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ctymeHT, ®I'AOY BO IlepBrii MOCKOBCKUY ITOCYqapCTBEHHBIN MEOUIIMHCKUY YHUBepcUuTeT uM. .M.
CeueHoBa (CeueHOBCKUY yHUBepcuTeT) MuHucTepcTBa 3npaBooxpanenus PO, PO, r. Mocksa

AnnoTanus. [IpencraBieHbl CpaBHUTEJIbHASA XapaKTePUCTUKA U JUArHOCTUUYECKUE aJlTOPUTMEL
LeJIraKuy, ajjiepruiy K MNIIeHulle ¥ HeIIePEeHOCUMOCTH I'JII0TEeHA C YYETOM KIIMHUYECKUX,
UMMYHOJIOTUYECKUX, MOP(OJIOTUYECKUX U TEeHEeTUUYEeCKUX 0COOEHHOCTEeN KaXKI0M U3 IepeducIeHHbIX
Ho30sI0rHYecKkux dopm. PaccmoTrpeHa pedpakTtepHas nenuakus. [Ipu IjeITrakuy onpenessiioTcs
crnenuduyUecKre aHTUTeNa K TKAHEeBOM TpPaHCTIyTaMUHa3e, aHTUSHIOMU3UAIbHbIEe aHTUTENa, TPU
OMOTICHUY BHISIBIIIETCSA aTPOPUsA CIUIUCTONU 000JI0OYKYU TOHKOM KUIIKHU. [Ipr HeayTOUMMYHHOM
HeaJIepruyecKol HelIePeHOCUMOCTH TJIIoTeHa O0IbHBIE C KIMHUYECKONW KapTUHOM 1eTHaKuH,
OOHAKO pH Ouorcuy MOPGOIOruYecKre U3MEeHEHUS He BRIIBISIOTCS, TaKXKe He U3MEHSIIOTCS
cuenuuUHLIe OIS eIUakKul aHTUuTeNna. YyBCTBUTEILHOCTD K INIIOTEHY BCTPeYaeTCs He TOJIBKO IIPU
IIeJINaKuM, a B psife 3abojieBadnii, KOTOPEIe TPeOYIOT MyJIbTUAUCIUIININHAPHOTO ITIOAX00a U
TIIATEILHOTO aHaIu3a aHaMHe3a, KITMHUYECKUX U J1abopaTOPHEIX JaHHBIX.

KiroueBble CI0Ba: I1e/IMaKusl; ayTOUMMYHHOE COCTOSIHME; TPAaHCIIyTaMUHa3a; aHTUTEeJIa;
9HETEPUT.

BBEIOEHUE

Llenuakus - sHTeponaTus, 00yCIOBIeHHAas pa3BUTHEM HealeKBaTHOM UMMYHHOU peakKIlud B OTBET
Ha IIOCTYIJIeHKE TJII0TeHa - 0eIKaKOMIIOHEHTa KJIEMKOBUHEI 3JTAKOBHIX ITPOOYKTOB B IPOCBET TOHKOM
KUIIKY, 3a00JIeBaHue, COIIPOBOKaloIleecss aTpodret BOPCUH CIU3UCTON 000JI0YKYU TOHKOUW KUIIIKH,
pas3ButueM Manbabcopbiuu Ha GoHe ynoTpebiIeHus B MUIY TIIOTEHCOOEePKAIINX ITPOOYKTOB.
3aboneBaHue omnrcaHo Bo Il Beke Halel apkel rpedeckuM BpauyoM ApeteeM (Aretaeus of Cappadocia)
1 OBIJIO Ha3BaHoO “koeliakos” (rped. - "cTpamaHue KUITeYHHKA"). PacIIipoCcTpaHeHHOCTh e THAKHH
CYIIIECTBEHHO OTJIMYAEeTCs B Pa3HBIX CTpaHaxX MHUpPa, B cpemuaeM cocTasinsast 0,5-1,0% ot obiiero
YrCcJia HaCeJaeHus IJIaHeThl. 3HAaYUTEeIbHBIN Pa30dpoc mokasaTesneld 00bsICHSIeTCS BELICOKOM YaCTOTOM
CKPHITHIX M aTUIUYHEIX (popM 3aboneBanus - 7-10 cioydaeB Ha 1 JUAarHOCTHPOBAHHBIN. BOIBIITMHCTBO
OOJIBPHBIX SIBJISIIOTCS HOCUTEISIMU MyTHPOBABIIETO JIeMKouTapHoro reia DQ2/DQ8.

['maBHBIM UHUIUUPYOMUM (GaKTOPOM LieJIMaKUY SIBJISIOTCS IJIIOTEHHI (TPyIIIla PAaCTUTEIbHEIX OEJIKOB
dbpakuuit TPoIaMUHOB U TJIIOTEJINHOB, COIEPZKAIUXCS B 37IaKOBBIX). Y reHeTUYeCKU
IIPeIpaclIoIOKEHHBIX JII0flel 9TU IPOTEUHBI BHI3bIBAIOT HealeKBAaTHYIO PeakIuio CIU3UCTON
000JI0YKM TOHKOM KUIIKU. 3a00IeBaHKue HACTIeAyeTCs 110 ayTOCOMHOIOMUHAHTHOMY THILY.

Yarire Bcero (91%) noBpexpatorcs annenu HLA-DR3 u HLA-B8 (dg6) . Mexanu3mbl MaHU(eCTaIUU
3a00yIeBaHUS OCTAIOTCSI HEBLIICHEHHBIMU. B muTepaType akTUBHO 0OCYZKIAIOTCS [IBE TEOPUU
pa3BuTus 00JIE3HU - UMMYHHAs ¥ TOKCHYecKasi. Y OOJILHBIX e/ THaKHueH HabGIio1aeTcs HeIoCTaTOK
(bepMeHTOB: rIyTaMUH-CHIeIN(PHUISCKON IINCTENH SHOOIIPOTea3kbl U IIPOJIUJI SHOOIEITH Ia3HhI.

ITonmararoT, 4TO B pe3yJibTaTe HaPYIIEeHUuA MmeTabonu3Ma B IIPOCBETE KHUIIIKHW HaKallJINBA€TC I''TIOTEH
" ero HegopallellJlIieHHbBI€ ITPOOYKTHI ((bpaKI_II/II/I ravafuHa), OKa3bIBalollre IIpsAMO€ TOKCHUYECKOe
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melcTBUE Ha SHTEPOIIUTHI, CIIENCTBUEM UEro SIBASETCS aTPOoGus CIIM3UCTOM TOHKOM KUIIIKYU U
pa3BUTHE CUMIITOMOB IIeJTHaKUH. JTa TEOPHUS ITOATBEPXKOAETCS MOJTHBIM BOCCTAaHOBIEHUEM
CIIM3UCTOM 000JIOUKM TOHKOM KHIIIKHM Ha (hOHE arIloTeHOBOM OueThl, 9P (PEeKTUBHOCTHIO
IIPUMEHSIEMOH B ITOCJIeIHNE HECKOJILKO JIeT (hepMeHToTepanuu. [Ipyras paciipoCTpaHeHHas TeOPHUs
— UMMYHOJIOTU4YecKas. [Iocne BcackiBaHUS B CIIU3UCTON TOHKOMU KUIIKU I'THaAUHBI IIOOBEPTAIOTCS
me3aMuoupoBaHUIo (pepMeHT — TKaHeBasl TPaHCTIIyTaMuHasa).

B pesynbraTe myTanuu B reie HLA-1, me3aMunypoBaHHBIN I'THaAWH KaK aHTUTEH ciocobeH
aKTUBUPOBaATh UMMYHHBIN OTBET opraHusMa. depe3 T-knetounsii perentop (TCR) akTuBupyoTCcs
CD4+, CD8+ T-nuM@OIUTE], 3allyCKaeTCs IIUTOKUHOBLIN KacKal, THOYIUPYETCS alolTo3
9HTEPOLUTOB U MPOAYKIUS aHTUTEI.

[TyckoBpIMU HMTOKMHaMU Henuakuu saBasgiorcsa NF-kB, INF-y, IL-15. 'muagus onocpenoBaHHO
BEI3EIBaeT ochonupupoBanmne nHruoutopa NF-kB (Nuclear Factor kappaB), 4To TpuBOOUT K
akTuBauuu nocnepHero. NF-kB 3amnyckaeT sKCIpecCuio IPOBOCHATUTENbHBIX IINTOKUHOB ¥ MOJIEKY T
agresuu (puc 1). B pe3ynbTaTe MEeCTHO pa3BUBaeTCs peaknus BocrnaneHus. INF-y BHI3bIBaeT BEIOPOC
bepMeHTOB (HanpuMep, MaTPUKCHOM MeTalJIONPOTEeNHAa3kl), ITIOBPEKAAIONINX SHTEPOIUTHI,
MIPOBOCHAIUTEILHBIX IIUTOKMHOB, CHUXKEHME CUHTe3a UMMyHorjioo6ynuHa A.IL-15 akTuBupyer
MeXanuTenuanbabie muMbonuTel. Opaknusa npeacrasiaena TCRyd CD4+, CD8+, CD56+, CD103+ T-
nmumdonutamu. ITocne akTUBaUUU KJIETKU TPUOOPETAIOT HUTOTOKCUYHOCTh, 9KCIIPECCUPYIOT
IpoBOCHanuTesabHble TUTOKUHE (IL-2,-7,-8,-15), UHOyIHPYIOT alloITO3 SHTEPOIIUTOB.
MexkosnuTtenuanabHble TUMQOIUTE PETYINPYIOT LI€JIOCTHOCTD IIJIOTHBEIX KOHTAKTOB (tight junction)
KuirevyHoro snutenus: y,06 menu TCR y4acTByoT B GochOpuImpoBaHUM CEPUHOBEIX OCTATKOB
OKKIIIO[IVHA . B pe3ynbTaTe IepecTPOUKHU IIUTOCKEIIeTa IIOBHIIAeTCS IPOHUIIaEeMOCTD IMUTENNUS U
yBeJIMYMBaeTCsI IPOHUKHOBEHNE TTINagrHa B COOCTBEHHYIO IIJITACTUHKY CIIM3UCTOU. 3aIlyCKaeTCs
KacKaJl aHTUTeJI000pa30BaHus: T-KJIeTKU BEICTYIIAIOT B POJIM AHTUTEHIIPE3EeHTUPYIOMUX KIIETOK I
B-mumdonuToB, BEIpabaThIBAIOIINX aHTUTENA K IIHaguHy. O6pa3yloTcs: IepeKpecTHRIE aHTUTENIa K
TKaHeBOU TPaHCTIIyTaMUHa3e, 9HOOMU3UIO.

