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BBEJAEHHUE

AKTyaHLHOCTL TEMBI HCCJICA0OBAHUA

Aprepuutr Takasicy (AT) — CHUCTeMHBIM BaCKyJIUT, XapaKTepU3YIOLIUNUCS
rpaHyJIeMaTO3HbIM BOCHAJIEHWEM aopThl M €€ OCHOBHBIX BETBEH M OOBIYHO
pasBuBaroImiics y xeHimuH Moyioke 50 mer [34]. XpoHmueckuii BOCHAIUTEIbHBIN
nporiecc npu AT TPUBOIUT K YTOJIICHUIO CTEHKH, CTEHO3Y, aHEBPU3ME COCYJIOB, B
OTCYTCTBHE CBOCBPEMCHHOI'O JICUCHHsS — K OKKIto3um aptepuit [129]. Knunuueckue
MpOSIBJICHUs 3a00J€BaHUsI pa3HOOOPA3HbI U 3aBUCAT OT THUIMA U CTEIIEHH MOPAKEHHBIX
cocynoB [124]. OcHOBHasi MpUYKMHA JIETATHLHOTO UCXOJa U yTPAThl TPYIOCIIOCOOHOCTH
nareHToB ¢ AT — cepaeuno-cocyauctoie coobitust (CCC) [130]. JlaGoparopHbie
npu3HaKu 3a00JeBaHUs Hecreun(UIHbI, B TO K€ BPeMsl MHCTPYMEHTAIbHBIE METOJbI
obocrnenoBanus  (MarHUTHO-pe3oHaHCHass  anrworpadus  (MPA),  mo3uTpoHHO-
smuccuoHHass  tomorpadus ¢ 18F-propaesokcurmrokozori  (IIOT ¢ 18F-O/),
KoMIbploTepHast Tomorpaduueckas anruorpapus (KTA) wmm  yneTpasBykoBas
nommieporpadus (Y3/1I')) nmo3onsror npoBectd audHepeHInaIbHY0 TUAarHOCTUKY U
OIPEICIIUTh CTETIEHb MOPAXKCHUS OT/ICIIBHBIX COCYI0B [36].

Tepanusi mepBoil JAMHUM OOBIYHO BKIIIOYAET B CeO0S TIIOKOKOPTHKOCTEPOUIBI
(I'KC), HO mpuMepHO y 1oI0BHHBI Beex nanueHToB ¢ AT Habmonatores pedpakTepHbIit
BapHaHT 3a00JIEBaHUs, B CBSI3U C YEM TSI JOCTHUKEHHSI PEMUCCHH MOXKET OTPeOOBaThCS
nobasyieHue 0a3UCHBIX MPOTHBOBOCTIATUTEIbHBIX MpenaparoB (BIIBIT) [224, 153].

B HeCKOJIbKHX HCCIEIOBAHHMAX COOOmMaIoch 00 d3(PGEKTHUBHOCTH TI'€HHO-
uHXeHepHbIX Ouosornueckux npemnapatoB (I'MbBII), takux kak wuHruoutopsr ®HO-o
(m®PHO-a) — nepronuzymad, nHGIMKCHUMA0, agaaiuMyma0, STaHEPIIENT, TOIUMyMal — U
uHruouropsl mytu NJI-6 (uJI-6) — tormnusymad — npu AT, pe3uCTEHTHOM K JAPYTUM
UMMYHOCYTIPECCHBHBIM MeTo1aM JieueHus [54, 83].

3a nocienHee aecstTuiieTue B Poccuu He MpOBOAMINCH IIUTENBHBIE HCCIEA0BAHNUS
JUJISL OLIEHKH JIOJITOCPOYHOTr0 MpOrHo3a 3adosieBanus u pakropoB pucka passutus CCC,

xponnyeckor Oone3nu nodek (XbBII) y manuentoB ¢ AT, HeOMaronpusTHBIX MCXO/I0B
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3a0oJeBaHus B 11eJ10M. J[0 HAacTOAIIEro BpeMEeHHU He MPOBOAMIACE KOMIUIEKCHAS OIICHKA
KadyecTBa >KU3HM, JTWHAMHKA HAKOIUICHUS HEOOPATHUMBIX ITOBPEKIECHUM OPraHOB-
MHIIEHEW B JTOM MOOMyJsIMMH. B CBA3M C 3TUM MNPEACTABISIETCA OIPaBIaHHBIM
MIPOBEJICHUE PETPOCIICKTUBHOTO HAOJIOMATEILHOTO MCCIICIOBAaHUS Ha POCCUHUCKOM

MOIYJIIIHUU ITalTUCHTOB.

Crenenn pa3padOTAHHOCTH TeMbI HCCJIEIOBAHUSA

HecMmotps Ha TO, 4TO B peKOMEHIANUAX AMEPUKAHCKOHN KOJIJICTUH PEBMATOJIOTOB
(ACR, American College of Rheumatology) 2021 rona B kadecTBe MPEHUMYIIIECTBEHHOTO
I'UBIl npu pedpakreppom AT pexomengoBansl UDPHO-0, psg  wuccienoBaHUN
HOCJIETHUX JIET MPOJEMOHCTPUPOBA COMOCTAaBUMYIO 3((EKTUBHOCTh U OE30MaCHOCTh
u®HO-a wn wulJI-6 [54, 36, 86]. B eAMHCTBEHHOM paHJIOMH3UPOBAHHOM
KoHTposimpyemoMm  uccienoBanun  (PKM),  onenmBaroreM 3¢ ¢GEKTHBHOCTD
TomIIM3yMaba, He ObIT0 0OHAPYIKEHO Pa3INyHrs BO BpEMEHH JI0 HACTYTUICHUS pelUINBa
10 CpaBHEHHUIO C muianeoo [84].

®dakrtopsl, accoruupoBaHHblie ¢ pazputeM CCC y nauuentoB ¢ AT, olieHuBaIM
paHee, OJJHAKO PE3yJIbTAThl UCCIEIOBAHUI JEMOHCTPHUPYIOT CYIIECTBEHHBIC Pa3IHuus
KaK B IIEpEYHE BBISBICHHBIX (DAKTOPOB, Tak U B XapakTepuctukax namueHTo ¢ CCC no
cpaBHenwuio ¢ manueHtamu 6e3 CCC [10, 115, 71]. Kpome Toro, HaOIIOIAI0TCS pa3indusl
B pacnpeneneaun CCC mo mepe nmporpeccupoBanus 3aboneBanus [115].

B nccnenoBanusx Sun 'Y u coast., Hong S u coast., Baldwin C u coaBt. u3yuanuce
(akTophl, CBI3aHHBIC ¢ TOYeUHbIMU Mcxoaamu [136, 137, 60]. Tem He MeHee, 10 CHX MOp
OTCYTCTBYET OOINENPUHATOE TOHUMAHUE CTCTICHH BIUSHHS PA3JIMYHBIX (PaKTOPOB PHCKA
(TpamuinoHHBIX U cneruuyeckux st AT) Ha GyHKIHMIO TTOYEK.

Garen T u coart., Nakaoka Y u coaBT. 3aperucTpupoBaii CHIYKEHHBIE TTOKa3aTeIIH
KadecTBa Jku3HU y manueHToB ¢ AT mo mkame SF-36 [140, 135]. B HekoTopbix
HACCIIEIOBAHNUAX BBISIBJIEHA CBSI3b AKTHUBHOCTHU 3a00JieBaHHS C ITOKazareasaMu SF-36,
NPEUMYIIECTBEHHO C JOMEHAMH, OTPaXAIOMIMMH TICUXOJIOTHYECKOoe OJaromoayyue

naueHToB [135, 151]. Ouenka kauectBa ku3uau o mkaine EQ-5D (European Quality of
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Life 5 Dimensions questionnaire) orpanudeHa asyms ucciaenoBanusmu. Chen Z u coasr.,
Chen B u coaBT. mokasanu yaydiicHHE KadecTBa KH3HHM y maieHTtoB ¢ AT mocie

NpOBEICHUs peBacKysipu3anuu [89, 217].

IICJ'IL M 3aJJa9YM HCCJIeaJ0BaHUA

OnTuMu3upoBaTh NOAXOABI K JiedeHUI0 mnanueHToB ¢ AT, mnosmydarommx
UMMYHOCYTIPECCUBHYIO HJIM OMOJOTHYECKYIO0 TE€paruio, Ha OCHOBE aHalIM3a BapUaHTOB
TEUYEHUSI U OTJIAJICHHBIX HCXO0JI0B 3a00JI€BaHMUSL.

