBEJIUYEHUE Beca. XOTs 3TO BAXKHBIE aCIEKThI, BIUSIONIME HAa O0IIEe COCTOSIHUE
3I0OpOBbSI TIAIIMEHTA, OHU HE 00S3aTEIHHO CBA3aHBI C YMEHBIIICHUEM BOCIAJICHUS
U YIy4IIEHHEeM 3aKHUBJICHHUS CIU3UCTON o0omouku. [leiictBurensHo, PEN co
CBOOOJTHOM JMETOM HE BBI3BACT PEMHCCHI0O M HE IOJABIsSET BOCHAaJCHUE TPHU
akTuBHOU Oosie3Hu Kpona. Jluera Takke 3HauuMTEIbHO MeHee 3((EeKTUBHA IO
cpaBHeHnio ¢ EEN u antu-OHO B OTHOIIEHHWM 3a)KUBJICHUS CIIU3UCTOM
000JIOUKH ¥ YMEHBIIICHUS BOCIIAJICHHUS.

CDED npencrasnsier coboi AueTy U3 MENbHBIX MPOAYKTOB B coueTaHuu ¢ PEN.
DTO CTPYKTYpUpOBaHHas JHETa, NpeJAHAa3HAYCHHAs MJsI yMEHBbIICHUS
BO3JICUCTBUS MUILEBBIX KOMIOHEHTOB, KOTOPbIE MOTYT HETaTUBHO MOBJIUSTH Ha
MUKpPOOMOM, KUIIIEUHBIN Oapbep U kumedHbiii uMMyHUTeT. CDED orpannumBaer
BO3/J€HCTBUE KHUBOTHOTO KUpPA, HEKOTOPBIX BHUJOB Msca, TJIIOTEHA,
MaJIbTOEKCTPUHA, SMYJbraropoB, CYJIb(PUTOB M HEKOTOPHIX MOHOCAXapHJIOB.
[lepeonayansno PEN Obu1 100aBieH B paiiioH, 4TOObl rapaHTUPOBATh MOJHOE
KaJIOpUiiHOE M CcOAJIaHCUPOBAHHOE IO MUTATEIbHBIM BELIECTBAM MNOTpeOiIeHue
ucnbiTyeMbiMU. OHAKO TaHHBIE MCCIeA0BaHM mokaszanu, uto PEN He sBnseTcs
HEOOXOIUMBIM TSI TOCTUKEHUSI PEMUCCHUU.

CD Treatment-with-Eating Diet (CD-TREAT) - npencrasnsier coboii auety u3
OOBIYHBIX TBEPABIX MNPOAYKTOB, KOTOpas Boccosnaer cocrtaB EEN, uckirouas
MUIIEBbIE KOMIIOHEHTHI, TAKME KaK ITIIOTEH U JIAKTO3a, U COoUeTasl Ipyrue, Takue
Kak yriaeBoabl U Oenku. Tepamus HampaBieHa Ha UMHTAIUIO Bo3nercTBus EEN
HAa MHKpPOOMOM KHIIIEYHUKA, BOCHAJICHHE W KIMHUYECKHUE UCXOAbl. [l maHHOU
JUE€Tbl B OJHOM W3 MCCICIOBAHMN OTMEUAIM BBICOKYID NPUBEPKEHHOCTh K

nedyenuro[2], [15].
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Hosbie pexomenpaimu ESPHGAN-ECCO pekomenayor 99H B kaduecTBe Tepanuu
nepBoro BeIOOpa ISk MHAYKIMU pemuccun BocnanutenbHoi BK nerkoit u cpenneit
crenenu T1skectu. CDED + PEN MoxHO cuuTaTh 00jiee IMEPEHOCUMOI
aJBTEPHATUBOM C AHAJIOTUYHOW CKOPOCTHIO MHIYKIMHA PEMHUCCUU Yepe3 6 HENelb U
yAy4IIEHHBIM TIOJiepKanueM pemuccun uepes 12 nenenb. Cama mo cede queta PEN
HE PEKOMEHAYETCS ISl WHAYKUUH PEMHCCUU, HO MOMKET HCHOJIb30BaThCs IS
MPOMJICHUSI PEMUCCUM WM B Ka4€CTBE KPATKOCPOYHOTO MOCTAa MEXAY BHUAAMHU
Tepanuu. Jlpyrue nueTHYEeCKHE CTpaTeruu NOoTpeOyrOT MalIbHEHIEro H3y4deHwUs,
NPEeXJIe YeM HMX MOXKHO OyldeT pPEeKOMEHJIOBaTh /i BKIIIOUEHHUS B TOBCETHEBHYIO
KIIMHUYECKYIO PaKTUKY[2].