AHTHTENA K TpaHCTIyTaMuHa3e uMeloT cponcTBo K Toll-like pertenntopam 4 tumna (TLR4) Ha
TTIOBEPXHOCTU MEKIMUTEINAIbHLIX TUM(POUUTOB. KOMIJIEKCH aHTUTE€H-aHTUTEI0 BLI3BIBAIOT
MIOBpeXOeHVe SHTepOoInuTOB. Ha ux moBepxHOCTH HauuHaeTcs skcupeccuss MICA, MICB -
PelenTopoB, aKTUBUPYIOUINX MEXITUTETUAIbHBIE TUMGOITUTHL. TakKuM 00pa3oM MecTHas
BOCIIAJINTENIbHAS peaKlus reHepanu3yeTcsa. BMecTe ¢ TeM 3anyckaeTcs KacKa[ CUCTEMHBIX
QyTOMMMYHHBIX PeaKluil (TUPEOUONT, CaXapHBIM qruabeT IepBOro TUIlA, JePMATHUT) U Pa3BUTHE
3a60s1eBaHUS IPUOOPETaeT MOJTHHEHOCHEIM XapaKTep.

[InarHocTHKa IIeJITMaKuu OJIUTEeNbHOe BpeMs Obljla TPyOHA ¥ OCHOBBIBAJIaCh Ha KIMHUYECKUX
HaOmMOOeHusIX. 3HaYUMble CUMIITOMEI (B HIPHUOPUTETHOM ITOPSIOKE): XPOHUYECKas Tuapes, aTaKCHs,
aHeMus, TepneTU(GOPMHLIN JepPMaTHT, IIOBHIIIEHNEe TPaHCaMUHa3, SMUIeICcHsi, OecIiogue,
nepudepryeckas HeHpoIaTus, PeIUIUBUPYIOIINY ITIePUKAPOUT, IIOTeps Beca, muabeT IIepBoro TUIIA
WJIU IaTOJIOTUY IIUTOBUOHOU JKeJle3bl B aHaMHe3€e, CEMEUHBIM aHaMHe3 I[eJIMakKui, HeOCTaTOYHOCTh
IgA, oceomopos, cuuxkeHue D-KCUiio3sl, 4acThili Kapuec. C pa3BUTUEM MEOUIIMHCKUX TEXHOIOTUHU
MIMPOKOE IPUMEeHEeHNe HalllJIi CEPOJIOTUYEeCKUe U TeHeTUYeCKUe MEeTOIbl UCCIIeqOBaHuUA.
Buoncuiinoe rccienoBaHue - «30JI0TOM CTaHOapT» OUATHOCTUKY llenuakuu. B 1969 rogy
EBpormerickuM 00I1IeCTBOM I'aCTPOIHTEPOJIOTOB IPUHSATE HUATHOCTUYECKHU 3HAYNMEIE
MopdonIoruyeckKkue KPpUTEPUH IIeTUaKN: BEICOTA KMIITEYHBIX BOPCUHOK MeHee 200 MKM (HOopMa
270-300 MM™), TunepTpodUs U yBeIudeHue TIyOouHbl KpUlT 1o 250- 600 MKM, yBeTndYeHue yucia
MeK3MUTeInanbHEIX TUM@oruToB 6omee 40 Ha 100 smuTennOIUTOB, TUMQO-TIJIa3MOIUTapPHAasT
WHGUIbTPAIUS COOCTBEHHOU IacTUHKHU. B 1990 rogy mpu rmepecMoTpe B epedeHb paHee
YCTaHOBJIEHHBIX KPUTEPHUEB AMarHo3a BKJo4YeHa 9(pPeKTUBHOCTD arjlloTEHOBOM OUETHI.
l'uctonorudyeckas Kiaccudukralms rpeajgoxeHa MapillieM U IIpeqyCcMaTpUBaeT BhIleJIEHUE YEeThIPeX
cTaguii pasBuTus 6one3nu. B 1999 Oberhuber G. ¢ coaBT. mpenyoxunu 6ojee OeTalbHYIO
rpapgauuio 11l craguu. Ucnonb3yeMas B HacTosllee BpeMs Bepcusa kKinaccudukaum Marsh (Marsh-
Oberhuber npunoxenue Ne2), IPUBOOUTCS HUXKE:

Marsh I crapgus (BocnanuTenbHas) - CTPYKTypa CIU3KUCTON 000I0YKM He U3MeHeHa, HabnogaeTcs
J'II/IM(I)OI_[I/ITapHaH I/IH(I)I/IJIpraLII/IH HOJZ[CJ'[I/I3HCTOI>1, YBEJIMYEHUEe YHCJIa ME2KI3IMUTEeJInNAaJIbHBIX
TUM@OIIUTOB Ha BEPXYIIKEe BOPCUHOK;



Marsh II ctagus (MuM@OLUTapPHLINA SHTEPUT) - TUIIEPIIJIa3Uusa KPUNT, YKOPOYeHNe BOPCUHOK,
YBEeIU4YEHUeEe YNCJla MUTO30B, U3MEHEHNE COOTHOIIIEHNEe KPUIITa/BOPCUHKA MeHbIe 1:3-1:5;

Marsh III ctagus (mecTpyKius) - aTpodusi BOPCUHOK;
Marsh IITA cTagusa - mapiivaidbHas aTpodus BOPCUHOK, COOTHOIIIEHNE KPUIITa/BOPCUHKA MeHbIle 1;
Marsh IIIB cTtagus - cy0ToTanmbHas aTpoduss BOPCUHOK;

Marsh IIIC cTagus - ToTanbHas aTPodusT BOPCUHOK, CIIU3UCTass 000JI0YKa TOHKOM KUIITKHU
HaIlOMHUHAET CIIU3UCTYI0 000JI0YKY TOJICTON KUIIKY («KUIIeYHUK-TPyOa»);

Marsh IV ctagus (rumonnacTudeckasi aTpodus) - HeoOpaTuMasi aTPpodus ¢ pe3KUM UCTOHUEHHUEeM
CIU3UCTOM 000JI0YKY TOHKOM KuIIKU. HabmomaeTcss KpaliHe peko. B mutepaTtype o6CcyxKmaeTcs
MHeHue, 4To IV cTagus 1enrakuu MpeacTaBjieHa U3MeHeHUsIMU, Pa3BUBIINMUCS Ha GoHe
TKIeTOYHOU TUM(OMEI - PEIKOT0 OCI0KHEHUS TSIKEeJI0ro TeYeHus 3a00IeBaHus.
IMpennonoXuTeNnbHO MyCKOBEIM MeXaHU3MOM pa3BUTHUA TUMGOMEL IBNIAeTCS Tunepcekpenus 1L-15.
B MecTo BocmanieHUs IPUBJIEKAIOTCS aKTUBUPOBAaHHBIE MeXKANUTeNINalbHble TUMGOUUTH (T-
KUJIJIEPHI), U3 KOTOPHIX cTpouTcs onyxonb. B 2005 r. G.R. Corazza, V. Villanacci npennoxeHa
MPUHIIUTINATBHO HOBasd TpexXcTaguliHas cucTeMa Kiaccudukanuu 3aboeBanus (puc. 3), B OCHOBY
KOTOpOI:I IIOJIOZKEHEBI OTHOCUTEJILHEBIE BEJINYUHBI (COOTHOH_IeHI/Ie BEICOTEI BOPCHHOK U T‘J'IYGI/IHHBI
KpUIT npuioxeHue Nel).

Grade A Grade B1 Grade B2
VG231 V:C<1:3 V:.C-0

PucyHnok 2. Kaaccupukauus ueauakuu no Corazza (npunoszicerue Nel)

Knaccudukanus Corazza He oTpazKaerT IIaTo- U Mopdorenesa (cTaguitHOCTH) 3a00IeBaHMsI, OMHAKO
ITPOCTOTA, JJAKOHUYHOCTh U yOOOCTBO MCIIOTh30BaHUsI ee 00eCIIeYnBaioT MOCTEIIEHHOEe BEITECHEHUE
kKinaccudpukanuu Marsh. HecMoTpst Ha aKTUBHBIE MCCJIEIOBAHUS ITaTOreHe3a [eInakKui, 0CTaeTCs
HeMaJlo BOIIpocoB. KakoB MexaHU3M MaHudecTauuu 3aboneBanus? I[ToueMy mmpu coOIOmeHUN
arJII0OTeHOBOM OUEeTH CTOMKAas ayTOMMMYHHAsI peakIius MogBepraeTcss o0paTHoMy pa3BuTHio? Kak
ITPOUCXOOUT BOCCTAHOBIIEHNE VIIbTPAMUKPOCKOIIUYECKOM CTPYKTYPHI anuTenusa? Kakyo pomib B
rmaTtoreHese 3abo0yeBaHUs UTPAIOT MEXKIIMUTENMHanbHble TUM@OIUTH? Bo3MOXKHAa TU MOJTHOIIEHHAST
3aMecTUTenbHas pepMeHTHas Tepanusa? Ha HeKoTophle U3 HUX OCTapaeMCsi HalTh OTBET HUXKeE.



1.1. MexsnuTe/IuajabHbIe TUMQPOIHUTHI IPH IEeTHAKHH.

MexanuTeTuaabHbIE TUMGOLUUTH PETYIUPYIOT LEJIOCTHOCTE MIOTHRIX KOHTAKTOB (tight junction)
KUIIeyHoro anutenus: V,0 menu TCR ygacTBy0T B (oChHOPUIUPOBAHUYN CEPUHOBEIX OCTATKOB
OKKJIIOMMHA. B pe3ynbTaTe epecTPORKY ITUTOCKESIeTa TOBHIIIAETCS MPOHUIIAEeMOCTh SIUTENUS U
yBEJIMYNBAETCSI TPOHUKHOBEHME TIHAaAWHA B COOCTBEHHYIO IIJTACTUHKY CIU3UCTOH.

3amyckaeTcst KacKaj aHTUTen000pa30BaHus: T-KJIETKU BLICTYIIAIOT B POJIM aHTUTEH-
ITPEe3eHTUPYIOMUX KIIETOK s B-mumdonuToB, BeIpabaTHBAIONINX aHTUTENA K TTIHAUHY.
O06pa3yrTcs MepeKpPecTHRIEe aHTHUTEeNIa K TKAHEBOW TPAaHCTJIyTaMuHa3€e, SHAOMHU3UIO.