3a1auu UCCIEN0BAHUS

1. W3yuuTh CHEKTp KIMHUKO-Ia0OpaTOpHBIX MposiBieHuil AT u yactoty
NOPAYKEHUS Pa3JIMYHBIX COCY/IOB.

2. Omnpenenuts yactoty CCC 1 OCHOBHBIE (PaKTOPBI, ACCOLIMUPOBAHHBIE C UX
pa3BUTHEM, y TTalIMeHTOB ¢ AT.

3. Omnpenenuty uvactotry XbBII u ¢akropbl, CBA3aHHBIE CO CHUKEHHEM
ckopocTH kiryooukoBoil ¢punbrpanuu (CK®D), y nanuenton ¢ AT.

4, O1eHuTh Ka4yecTBO KU3HHU ¢ MOMOIIBI0 onpocHuKoB SF-36 n EQ-5D-5L y
nanueHToB ¢ AT.

S. CpaBHuth 3(dextuBHOCTh Tepanuu  uHruouropamu DOHO-o u
uHruoutopamu NJI-6 B OTHOLIEHUH KOHTPOJSI aKTUBHOCTH M JOCTHXKEHUS CTEPOU/I-

coeperaroniero dpdekra y marueHToB ¢ AT.

Haquaﬂ HOBHM3Ha

Ha Gounbiioit rpymie naireHToB ¢ AT B pOCCUICKOM MOMYJISUU POBEACH aHATU3
KJIMHUKO-TA00paTOPHOM KapTUHbI M MHCTPYMEHTAJbHBIX HCCIIEJOBaHHUM, YaCTOTHI
BO3HMKHOBEHUsI MHCYJIbTa, MH(papkra muokapaa (MM), XBII. IlokazaHo, 4Tto puCcK
BO3HUKHOBEHHUs MHCYNbTa U MM BblllIe y MyXUHMH, B TO BpeMS KakK TPaJAUIMOHHBIE

daktopsl pucka u npueM [ IBIT ne accoruupoansl ¢ pazputrem CCC. EquHCTBEHHBIM
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dbakTopoM, 3HaUMMO CBsi3aHHBIM C¢ BennunHONM CK® k KoHIly nepuona HaOIOAeHUs,
ABJISIETCS BO3PACT.

[Ipu oueHke kadecTBa >XKM3HU C TMOMOIIBI0 ompocHukoB SF-36 m EQ-5D-5L
OCHOBHBIC TIapaMeTpbl HE OBbUIM CHUXEHBI y manueHToB ¢ AT, onHako mpu Oolee
noapobHoM aHamm3e ypoBHeW EQ-5D-5L  BBIIBICHO W3MEHEHHE OTIEIHHBIX
MOoKa3aTeliel, YTO MOKET YKa3bIBaTh Ha HEOOXOMMOCTh MPUMEHEHHUS TOTIOJTHUTEITBLHBIX
METOJOB MCCJIENOBAHUs, CHEUUAIU3UPOBAHHBIX OMPOCHUKOB JJISI MALMEHTOB TaHHOU
TPYIIIIHIL.

[IponemoncTpupoBana Bbicokass dddexktuBHocth [MBII y mnamueHToB C
pedpakrepubim AT. Ilpu 3TOM 4YacToTa MOCTMXKEHHS PEMUCCHUU OKa3ajach 3HAYMMO
BBIIIE B TpyMMe MalnueHToB, npuHuUMaBmmx HWJI-6, mo cpaBHEHHIO ¢ TpymIoi
nanueHToB, noydaBmux UOHO-o. UOHO-o u ullJI-6 okazamu 3HaYMMOE CTEPOUI-

cOeperaroliee AeiicTBUE U 00Ia1alIi COOCTaBUMBIM MPOQuUIeM 0€30MaCHOCTH.

Teopernueckasi M NpaKTU4ecKasi 3HAYUMOCTH PadOTHI

VYcranosnensl panHue cuMnTombl AT (CHH>KEHUE MyJibca Ha COHHOW apTepuu UiIn
KapOTUJIMHUM, CHUKEHUE MYJIbca Ha MOIMBIIICYHOM, TJICUEBOM MU JTyUYE€BOUM apTepusx,
pazHuIa aprepuanibHoro napiieHus (AJl) Mexay BEpXHUMH KOHEUHOCTAMH >20 MM
pT.CT., JIUXOpAaJIKa), YTO MUMEET 3HAYCHUE IJIsi PaHHEW MUAarHOCTUKHU 3a00JIeBaHUS U
HayaJia Teparumu.

ITpoBenena onenka yactotel pazsutusi CCC u XBII B koropre nanuentos ¢ AT.
MyXCKOM 1O 0Ka3ajcs CBsi3aH ¢ NOBbIIEHHBIM puckoM CCC, B TO BpeMsl Kak BIUSHHE
JIPYTUX TPAIULIHUOHHBIX (AKTOPOB pucka HE OBLIO YCTaHOBJICHO. 3HAYMMO
acconuupoBaHHbIM ¢ CK® k koHIy HaOIIOJEHUS OKa3aJCs BO3PACT, PHU ATOM CBS3HU
MKy MOpaK€HWEM TMOYCUHBIX apTepUid, B TOM YKCJIC ABYCTOPOHHHUM, U CHUKEHHUEM
(YHKITUU TTIOYEK HE BBISIBJICHO.

[Tokazana HeoOxomumocTh wuckiatodeHuss AT npu  auddepeHmanbHOMN
JIMArHOCTUKE y MOJIOABIX ManueHTOB ¢ BHepBble BbIsABIECHHBbIM CCC, mockonbky AT

MokeT ObITh mpuunHOit CCC B 1aHHOM BO3PACTHOU TPYIIIE.
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[Tpu npumMeHeHnn cTaHaapTHHIX OoNpocHUKOB SF-36 n EQ-5D-5L kauecTBo KU3HU
nareHToB ¢ AT oka3amoch COMOCTaBUMO C IAHHBIMH MOMYJISIIMOHHBIX UCCIICIOBAaHHH.
[TpoBenen anamu3 3ddexktnBHOCTH U Oe3omacHocTH npuMmeHeHuss [MBIT y
MAIMeHTOB ¢ pedpakTepHbIM K CTaHAAPTHOW WMMYyHOCYyNpeccuBHOW Tepammu AT,
pe3ynbTaThl KOTOPOTO MPOJAEMOHCTPUPOBAIN Oojiee BBICOKYIO 3 dekTuBHOCTH NNJI-6
no cpaBHeHuto ¢ UGPHO-a ipu conocTaBuMoOM mpoduie 6e30MacHOCTH, YTO TO3BOJISET

ontumMusupoBats Tepanuto ['MBII.

MeTo0/10J10THSI M METOABI MCCJIEI0OBAHUS

[IpoBenneHO PETPOCHEKTUBHOE HOe wuccienoBanue. Ha mnepBom »srame
MCCJIEIOBAHUSI TIPOBOIMIICS MTOUCK Y aHAIM3 JTAHHBIX O YaCTOTE KIMHUKO-1a00paTOPHBIX
nposisnienuid AT, dakTopax, acconuupoBaHHbix ¢ pazButuem CCC, HeOIarompusTHHIX
MOYECYHBIX MCXOJIOB, YXYAIICHUSI KauyecTBa *WU3HU, CMEPTHOCTHU y manueHToB ¢ AT, a
Takke 00 adexkTuBHOCTH U Oe30macHOCTH pa3HbiX kiaccoB ['MBII y nanuentoB ¢ AT.
Breinenensl Hambosee mepcneKTUBHBIC (AKTOPBI IS TOCIEAYIOIMIETO H3yYeHUS.
[TpoBeneno nabmoaeHue 153 mamuentoB ¢ AT. Ha BTopoM »Tame WccieaoBaHUS IJIS
MOATBEPKACHUS HAyYHOM TUMOTE3bl O PACHPOCTPAHEHHOCTH KJIMHUYECKUX U
Ja00paTOPHBIX TPOSIBICHUM, CpaBHEHUS 3(PGHEKTUBHOCTH U OE30MACHOCTU Pa3HbBIX
kiaccoB ['MBII, a Ttaxke o dakrtopax, accomuupoBaHHbix ¢ paszsutueM CCC,
HEOJIaronpusITHBIX MOYEUHBIX HMCXOJOB, YXYAIICHUEM KauecTBa >KU3HU TAIlMEHTOB B
9TOM Tpynme, ObUIM coOpaHbl aHAMHECTHYECKHE, KIMHUKO-Ia0OpaTOpHbIC JTaHHbBIC
oOce0BaHHBIX OOJBHBIX, TAHHBIE O MOJYYECHHOW TEepanmuu B CTAI[MOHAPE, BHIMOJIHEHA

cTaTUcTHYecKasi 00paboTka MaTepuarna.
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JIMYHBIN BKJIAJA aBTOPA