B kauectBe BTOpPOl JMHHUM TEpanuu s WHAYKIUH PEMUCCHUM PEKOMEHIYETCS
UCIIOJIb30BAHUE TIHOKOKOPTHKOCTEPOUAO0B. OJHAKO, KIMHUYECKUNA OTBET HE
KOPPENUPYET C SHAOCKONUYECKUM VYIy4YIIEHHEM. Y TANWEHTOB C JIETKOM WIIH
cpenHeTsOKENBIA popmoii BK ¢ nokanmm3anmeit mporiecca B IOAB3IOIIHOM KHIIKE,
pEeKOMEHIyeTCsl mpuMeHeHue Oyneconuaa. [lomnmepikaHue pPEeMUCCHUU C TOMOIIBIO
IJIFOKOKOPTUKOCTEPOUIOB HE PEKOMEHIYETCS, a MPU PA3BUTUH CTEPOUI3aBUCUMOCTHU
HEOOXOIUM Tepexo/] Ha AIbTEPHATUBHYIO Tepanuto [16].

I'KC cucteMHOro npuMeHEeHHs] PEKOMEHAYIOTCS U1l MHAYKIMU PEMHUCCUU Y JETEN CO
cpenHe-TOKENON W TskeNnbIM oboctpeHrneM BK mpw moBTOpHOW artake wid TpH
nepBoii arake, eciu [1311 HeBo3moxkHO [1].

s mopmep KuBaromied Tepanuu HCMOJIB3YIOT aHAJNOTH MypuHa (a3aTHONPHH,
MEPKAaINTOIypUH), METOTpeKcaT, OMOJOTHUYECKUE Mpernaparbl (aHTuTena K (paxropy
HEKpO3a OMyXoJiel, yCTeKMHyMa0, BeAon3yMal), aMUHOCATUIUIIAThI, KOMOWHAIIMS
penaparos.

[Ipu ucmonb30BaHUM THONMYPUHOB HAONIOMAIOTCSA JJIUTEIbHBIE TEPHUOJBI
NOJJICp>)KaHusS PEeMHCCHH, Oojiee HU3Kas 4YacToTa TOCHUTAIM3alUid M MOBTOPHOTO
Ha3HAYEHUSI TIIIOKOKOPTUKOCTEPOUIOB I CUCTEMHOTO MPUMEHEHUS, XUPYPTUUECKHUE
BMemareabCeTBa[ 16]. THONMypUHBI PEKOMEHIYIOTCA PEKOMEHIOBAaHBI B KadyeCTBE
JeUYeHUST ISl TOAJACP)KAHUS PEMHUCCUU Y MAIMEHTOB, MOJYYalOIIMX B KauyeCcTBE

uHayknuonHoi tepanuu I'KC, a Tak ke misa Jetedl W3 Tpynibl pUCKa
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HEONMaronmpusTHOTO HWcCXo/na 3aboyieBaHus. THONMYpHHBI HE PEKOMEHIOBAHBI IS
WHIYKIHH PEMHUCCHUU.

MertoTpekcar pEeKOMEHIyeTCsl KaKk OIWH W3 NPENnaparoB IEpBOM JIMHUMA IS
NOJIJICPKAHUS PEMHUCCUU y JIETeH C BBICOKMUM PHUCKOM HEOJIarompusTHOIO HCXOJa
3a0o0yieBaHus, TMOO MPU HEMMEPEHOCUMOCTH THOITYPHUHOB.

AHTH-OHO pexkoMeHayroTCs A1 UHAYKIUU U TOAAEpKaHUsS PEMHCCHH y JETEH C
BocrnanuTenbHou Gopmoit BK B cimydae coxpaHsronieicsi akTHBHOCTH, HECMOTPSI Ha
NPEALIECTBYIONYI0 ONTUMU3UPOBAHHYIO TEpaANUi0 UMMYyHOCynpeccopamu. JleTsam c
TOPMOHOPE3UCTEHTHOCTBIO JJI1 HMHIAYKIUMU pemuccun axktuBHoW BK Tak ke
pekomenaoBanbl aHTH-OHO. [lersm ¢ aktuBHoi BK npu Hanuumm cBumen B
nepuaHaibHol o6nactu aHTH-OHO pekoMeH0BaHbI B KAYECTBE MPEImapaTroB MEPBOit
JIMHUM JJ1s1 UHAYKIMA U TOJJIepKaHusl peMuccuu [12].

