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3nauenus nokaszatens PB B 1-ii rpynne — Me 447,7 [393,5; 513,9] mc, Bo 2-# rpynme —
Me 505,5 [434,1; 563,5] mc. Cpennee Bpems PB 2-it rpymiibsl geTeit JOCTOBEpHO OOJbINE Ha
57,8 mc, uem gereit 1-it rpynmsl (U=595, p=0,02), yTo yKka3bIBaeT Ha CHM>KEHUE MTOJBUKHO-
CTH HEPBHBIX IIPOLIECCOB IE€TEU 2 TPYMIIBI.

Buoieoon

I'ereporponus y neredt 2-ii rpymIibl JOCTOBEPHO NPUBOAUT K YBEJIWYEHUIO BPEMEHU
PP u PB na 80,8 u 57,8 mc coorBerctBeHHO (p<0,05) B cpaBHEHUHU C TPYIIION AETEH C OPTO-
dopueii, yTo yKa3bpIBaeT Ha CHIDKCHHE MOJIBUKHOCTH HEPBHBIX MPOIIECCOB U MpeodiaiaHue
TOPMO3HBIX IIPOLIECCOB B LICHTPAJILHON HEPBHOM CUCTEME.

Bpemst cCeHCOMOTOPHBIX peakLuii SBISIETCS OJHUM U3 Hanbosee MPOCTHIX, JOCTYITHBIX
U B TO K€ BpeMs JOCTATOYHO TOYHBIX HEUPO(DU3NOIOTHUECKHUX MOKa3aTeNIeH, OTPAKAIOIINX
JIMHAMHUKY CKOPOCTH HEPBHBIX IIPOLIECCOB U MX MEPEKIIIOUEHUsI, MOTOPHYIO KOOPAMHALIUIO
U aKTUBHOCTb HEPBHOM cucTeMbl. HeliponrnHamMudeckue 1mokasarejid CEeHCOMOTOPHOIO pea-
TMPOBaHUS ABJISIOTCS 00bEKTUBHBIMU KpuTepusiMu Tekyuiero @C HepBHOM cHCTEMBbI 1eTei
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noaxoAabl K AIMATHOCTHUKE U JIEYEHUIO CUHIAPOMA ®UIITEPA-DBAHCA

Beeoenue

Cunnpom ®umepa — OBanca (CDPD) npeacTaBiseT cOOON COYeTaHUE ayTOMMMYHHOMN
remonutnyeckoid anemun (AUI'A) u ummynHoit tpomOonuronenuu (MTII), koropeie moryT
pa3BUBATHCS OAHOBPEMEHHO WJIM MOCIEI0BAaTENbHO, HHOTJIA COUETAIOTCA C UMMYHHOU HeEil-
Tponenueil. COI BeTpedaercs peako, OAHAKO MOXKET pa3BUTHCS B J1t000M Bo3pacte. Yacrora
€ro BCTPEYaeMOCTH y B3pOCIbIX U AETEN JI0 CUX MOp IOCTOBEPHO HE ycTaHoBieHa. [1o naH-
HbIM tuTeparypbl, COD quarnoctupyercs ¢ yactotoi 5—10 % cpenu B3poCibIX MalUEHTOB €
AWT'A u 2-5 % — cpenu naruentos ¢ UTII [1, 2].