ABTOp JTMYHO TpPHHMMAJA y4acTHE Ha BCEX CTaJHsIX MCCIENOBaHUS: BBIOOpA
HalpaBJIEHUs] M TEMbl, pa3pabOTKU Ju3aliHa HCCIEAOBaHUA. ABTOp IpUHHUMAJa
HEMOCPEACTBEHHOE Yy4YacTHUE B MPAKTUYECKOW peanu3aluu 3ajad, BKIOYas Habop
NaIMeHToB U popMUpoBaHUE 0a3bl TaHHBIX. ABTOP JUYHO MPOBOAMIIA CTATHCTUYECKYIO
00pa0OTKy M aHanu3 COOpAaHHBIX JaHHBIX, a TaKXK€ Y4YacTBOBaJla B OOCYXKJEHUH,

(bOpMy.HHpOBKe BBIBOJOB M KJIFOUYCBbBIX HOJ'IO)KGHPIIZ, MMpCACTABJLICMBIX Ha 3allIUTY.

HO.]'IO)KCHI/IH, BbBIHOCHUMBbBIC HA 3AIlIIUTY

1. Knuunueckass  kaptuna  pebOrora AT BKIoyaeT  Kak — oOuiue
Hecnenupuueckue nposiBiieHus: (JIMxopajaka, rojoBHasi 00Jib, TOJOBOKPYKEHHUE), TaK U
crienupuyecKkre CUMOTOMBI (CHUKEHUE TyJIbCca HA COHHOM apTepuu WIM KapOTUIUHUH,
CHIW)KCHHUE IyJbca Ha Mepudepuueckux aprepusax, pasHuna Al Mexay BepXHUMHU
KOHEYHOCTSIMH >20 MM pT.cT.). OCOOCHHOCTSIMU 3a00JI€BaHMS y TAIMEHTOB C HAYAJIOM
AT no 18 mer sBiseTcs OoJjiee YacTOe BBISBICHHE JUXOpajaku B jacOrore u V
anruorpaduyeckoro tuna AT.

2. VY 26 (17%) naumentoB ¢ AT Habnromanuck 30 mHCYnbTOB 1 3 IM, KOTOpBIC
yaiie pa3BUBAIUCH y MYXYMH W B TOJOBHHE CIydaeB OBbUIM 3apETUCTPUPOBAHBI JI0
IIOCTAaHOBKM auarHo3a AT u B TEpBbIM TOJA TOCIE YCTAHOBIICHMS JHAarHo3a.
Tpanuumonnsie Gakropsl pucka (AL, CI, UMT) He accoruupoBansl y nariieHToB ¢ AT
c pazsutueM CCC, kak u npuem ['MIBII.

3. Yactora XbII y nanuentoB ¢ AT cocrapmsier 22%, B TOM 4HCII€ CTORKOTO
camkenus: CK® <60 mu/mun/1,73 m2 — 7%, nporeunypun — 1%. YcraHoBieHa CBS3b
BenuunHbl CK® Kk KoHIly HaOII0IeHNs C BO3pACTOM MAI[MEHTOB B Hayajie 3a001eBaHusI.
[TopaxxeHue IOYEYHBIX apTEepui, BKIIOYAs JBYCTOPOHHEE, HE aCCOLMUPOBAHO C

peananaon CKO.
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4, OcHOBHBIE TTOKa3aTeNn KauecTBa XU3HM 10 onpocHukaMm SF-36 u EQ-5D-
SL He CHWIXEHBI, OJJHAKO IPH aHalu3e OTACIBHBIX JoMeHOB EQ-5D-5L BHIsBICHO
CHIDKCHUE IMapaMeTPOB Ka4ueCTBA KU3HU y manuueHToB ¢ AT.

5. [IponemoncTpupoBaHa Bbicokas 3¢dextuBHOoCcTh MBIl B moctmxenun
peMuccuu y mauueHtoB ¢ pedpakrepHbiM AT. Hamm naHHble mokasbiBaroT Ooliee
BBICOKYIO YaCTOTY JIOCTHXKECHUS pemuccuu rpu npuMeHeHnu nllJI-6, yem ud@HO-a (90%
npotuB 64% coorBercTBeHHO, P=0,010). UPHO-0 1 ulJI-6 0ka3bIBalOT COMOCTABUMOE
crepoua-coeperaromee aeicteue. [Ipoduns 0Ge30macHOCTH COMOCTAaBUM B TPYIIIAX

nanueHToB, npuHUMarIux -6 u udHO-a.

CooTBeTcTBHE AUCCEPTALINUA MACIIOPTY HaquOﬁ ClIenIUAJIbHOCTH

Hay4nple TOIOKEHHUS IHUCCEPTAIid COOTBETCTBYIOT IMACIOPTY CHEIUATbHOCTH
3.1.18. Buytpennume Oone3nu. Pe3ynapTaThl  MPOBENEHHOTO  MCCIIEOBAHUS
COOTBETCTBYIOT 00JIaCTH MCCJICAOBAHUS CIEIIUATLHOCTEH, KOHKPETHO — IyHKTaM 2, 4, 5

nacrnoprta BHyTtpenHue 6oie3Hu.

CreneHb J0CTOBEPHOCTH M anipodauus pe3yjibTaToB

JIOCTOBEPHOCTh ~ TOJIYYEHHBIX  JaHHBIX  MOJTBEPKIACTCS  NPUMEHEHHEM
KOMILJIEKCHOT'O METOAO0JOTMYECKOT0 MOAX0/1a K UCCIEAOBAHUIO, PENPE3EHTATUBHOCTHIO
BoIOOpKK (153 marieHTa), MCIOJIb30BAHUEM COBPEMEHHBIX CTATHCTHUYCCKUX METOJIOB
00pabOTKM JaHHBIX B JIMIEH3WOHHOW mporpamme IBM SPSS Statistics 23 (IBM
Corporation, CIIIA).

AmnpoOGanust paboTsl cocTosutack 26 mapta 2025 roga Ha 3aceiaHuu COTPY/THUKOB
kadeapsl BHYTPEHHHX, MPodeCCHOHANBHBIX OoJie3Hed u peBMarojorun HMHCTUTYyTa
Knunanueckoit Meaununsl umenn H.B. CxnudocoBckoro u KimHuku peBmaTosioruu,
Hedpoaorun u npodnaronoruu umeHn E.M. TapeeBa YKb Ne3 Knuanueckoro nenrTpa
(benepaibHOrO0 TOCYJapCTBEHHOTO aBTOHOMHOI'O 00pa30BaTENIbHOTO  YUPEKIACHUS

BbICIIETO OOpa3oBanusi I[lepBeiif MOCKOBCKHMII TOCYJapCTBEHHBIM MEIUIIMHCKUN
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yHuBepcuteT uMeHu M.M. CeueHoBa MuHHCTEpCTBa 3/paBooXpaHeHust Poccuiickoi

deneparun (CedeHOBCKUIT Y HUBEPCHUTET).

IIy6oaukanuu mo TeMe quccepTALNU

[To Teme auccepTannu OmyOIMKOBAHO 5 HAYYHBIX pabOT, U3 KOTOPHIX 2 HAy4HBIE
CTaThU OMYOJIMKOBAHBI B )KypHaJje, BKIIOUeHHOM B [lepedeHb perieH3upyeMbIX HayUHbIX
uznanuii CeuenoBckoro YHuuepcurera/llepeuens BAK npu MunoOpnayku Poccuu, B
KOTOPBIX JIOJKHBI OBITh OIyOJIMKOBAaHbl OCHOBHBIE HAYUHBIE PE3YJbTAThl JUCCEpTALUI
Ha COMCKAaHHE YYEHOW CTeNeHM KaHaujaTa HaykK, 1 HaydHas cTaThsi — B JKypHale,
BXOJSIIIEM B MEXIYHApOAHYIO 0a3zy JaHHBIX SCOPUS, 2 myOnmkanuu B COOpHUKAx
MaTepUajoB MEXKIYHApOJHBIX HayyHbIX KOH(pepeHUud. OCHOBHbBIE TOJOKEHUS

JUccepTalK ObUTH JTOJIOKEHBI U 00CYKIEHBI HA HAYYHBIX KOH(PEPEHITUAX.