AHTUTeNa K TpaHCrIyTaMuHa3e uMeloT cponcTBo K Toll-like peuientTopam 4 tumna (TLR4) Ha
TTOBEPXHOCTU MEKINUTENNATbHEIX TUMGPOUUTOB. KOMIIEKCH aHTUT€H-aHTUTEI0 BBI3BIBAIOT
IOBpeXKAeHVe SHTepOoUuToB. Ha ux noBepxHOCTH HauuHaeTcs skcnpeccuss MICA, MICB -
pelenTopoB, aKTUBUPYIOIINX MEXKIIUTEeINaIbHble TUMGOIUTH. TakuM 00pa3oM MecTHas
BOCIIAJIUTEJIbHASA peaKIllusd reHepanu3dyeTcsa. BMecTe ¢ TeM 3anyCKaeTCsa KacKajll CUCTEMHBIX
QyTOMMMYHHBIX Peakluil (TMPEOUOINT, caXxapHbIM quabeT MepBOro TUIla, JePMATUT) U Pa3BUTUE
3a60s1eBaHUS IPUOOpPETaeT MOJTHUEHOCHHEIM XapaKTep.

TUIINYHASA ITEJIMAKHAA (MexaHH3M MaHH@eECTalluu 3a00/IeBaHUsI).

B TunmuuHOM citydae 1ejimakusi OOBIYHO MaHu(ecTUupyeT yepes3 2-4 Mecsila I0oCjie BBEIeHUS
37IaKOBBIX IPOAYKTOB B ITMTAHWeE, KakK ITPaBuiio, B 8-10-MecssyHOM Bo3pacTe pebeHKa.
ManudecTaius 1IeIiakKiui BO3MOXKHA IT0cIe HHPEeKITMOHHOTO 3ab0ieBanus (KUIIeYHON HH(PEKITHU,
OPBH), KOTOpOE SIBASIETCS IIPOBOIUPYIOINIUM (PaKTOPOM, a TaKzxKe 0e3 CBSI3W C KaKUM-TTu00
3a60JIeBaHKEM MJIM COCTOSHUEM.

ITepBBIMH CUMIOTOMaMU TUIIUYHOU I1eJIMAKUU SABASIOTCS 3MOLMOHAaIbHAasa 1a0UIbHOCTh, CHUXKEHUE
afnmeTuTa, 3aMefijieHue TeMNoB IpubaBKu Macchl Tesa. CTyl CTaHOBUTCS OOMIBHBIM, 3I0BOHHBIM,
O0OBIYHO KaIuIile00pa3HbIM, TOMOTE€HHBIM, XKUPHBIM.

XapakTepHbI€ CHMIITOMBI:

ydaleHue CTyla, monudekannus, CTeaTopesi, yBeIndeHNe OKPYKHOCTH XKUBOTA Ha POHE CHUKEHUSI
MacCHhI Tejla WX HeJOCTaTOYHBIX TPUO0ABOK, MPU3HAKH THIIOTPOGUY (CHUIKEHNE MaCCHl TeJa,
HCTOHYEHME IIOOKOKHOTO XKUPOBOT'0 CJIOST), CHUXKEHHNE MEIIIIeYHOT0 TOHYCa, yTpaTa paHee
MPUOOPETEHHBIX HABLIKOB ¥ YMEHU, NHOTIa TUIIONPOTeNHEeMUYeCKIUe OTEeKH.

Bo3moxkHB MHOTOOOpa3Hbie HeUIUTHLIE COCTOSHUS: PAXUTOIIONOOHBIM CUHIPOM, CUHIPOM
ocTeorneHuu, 60U B KOCTSIX HOUHLIE U IIPU PU3NUECKOM HATPy3Ke, MaTOJIOTUYECKUE ITIePEIOMBI
KOCTel, CyqOpOXKHEBIM CUHOPOM, TTIopaXkeHue 3yOHOM sManu, Kapuec 3y00B, pa3ipakKUTeJIbHOCTD,
arpecCcuBHOE ITOBeNeHNe, HECIIOKOMHBIM COH, aHeMUS, IOJINYPUS, IIOJIUAUIICUS, AUCTPOPUYIECKUE
M3MEHEeHHUA U JIOMKOCTH HOFTGI:I, IIOBHIIIIEHHAsA KPOBOTOYKMBOCTE OT MEJIKOTOYEYHEIX KpOBOI/ISJ'II/ISIHI/Iﬁ
0O TAXKeJIbIX HOCOBBIX 1 MATOYHEIX KpOBOTe‘IeHI/IfI, HapylieHrne CyMepe4dYHOoro 3PpeHusd,
(GONMIUKYNIAPHBIN TUIIEPKEePaTo3, BUTUJINTO, CTOMKUE PYPYHKYJIE3bl, XEUJINTHI, TJIOCCUTEHI,
PenuaouBUPYIONINE CTOMATHUTEI, TAPEeCTEe3UHN C IIOTEePel YyYBCTBUTEIBHOCTH, IepudepuydeckKas
HeupomaTus, 00MOPOKH, YIIOPHBIE TOJIOBHBIE O0JIH, BEIIALeHHE BOJIOC.

ATHnIMYHASA IeTHAKHUS XapaKTepu3yeTcs aTpodued CIu3ucTol 000JI0YKY TOHKOW KUIIIKH,
HaAJTMYMEM CEPOJIOTUYECKUX MapKepPOB, OMHAKO KJIIMHUYECKHU TTPOSIBIISIETCSI KAKUMU-TH00
OTHEJIbHBIMU CUMIITOMOMY M3 TIePEYNCIEHHBIX BHIIIE TPU OTCYTCTBUY IPOUYUX. Yalle BCTPeUarTCs
BapUAHTHI QTUTIUYHON IETMAaKUY C BEAYIINM aHEMUYECKUM CUHIPOMOM, C OCTEOTIOPO-30M, C
3aIepKKOM B poCcTe. ATUTIMYHAS IeIMaKus XxapaKTepHa s meTed 6ojee cTapIiiero Bo3pacra.

[Ipy TaTEHTHOH LeTHAKHUH OIIPEeIesITI0TCSI CePoIoTHYecKre MapKepsl, HO KIIMHUYeCKHe TIPU3HAKU
3ab0yIeBaHUs OTCYTCTBYIOT, aTPODUST CITU3UCTON 000I0YKY TOHKOM KHIIIKH OTCYTCTBYET WA UMEET
cnabyio cTelleHb BEIpakKeHHOCTU. HacTo HabmogaeTcs Y POACTBEHHUKOB OOJIBHBIX Ienuakuel. Kak
MMOKa3bIBAIOT MOCJIeOHUE SNIUOEMUOIOTHYEeCKUe JaHHbIe, IJaTeHTHasd LeTuakKus IINPOKO
pacmnpocTpaHeHa B eBPONEeNCKON MMONYISIIUU.



B TeueHUU 1leNTMaKUU BEIOENSIOT aKTUBHBIYU [IEPUOA U ITIEPUOT PEMUCCUN. [IITUTETBHOCTD U
CTOUKOCTh PEMUCCHU OIIPENEeISeTCs CTPOIOCThIO COOITIONe s 6e3TTI0TEHOBOM OqueTH. [IpakTu4ecKn
BO3MOJKEH BapHaHT C eIUHCTBEHHBIM aKTUBHBIM IIEPUOIOM U IOCIeAyIoIlell MHOTOJIeTHEN
peMuccuenu.

Ilo gaHHBIM 3ap}T66}KHBIX HCCJIeloBaTelen, IIpU OJIMTEJIbHOM T€4YEeHHHU HepaCHO3HaHHOI‘;I neJInaKnumn
IIOBHIIIIAETCSA PHUCK BOSHUKHOBEHUA Ol'Iy'XOJ'IteI KEeJIYOOYHO-KHUIIIEeYHOI'0 TPAKTa U npyroﬁ
JIOKAJIn3allky, a TaKXKe aCCOIMUPOBAHHEIX C neavakuen AYTONMMYHHBIX 3a00J1eBaHUM.

1.2. PEOPAKTEPHAS{ ITEJINAKHA.

Pedpakrepnas nenuakus (PL]) - MoxkeT OBITH OIIpefieieHa KaK NepPCUCTUPOBAHUE WU PELUINB
KIIMHUYECKUX CUMIITOMOB 3a00IeBaHusl, HaIu4re aTpohuy BOPCUHOK C rumepiuiasuen kpunt CO
TOHKOM KMIIKU U YBeJIMYeHHUe KOIUYecTBa MeXKIUuTeNuanbHbIX TuMdonuToB (M3JI), HecMOTps Ha
ctporoe cobmomenne AI'Il B TedyeHue 6 - 12 MecsleB, Ipu OTCYTCTBUM OPYTUX NPUYKH. [TallieHTH C
PLI moryT He orBeTuTh Ha Al'[l KaK Ipu IIEePBUYHOM Ha3HAUYEHUHU Tepaluu, TaK U BTOPUUIHO.
Crnenududyeckoe onpepnesienue PL] oTcyTcTByeT B Hay4yHOM nuTepaType. TouHas
pacnpocTpaHeHHOCTh PII B momymnsiniuy He U3BECTHA, OOHAKO uMeHHO PLI MoxkeT 6BITh OCHOBHOM
MIPUYUHOMN ITEPCUCTUPOBAHUS U PEIUOUBUPOBAHUS CUMIITOMOB 3a00JIeBaHUs y MAIIMEHTOB,
Haxopsamuxcs Ha ctporoit AT'II. ITpu obcyxkpoeHun guarHo3a PLI momKHB! OLITH UCKITIOYEHEl BCE
BO3MOXKHBIE IPUYUHLI HAPYIIIEHHOT 0 BCAChIBaHMU A, IPY HAJIUYUU CEPOJIOTUYECKUX U TeHETUUYEeCKUX
HLA-DQ mapxkepoB 3abosieBaHusi. B HacTosIee BpeMs npu3HaHbl ABa tuma PLI: Tum I 6e3
abeppanTHBIX T-KneTok u Tull II ¢ abeppadHTHEIMU T-KjIeTKaMU, 00HaPYKEHHBIMU C ITOMOIIIBIO
UMMYHODEHOTUITUPOBAHUS (IIPOTOYHBIN IIUTOMETPUYECKUN aHaIN3) Ui UMMyHOTHCcTOXUMUN CO
TOHKOTO KHINIeYHUKA. [IpubGIU3uTEIbHO KOJINYECTBO a0epPPaHTHEIX KJIETOK B KonudecTBe 10%
CUYMTAETCS B IIpefeax HOPMEI, CBEIIIe 20% ompeneneHHO ITPU3HAKOM 3a00JIeBaHUsI.
Ouarnoctuyeckue Kputepuu PIL] P1] 1 Tuma: coxpaHsIioascsa Uiu peuuanuBupyomnias atpodus
BOPCHUHOK, HECMOTPS Ha cTporoe cobmomenue AI'[l; aTpodusi BOPCHHOK M0 MOOUMUINPOBAHHLIM
KpuTepusam Marsh cooTBETCTBYeT KaK MUHUMYM cTaguu Marsh 3A; uCKII0YeHb ApyTrue IIPUIuHb
MIPUYUH aTpoduu BOpcuHOK; Hanuuue 10% abeppaHTHBIX T-KJI€TOK B OMOIICUY TOHKOTO KUIITEYHUKA;
M3JI penotun c HopManbHEIMU ypoBHSAMEU CD3, CD8 u T-KimeTouHBIX perentopoB. PII 2 Tuma: Te xke
kputepuu, uto u npu PL] 1 tTuna, Ho TpebyeTrcs Hanuuue 6omee 20% abeppaHTHBIX T-KJIETOK B
OMOIICUM TOHKOI'O KHUIleYyHUKa; MIJI UMeI0T HOpMaJIbHYI0 MOP(HOIOTUYECKYI0 KapTUHY, HO
IIPUCYTCTBYEeT abeppaHTHBIN ¢heHOTHUI (HopManbHas 3kcrnpeccuss CD103 u CD7, u oTcyTCcTBUE
IMOBEPXHOCTHHIX T-KJIeTOYHBIX MapkepoB CD4, CD8 u T-KJIeTOYHBIX PEIENITOPOB); SHTEPOIIaTUs,
oOycnoBneHHast T-KiIeTOYHOU TuM(GOMOM, IoIKHa ObITh UCKTIOUeHa. CToMKas guapes, 6011 B
KHWBOTE, ¥ IIOTEPSI MACCHI TeJjla SBISIOTCS Hanbojiee pacipocTpaHeHHbIMHU cumnToMamu PLI. Takxke
3a4acCTyl0 JaHHOe 3a00jIeBaHue COIIPOBOKOAIOT BUTAaMUHHAS HEOJOCTAaTOYHOCTh, aHEMUSI,
YTOMJISIEMOCTD, HEJIOMOTaHKe, STTU30IbI TPOMO03IMOOJINY ¥ ayTOMMMYHHEBIE 3a00JIeBaHUS.