I[Ipu otcyrctBuu »(dpdhekTuBHOCTH oNTUMHU3UpOBaHHONW aHTU-DHO Tepanuu
PEKOMEHJIOBAaHO PAacCMOTPETh Ha3HAau€HUE YyCTeKMHymaba u Begoiu3ymada. B
KPYITHOM PaHJIOMHU3UPOBAHHOM KOHTPOJHUPYEMOM HCCIEAOBAHUU Y B3POCIBIX OKOJIO
TPETH TMAIMEHTOB, y KOTOpbIX HHruOuTOopel ®HO oxazamuchk HerhHEKTHBHBIMU,
UMEIN KIMHUYECKUH OTBET Ha yCTeKHHymMad Ha 6-i Henmerne. 3 3TUX OTBETHBIINX
MPUMEPHO TMOJIOBMHA KOTOPTHI JOCTHUINIA KIMHUYECKOW pemuccuu K 44-ii Henele.
Hebonpmivie neamaTpuyeckue KOTOPTHBIE MCCIAEIOBAHUS MPOAEMOHCTPUPOBAIU
6e3omacHocTh nipu bK y nereit, Ho HE0OXOTUMBI TIPOCTIEKTUBHBIEC HCcclieoBaHus [16].
Benonuzymab sBisieTcss MHTHOMTOPOM HMHTETPUHA, TOAABISIONIMM MUTPAIUIO
JEMKOLIUTOB KOHKPETHO KUIlleuyHUKe. boliee paHHMII OMOIOTMYECKHil mpemnapar c
AQHAJIOTUYHBIM MEXAaHU3MOM, HaTalu3umad, He crneuupuyueH I KUIICYHUKA,
IIPOHUKAET Yepe3 MO3roBOM Oapbep W HECET NOTCHIMAIBHO (aTadbHBIA PHUCK
NEPUBEHTPUKYIISIPHON JerkoMansaiun. CriennpuaHoCTh Benonn3yMada K KUIIEUHUKY
NO3BOJISIET M30€XaTh 3TOr0 PHUCKA; MOSTOMY B HACTOAIIEE BpeMsl BeAoau3ymad
SIBJISIETCS TIPEANIOYTUTEIbHBIM HHTUOUTOPOM aHTUUHTETPUHA. Y JIETEH, MOTy4YaBIINX
Bemposn3ymMad, y kotopeix aHTH-OHO oxkazanuce HEedIPPEKTUBHBIMU B
PETPOCTIEKTUBHOM 0030p€ OTMEUEHO, YTO YacTOTa PEMUCCUH 0e3 KOPTUKOCTEPOUIOB

Ha 14-i1 Hemene cocraBuna 14% y npereii ¢ BK. B apyrom neauarpuyeckom
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PETPOCIIEKTUBHOM 0030pe Oblla OTMEUEeHa 3aMeTHO Oojiee BBICOKas 4YacToTa
pemuccuii 6e3 kopTukoctepons1oB — 42%. B Hacrosiiiee Bpemsi JaHHbIE B NTEAUATPUH
CBUJIETENBCTBYIOT O TOM, 4YTO BeAoiuzymad Oe3omaceH u 3¢ddextuBen npu bK y
JeTel, Mo3TOMY B Ieauarpuu ucnonb3yercs off-lable [16].

B 3apyOexHoil nuTeparype TakKe YIOMHUHAETCS MCIOJIb30BAHUE TaJUJAOMU/A.
Tanuaomun sBAsSETCS NEPOPAIBHBIM MPENAPATOM, KOTOPBIM SBISETCS OJHOBPEMEHHO
AHTUAHTMOTCHHBIM, a TAK)K€ HHIMOUPYET BBICBOOOXKIEHUE (paKTOpa HEKPO3a OILYXO0JIU
naedkonuTaMu. M3-3a pucka TEpaTOreHHOTO IEWCTBUS TAIMAOMHIA €70 MIPUMEHEHUE
CTPOr0 OTpaHHYE€HO. TeM He MeHee, PaHIOMHU3MPOBAHHOE KOHTPOJIUPYEMOE
UCCJIEIOBAaHUE IEPOPAIBHOIO TAIUAOMUAA IOKA3aJI0, YTO Ipenapar 3HaYUuTEIbHO
npeBocxoanI Iianebdo y aerel ¢ aktuBHbIM BK, B TOM uuncie y HEKOTOpBIX JeTel, y
kotopbix aHTU-OHO-npenaparsl okazanuck HedpPextuBHbIMU. [T03TOMY €ro uHorna
HCIIONB3YIOT B KQUECTBE TEPAIMUU CIIACEHU y MTAIMEHTOB, KOTOPBIE HE pEarupyroT Ha
antu-OHO [16].

[IpumeHeHue nepanapaTroB S5-aMUHOCAIMUIMWIOBOW KHUCJIOTHI B BHUJE MOHOTEPIINHU
PEKOMEHJ0BAHO TOJBKO JAJs OTHEIbHBIX NAIUEHTOB C JIETKMM TEUYEHUEM
3a00J1€BaHUs.

Xupyprudyeckoe JsedeHue 3a00JieBaHUsI IMOKa3aHO MPU HAJIUYUM OCTPHIX H
XPOHUUECKUX KHIIEUHbIX oclioxkHeHud BK, a Tak xe HeadpekTuBHOCTH

KOHCEpBaTUBHOM Teparnuu [1].
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