CtpykTypa U 00beM AUCCEPTAIUN

Huccepramnmonnas padota u3noxeHa Ha 135 crpanuiiax MammHOMUCHOTO TEKCTa
¥ BKJIIOYAeT BBeJeHHE, 0030p JUTEpaTyphl, MaTepuaibl M METOIbl HCCIEIOBaHMUS,
pe3yNbTaThl HCCIAEAOBAaHUSA, OOCYXKICHHE, 3aKIIIOUCHHE, BBIBOJBI, NPAKTUYECKUE
PEKOMEH/IAlINH, CIIMCOK COKPAICHUI M YCIOBHBIX 00O3HAYCHHH, CIIUCOK JINTEPATYPHI.
Huccepramnus umwmoctpupoBana 30 tabmumamu U 6 pucynkamu. CIHCOK JUTEPATypPh

BKuTIO4aeT 241 nctouynuk, B ToM uncie 33 oreuecTBeHHbIX U 208 3apyOeKHbIX.
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I'JIABA 1. OB30P JIUTEPATYPbI

1.1 HomeHKk1aTypa BacKyJIUTOB

CucreMHble  BACKyJMUTBHl  MPEACTABISAIOT COOOM  TETEPOreHHYIO  TPYIILY
3a00JICBaHUH, XapaKTEePH3YIOIIUXCS BocHalleHueM cocyauctoi crenku [19]. C
pPa3BUTHEM TIPEJICTABICHUNA O MAaTOre€HE3e BACKYJIHUTOB, OMNPENCICHUS M Ha3BaHUS
OTJENbHBIX 3a00JeBaHU ATOW TpyIbl TepecMarpuBatoTcs. Ha cormacutensHoi
koHpepenimu B Yanen-Xwmwie B 1994 roay Oblna mpesjiokeHa HauOosee IIUPOKO
UCIIoNIb3yeMasi KiacCU(UKAIMs CUCTEMHBIX BACKYJIMTOB, BKIIIOUAIOIIAsl OMpEIeTICHUs
OCHOBHBIX (opMm »THX 3aboneBanmii [144]. B ocHoBe kiaccupukamuy Jiexar
MOP(OJIOTUYECKHE  XAPAaKTEPUCTUKU  CAMBIX  PACHPOCTPAHEHHBIX  CHUCTEMHBIX
BaCKYJIMTOB, C aKIICHTOM Ha JWaMEeTp MPEUMYIIECTBEHHO MOPaXEHHBIX COCYIOB. 3a
MOCTICIHUE JICCATHIICTUSI CHCTeMa HOMEHKIJIATyphl BAaCKYJIWTOB SBOJIOIMOHHMPOBANA,
onpenenenus 6pun 00HOBIEeHBI B 2012 roy Ha coryacutensHOM KoHpepenuuu B Yanen-
Xwune [34]. B nanHoi Ki1accupuKaIiu COXpaHEeH aHATOMHYECKUI IPUHITUIT pa3IeICHUs
MATOJIOTHM, TaKKe YUYTEHbl OCOOCHHOCTH HMMMYHHBIX MEXAaHH3MOB 3a00J€BaHUN U
n00aBJICHBI HOBBIE KATETOPUH CUCTEMHBIX BACKYJIUTOB.

Knaccugurayua cucmemnvix eacxkynrumos (CornacutenbHas KOH(PEpEHIHS B
Yanen-Xumne, 2012 r.)[34].

CucmemHvie 8acKyaumol

A) BackynuT KpyIHBIX COCY/IOB:
— Aptepuut Takascy
— I'MraHTOKJIETOYHBIN apTEPUUT
b) Backynut cpenHux cocy0B:
— Y3eJIKOBBIN ITOJIUAPTEPUNAT
— bone3ns KaBacaku
B) BackynuT Meiakux cocyaoB:
— BackynuTsi, aCCOLIMMPOBAHHBIC C AHTUHEHTPOPMITBHBIMA

OUTOINIa3MATHYCCKHMMHU aHTHUTCJIaMU .
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1) MHKPOCKOIHUYECKHHA ITOJUAHT KT
2) I'panynemato3 ¢ nmonmanruuToM (Berenepa)
3) Do3uHOGMIBHEIN rpaHylemMaro3 ¢ mosmanruutoM (Yepmka-Ctpoc)
— VMMYyHOKOMIUIEKCHBIE BACKYJIUTHI MEIKHUX COCYOB:
1) 3aboneBaHus, acCOIMUPOBAHHBIC C AaHTUTEIAMH K Oa3aJIbHOMN
MeMOpaHe KiIyOO4YKOB
2) KpuorinoOyauHEeMUYECKH BACKYITUT
3) IgA-Backymnut (Illenneitna—I eHoXxa)
4) T'MIOKOMIUICMEHTEMHUYECKUI ypTUKapHblii Backynmut (antuClq-
BaCKYJIUT)
[') BapuaOenbHblii BAaCKYJIUT:
— boune3ns bexuera
— Cungpom Korana
J1) BackyuT e IMHCTBEHHOTO OpraHa:
— KoXHBIN JIENKOLIUTOKIIACTUYECKUI aHTUUT
— KoxHbI11 apTepuuT
— IlepBUYHBIN BaCKYJHUT UEHTPAIBHON HEPBHOM CUCTEMBI
— H3omupoBaHHBIA A0PTUT
— MHpyrne
E) BackynuTt, accCOnMUPOBaHHBIN C CHCTEMHBIMU 3a001€BAHUSIMU:
— Jlronmyc-Backynut
— PeBMaTouHbIN BaCKYJIHUT
— Backynut, acCOUMMPOBaHHbBIN C CAPKOUI030M
— Hpyrue
2K)BackynuT, acCOMUPOBAHHBIN C OMPEACICHHON 3THOJOTUEH:
— KpuornoOynruHeMUyecKui  BacKyJIUT, AacCOIMUPOBAHHBIA C BHUPYCOM
renatuta C
— Backynut, acCOMUPOBaHHBIN ¢ BUPYCOM renatura B
— AOpTHUT, aCCOLIMUPOBAHHBIN C CUDUITUCOM

— JlexapCcTBEHHBI UMMYHOKOMILUIEKCHBIN BACKYJIUT
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— JlekapctBennbiii AHIIA-accolMmpoBaHHbIN BaCKYJIUT
— [IlapaneonmacTHUeCKUM BaCKyJIUT
— [pyrne

Ha  mporsbkenun — nmecsatwieTuid  pa3paboTka — JMAarHOCTUYECKUX |
KJIAaCCU(DMKAITMOHHBIX KPHUTEPUEB PAa3HBIX THUIIOB BACKYJIMTOB TMPEICTaBIsLIa COOOU
cioxkuyto 3amaagy [194]. B 1990 rogy ACR Obutn mpeiioskeHsl KiaccH(pHKaIMOHHbIC
KPUTEPUH JUISI HECKOJBKHUX THUIIOB CHUCTEMHBIX BAaCKYJUTOB, KPUTEPUH IIMPOKO
IIPUMEHSIJTUCH U OKa3aJMCh BEChMa IOJIC3HBI [T MPOBeIeHUs uecieaoBanui [202, 203,
204, 205, 206, 207]. Ilpu >TOM HX HCIIOJb30BAHHE OrPAHMYCHO B KIMHHYCCKOM
npaktuke, kputepun ACR He sBistoTcs auarHoctuueckumu [172]. B cBsisu co
3HAYNUTEIHHBIM PA3BUTHEM METOJIOB JUArHOCTHKHA CHCTEMHBIX BAaCKYJIHUTOB BO3HUKJIA
HOTPEOHOCTh B IEPECMOTPE CYLIECTBYIOIIUX KPUTEPHEB.