BonpmmmHaCcTBO nanueHToB ¢ Pl nmarHoCcTUPYIOTCS Ha 3Talle IPUCOeOQUHEHUS HOBBIX CUMIITOMOB
IoCJie IOIOKUTETBPHOTO KIIMHNYECKOTro oTBeTa Ha AI']l B TedyeHre MHOTUX JieT («BTopuuHasa» PLI).
TeMm He MeHee, y yacTu nmanueHToB PII B cBs3u ¢ oTrcyTcTBUeM adpdekrTa oT ATl MoxKeT
OUarHOCTUPOBATHCS PaHO B TeYeHUe NepBhIX 6-12 mecsanes («nepsuyHas» PIl). Ha momeHT
ouarHoctupoBaHusa Pll cnenuduyeckue cepoorndecKkue MapKephsl (9SHOOMU3nalbHbEIe aHTUTeIa
WJIM aHTUTEJIa K TKAHEeBOU TPaHCIrIIyTaMKUHa3e) Y OONbITNHCTBA ITAIlMeHTOB MOTYT OBITh
oTpHuIlaTEeNIbHBIE, UYTO TOBOPHUT JIUIIE O CTPOoroM cobOmmomenuu AI'll. ITomoxuTenbLHEIE
cepoJyiorudyecKue MapKephl MOTYT IpUCYTCTBOBaTh ¥ 19-30% nmaumenToB ¢ PLI, HeCcMOTps Ha CTporoe
cobmonenue AI'l, ¥ B HaHHOM CiIy4ae II0JIOKUTEJIbHAS CEPOJIOTHS He MOXKHAa MCKIII0YaTh OHUarHo3a
PLI. CtarpgapTHas BePXHAS S9HOOCKOIINS ¥ BUAEOKAICyJIbHAS 9HOOCKOIIUS HE SIBIISIOTCSA «30JI0THIM»
CTaHOAapPTOM OHH JIMIIL II0OKA3LIBAIOT MAaKpPOCKOoInYecKre oco0eHHOCTH CO TOHKOM KHUIIIKH -
aTpodui0 BOPCUHOK U/UNK I3BEHHBIE NedeKThl. TeM He MeHee, 9P0O3UU U/UMU sI3BeHHbIEe Ne(heKThH
CO ob6HapyKeHHBIE Y TAIMEHTOB C BEIPAXKEHHON CUMIITOMATUKON HE BCETTa MOTYT OBITh CBSI3aHBI C
BO3HUKHOBeHUEM PLI, 60sbIITyIo pOJib B JaHHOM Cjlydae UT'paloT Ha3HaYeHHbIe HeCTEePOUgHEIE
MIPOTUBOBOCIIANIUTEJIbHLIE TIPeIlapaThl U TIIOKOKOPTUKOUALI. I3BeHHBIE NedeKTHl TOIIEeH KUIIKYU B
coueTaHUU C pa3MepoM pmedekTa 6ojiee > 1 cM ABNIAIOTCA XapaKTEePHBIMU IIpuU3HakKaMu mis PII 2
tuna. [IpucyTcTBue u3bsa3BneHu HooynsapHoi CO u hpopMUpoBaHUE CTPUKTYP MOXKET
[IpepnrojaraTh Hajanu4due 3JI0Ka4eCTBEHHBIX OCJIOKHEHUN.
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PucyHok 1. Aareopumm 0duazHocmuku PIJ

[IBotitHast 6GajIOHHAS SHTEPOCKOIIHS IIOMOTraeT B JAHHOM ciy4dae 3¢ (PeKTUBHOHO JUAarHOCTUPOBAThL U
HUCKIII0YaTh BOCIIAJINTENbHBIE TIPOIIECCH U I3BeHHbIEe NedeKTh npu T-muMpoMe B TOHKOM
KUITeYHuKe y manueHToB ¢ PLI. Bepudukanms nuaraosa PL] TpebGyeT TIIaTeIbHON OIEHKHU
KIIMHUYECKUX U MOP(OJIOTUYECKUX HaHHHIX. [I[narHo3 6a3upyeTcs Ha OCHOBAHUU YOeOUTEIIbHBIX
OOKa3aTeJIbCTB, JOMIOJTHEHHBIX UCKITIOUEeHUEM OPYTUX MPUYNH BO3HUKHOBEHUS aTPOPUM BOPCUHOK U
3JI0KaYeCTBEHHBIX HOBOOOpa3oBauui (Tabsn.1). Xots PLI sBasieTCsS OUArHO30M MCKIIIOUEHMsI, OHa
MMOATBEePXKIaeTCs 00bEKTUBHBIMU PE3yIbTaTaMU JIa00PaTOPHEIX U THCTOJIOTUYECKUX UCCIIeTOBAHUH.
[TepBBIM 1Iarom B OLieHKE ITOTEeHLMalbHBIX ciydaeB Pl sBnseTcsa moaTBepKOeHNE ITPaBUIbHOCTHU
IIepBOHAYaIbHOTO AUarHo3a nejlrakun. HeraTuBHas CepoOIOTHS Ha MOMEHT PAaCCMOTPEHUS BOIpoca
o Hanuuuu Pl] He MCKIIO4YaeT guarHosa lieJinakuu, B oTanuue oT ctatyca HLA-DQ, oTcyTcTBUE
KOTOPOT'O JaeT ITPaBO UCKIIIOYUTh JaHHBLIN quarHo3. Heo6xoguMo TakzkKe IIPOBECTH TIIATEILHYIO
IPOBEPKY IPEeObIOyIIUX UCCIeq0BaHnM (CEPOIOTUYECKUX, MOP(OIOTUUYECKUX, TeHETUYECKIUX)
MMEBIIHX peIlalollee 3HaueHue I Bepudukalum guario3a Ha HadajabHOM 3Tarne. [1pu Hanu4duu
OOKa3aTeJIbHOTO AuarHo3a IeJINakuy - CJIEeOyIOIIUM STalloM SBJISEeTCS IIePeCMOTP BCeX IPUYUH,
ITPUBOMSAIINX K BO3BPATy CUMIITOMOB 3a00jieBaHus U Iyioxoro otBeTa Ha ALl (puc. 1). ITpu
ycTaHOBNIeHuU quarHo3a PLI TpeOyeTcs rociuTanu3anus Ojist KOHTPos Al'll, Koppekiuu
HYTPUTUBHOI'O CTaTyca U JledeHUs OClIoKHeHuM. [1ojTHOe ImapeHTepalbHOe IIMTaHKue, KaK IIPaBuIlo,
HeobxomuMo y 28 - 60% marueHToB ¢ Pl 13-3a BRIPakeHHOTO CHHIPOMAa MalbabCcopoIuy,
yrpozaromiero geduiiiTa MacChl Tejla U OPYTUX IIPOSIBIIeHUM CUHAPOMa HapyIIIeHHOT 0 BCaChIBaHUS.
Konnennusa negenus PL] ocHoOBaHa Ha paCCMOTPEHHBIX KIMHUYECKHUX CIIydasiX, OTKPBITBIX
00CepBaITMOHHBIX WU ITPOCIEKTUBHBIX MCCIIEIOBAHNAX. PAaHOOMU3NPOBaHHbIE KIITMHUYECKUE
HUCCIeJOBaHUS He MPOBOOUIINCH B BULY pedKou BcTpedaeMocTu PLI. KpoMme Toro, puarHoctuyeckue
Kputepuu s Pl u3MeHuIUCh, U K BOIIPOCY O TeUYeHUN HeoOX0OUMO ITOOXOOUTL C OCTOPOKHOCTHIO,



TakK KakK HeT YeTKOro pa3rpaHndenus Mexny PL] u gpyrumu pedpakTepHBIMU CIpPy. [IJ1 UHOYKITUH
KIIMHUYECKOU peMuccuu u BocctanoBiaeHuss CO y G0bIIMHCTBA HanueHToB ¢ PI 1 Tuma cuutaercs
KITMHUYeCcKH 3¢ GeKTUBHLIM Ha3HadeHue npemuau3osoHa (0.5 - 1 mr/kr/cyTku), 6ymecounuma (9
MT/CyT), MJIU CcOYeTaHUe MPegHN30JI0Ha U a3aTuonpuHa (2 Mr/kr/ cyt). Knuaudyeckuit oTBET Ha
cTepounbl HabIomaeTcss B OONBITMHCTBE CIydYaeB y manueHToB ¢ Pl 2 Tuia, ogHaKo
BOCCTAHOBJIEHUE CIIM3UCTOM He ycKopsieTcs. KnuHuueckuii oTBeT Ha Oymeconup npu Pl saBrisieTcs
KJIMHUYECKU ONpPaBIaHHBIM 13-3a ero 3(p(eKToB, XopoIliel IepeHOCUMOCTH U HU3KON YaCTOTHI
Cephe3HBIX HeXKelaTe IbHbIX SIBJIEHUM 0CJie KPaTKOBPEMEHHOT'0 UCIT0JIb30BaHus. Takxke OBIII0
ONMCAaHO KJIMHUYECKOe U T'HCTOJIOTUYEeCKOe yiIydllleHne oYty y 61% namnuenTos ¢ Pl nocne
mpueMa IUKJIocrnopuHa (5 Mr/kr/cyT). Ipyrue UMMyHOOEIIPECCAHTHI UK OMOJIOTUYECKUEe
IperapaTsl UCIIOIb30BAIUCh ¥ CTEPOUA-3aBUCHUMEBIX MTAIlMEHTOB, BKI0Yasa nHGpaukcumMab (5
MT/KT/CyT), 1 aneMTy3ymab (30 Mr mBa pa3a Hemeto Ha 12 Hemesnb), XOTs IIyOnuKaui 00 yCIerHo
ITPOJIEYEeHHBIX O0JIPHBEIX MEHbINIE, YeM Heymad. Ponb xupyprun B jedenuu PL] orpaHMYeHa JIeUeHHuEM
TaKWX OCJIOXKHEHUM, KakK nmepdopalius, MacCCuBHOE KPOBOTeUeHNEe, HEIIPOXOAUMOCTD U
OHKOIIATOJIOTHS TOHKOT'O KHUIIIEeYHHUKA.