Knaccudukanus COD BritoyaeT nepBUYHBINA (MaUONAaTHYECKUiT) 1 BTOpHuHbIi CDD,
KOTOPBIN pa3BuBaeTcs Ha (hoHE Npyrux 3adosneBanuil (nHpeKuM, TuMponponudepaTuBHbIE
3a0oseBaHusl, ayTOUMMYHHBIE 3a00JI€BaHUS, MMMYHONE(MUIIUTHBIE COCTOSHHS, 3JI0Kade-
CTBEHHbIE HOBOOOpa3oBaHus). bonee 70 % maumentoB aerckoro Bozpacta ¢ COD umeror
MpeApacToNararouii UMMYHHBIH TeeKT, X0Ts JaHHas nudpa MOXKET ObITh U 3aHMKCHHOM
C YYETOM peaslbHbIX BO3MOXKHOCTEN reHeThuueckod nuarHoctuku [3]. MccaenoBanue ITP-
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NET nokazaino, yto coueranue AUI'A ¢ UTII Gpuio Gonee pacnpoctpaneHHbim, yem WUTII
w AUTA ¢ neitrponenueii (p<0,001), ay 25 % nanueHTOB UMENIUCH COMYTCTBYIOIIHE 3200-
JeBaHusl, BKIIoYas uMdonponudepaTuBHble, ayTOMMMYHHBIE 3a00JI€BaHUs WK IEPBUYHBIE
uMMyHoAepUIUTHI [4]. CDD H0BOIBHO YaCTO MOXKET AEOIOTHPOBATH C U30JIMPOBAHHOMN [IUTO-
MeHUH, 4To oT™MeuaeTcs B 54 %—72,5 % ciyqaes [3, 5]. [Ipu 3TOM JJITHTETBHOCTD TPOMEKYTKA
JI0 Pa3BUTHUS BTOPOM IIUTONEHUH B CpeHEM cocTaBisieT 2 rofa [3, 5]. Teuenue 3aboseBanus,
KaK MMpaBUjIo, XpPOHUYECKOE, CKIIOHHOE K 00Jiee TSKEIOMY TEUEHHUIO 110 CPAaBHEHHUIO C U30JIH-
POBAHHBIMH ayTOUMMYHHBIMU IuToneHUsIME [6]. [l nuarnoctuku CDD tpedyercs mpose-
CTH psiJl OOILEKIMHUYECKUX JTAOOPATOPHBIX U MHCTPYMEHTAJIbHBIX MCCIEI0BAaHUI, a TaKkKe
MOJIEKYJISIPHO-TEHETUYECKUX TECTOB [2, 7].

K ceronnsmHemMy AHIO €MHOTO MOAXOAA K Tepanuu nauueHToB ¢ COD, kak B3pOCIIbIX,
TaK U JeTeH, He CYLIeCTByeT. bOMbIIMHCTBO MyOMUKaIMiA BKIIOYAIOT COOOIICHHUS O CIyYasix,
HO OYEHb MaJIO0 KPYIHBIX PETPOCIEKTUBHBIX MCCIEA0BAaHUM, a paHAOMU3UPOBAHHbIE HUCCIIE-
JIOBaHUs1 BOBCe OTCYTCTBYIOT [1, 7]. TakTuka Benenus nanueHtoB ¢ CDD panee cBonuIach
K MOAX0JaM, UCIoJib3yeMbIiM Tipu u3onupoBaHHbIX UTIT w/mmm AVTA, HO HaKOIIEHHBIN
B KPYIIHBIX LIEHTPAX OIBIT BEJEHUS TAKUX MALMEHTOB MO3BOJIWI IIPEIIOKUTH HOBBIE aJIro-
PUTMBI JiedyeHusl. B yacTHOCTH, BBIJEIEHBI ITpenaparsl NEPBOM M BTOPOW JIMHUMW, ITPU ITOM
1eJb Tepanuu nepBoit muHun (rmoxokoptukoctepou sl (I'KC), BHYTpUBEHHBIN IMMYHOIJIO-
OyJMH) — AOCTHXKEHHE OBICTPOrO KOHTPOJIS HaJ LUTOINEHUEH, MpeIoTBpalleHUe Pa3BUTHS
KU3HEYTPOXKAIOLINX KPOBOTECUECHUIH M aHEMHH, a Tepanus BTOPOM JTMHUH (pUTyKcuMaO, 1u-
KJIOCTIOPUH A, BUHKPUCTUH, MUKO(QeHOIaTa ModeTni u Jip.) TpedyeTcsl malueHTam ¢ pe3u-
CTEHTHOCTBIO K TE€pANuy NepBoM JIMHUN [8].