B 2010 rogy ACR u EBporelickuii abssHC pEeBMAaTOJOTHYECKUX aCCOIMAIIHMA
(EULAR, The European Alliance of Associations for Rheumatology) ununmmupoBaim
MaciTadHOe MeXKIyHapoIHOe HabmonaTensHoe uccnenoBanne DCVAS (Diagnostic and
Classification Criteria for Vasculitis) ¢ menpto pa3pabOTKM ITUATHOCTUYECKHX U
KJIaCCU(DUKAITMOHHBIX KPUTEPHUEB JJISl psiia CUCTEMHBIX BacKyJIUTOB. J[Jist oOecrieueHust
OOJNBINICH  aKTyalbHOCTH HOBBIX KPUTEPHUEB K Y4YacTHIO OBUIM  TIPHBJICUCHBI
HCCJIEIOBATEILCKUE IIEHTPHI W AKCIIEPTHI M3 Pa3HBIX CTpaH, B TOM uucie u3 Poccum,
NpEeCTaBISIONINE pa3inyHble MeaunuHckue cnernuaibHocTH [31]. Ilo pesymbratam
uccinenoanus B 2022 roxy ObTH OIMyOTMKOBAaHBI KIACCU(MUKAIMOHHBIE KPUTEPUU TS
BAaCKYJIMTOB, AaCCOLIMUPOBAHHBIX C AHTUHEHUTPOMUIBHBIMU IUTOILIA3MATHUYECKUMU
aHTUTeNaMu (TpaHyJeMaTo3 C MOJMAHTHUUTOM, MHUKPOCKONMUYECKUN TMOJIMAHTUUT,
903UHO(PUIBHBIA TPAHYJIEMATO3 C MIOJTUAHTHUTOM), M JIJISI BACKYJIMTOB KPYITHBIX COCYJIOB
(TMraHTOKJICTOYHBIN apTepuuT U apTepuuT Takascy) [39, 37, 38, 40, 41].

OOHOBJIEHHBIE KPUTEpUH OBUTM pa3padOTaHbl MO pe3ysbTaTaM MPOCHEKTUBHOIO
KOHTPOJIUPYEMOT'0 MCCIICIOBAHUS, YTO MPUHIUITHAIBEHO OTINYACT UX OT METOHOJOTHN
knaccupukanmn ACR 1990 roma, onmHako KiIacCH(PUKAIMOHHBIE KPUTEPUH HE
NpeTHAa3HAYCHBI /TSI TOCTAHOBKH JUArHO3a BACKYJIMTA, UX HCIIOIB30BAHUE B PCATbHON

KJIMHUYECKOM IMPAKTHUKEC MOXKCET YBCIIMYNUTH BEPOATHOCTb TUATHOCTUICCKUX OIITNOOK.
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1.2 ITHOJIOTHUA ¥ IATOTCHE3

[Matoduzuonoruss AT xapakTepus3yercsi CIOXXHBIM B3aWMOJCUCTBUEM pPa3HBIX
(aKkTOpOB: MMMYHOOIIOCPEIOBAHHBIX MPOLECCOB, COCYIUCTOrO PEMOJAEIUPOBAHUS U
reHeTuyeckux ocoOeHHocted. AT mpencraBnser u3 ceOs MaHAPTEPUHUT, MPU ITOM
HAYaJIbHOE BOCIMAJICHHUE JIOKAJIM3YETCS BOKPYT Vasa vasorum u B 00JIacTé COeTUHEHUS
Meauu U aaBeHtuinu [234]. Ha panneii craguu 3a00seBaHus HaOMIOAAIOTCS aKTHBHOE
BOCTHIAJICHUE M HEKPO3, KOTOpbIE COMPOBOXKIAIOTCS OTEKOM H HWH(UIbTpanuei
MOHOHYKJIEAPHBIX KJIETOK, BKJIOYas JHUM(OLUUTHI, TMCTHOLUUTHl U IJIA3MaTUYECKHUE
KJIeTKU. Takke MOKeT HaOJIIoAaThCsl TMTaHTOKIJIETOUHAsl TpaHyJIeMaTo3Has peakuus U
(dparMeHTalys 3JACTUYHBIX BOJOKOH. DTH MATOJIOTMYECKUE MPU3HAKK YKa3bIBAalOT Ha
HAJIM4YKME MHTEHCHBHOI'O BOCIAIUTEIBHOIO MPOLECCA, PE3YJITATOM KOTOPOTO SIBISETCS
TIOBPEXK/ICHHE TKAHEH B TOpaKeHHBIX apTepusix [139, 234].

[lo Mepe mporpeccupoBaHus 3a00JI€BAHMS PA3BUBAETCS PEAKTUBHBIN (HUOpPO3,
HAOJII0JaeTCsl OTJIOXKEHHE OCHOBHOTO BEIIECTBAa B MHTHME, HapsAdy C 0Opa3oBaHUEM
MPUCTEHOYHOTO TPOMOa 1 HEOBACKYJIAPU3ALIEN B MECTE COEJUHEHUSI MHTUMBI U MEJIUU.
BocnanurenbHpll MpPOLECC MPUBOAUT K YTOJNIIEHUK APTEPUATIBHOM CTEHKU W
NOCJIEIYIOUIEMY PAa3BUTHUIO CTEHO3a U OKKJIIO3MM. B  HEKOTOpBIX ciydasx MpHu
MHTEHCUBHOW BOCHAJIUTENBHON pEaKUUHU pa3pylICHHE TJIaJKOMBIIIEYHBIX KIETOK B
MeAMH MOKET MPUBECTH K OCIA0JIEHUIO CTEHKH apTepUH, BCIEACTBUE YETO HAOII0JaeTCsl
pacuiupeHue  cocyioB U (opMupoBaHue — aHeBpu3Mbl.  Cienyroomwuil - 3Tan
xapakrtepusyetcs hopmupoBanueMm ¢GuOpo3a u pyornoB B aaBeHTUIIMU. CTPYKTypHbBIE
U3MEHeHus1 aprepuaibHOil creHku 1npu AT  cmocoOCTBYIOT — apTepuaibHOMY
PEMOICTUPOBAHHIO U TIOBBIIIICHUIO PUCKA JIOJITOCPOYHBIX OCIOXHEHUH. [234].

I'eHeTMUECKUE MCCIIEIOBAHUS BBIBWIA HECKOJBKO T'€HETHYECKUX JIOKYCOB,
cBa3aHHbIX ¢ AT, BKIIFOUasi reHbl, KOAUPYIOIIHNE YETOBEYECKUH JIEUKOIIUTAPHBIN aHTUT€H
(HLA, Human Leukocyte Antigen) kiacca | u kimacca |, peryssiTopbl UMMYHHOTO OTBETA
U MPOBOCHAIMUTENbHbIE IIUTOKUHBI. bbuto 00HapyskeHo, uto amiens HLA-B52 cBsizan ¢
AT 'y nmpencraButeneii pasHbIXx dTHHYecKkuX rpymm [175]. JonosHUTEIbHBIC

reseTryeckue Jokychl B pernone HLA u apyrue ne-HLA nokycel, Takue kak UJI12B u
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MLX, Takke cBsizaHbl ¢ BOCIPUUMUYKUBOCTBIO K AT [229]. IpyruMu accolMUPOBaHHBIMU
T€HaMH SIBIIAIOTCS HMMYHOPETYJISATOPHBIE TeHbl (Hampumep, Jokycsl RPSO/LILRB3,
LILRAS3 u NJI38) u reHbl, KOaupyIoNue BocnainTeabHbie TuTokuHb! [109, 107].

B natoreneze AT urparotr poJib Kak aanTHUBHBIEC, TAaK U BPOXKJIECHHbIE UMMYHHBIC
peaknuu. BocnanutensHble HHPUIBTPAThl B MopakeHHbIX AT ydacTkax cOCTOAT U3
Makpodaros, pazHooOpa3HbIx JuMbouaHbX Kietok (CD4+ u CD8+ T-knerku, GD T-
kietku, ecrectBeHHble kuuiepbl (NK) u B-kieTku) u pacronararorcs BOJU3M Vasa
vasora [69]. Tounas MuiieH> IMMyHHOTO OTBeTa IpU AT TOKa HE yCTaHOBJICHA, OJTHAKO
MpEANnojaraeTcs, YTo AaHTUIEHBbI JIOKATU3YIOTCS B apTepUaTIbHOM CTEHKE, BbI3bIBas
aKTUBAIIMIO U TOJepKaHKe KIMMYHHOTO OTBETa B ee mpeaeiax [69, 221].