1.3. DEJIMAKHWA: COBPEMEHHBIE ITOOXOObI K TUATHOCTHUKE U JIEYEHUIO.

YBenuueHue ymucia ciaydaeB e IMaKuy B IOCIeqHUE TOAbl 00yCI0BIE€HO U3MEHUBITUMUCS
MoaxXomaMu K AUarHOCTUKe 3Toro 3aboneBaHusd. B qaHHOe BpeMsi TOMUMO TUMIUYHOM (HOPMEI
1eJInakKuu, IIpoTEKaIoIIel ¢ Auapeeul, oucTpodrel, OTCTaBaHUEM B Pa3BUTUU C PAaHHETO JETCKOTO
BO3pacTa B OTBET Ha ITPUEM 3JIAaKOBBIX, B KIIMHUYECKOU KapTUHE 3a00JIeBaHUS IIPUHSATO BHIAEIISATD
JIaTEHTHYIO U aTUNU4YHYI0 QOopMEL. JlaTeHTHasa ¢popMa, no MHeHUIo A.W. ITapdpénoBa u coasT. (2005),
BcTpedaeTcsa y 68,4% 6GombHBIX. KITMHUYECKHU OHa ITPOSIBIISIETCS BO B3POCJIOM BO3pacTe B BUIE
XPOHUYECKOU Ouapeu, MOXyOaHUus U OPYTUX MPU3HAKOB Manbabcopbiuu. ATunudHast ¢popMma, I1o
COOOIIEHNI0 TEX XKE aBTOPOB, onpenenseTcs v 28,8% OONMbHBIX U XapaKTEPU3yeTCs aHEeMUeH,
ayTOMMMYHHBIMU, SHOOKPUHHBIMH HapyIIeHUsIMHU, OecrionueM. Kitaccuueckue KUIIEYHBIE
CUMIITOMEI 3a001eBaHus Y OOJIBLHEIX B IIOCTIEIHEM CiIy4dae cj1a®o BEIpaxKeHHl, 1100 BoOOIIe
OTCYTCTBYIOT. KpoMe TOTro, maHHBIMU MCCIeA0BATEIIIMU ObUIH IPEOJIOKEHEI eI1€ HEeCKOJIEKO (popMm
LleJIMakuu: - TopnupgHas (pedpakTepHas) - OTCYTCTBYeT 3DGEKT OT 0OBIYHOTO JIeUeHUs, I
cTabumu3aluu COCTOSHUS He0OX0MMO MPpUMeHEHNE TTIOKOKOPTUKOUIHBIX TOPMOHOB; -
OeccuMnTOMHas (CKpBITasi) - CUMIITOMBI MababCcopOIIUMK OTCYTCTBYIOT, IPU UHCTPYMEHTAIbHOM
HCCJIefOBaHUM ONPEHENsioT TUIeppereHepaTopHyo aTpoduio U/Uin yBeINYeHHOE KOJIUIeCTBO
MeXKI3MIUTeIHalIbHbIX TUM(POLMTOB; - HOTEHIINAaIbHA — YBEJIMUEHO YHCJI0 MEeX3IUTEeINaTbHBIX
TUMGOIIUTOB U YHMCJI0O MUTO30B B KJIeTKaxX KPUIIT, BeIsIBIsAeTCs skcnpeccuss HLA knacca II.
ITocTaHOBKa AuarHo3a IejiInakuu, a 0COOEHHO KOHCTAaTUPOBaHWEe €€ HETUITMYHEIX (OPM,
ITPeaCcTaBIsieT co00M TPYOHYIO 3amayvy. PellleHne mocjiefHe Ha COBPEMEHHOM 3Talle CTalio
BO3MOXKHBIM BO MHOTOM GJ1arogapsi pa3paboTKe CepPOIOTHUYEeCKUX MapKepoB IleTnakuu. B
HaCTOsIIlee BpeMsi UMeIOTCs TabopaTOpHbIE METOOUKHY OITpefesieHNsT YPOBHS aHTUTITHATHHOBBIX
QHTUTEJI, aHTUTEJI K 9HOOMU3HUIO, PETUKYJINHY ¥ TKaHEeBOM TpaHCIIyTaMuHa3e. BrisiBIeHnEe
QHTUTIMAOUHOBBIX aHTUTEJI - HEOOPOr'OM BEICOKOYYBCTBUTEJIBHBIM METO[, UCIIOJIb3YEeMbBIN OJI
OUArHOCTUKY I[eJINaKUHU B TPYIIIIaX C BRLICOKUM PUCKOM 00JIe3HH, B O0IIEeH MOMyaaluuu, OgHaKo, OH
He CYUTAETCs BHICOKOCIEIU(GUUHBIM IJId eTUakKuu. MeTo o6HapyKeHUsSI aHTUTEN K PEeTUKYJINHY U
9HIOMU3UIO0 BEICOKOYYBCTBUTEILHBIN 1 BEHICOKOCTIEIM(UYHEIN, HO €Tr0 OTPUIlaTEeIbHOM CTOPOHOM
SIBJIIETCS TEXHUYECKas CJI0KHOCTH IIOJIy4eHUsI MaTepuaja OT IPUMaTOB U BEICOKAsi CTOUMOCTD.
YuuteiBasi, 4TO TECTHI C SHOOMHU3NEM OKa3bIBaIOTCS BEICOKOYYBCTBUTEILHBIMU U
BBICOKOCITEIIM(DUYHBIMHY, OblJIa Pa3paboTaHa METOAUKa BEIABIIEHUS aHTUTEN K TKaHEBOU
TPaHCIJIyTaMUHa3€e - OCHOBHOMY aHTUT'e€HYy 3HOOMU3us. [locieqHue cepoIorudyecKue TECTH
CUYHTAIOTCS CTPOTO CIeIMUUYHBIMU IJIs IIeJIMaKuK, TeEM He MeHee, OKOHYaTenbHBIH 30-40
nuMoruToB Ha 100 IMOBEPXHOCTHBIX S9HTEPOIIMTOB); - Marsh-II (muMdbonuTapHbI 9HTEPUT) -
yBeIUYeHNe YHUCa JIUMOOIINTOB, TUNEPIJIa3us KPUIIT, COOTHOIIIEHNE TITyOUHEBI KPUIIT K BEICOTE
BOPCUHOK cocTaBnsieT 1:3 - 1:5; - Marsh-III (mecTpykuus) - aTpodusi BOPCUHOK; - Marsh-IIT A
(mapumanbHas aTpodus BOPCUHOK) - YACTUYHAS aTPOdUsi BOPCUHOK C COOTHOIIIEHUEM TTyOnHa
KPUIT K BBICOTE BOPCUHOK MeHee 1; - Marsh-III B (cyOToTanbHas aTpodrs BOPCUHOK) — BEIpaKeHHas
aTpodusi BOPCUHOK, OMHAKO, OTHEeNbHEIE U3 HUX ellé pacro3HaBaeMsbl; - Marsh-III C (TotanbHas
aTpodus BOPCUHOK) - OJIHasI aTpodus BOPCUHOK; - Marsh-IV (runonnactudyeckas aTpodust) -
pe3Koe UCTOHYEHUE CITU3UCTON 000I0YKH, ITaTOJIOTUYeCKass MOHOKJIOHaIbHasA UHPUIbTpanusa T-
nuMOoIUuTaMu (TUCTOJIOTUYECKU COOTBETCTBYET T-KJIeTOUYHOU nuMdome). TpagulioHHO JUArHO3
IIeJTMaKUU yCTaHABIIMBAETCS IPU OOHAPYKEHUHU ITAaTOJIOTUUYECKUX U3MEHEHUN, COOTBETCTBYIOIIUX
Marsh-III. B To ke BpeMsi, HE0OXOAMMO YUYUTHIBATh, YTO Y MHOTHUX OOJILHBIX BCIIEICTBUE