[To uToram onpoca MexayHapOAHbBIX SKcepTOB B 2024 1. Oblu cPOpMyYIHPOBAHBI KOH-
CEHCYC- PEKOMEHAALNU 110 AMAarHocTuke u jiedueHnto COD y B3pocnsix [7]. B xauecTse Te-
panuu nepBoi JIMHUU MPEIaraloTcs MOBBIIIEHHBIE 103bI IPEITHU30JI0HA (C BHYTPUBEHHBIMU
MMMYHOIJIOOYIMHAMHU UM 6€3 HHUX) C PA3IMYHON MPOJOKUTENBHOCTBIO JICUEHHs U MoCTe-
MIEHHBIM CHU)KEHHEM J103bl. PUTykcumal B kKauecTBe Teparuu NepBOi JIMHUU PEKOMEHYeTCs
npu ANUI'A Xo1070BOr0 THINA U B Ka4eCTBE Tepanuu Bropoil auHuu npu AUIA ¢ TemnoBsl-
MU arnilOTUHUHAMU U Y MAlMEHTOB ¢ MMMYHHON TPOMOOLIMTONIEHUEH M aHTHU(POCHOTUIHI-
HBIMU aHTUTENAMH, TIPEAbITYIIUMI TPOMOOTUYECKUMH COOBITUSIMU UM COITYTCTBYIOIIUMHU
mumbonponudepatuBHbIMU 3a00aeBaHusIMU. DocTaMaTHHUO HAa3HAYaeTCsa B KaueCTBE Tepa-
IIMU TPEThEN WM JaJbHEUILEH JIMHUN U IPEUIOKEH B KAU€CTBE T€paMK BTOPOMl INHUU AJIs
MAIUEHTOB C MPEAbIIYIIUMU TPOMOOTHUECKUMHU COObITUSIMU. MIMMyHOzETIpECCaHThl ObLIN
IIEPEMEILEHBI B TEPANNIO TPETHEN MU NajbHENIIEH TMHUN. DKCIIEPTHI IIPEJlaratoT UCII0JIb-
30BaTh PEKOMOMHAHTHBIN 3puUTponodTUH npu AVI'A B ciiydae HEIOCTaTOUHOTO KOJIMYECTBA
PETUKYJIOLHUTOB, UCIOIb30BATh UHIMOUTOP KOMIUIEMEHTA CYTUMIINMA0 MpU PEeLUAUBUPYIO-
et xononoBoir AUT'A u komOuHanuio putykcumada u 6ennamyctuna npu CDOD, Bropuy-
HOM I10 OTHOUICHHUIO K JTUMponpoaudepaTuBHbIM paccTpoiictBaM. Hakoner, Oblin 1aHbI pe-
KOMEHJAINK TI0 MOAJEPKUBAIOLIEH Tepanuu, TpaHc(py3un TPOMOOLIUTOB WIIH 3PUTPOLIUTOB,
a Takke MPO(UIAKTUKE TPOMOOTHUECKUX OCIOKHEHHUH 1 OakTepruaibHbIX HHPEKIHid [7].

B 10 xe Bpems, mog00HbIE KOHCEHCYC-PEKOMEHAAINN ISl TTallUEHTOB JIE€TCKOTO BO3-
pacTa OTCYTCTBYIOT, a 4acTb JIEKAPCTBEHHBIX IIpENapaToB B benapycu He 3aperucTpupoBaHbI.

Iens
[TpomeMoHCTpUpPOBaTh TOAXOABI K AUATHOCTHKE W JieueHHWIo cuHapoma Dwumiepa —
DBaHca 10 JUTEPATYPHBIM JAHHBIM U Ha IPUMEPE KIMHUUYECKOTO CiIyyvasl.
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Mamepuan u memoowvt uccnedosanusn

[Ipoanann3upoBaHbl MOJIHOTEKCTOBBIE KypHaJIbHbIE CTAThH 110 TEME Ha PYCCKOM M aH-
IJIMHCKOM si3bIKaxX M3 Poccuiickolt anekTpoHHOM MeauiinHckoi oubmuoreku Elibrary.ru m Ha-
nroHaIbHOU MeauimHcKoi onbmroreku CIIIA https://pubmed.ncbi.nlm.nih.gov. [IpuBenens
JTaHHbIE U3 MEAUIIMHCKOM TOKYMEHTAuu aMOyIaTOpHOTO U CTallMOHAPHOTO 3Tara MNalueHTa
¢ CDD, HaxoAMBIIETOCS C JETCKOrO BO3pacTa Ha JUCHAHCEPHOM y4YeTe B TOCY/IapCTBEHHOM
yupexaenuu «PecrmyOnukaHcKuil HayqYHO-IPAKTUYECKUN LICHTP paAualliOHHON METUITUHBI U
skosioruu yenoseka (I'Y «PHIILL PMul3Yy»).

Pezynomamul u ux oocyncoenue

[Manment C. 2003 rona poxaenus B 2014 roxy, B 11-1eTHem Bo3pacte, 0o0cienoBaH
10 TIOBOY JTUM(aIeHONIATHH, IO TaHHBIM MAaTOTUCTOJIOTUIECKOTO MCCIEe0BAaHUS TUM(DOY3-
Jla TUarHo3 JuMQorpaHyieMaro3a HCKIIOUeH, BBISBICHA HecTienupuaeckas (HoUTHKYIsIpHas
TUNepIuIa3usl.