ApTepur KpPYMHOTO | CpPEIHEro pa3Mmepa o0JagaroT MEXaHU3MaMH IS
OTpaHUYCHHS] UMMYHOBOCIIAJIMTEIIBHBIX PEAKIINil. Y CTAHOBJIEHO, YTO B OCHOBE Pa3BUTHS
u AT nexar HapylI€eHUss UMMYHHOUM TOJIEPAHTHOCTH, OOYCJIOBIICHHBIE IEUCTBUEM psila
pa3nn4YHbIX MexaHu3MoB [76, 145]. IIporpeccupyroiee noBpexacHne TkaHe mpu AT
ABJIIETCSI  CJIEICTBHEM  KackaJa IPOBOCHAIUTENBHBIX  MEIUATOPOB, KOTOPBIU
aKTUBHPYETCS TIOCJIC CHIDKCHHS WMMYHHOW TOJICPAHTHOCTH. | 'paHylieMaTo3HOE
MOpa)KeHHEe CITOCOOCTBYET MOJISIpU3alnK T-KIETOYHOTO OTBETA B CTOPOHY T-xemnmepon 1
u T-xenmepor 17 [238]. CtumynupoBaHHbIE Makpodard y4acTBYIOT B TOJICPIKaHUH
BOCTIAJICHUS U MIOBPEXKICHHSI TKaHeH myTeM BeicBoOOkneHus ®HO-a, NJI-6, NJI-12, JI-
23, NJI-1, dakropa pocta 3HAOTEIUS COCYJOB M MATPUKCHOM METAIIOMPOTEHUHA3HI
(MMI) [95].

JlaHHBIE CBHJICTEILCTBYIOT O BOBJIeueHUMH B-kierok B mnaroreHes AT. B
YaCTHOCTH, OTMEYAETCS YBEIMYCHUE MX YUCIIA B CTEHKAX aOpThl, a TAK)KE MOBBIIICHUE
ypoBHsI (pakTopa aktuBaimu B-kierok B ceiBopotke kpoBu (BAFF, B-cell activating
factor) [198, 108].

1.3 KiiuHu4eckue nposiBJIeHUs

AT npeobnagaer cpeau KEHIIMH, TPU 3TOM COOTHOIIEHHUE >KEHIIMH U MYXYHUH

kosteonercst ot 12:1 o 3:1 B 3aBucuMOCTH OT peruona [65]. JleGroT 3a0osieBaHus, Kak
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npaBuiio, nmpuxoautcs Ha Bo3pacT oT 20 go 30 ner, xots Hayano AT mocne 40 et He
sBisercs peakocteio  [6, 150]. Kiunwueckwe mnposBiacHuss AT Moryr ObITh
pa3HOOOpa3HBIMU — OT OECCHUMIITOMHOMW aCHMMETPUU Iyjbca Ha MepupepruuecKux
aprepusx 1o Tsokenbix CCC [1, 161]. IIupokuit criekTp HpPOSIBICHUN M OTCYTCTBHE
CHEIM(PUUECKUX CEpPOJIOTUYECKUX OHMOMapKepOB dYacTO MPUBOAAT K 3aJepKKe B
quarHoctuke 3aboneBanus [7, 20]. Ha HawanmbHBIX 3Tamax 3a00jI¢BaHUs MAIMEHTHI
OTMEUAIOT Hecleuu(Puueckue CHUMMOTOMBI: JIMXOPAJKY, MHAITUU, apTpaliruu,
yTOMJISIEMOCTD, MOTEPI0 Beca, HOYHYIO MOTIUBOCTH. Jlajgee mo mepe QopmMupoBaHUS
CTEHO30B M OKKIIIO3MW apTepHil pa3BHBAIOTCS crenupuuecKkue cumnromel [241]. YV
NAIMEHTOB OOHApYXKMBAETCS CHIDKCHHE WM OTCYTCTBHE IIyJibca B BEPXHHUX
KOHEYHOCTSIX, TMEPEMEXAIOMasics XpOMOTa BEPXHUX WIM HIDKHUX KOHEYHOCTEH U
pasHuila B apTeprasibHoM JaBiieHuu (A /) mexay Bepxuumu koHeuHocTsiMu. Y 80-94%
naieHToB ¢ AT Takke pa3BUBAIOTCA COCYIJUCTBIE IIIyMBI, KOTOpbIE dHale
BBICITYIIMBAIOTCSI B MPOEKUMU OpIOIIHOM aopThl W ee BerBeil, Ha coHHbIX (OCA) u
noaxroundHbIX apTepusx (ITKJIA) [196, 127]. V 33-83% manuentos ¢ AT HaOr0maeTcs
aprepuanbHas runeptoHus (Al), koTopas 3a4acTyr0 HOCUT BTOPUYHBIA XapakTep W
pa3BUBAETCS BCJIC/ICTBUE CTEHO3a MTOUYEUHBIX apTEPHUIl U MPH MATOJIOTUH OPIOIITHON a0PThHI
BBIIIIC MECTa OTXOXACHHUS 00enx mouedHbix aprepuit [30, 215]. OxHako He Bce ciaydan
nosieneHuss A’ y manmeHtoB ¢ AT o00yclioBiIeHBl CHEHU(PUUYECKUM TOpaKEHUEM
MOYEYHBIX apTepuil U OPIOIIHON aOPTHI: BO3MOXKHOW Mpu4uHON pazButus Al' moxer
OBITh TepecTpoiika OapopenentopoB ayru aopthl [138]. Taxxke y manumentoB ¢ AT
BBIPOKEHBI MPOATEPOTCHHBIC TPOIECChl, KOTOpPbIE TMPUBOAST K  YBEITUYCHHIO
apTepuaIbHON KECTKOCTH U CHIKCHHUIO 3JACTUYHOCTH apTEPUATBHBIX CTEHOK, YTO
MOeET crocoOcTBoBaTh nobitieHuto AJl [47].

AHeBpU3MaTHYECKOE pacimpeHue aopThl Ipu AT MOXET TPUBOIUTH K PAa3BUTHIO
aoptasibHOM peryprutaiuu (AP), kotopas Bctpeuaercs ot 20,0% o 44,8% B paznmuuHbIX
nomnyJsusax manueHToB ¢ AT [57]. AP MoxkeT npuBecTH K peMOICITMPOBAHUIO MUOKapIa
U AUChYHKIUHA JIEBOTO JKeIyJaouka y mamueHToB ¢ AT, 4To sBisieTCSs OCHOBHOM

NPUYMHON pa3BUTHS cepaeYHOl HenocTtaTouHocTH [199, 221].
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VY nauumentoB ¢ AT MOXHO HaOIOJaTh PSAJ HEBPOJOTMYECKUX CHUMIITOMOB
(amaBpo3, MOCTypajibHOE TOJIOBOKPY)KEHHE U CYAOPOTH), KOTOPbIE pPa3BUBAIOTCS
Beaencteue Al w/mmm nmemun [123, 212]. YV Hekotophix manuenToB OHMK sBisercs
IIEPBBIM IIpHU3HAKOM 3a0oeBanus [197].

[Ipu AT HamOoisiee 4acTO BOBJIEKAIOTCS B IMATOJIOTMYECKUN IPOLECC COHHbBIE
aprepun u IIKJIA, Takke BcTpedaeTcsi MOpa)x€eHUE OpIOIIHOM aopThl M €€ BETBEH,
JerouHoit u riasHoi aprepuu [29, 10, 208, 161]. Auruorpaduueckas KaaccCHPpHUKAIUSI
AT BKIIOYaeT MIECTh THUMOB B 3aBHCUMOCTH OT JIOKaIM3alMM mopaxeHus. Tum |
XapaKTepU3yeTcsl H30JIMPOBAHHBIM MOpaKEHWEM BeTBel ayru aopthl. Tum lla Bkitodaer
MOpa)KEHHWE BOCXOJSINIETO OTIeNa W/WIU JYyTrd aopThl, C BO3MOKHBIM BOBJICUCHUEM
BeTBeil ayru. Tun IID xapakTepusyercs MmaTojOTHEd HHCXOSINEro OTIeNa TPYHAHOM
a0pThI, KOTOPAsi MOKET COUETATHCS C MOPAKEHUEM BOCXOISIIETO OT/AENA U IyTU a0PTHl,
a takke ux BerBeil. Tunm Ill BkirowaeT BoBileueHHE B MATOJOTUYECKUN MpOIECC
HUCXO/JIALIEr0 OT/IeNa IPYIHON 1 OPIOITHOW a0pThI, a TaKKe NoueyHbIX aprepuid. Tum IV
XapaKTepU3yeTcsl MOPAKEHUEM OpPIOITHOM aopThl W/WIIM TOYe4yHBIX aptepuit. Tum V
MIPEICTABISIET COOOM TEeHEepaInM30BaHHYIO (GopMy 3a00JIeBaHUS C TMOPAKECHUEM BCEH
aopThl U ee BeTBew [44]. Hanbonee vyacto Becrpevaercs V anruorpadudeckuii Tun AT [3,
8, 208, 45].