aTUNUYHOCTHU 3a00JIeBaHUs UMEET MECTO I'JII0TEHYyBCTBUTEIbHOE BocnaneHue 6e3 aTpodun
BOPCHHOK. [TpHMHIIMIINATBPHOM 0COOEHHOCTHIO THUIIePPereHepaTOPHOM aTpohun IPHU IIeTHaKun
SIBJISIETCSI CIIOCOOHOCTDh K BOCCTAHOBJIEHUIO CTPYKTYPHI IIOCJIE UCKIIOYEHUS TJII0TEHA M3 ITUIEBOI0
painoHa. I[ToaToMy OCHOBa nedeHus: 3aboneBaHus - ariaoTeHoBas queta (AD). [Tom eé BIUSHUEM
HUBEJINPYIOTCSA KUIIeYHble CUMIITOMBEI, MCUE3al0T UJIM YMEHBINATCA ayTOUMMYHHbBIE IPOSIBIIEHUS,
CBSI3aHHEBIE C lleTHaKuel (0CTeonopos, 9K3eMa, reprneTudOPMHBIN IepMaTUT U T.N.), CHUXKAETCSA
BEPOSITHOCTDH Pa3BUTHUSA I3BEHHOI'O €IOHOMJIENUTA, SHTEPOTE€HHOI'O CEIICHCAa, 3JI0Ka4YeCTBEHHEBIX
omnyxosned. Ctporas AT'[l Ha3HaudaeTcsd MOXKU3HEHHO. [laxe cnydaiiHoe ynoTpebieHne HeEOOIBIIOTO
KonudecTBa riroTeHa (0,06-2 r/oH) IpUBOOUT K U3MEHEHUIO TUCTOJIOTUYECKOM KapTUHEL TOHKOTO
KUIIIeYHUKA - YBEJINUMBAETCSI O0BEM U TITyOMHA KPUIIT, YBEIUYUBAETCS YHUCJIIO
MHTPasIUTEeNInaNbHbIX TUMGOIIUTOB. [lepBrle OM0XKUTENbHEIE pe3ynbTaThl Al TOSBIAIOTCA yXKe B
TeueHUe MecsIlla OT Ha3Ha4YeHUsI, OOQHAKO, Y HEKOTOPHIX OOIBbHEIX OHM OTMEeYaloTCs Yepe3 IIoIrofa.
nuarso3 00JIe3HU A0JIKeH OBITh 003aTeIbHO IOATBEPKOEH TUCTOJIOTHYECKUM UCCIeTOBaHNEM
CIU3UCTOM 000JI0UYKY TOHKOM KHUINKY [6]. BHOIICHI0O TOHKOUW KHUINKY CJIEyeT BHIIIOIHSATh U IIPHU
HOPMAaJIbHEIX TUTPAX CEPOJIOTUUYECKHUX MapKepoB B CiIydasix 000CHOBAHHOTO KJIMHUYECKOTO
MIOA03pEeHUs Ha Haludue elnakuu. XapaKTepHble 14 lleTnakud Mop@oorunieckue U3MeHeHus
TOHKOM KUIIKU onucaubl M.N. Marsh u npencraBieHbl B ¢popMe maToMopdhoIorudecKoi
Kjlaccudukauuu uenuakuu: - Marsh-I (mpegBocnanutenbHas cTafus) - CTPYKTypa CIM3UCTON
000JI0YKHU HOpMaJibHasA, HO C MOBBLIIIEHHEIM IPOHUKHOBEHUEM TUMQOILMTOB B AMIUTEIUATbHBIN CII0M
BOPCUHOK (6oiee

Heob6xommmo oTMeTUTh, 4TO cobmogenue Al'l mpenmonaraeT UCKIIOYEHNE U3 PalliOHa ITPOIYKTOB,
copiepzKallux He TOJIbKO SBHBIM, HO U CKPHITHIM TTIOTEH (Tabn.HuXKe). MapKupoBKa IIPOAYKTOB CO
CKPBITHIM TTIFOTEHOM MOIKET OTCYTCTBOBATh. DTO 00YCIIOBIIMBAET HEOCO3HAHHOE HAPYIIIEeHUE
6ompuEIMU AT'Il. B HacTosimee BpeMsi BEITyCKAIOTCS 0€3TII0TEHOBRIE TIPOAYKTH, UMUTHUPYIOIINE
x71e0, MYKY, TToTy(habpuKaTH IS BEIIIEYKH, KPYITHI, IIeYeHbe, MaKapPOHHbIE U3TENTUT U AP.
CrenuanbHbIe O€3TII0TEeHOBBIE TPOAYKTH OOBIYHO UMEIOT MapKUPOBKY B BUIE TIEPEYEPKHYTOTO
Konocka u/unu Hagnucu Gluten-free, unu «He comepKuT rioTeHa». OCHOBHBIMU TPOU3BOOUTEISIMU
TaKUX IPOOYKTOB, IIPEICTaBJIEHHBIX HA POCCUMCKOM PHIHKE, IBMIAIOT s KoMIaHuu Schar GmbH
(Utanusa), Glutano (Pauli Bisquit GmbH, T'epmanus), Finax AB u Semper (IlIBenus). B HacTos1ee
BpeMs MOSBJISIOTCS CIelau3upoBaHHbIe IPOAYKTHL 151 O0IbHEIX IleJIMakKuel U 0Te4eCTBEHHOT O
MIPOU3BOACTBA, XOTS UX aCCOPTUMEHT ITOKa OCTAaeTCs CKYIHBIM. [Ipu BegeHUN OOJILHBIX C IleTuakuen
HeoOXOIMMO YUYUTHIBATD, YTO TJIIOTEH MOXKET MOIafaTh B OPraHU3M O0JIBHOTO C HETIUIIEBEIMU
MIPOOYKTaMM - KJIe¥ Ha ITOYTOBHEIX MapKaxX U KOHBEPTAX, HEKOTOPHIE COpTa 3yOHOM ITaCTHI,
KOCMETUKHU, B TOM YHUCJie TyOHOU nmoMapsl, u Op. K coxkameHno, TPOU3BOOUTENN 3TUX TOBAPOB
O0OBIYHO HE YKa3bIBAIOT B UX COCTABE O HAJIMYUU TIIOTEHA. [109TOMYy HEOOXOOMMO PETYISIPHO
MHGOPMHUPOBATE OOJIEHBIX C IETMAKUEH 0 HEeTUIIEBHIX ITPOOYKTaX, COIePKalluX IJIIOTEH, C TEM,
4TOOBI OHM MOTJIM 9TO YYUTHIBATh B ITIOBCETHEBHOM XKU3HU. TakxkKe OOIbHBIE MOJI?KHBI OBITH
0CBEeOMJIEHEI ¥ O TOM, YTO PSI JIEKapCTBEHHBIX CPEMICTB B CBOEM COCTaBe MOTYT COfepzKaTh III0TEH,
0CO0EHHO, 3TO KacaeTcs TablIeTOK, ITOKPHITHIX 000I0YKO0M. MeaIuKaMeHTO3Has Tepamnus Ipu
LleJIMakKuU HOCUT CUMIITOMaTUYeCcKuU xapaktep. OHa OpennosaraeT KOPPeKIUio HapylleHuu
KUIIIeYHON MUKPOQIIOPH], UCIIOJIb30BaHNe aHTUAMapeNHbIX, GepMEeHTHBIX IPenapaTos,
TIOJIMBUTAMUHOB, JIEKapPCTBEHHBIX CPELICTB, COOEePIKAIIUX KejIe30, MarHuu u Ap.. BoJbHBIM C
pedpakTepHOU Ienuakuell peKOMeHI0BaHbI TJTIOKOKOPTUKOUIHEIE TOPMOHEL. [laHHas Tepanus
OKa3bIBaeT 3HAUMTEIbHBIN KIMHUYECKNUN 3PDeKT, ynydiaeT MOPHOIOTUUECKYIO CTPYKTYPY
CIIU3UCTON 000JI0YKY TOHKOM KHMINKU. TaKKe IIPU TAKEIOM TeYeHUH 3ab0IeBaHus TPOBOOSAT
KOPPEKIINI0 BOOHO-3JIEKTPOJIMTHOTO, O€JTKOBOTO, JKUPOBOTO U yIriIeBOOHOTO o6MeHa. Ha
CEeTOOHSIITHUY eHb IIeJINaKus He MOANaETCs PaOguKaJIbHOMY H3JI€YeHUI0, TIPU BeIeHUN OOIbHBIX
HEeO0OXOONUMO CTPEMHUTLCS K MOCTUIKEHUIO ITOJTHON KIMHUKO-MOPGOIOTHYECKON PEeMUCCUU
3aboneBanus. OmeHkKa 3¢ GEeKTUBHOCTU ITPOBOAUMOM TePAIluK OCYIIeCTBIsIeTcs yepe3 6, 12 mec. oT
eé Hauarsa, gasee - 1 pa3 B rom. Kputepusmu 3G GeKTUBHOCTH JIEUEHUST SIBIISIOTCS: - CTaOUIN3aIus
KJIMHUYECKOM KapTUHHBI; - TOJIOKUTENbHAS IUHAMUKA TUCTOJIOTUYEeCKUX U3MEHEHUN B CIIU3UCTOMN
000/10YKe TOHKOU KHWIITKY; - OTPULIATEIbHLIE CEPOJIOTUYECKUE MapKepH Lenakuu. Heob6xogumo
OTMETUTD, UTO @HTUTEJA, ClieupUYHbIE IJId IeINaKuM, McYe3aloT B Xome jJeueHus yepes 3-12 mec.
Coxpansiomuecs 6ojiee YyKa3aHHOTO CPOKa aHTUTeJIa CBUNETENbCTBYIOT O HETOOPOCOBECTHOM
cobIroleHuY QUeTHl, HellpeIHaMePEeHHOM UCII0JIb30BaHUU ITPOAYKTOB, COAEePKalIuX CKPHITHIN
TII0TeH. B mocnmenHue TOObl 3HAYUTEJIFHO BEIPOC MHTEPEC K ITPo0sieMe LieTMakuu y B3POCIIbIX. Bo
MHOTOM 3TO MOXHO OOBSICHUTH JOCTATOYHO IIMPOKUM paclpoCcTpaHeHueM 3a00JIeBaHUs CPeOy JTUIL
cpemHeU M cTapIlleid BO3PACTHHIX I'PYIII, 3a9aCTYI0 MTO3THUM AUATrHOCTUPOBAHUEM IIeJTUAKUU Y
OaHHOTO KOHTHHTEHTa B CUJIy HEJOCTAaTOYHOM OCBENOMJIEHHOCTH O Hel Bpadell pa3TudHBIX



CIIeIMaJIbHOCTEH (TepamneBThl, XUPYPTH, Bpadyu 00IeH MPaKTUKHY, aKyIIIePE-THHEKOIOTH U Ap.),
KpalHel OrPaHUYEeHHOCTHIO JIe9YeOHBIX MEePOIPUSATUH (IueTa, CUMIITOMAaTHYeCKasd TepaIrius).
I[TpuHUMasi BO BHUMaHUE CYyIIIeCTBOBaHNE TeHETUYECKOU ITPeapacIooKeHHOCTH K IeTHaKuH,
IIPEOCTaBIISIETCS, YTO PacCIIupeHue IeuyeOHbIX BO3OeCTBUI BO3MOXKHO 3a CUYET MCIOJIb30BaHUSI
MEeTOOUK TeHHOU MHXKXEeHePUH.