AHnamHe3 xu3HU. Poc, pa3BuBacs 1o Bo3pacty, UMeeT HeOOJIbIIIOE OTCTaBaHUE B POCTE
OT CBEpPCTHUKOB. He MpuBUT MO MeAMIIMHCKUM INOKa3aHUusM. [lepeHeceHHble 3a00aeBaHUs:
OPU, BOb-un¢exkuus, ruoitusiii cunycut (2014). C 2006 rozna crpagaer caxapHbIM Juade-
TOM, TUIl 1, MOJlydyaeT MHCYJIMHOTEpaIuio. AJuleproaHaMHe3: JIEKAPCTBEHHAsl ajlyieprusi Ha
neHuIIIMH. HacinencTBeHHOCTh HE OTATOLIeHA.

B 2015 rony ycraHoBIIeH JUarHo3 UMMYHHON FéMOJIMTUYECKOW aHEMUH TSAKEIOH cTe-
[IEHU B COYETAHUH C JIEKOMIIEHCALlMEN caxapHOro Juadera U OCTPhIM JIByCTOPOHHUM BEpX-
HEUYENIOCTHBIM CHHYCUTOM (3puTpouuThl: 2,15%1012/1, remornobun: 67 r/1, TpOMOOIIMTHI:
212x109/m, nefikouutsr: 6,1x109/11), B OnoxumMuveckom aHainmu3e KpoBu: C-peakTUBHBIN Oe-
nok: 14,09 mr/m, JIAT: 312 Exa/n, rantornoousn: 0,361 r/in. Jleunncs B I'Y «PHIIL] PMu>Yy,
koHcynasTrpoBad B PHIILL IOI'ull. ITonyyan 3aMecTUTENbHYIO TEPAITUIO OTMBITBIMU DPUTPO-
[IUTaMH, HA3HAYE€HBI BHYTPUBEHHBI HMMYHOTIIOOYJIMH U TIPEAHU30JIOH, J103bI KOTOPOTO CHU-
XKanuch B mocnenytomue 3 mecsina. B 2017 roxy npoun3zoiien HOBbIN 31HU30]] FTeMOJIUTHYECKOM
aHEMMH, KOTOPBIM CHOBa ObLI YCIEUIHO KyIHPOBaH MPEIHU30JI0HOM B TE€UEHUE 3 MECSLEB.
B 2016 rony mocne nerkoro majieHusi pa3BWINCh NATOJIOTHYECKHUE TIEPEIOMBI TIITOYHBIX KO-
crei. Hannune ocreonoposa noarsepskaeHo B 2018 roxy.