JlanHble O dYacTOTe TOPAXKEHHUS JIETOYHOM apTepuu pasiuvaroTcs Ccpenu
uccienoBanuii ot 0 mo 56%. Jlerounas rumneprensust (JII') BcTpedaercs y 12-13%
nanmeHToB ¢ AT, JII' accoumupoBaHa ¢ YXyAUIEHHMEM MPOTHO3a M TMOBBIINICHHOU
cmeptHOoCcThIO [13, 234]. Penkocthio y mamueHTOB ¢ AT SBISIOTCS HECOCYIUCTHIC
MOPa)KEHUE JIETKUX, C KOTOPHIMH 10 IAaHHBIM OJIHOTO MCCIJICIOBAHUS CTOJKHYJIUCH 7,2%
NAIMeHTOB, MPU OSTOM HamOoJjee TUNUYHBIMH MAaTTEPHOM OKa3aloch pPa3BUTHE
WHTEPCTUIIMAIBHBIX WHQUIBTPATOB C TOCIEAYIONIMM OOpa30BaHUEM TUICBPATBLHOTO
BbInora [216].

B wuccrmenoBaHuAx cooOmIaeTcs O KOPPENSIUU MEXAYy BOCHATUTEIHHBIM
3aboneBanneM kuineunuka (B3K) m AT [33, 94, 237]. Ilpumepro 150 cnyuacs
COCYULIECTBOBaHHUA JIBYX 3a0oieBaHU ObUIM omucaHbl B nuTeparype ¢ 1976 roga, uro

MMO3BOJBICT MPCAIIOJIOKUTL CYIICCTBOBAHNC HaTO(bI/IBI/IOJIOFI/I‘-ICCKOI\/II CBs3U MCIKIY 3TUMHU
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natosiorusiMu. B GonbiimHcTBe cinydyaeB AT BO3HMKaeT Mocie MOCTaHOBKH JIMAarHO3a
B3K B Teuenune BpemeHHoro uHTepBasia oT 10 g0 36 MecsIeB, BacKyJUT COXpaHSET
MOJIOXKHUTETBHYI0 Koppelsiiuio ¢ aktuBHOCTHIO B3K [39]. Taxke coobmiaercs o cirydasx
BO3HMKHOBEHUS y NanueHToB ¢ AT cioHauiIoapTpuTa, 4To CioCOOCTBYET 00CYKIACHHUIO
B3aMMOCBSI3H JIBYX IatoJyioruii [24, 23, 94].

PacnpocTtpaneHHOCTH nTOpakeHus: oprasa 3peHus npu AT cuibHO BapbUpyeTcs B
npeaenax or 8,1 mo 68%, mpu 3TOoM HamboJiee YaCTHIMU TMATOJIOTHSIMU SIBJISIFOTCS
TUMEPTOHUYECKAass  peTUHOmaTus W  peTuHomatusi  Takascy, oOycioBlieHHas
runoniepdysueri [148, 149]. Permnonatus Takascy kiacCU(DUIUPYETCS Ha YETBIPE
cranuu. Ha paHHMX cTagusx HaOJI0aeTcsl pacUIMpEeHUE COCylOB U 0Opa3oBaHME
MuKpoaneBpu3M. Ha Oomee mo3gHMX CcTaausXx (QOPMHUPYIOTCS apTEPHUOBEHO3HBIC
aHACTOMO3bl, YTO B KOHEYHOM HWTOT€ TNPUBOJUT K PA3BUTHIO KaTapaKThl,
nposin(epaTUBHON PETUHOMATUH U KPOBOU3IHSHUS B CTEKIIOBHIHOE Teso [149].

Pan uccnenoBanmii Gokycupyercs Ha AT, mposiBIsitoIIeMcsl TIETCKOM BO3pacTe
(<18 ner), 1 Ha BBIABICHUU OCOOCHHOCTEH ero TeueHus. B mccienoBaHusx oTMedaeTcs
HECKOJIbKO MEHbBIIee Mpeodiaganue >KeHIMH mpu getckoM AT mo cpaBHEHHIO C
HalUeHTaMu ¢ 1e0I0TOM 3a00JIeBaHus BO B3pociioM Bospacte [163, 195]. Kak mpasuiio,
y nanueHToB ¢ aedrotom AT B nmerckoM Bosdpacte V anruorpaduueckuit tunm AT
BCTpevaeTcsi Hanbosiee 4yacTo, MpU 3TOM Takxke pacnpocTtpaneH IV anruorpapuueckuit
Tun 3aboneBanus. B wuccriemoBaHusx oOpamiarOT BHUMAaHHME HAa BBICOKYIO YacTOTY
BOBJICYEHUS B MATOJOTMYECKHUI MpoIecC OPIOIIHON a0pPThl U €€ BETBEH y MallMEHTOB C
neororom AT panee 18 net [163, 177, 64, 68, 62].

VY manmeHToB neTckoro Bo3pacta ¢ AT 1o JaHHBIM HCCIICIOBaHHI HamOoJliee
BBIp2XEHBI B Havasie 3a001€BaHNsI KOHCTUTYIITHOHATLHBIC CHMIITOMBI, UTO OOBSICHSIETCS
0oJiee aKTUBHBIM CHCTEMHBIM BOCIIAJICHHEM, B TO BpEeMs KakK MPOSIBICHUS, CBSI3aHHBIC C
UIIeMHEH, BO3HUKAIOT noke [2, 195, 67]. 3auactyto y mamuenToB ¢ AT B Bo3pacte
menee 18 ner peructpupyercs Al [195, 64, 68]. B oaHO# U3 KOrOpT MEepBOHAYAIBHBIC
CHUMIITOMBI OBbUTH OOINMMH W BKIOYanu B ceOs Hegomoranwe (91,1%), muxopaaky
(68,9%) u ronosubie 60au (53,3%), nanee cranu pa3sBUBAThCS OoJice CHEIM(PUUCSCKHE

NpOSIBICHUST — ocyiabiieHue uian oTcyTcTBre myibca (33,3%), Al (26,7%) u Gonu B
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xuBote (20%). Ilpu STOM CHUMNTOMBI, CBSI3aHHBIC C WIIEMHEH, B 4YaCTHOCTH,
nepeMerKaronascs XpoMoTa KOHEYHOCTEH, Jale BCTPeUaInch cpeau manueHToB ¢ AT,
pedpaKkTepHBIX K CTaHAAPTHOW HMMMYyHOCYNpeccHBHOHM Tepanuu [62]. B HekoTophIx
WCCJICIOBAHMSIX TIPU CPaBHEHUH TIAIICHTOB JICTCKOTO H B3pOCIIOTo Bo3pacta ¢ AT ObL10
YCTaHOBJICHO, YTO Yy JETe Ha MOMEHT Ae0roTa yaile HaOJI0JaloTCs TOJOBHAs OOJb,
kapauomuonatust, XbIl u AT [163, 65]. JlTabopaTopHo y mamuentoB ¢ gedtorom AT B
JIETCKOM BO3pAacTe BBISBISCTCS OCTpoda3zoBoe BocmaneHue (TOBbIIICHHE ypoBHs C-
peaktuBHoro Oenka (CPB), ckopoctr ocenanus sputporutor (COD)) [68, 62].

CyIiecTBYIOT JaHHBIE O TOM, YTO MalueHTam ¢ aedrotoM AT B 1eTCKOM BO3pacTe
Heo0XxoauMo OoJiee aKTHBHOE HAOJIOJIEHUE IO CPABHEHHUIO CO B3POCIBIMU B CBSI3U C
0ojee TsoKeIbIM TeueHueM 3aboieBanus [195, 65, 67]. V mamuentoB ¢ AT meTckoro
BO3pacTa ObLI BBISABIICH 00Jiee BBICOKHI ypoBeHb cMepTHOCTH [163, 65, 64]. B onHOi#t 13
KOTOpT y manueHToB ¢ AT 1eTCKOro Bo3pacTta OBIIIO BRISIBICHO OOJIBINE PEIHIAUBOB, YEM
y B3pOCJBIX manueHToB [67]. OmHaKo He BCe MCCICIOBAHUS MOATBEPKIAIOT OOJIBIIYIO
JacTOTY BO3HHMKHOBEHHUS PEIHIMBOB B JETCKHMX KoropTax ¢ AT mo cpaBHEHHIO €O

B3poCIbIMH [65].