B 0630pe 06CyKIalTCsl COBpEMEHHEBIE IPeiCTaBJIeHUs O IaToreHe3e leJIMakKuu U KilacCupukaums
Marsh. «3010TbIM CTaHAAPTOM» TUATHOCTUKHY ITeJIMAKUU SIBIISETCS OMOIICUIHOE UCCIemoBaHUe.
IrarHoCTU4YeCcKr 3HaYUMBIMH MOP(OIOTUYECKUMU KPUTEPUSIMU 1eJINaKUU SABJISIOTCS aTpodus
BOPCHUHOK CJIM3UCTOM O0OJIOYKM TOHKOU KUIITKY, THUIIEPIIIa3us KPUIIT YBeIUYeHNe Yucia
MEKIIMUTEeIUaTIbHEIX TUM@OIUTOB, TUMMO-TIa3MOIUTapHas HHPUIbTPALUsI COOCTBEHHOU
IJIaCTUHKY. B mimaHe euyenHust HauOosee aphekTUBHA CTPOrasi arIl0TeHOBAs qUeTa, 00CyXKIaeTCs
BO3MOZKHOCTh ITPUMEHEHHNS 3aMeCTUTENbHON PepMeHTHOM Tepanuu. KiodyeBrie cioBa: LieIuaKkus,
TJIIOTEH, aTPOoGusT CIAU3UCTON 000JI0YKKM TOHKOM KHUIITKH.

IHomomHUTENbHOE KOHCEePBATHUBHOE JIEYEeHUE U IIogOEeP2KaHKNe KKT (}KeJ'[y,E[O‘-IHO-KI/IH.Ie‘-IHOI"O TpaKTa)
IIpHU neJIMaKuu.

1. Outpat maraus (O4uIneHre KUIMIeYHWKa, YIydIllIeHe HEPBHOW TPOBOAUMOCTH, 00ecriedyeHune
TIOJTHOLIEHHOTO (PYHKIITMOHUPOBAHUS MBIIIII, CHSITHE CUMIITOMOB yCTalIOCTH, MOAAEePKaHNEe 3MOPOBbS
3y00B U KOCTEeH, CHUXKEeHMe TToKa3aTesiel caXapa B KPOBH, TIOBHIIIIEHNE UMMYHUTETA.

2. L-]"J’IYTaMI/IH (POCT KJIETKHW U TOIIJIMBO OJIsA I/IMMYHHOﬁ CHUCTEMEI - BOT [OJIdd 4ero HyXKeH JI-TTII0TaMUH
B 4€JIOBEYECKOM OPraHuUu3Me B II€PBYIO O4Yepenb InmognepxKnuBaeT KUIIeYHBIN MeTab0Iu3M 1
HOPMAaJIbHYIO (bYHK].[I/IIO 1 BOCCTaHaBJIMBAET IIOBPEXKIEHNE HaHECEHHOE FJIIOTeHOM).

3. Omera-3 pridu#t x&kup ([TPOTHBOBOCIATUTEIFHEIN HATYPaIbHBIM TPOOYKT).

4. Butamus K2 (9TO KUPOpPacTBOPUMOE BEIIECTBO, KpaliHe HEOOXOOMMOEe B ITPOIleccax
MeTabosm3Ma. BeICTymaeT Kak HCTOYHUK 9HEPTUM, POCTa, KaK aKTUBHBINM Yy4aCTHUK 00MEHHBIX
npoiieccoB. OUnIlleHHBLIN OT TpuMecei kz mpencrasisieT co00M KPUCTAJLINYECKUN TTOPOIIIOK
xKenToro 11Beta. Crtocob6CTByeT HOPpMaabHOU MTPOHUIIAEMOCTH KUIIEYHUKA).

5. Butamuu D3 (PerynupyeT ycBoeHUe Kalbliusi, MarHus u gocdopa, 4To HeOOXOOUMO OJIs
MMOAmePKaHus B HOPMaJIbHOM COCTOSIHUM KOCTHOM TKaHHU. YCKOPSEeT mpoliecc oOMeHa BeIecTs,
CII0COOCTBYET BCACHIBAHUIO B KUIIEYHUKE COETUHEHUN TUX XUMUYECKUX 3JIEMEHTOB) ANTEH
JIEKapCTBEHHHIN (AJITEeH UMeeT BhIPaKeHHBIN 00BoTakKuBatomui apperT. Cnusucras CTPyKTypa
9KCTPAaKTa Mene0HON KyIbTyPH IOMOTaeT MATKO U 0epekHO 00BOJIaKMBATh CIIM3UCTHIE TKAHMH,
3aluilas ux OT Pa3/InYHbBIX MTOBPEeXKAEHNUM. YMeHbIIaeT BOCIIaJleHue B MUIIEBAPUTEIbHOM TPaKTe U
cMmsrdaeT ero). 'opHas myka (JuaToMut) (9mo 20pHas nopoda ¢ 60abWuUM coOepicaHuem
opz2aHuyveckoz0 kpemHuss Ce200Hs ece Dosvllee Kosuuecmao awdell obpau,aem eHUMAHUe HA e20
PO/b 0151 COCMOsIHUSA 8010C, HO2mell, kocmell u cycmasos. AKTUBUPYET IIPOILECC MeTOKCUKAIIUU U
BBIBOJUT TOKCHUHBI U3 OpTaHU3Ma).

[NuieBo¥ palvoH:

- KBamreHHas KalrycTa QOMAIITHET 0 TPUTOTOBIEHUS UCKJIIOUUTEIbHO Ha s161m0uHoM yKcyce ([ms
HOpMaNu3alluu MUKPOGIIOPH KUIIIeYHNKA).

- Mscuou 6yneon (Yiyuinenue padboTsl 2KKT, monydyeHne MsICHOTO KOJJlaTeHa).
- KokocoBoe macso (MCTOYHUK Kalopui).

- 2Kupnas priba (McTouHUK Kanopuii, ¢pocdop).

- ABokafo (MCTOYHUK KaJIOpui).

- KoMmrioT u3 u3ioma u Kyparu.

- Um6upe (HopMmanu3aiusa anmeTuTa).



1.7. PEOPAKTEPHASA IIEJIMAKHA. CJIOKHBIM KJIIMHUYECKHUM CIIVYAU C
PA3BUTHUEM OTATOIIEHHOI'O AYTOUMMYHHOI'O 3ABOJIEBAHUAI.

BonbHas M. 55 neT, oiuTenbHO HAOTIOOaBIIEHCsS ¥ Bpadyel raCTPO3IHTEPOJIOTOB B MPOXOOUBIIIAST
JiedyeHue 10 3a60JIeBaHUIO TOHKOTO KuIieyHuKa «Llenuakusi». B 2018 rogy oTMeTnia CHUXKEHUE
MaccHL Tena, 601K B OKOJIOIIYIIOYHOM 00JIaCTH, U3KO0I'y, HapacTaHle aCTeHUYeCKOIro CUHAPOMa.
KomnnekcHo ob6cnenoBaHna: I[To gauusiMm MPT OFBIT ot 11.2018 roga: kapauo-byHOanbHas rphizka
IO, nuddy3Hble U3MEHEHUS TeYeHU U MOAXKEeTyq0UYHOM XKeJie3bl, Ieperud XKeadHOoTro My3hIps,
JIOKabHBIE PyOII0BO-aTpOdrUecKre U3MEHEHUS B ITapeHXUMe CPeITHEr0 CerMeHTa MPaBoi IMTOYKH 110
3aJHel ee MOBEPXHOCTH, KUCTA B ITIapeHXUMe HUKHET0 CeTMeHTa JIEBOU IIOYKH.

ITo manabeiM ®KC ot 06.2018: quBepTUKYJIe3 CUTMOBUOHOM KUIIKH, IIETJINCTas CUTMOBUOHASA KUIIIKA,
KOMOWHHUPOBAHHBIN T€MOPPOH.

Tepanus: aaTanunsl, MITIT mo Ha3HaYEeHWIO TaCTPOIHTEpoIora, 6e3 KINHuYecKoro adpdekra,
IIpoTrpeccupyolas moTepss MacChl Tea.

B aBrycte-cenTsiope 2019 roma. Y3U OFBII: nud.nu3MeHeHUS ITeUYeHN U MOOXKEITyTOYHO! XKele3kl,
nedopManus xKendHoro ny3sipsa. I C: HemocTaTOYHOCTh Kapauu, rpeizka [1O]I, KaTapalbHBIN
pediiokc-330haruT, aHTPaabHBIM TaCTPUT C 0UYaroBol aTpoduel, fyOOeHUT C HaluyueM
nuMbaHrroskTasuu, HP+. BomoponHbIl AbIXaTeIbHEIN TECT C J1aKTyJI030#: U30LITOUHEIN B
OakTepuaabHBIA POCT.

B cBsi3u ¢ nporpeccrupoBaHMEM acTeHUU Ha GOHe CHUIKAIOIIEro Beca OBIJIO BRIIIOJIHEHO
9HIOCKONHWYECKOe U MOP(OJIOTUYECKOe, UMMYHOJIOTUUYECKOE UCCIef0BaHue TOHKOTO KUIIIeUHNKA.
(AT x TKaHeBOM TpaHcrioTamMmuHase IgA 16.4, IgG 3.4, AT K fuaMUONPOBaHHBEIM IIETITUAAM
rnuaguHa (IgG, IgA)- momoxkuTt. Ot 09.2019 roma yctanoBneH auaruo3 «llemmakus Marsh III b».
[uBepTHKYyJIe3Has 00JIe3Hb TOJICTOM KUIIKKM 6e3 mpu3HakoB aguBepTukynuTta. CUBP. I'OPE B
SHOOCKONUYeCKU HeraTuBHoU cTaguu. ['TIO[l. XporUudecKuy racTpuT, accouuuposanusii ¢ HP,
cTuxarolee o6ocTpeHre. XpOHUYECKUM reraTUT HEYyTOYHEHHOM STUOJIOTUH.

Ha ¢done neuenus ArmiOTeHOBON AUeTH HaOIOOaMUCh He3HAYUTENbHEIE YIIYUIIIEeHUS B 00111eM
CaMOYyBCTBUHU U COCTOSTHUU. Bec mpomoikan cuuxKaTtbes. K nedyenuio 6uu1u foOaBIeHEB
TIIIOKOKOPTUKOCTEepOudsl «IIpenmrHu3anon». IPpGheKT TeUueHUus He Oajl II0JI0KUTENbHON KIUHUYEeCKON
KapTuHbl. B Havane 2020 roga Obljia BEIIIOTHEHA ITIOBTOPHAS OMOIICHUS TOHKOTO KHUIITeYHHuKa. 1o
OaHHBIM pe3ybTaTa S5HOocKonuu: PedbpaktepHas nenuakusa. Ctagus Marsh 111 c.