B suBape—(despane 2018 roga nuarHocTupoBaHa BHETOCHUTAIBHASI BYCTOPOHHSS
THEeBMOHMSI HEYyTOYHEHHOM STHOJIOTHH, 3aT€M BHOBH BBISBJICHA JHM(paaeHonarus, mpu Ko-
TOpPOM peruMKanusi HUTOMErajioBUpyca U BUpyca OniuTeiiHa — bapp moarBepskaeHa BbIsB-
nenueM JIHK stux BupycoB B citone ¢ nomoisto [ILP. BeisiBinena tpombouuronenus (10
4x109/m), momyyas ieueHre BHYTPHUBEHHBIM HMMYHOITIOOYTMHOM C YMEPEHHBIM OTBETOM H
MOCJIEAYIOIMM Ha3HAYEHUEM INpeIHNU30I0Ha. [Ipy nonbITke CHUKEHUS 103bI IPEAHU30I0HA
nocie AoCTIkKeHus (P dexra UMMyHHasE TPOMOOIMTOIICHUSI BHOBb PELIUINBAPOBAIIA, TAKKE
CHHM3HJICS ypOoBeHb reMornnoonna 10 117 r/n. B 2018 roxy B PHIIL IOT'ul ycTanosnen nua-
rao3 «Ilepsuunbiii ummyHonepuuut? Cunapom dumepa — IBanca. Xponuueckass BOb-un-
dbexiusy, moaydal Tepanuio MPEeIHU30JI0HOM B 103€¢ | MI/KT Macchl Tejla ¥ BHYTPUBEHHBIM
uMMyHOTII00yTHOM. B mrone 2018 roma oOciieioBaH B yHUBEPCUTETCKON KIIMHUKE T. Dpaii-
Ooypr (I'epmanwmsi), re yCTaHOBIIEH IUArHo3 «AyTOMMMYHHBIN JuMQonpoaudepaTuBHbIHN
CHHJPOM, CUCTEMHBI OCTEOIOPO3», PEKOMEHIOBAHO JICUCHHE MHUKO(EHOIaTa MOPETHIOM,
BHYTPUBEHHBIM UMMYHOIIIOOYJIMHOM | pa3 B Mecsill, Tepalusi CAICTEMHOI'O OCTEONopo3a. Bri-
apneHa myrtauus rena STAT3 ¢.779T>C (p.LEU260Pro) ¢ HesICHBIM KJIMHUYECKUM 3HaYEHU-
em. Koncynsruposan B PHIIL 10T'ul, roe chopmymupoBan auarHo3 «llepBuuHbId HMMY-
HOACHUIUT: AyTOMMMYHHBIN JTUMQOoIponndepaTUBHBINA CHHIPOM, CHCTEMHBIH 0CTEOIIOPO3,
cebopeitnbiii repMaruT». C TOro BpeMEHHU TOIyYaeT TEeParuio0 MUKO(pEHoIaTa MOQETHIOM,
[EPUONYECKHU BHYTPUBEHHBIM UMMYHOIJIOOYJIMHOM, JIEYEHNE CUCTEMHOI'O OCTE0NOPO3a.
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TakuM o0Opa3zom, KIMHUYECKUH Clydaidl TEeMOHCTPUPYIOT TOCIEIOBATEIIBHOE TOSIBIIC-
nue AUT'A, a 3arem UTII B nerckom Bo3pacte. ComyTcTByromue 3a0071€BaHUs TO3BOJISIITN
IIPEIIIOJI0XKUTh, & BIIOCIEICTBUU U TOCTOBEPHO MOATBEPAUTH HAJINYHUE IIEPBUYHOIO UMMY-
Hopeuuuta. Tepanus nepoii muuuu (I'KC, BBUI') He npuHecna »*enaemMoro pe3ynprara,
1 ObUI HAa3HAUEH Mpernapar BTOPOH JIMHUU — MUKO(eHoaTa MO(eTniI, KOTOPbIH HHTHOUPYeT
MHO3MHMOHO(OC(ATACTHIPOreHa3y, MPEMATCTBYs Mpoiudeparuy JTUMEGOIHUTOB, U MPUMe-
HSIETCS B KauecTBe NMPOQMIAKTUKU OTTOPXKEHUs TpaHcmiiaHTara. Ero addextuBHOCTh npu
AUT'A u CO3 B cpeanem oxoio 62 % [8]. Tem He MeHee, JaHHbBIE MALIUEHTHI TPEOYIOT MEIU-
LIUHCKOTO HaOMIOACHUS U MOJIEP>KUBAIOIIECH Teparuu.

Buieoowt

®OC B KIMHUYECKOH MPAKTUKE NEANaTpa U AETCKOTO OHKOJIOra-reMaTosiora siBisieTcs
PEIKUM, HO TMarHOCTUYECKHU CIIOXKHBIM COCTOSIHUEM, C KOTOPBIM OOJIBIIMHCTBO CIIELUAIIU-
CTOB MaJjIO 3HaKOMBI. [IpuBeNCHHBIN KIMHUYECKUN CIy4aldl IEMOHCTPUPYET MOCIEA0BATEb-
Hoe nosisnenue AUT'A, a 3arem UTII, noaTBep:kaeHne HaIW4Yusi IEPBUYHOTO MUMMYHOJIE-
(UIUTHOTO COCTOSIHMSI U CIIO)KHOCTHU B JICUEHUU JAHHOM MATOJIOTUH, C MOCIIEI0BATEIbHBIM
KCIOJB30BaHUEM MpenaparoB NEPBOM U BTOPOU JTMHHIMA.
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Boponkoob6pasnas nedopmanus rpyanoit kinetku (BAI'K) — ato Bpoxkaennas nedop-
Malys IpyIHOW KJIETKM HEU3BECTHOM STHOJOIMHU, NMPH KOTOPOH MPOMCXOTUT aHOMAJIBHOE
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