B ampene 2020 neperecna Kosun (KT-1) Ha ¢hoHe 6pOHX acTMBI. [10JTHOCTHIO IPOTMIAJIO OIMYIIeHNe
3araxa M BKyCa, BOSHUKJIY ITapeCTe3un B TYJIOBUILE ¥ KOHEUYHOCTAX. B utone 2020 roga
00JIe3HEeHHbIE CHUHIOIIHBIE Y3JI0BBIE BBICHIIIAHMS B 00JIAaCTH CTOII M CEePEeIUHLI IOJIEHeH 10 THITY
"HOCKOB". YCTaHOBJIEH IMarHO3 y3JI0BOM apuTeMbl. HauaTa Tepanus KOpTUKOCTepoumaMu (ceidac
15Mmr/cyT). TakKe B 9TOM Mecslie CIIOHTaHHBIN pa3phlB CETYATKM JIEBOTO Tjia3a. Jlazeporepanus. B
centsabpe 2020 - apo3us porosutisl, kKepatut. C cepenunbl ceHTa0ps 2020 roga oTMeydarsna
MIOTPsICEIBaHUE JIEBOU HOTHU IIPU 3aKUIBIBAHUU HOT'a Ha HOTy. OCMOTpeHa BpadaMyu, IHe OTMedaeTCs
Ha/JIW4yue 3aJITT0BOM CTEepeOoTUnHOM akTuBHOCTHY (3CA) B MEIIIIIax JIeBOro 6efipa, mepenHel U 3agHen
rpynne. [Tapametpsl IIIE He nuaMmeHeHsl. Ctumynanuontas DHMI gucTtanbHBIX HEPBOB HUKHUX
KOHEYHOCTeN He U3MeHeHa. B3saTa KpoBb Ha anTtutena Kk LG11, CASPR2, GAD67. GAD65. Ha3HaueHn
KJIOHO3€eIlaM B [j03e 1MI/CyT, KOTOPBIM CHU3WUJI MHTEHCUBHOCTh APOXKaHUs. B mpoliecce nedyeHus
Xopwba cTazia MeHee YBEPEHHOU, mallieHTKa HeYCTONYNBa C TEeHOEHIINEeH K MafeHu0. [10 maHHBIM
oOGcnemoBanwusi: moBhIeHne IgG, ramma-rio6ynuaoB, aLKMi 33,4 (mopma mo 20), ASMA 1/40 (Hopma
1/10), MPO, PR3, GBM -otpull. KoHCynbTHpPOBaHa renaTojIOTOM, Ha OCHOBAaHUU yKa3aHHBIX JaHHBIX
3amo0m03PeH OUarHO3 ayTOMMMYHHEIN TellaTUT, TPeOyIomni BepuduKaIuu (B TOM Yuciae OMOICUHN
nedeHu). [lnara03 UCKIIIOYEH TUCTOJIOTUYEeCKH npu rocnutanuldanuu 07.2020 r.

09.2020 roga oTMeTuIa CyxXOCTh BO PTY U I'jla3ax, TPeMOP HUXKHUX KOHEeYHOCTel. [laHHUKyIUT:
Me3eHTepaabHbIU [laHHUKYIUT, BEPOSATHO y3Ji0BaTasa apureMa, cT 3. CoctosstHue nocie COVID-19.
Henb3s uCcKIOYUTL CUHAPOM JledrpeHa. HazHaueHO: MEeTUIIPE, TPEOHNU30I0H, IIJITaKBEHUI, BUT E
aKTOBETHH , KypaHTul. Lleecoo6pa3Ho IIpoBefieHre OMOIICUYM MaJIOM CITIOHHOM JKeJie3bl IJIs
HUCKII0YeHus c-Ma lllerpeHa u UMMYHOTHCTOXUMHUYECKOTO UCCIeq0OBaHMs Ha HaIu4due
MOHOKJIOHAJTbHOM CEeKpEeInu.



CHHOPOM «CyXOTO0 Tlla3a» TIXKeJoN CTelleH!U Ha (OoHEe ayTOMMMYHHOTO ITIOpaKeHnsI: HUTYaThIN
KepaTuT: KallyIu JeKcaMeTa30H, IIUKJIOCIIOPHH, HaTypaJibHas cjie3a", yCTaHOBIEHBI OKKITIOIEPEI
CJIe3HBIX KQHAJIOB C IIOJIOKUTEJIbHBIM KIUHUYECKUM 3G deKTOM. [IByXCTOPOHHUN TUPaMUTHBIN
cunppoM. B mekabpe 2020T HEOTHOKPATHO PAa3BUBAJIUCH CYAOPOIKHBIE MPUCTYIIHI, BEICTABIEH
OUarHo3 CUMIITOMaTUYecKas sanuserncus. Tak ke B aHaMHe3e OpoHXUaJIbHAsT aCTMa
(ropmMoH3aBHUCHUMas CO CJIOB POOCTBEHHUKOB IT0 TpeboBaHMI0) COCTOSTHUE TTAIlMeHTKU Ha
MIPOTSXKEeHUe BpeMeHU yxyauianock. B suBape 2021 roma Oblyia mocTaBjieHa B OOJILHUITY HAa CKOPOM.
OcHoBHOM auarHo3: 163.5 MieMuyeckuil MHCYJILT B 6acceliHe JIeBOM cpegHeN MO3T0BOM apTepuu
ot 03.01.2020r, HeyTOYHEHHBIY ITaTOTeHeTuYeCKul BapuaHT QoH: ApTepuanbHasa TUIepTeH3usa 3
creneny, III ct, puck CCO4. ConyTcTBylomuii: bporxuansHasa actMa. CuMIToMaTrudecKas
smusencus. [ITuBepTUKyIsipHas 00JIe3Hb TOJICTOM KUIKYM 6e3 mpobomenust u abciecca. Llenmakus,
Marsh III ¢ (1o maEHEIM Mopdomorudeckoro ucciaemoBanus ot 07.2020r.). MuTpaabgoMuHanpHasI 1
nepudeprdeckas muMmdbaneHonatus. JuBepTUKYIIPHAA 601€3Hb TOJICTOM KUIIKK 0€e3 IPHU3HAKOB
OUBEPTHUKYINTa. Me3eHTepraabHbN TaHHUKYIIUT. Cyxoi cCuHOPOM. I'prizka Oejioi JIMHUY KUBOTA.
BeposaTHo, y3moBasa aputeMa, CT. 3. HutyaThll KepaTuT. bpoHXuanbHasa acTMa, S9HOOTE€HHO-
9K30TeHHas hopMa, JIETKOHN CTENeHU NePCUCTUPYIOIasi, BHe 000CTpeHMs. Pa3phiB CETYATKYU OT
06.2020 (kypc ma3epHoy Tepamnuu). [MIEepKUHETUYECKUN CUHAPOM C IOpakeHueM HUKHUX
KOHEYHOCTeH. [IByXCTOPOHHUY NUPaMUIHBIN CUHAPOM.

B dHBape 3T0Oro0 XK€ Mecsila nanreHTKa CKOH4Yanach. [locMepTHBIM OCHOBHOU OuarHos: 167.8
JleiikosH1ledanonatus Ha GoHe HEyTOUHEHHOI'0 CUCTEMHOI'0 ayTONMMYHHOT0 3a00/1eBaHus.
CuMnOToMaTHYecKasi SIUJIEIICHSI. FI/IHepKI/IHeTI/I‘-IeCKI/Iﬁ CHUHOPOM C IIOpaXKeHHueM HUZKHUX
KOHEYHOCTeH. [IByXCTOPOHHUY NUpaMUuIHBIN cuHApoM. 2. Llenmakus, Marsh III ¢ (mo maHHBIM
Mopdonorudeckoro uccinemoBanusg oT 07.2020r.). C-m [llerpena . Cuanpom JleprpeHa.
Me3eHTepUuaabHBIN TAHHUKYJIJINT. Y3/10Bas apuTeMa, CcT. 3. ConyTCTBYIOIIMMI: ApTepuanbHas
runepten3us 3 creneny, III ct, puck CCO4. ITonucunycut . Cyxou cuHOpoM. HuTuaTEI KEpaTuT.
YcTaHOBKa OKKIIIOOEPHI CIIe3HBIX KaHasioB oT 20191 MHTpaabmoMuHanbHasa U mepudepudeckKas
muludamenonatus. JuBepTUKYIAPHAas 60JIe3Hb TOJICTOU KUIIKYM 6e3 mpobomgeHus u abcuecca.
I'prika 6esioi MuHUY KUBOTa. BpoHXManbHAsd acTMa, SHIOTEHHO-3K30TeHHasA HopMa, JIETKOHN
CTelleHU MepCucTupyiomas, BHe oboctpenusi. Pa3pwiB cetyaTtku oT 06.2020 (Kypc 1a3epHOMU
Tepanuu). OCIOXKHEHUA: OCTPas OblXaTellbHasg HeJOCTaTOYHOCTh. DyIbMUHAHTHAS THEBMOHUS.
OCTpBIY peaKTUBHBIN CEeNITUYECKUH ITTOK Ha poHe uMMyHocyInpeccuu. OTeK roJIOBHOTO MO3Ta.
PearumMalnuoHHble MEPOIIPUSITUSA.

I[TpoBomuMoe nieyeHue: MukodeHonata mobetusn 500 Mr x 2 pasa B geHb , Kenmpa 500 mMr X2 pa3sa B
meHb, ome3 20 Mr X 2 pasa B feHb, Mmeturipen 1000 Mr B\B KanmenbHO Ha (pus.pacTtBope 35,
sHoKcunapuH 0,4 Mr X 1 pa3 B meHb IT\K , TJIa3HbIe KaIlJId : MakKCuaeKC 1 K X 2 pa3a B [IeHb, CUCTEUH
mo 1 kX 2 pa3a B ieHb, pecTa3uc no 1 Kx 2 pa3a B OeHb.

[laHHOE KIMHUYECKOe HabIIoeHne 0eMOHCTPUPYET IeTHaKUIo, JIUTEILHO TPOTEeKaBIIYI0 CKPBITO U
MaHU(ECTUPOBABIIIYIO C PAa3BUTUEM KIMHNYECKUX CUMIITOMOB B 3PEJIOM BO3pacTe U AaBIllee Hadayio
Pa3BUTHUIO CEPHLE3HOI0 ayTOMMMYHHOT'0 3a00IeBaHMsI, TOPA3UBIIET0 MHOTHE OPTaHbl B OPTaHU3ME.
Llenmecoo6pa3Ho y4ecTh, UYTO LeIuaKIus SIBaseTcs 3aboleBaHreM 3110KaYeCTBEHHOTO
AyTOUMMYHHOTO ITPOUCXO0KIEeHUsI. B COBpeMeHHOM OUAarHOCTUKE U JIEYEHUU CTOUT OOJIbIIE YOEIsITh
BHUMAaHUE OOJIFHBEIM C IIO3OHUMHU CTAOUSIMU 3a00JIeBaHUA, YTOOB M30e3KaTh TSIXKEJIbIX OCJIOKHEeHUH’
OaHHOTO 3a00JIeBaHUS.
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