1.4 JlaGopaTopHasi JMATHOCTHKA

OCHOBHBIMH JTA0OPATOPHBIMU MapKepaMu aKTUBHOCTH 3a00JIEBAHHS OCTAIOTCS
CPb u COD, oaHaKO CHUCTEMHAas BOCHAIUTENbHAS PEAKLUs, MNPOSBISIOIAICS
MOBBINICHHBIMU pearentamu octpoit ¢asbl Bocnanenuss (CPb, COD), He Bcerma
KOPPEJIUPYET ¢ aKTUBHOCTBIO BOCHaJieHUs] B cTeHke cocyna [50]. Ha maHHBIH MOMEHT
MIPOJIOJDKAIOTCST UCCIICIOBAHUS, HAMPABIICHHBIC HA MMOMCK MapKepoB aKTUBHOCTH AT u
MOTCHITMAIBHBIX MUIIICHEH TepaIvu.

B uwactHocTH, y mamueHTOoB ¢ AT, 0cOO6HHO B akTUBHOM (haze, HaOII01aIOCh
TOBBIIIIEHUE YpOBHEH chiBopoTouHoro MJI-18, NJI-8 u NJI-6 [13, 185].

Taxke cooOmiaeTcss 0 TOM, YTO YPOBEHb XEMOKHHA, JKCIPECCUPYEMOTro U
cexperupyemoro T-knetkamu npu aktuBanuu (RANTES, Regulated upon Activation,

Normal T-Expressed and Secreted), wmeeT TMONOXHUTEIbHYIO KOPPEISAILHMIO C
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aKTUBHOCTHbIO 3a0osieBaHusi U ypoBHeM COD, 4TO YyKa3bIBa€T MPOTHOCTUYECKYIO
neHHocth RANTES npu AT, npu 3ToM IMMYHOCYTIIPECCUBHAS TEPAITHS CAMOCTOSTEIBHO
He BimseT Ha cBepxakcnpeccuto RANTES [120].

VY nanuentoB ¢ AT 1O CpaBHEHHIO C YCIOBHO 3JOPOBBIMH JIIOJbMH ObLIH
BBISIBIICHBI 3HAYUTEILHO BEICOKKE ypoBHH Juranaa xemoknaa C—C (CCL, chemokine (C-
C motif) ligand) 2, CCL3, CCL20, nuranga xemokuna C-X-C (CXCL) 8 u CXCL10.
Taxoke nosbiennbie ypoau CCL2, CCL20, CXCL8 n CXCL10 6p1mn oOHapyXeHBI y
MAIMEeHTOB ¢ akTUBHBIM AT 110 CpaBHEHUIO C AIIMEHTAMU C HEAKTUBHBIM 3a00JICBaHUEM,
YTO yKa3bIBACT HA MOTCHIMAIBHYIO POJIb TUX XEMOKHUHOB B OllcHKe akTuBHOCTH AT [87,
162].

®HO-0 urpaer BaXHYK pOJb B Pa3BUTHH T'PAHYJIEMATO3HOTIO BOCIIAJICHUS,
tuninyHoro st AT. Bonee Toro, y nmamueHToB ¢ akTUBHBIM AT ObLiIM BBISIBIICHBI OoJiee
BbIcOKME ypoBHH PHO-0. B CBHIBOPOTKE KpPOBH II0 CPaBHEHHMIO C NALUUEHTAMH C
HeakTBHBIM AT [185]. Bmuio ycraHOBIEHO, YTO y NamWeHTOB ¢ akTUBHBIM AT
koHueHTpamusi BAFF 3HaunTensHO yBennueHa, B peMuccun 3a060eBanus HaO01aeTcs
HopManim3anus ypoBHs BAFF [186]. B ornomenmn IFN-y mpu AT pesyiabTarhl
UCCJICIOBAHUM HEOJAHO3HAYHBI: OJHHU PabOThI NEeMOHCTpHUpYIOT ToBbimieHue IFN-y y
narueHToB ¢ AT, B To BpeMs Kak JIpyrue 3Toro He moarsepxaator [184, 185, 227].

B kauectBe MapkepoB Takxke uzyyanucb MMII u TkaHeBble HMHTUOUTOPHI
MaTpuKcHbIX MeTamutonporennas (TUMII). 3nauntensHo noBeimieHHbIe ypoBHH MMIT-
1,2,3,9 Obutn 3apeructpupoBansl mpu AT, 0COOEHHO B aKTMBHOM CTaauM 3a00JIC€BaHUS.
Yposuu TUMII-1 Obu1u Bhiliie y narueHToB AT, 4eM y yCIIOBHO 310poBbIX Jrojaei [240].
Pons TUMII-1 B kauectBe Omomapkepa npu AT ocTtaeTcsi CHOpHOW: MO JTaHHBIM
HEKOTOPBIX MCCIEIOBAHUNA OH TOKa3an cel0d Kak crnenuduyeckuid Ouomapkep B
nuarHoctuke AT ¢ OTHOCHUTEIFHO BHICOKOU CIIEIM(PUIHOCTHIO, B IPYTHUX UCCIICIOBAHUSIX
ypoBeHb TUMII-1 oka3zancs cHuxeH y manueHToB ¢ AT mo cpaBHEHHIO C YCJIOBHO
3JI0POBBIMH JIFOJbMH M HE UMEJI HUKAKOW CBSI3M ¢ aKTUBHOCTBIO 3a0o0ieBanus [146].

Cpean  MOJEKyJl  KJIETOYHOM  aAre3Md  ypOBEHb  MOJIEKYJbl  aIre3uu
sHA0TeNMHAIBHBIX KieTok TpomoboiuToB (PECAM-1, Platelet Endothelial Cell Adhesion

Molecule-1) mokasan Oonblioe 3HaAYCHUE B paHHEH JUArHOCTHKE M OLEHKE aKTHBHOCTH



22

3aboneBanus [77, 103]. JlanHbIe 0 posin MeKKIIeTOUHOM Moteky bl aare3un-1 (ICAM-1,
Intercellular Adhesion Molecule 1) u Monekyabl aare3uud COCYIUCTOrO SHIOTEIHUS
(VCAM-1, Vascular cell adhesion molecule 1) ocratorcss mMpOTHBOPEUYMBBIMH, UYTO
MOTYCPKUBACT HEOOXOMUMOCTh JANbHEHIINX WCCICAOBAHUN ISl OIpENeTCHUs UX
KknHrYeckor 3Haunmmoctu [77, 103, 116]. IIpu pedpakreprom AT P-cenekruH, mo-
BUMMOMY, CBSI3aH C TATOT€HE30M BOCIIATUTEIBHBIX M TPOMOOTHYECKUX TPOIIECCOB, YTO
MO3BOJIIET  paccMaTpWBaTh €ro B KAadeCTBE TMOTCHIUATBHO  JPPEKTUBHOM
TeparneBTHYecKoi mumenu [167, 160].

B HEKOTOPBIX UCCIIEIOBAHUSIX COOOIIACTCS O TOBBIIICHUH YPOBHS MEHTPAKCHHA-3
(PTX-3, Pentraxin 3) y manuenToB ¢ AT 110 cpaBHEHHIO CO YCIOBHO 3/I0POBBIMH JIFOIbMH.
Kpome Toro, ypoBens PTX-3 xoppenupoBail ¢ aKTHBHOCTHIO 3a00JIeBaHUSA W HE OBLI
3aBucuM ot npuema ['KC [192, 181, 157, 168].

CeiBopotounbiii ammionn A (SAA, Serum Amyloid A) takke MoXeT OBITH
MOTEHIIMATIFHO HAJIS)KHBIM MapKEePOM JIJISl OIICHKH aKTUBHOCTH 3a00JIEBaHMS U OTBETA HA

neuenue mpu AT [183, 182].

1.5 UHcTpyMeHTaIbHAS INATHOCTHKA

Cornacno pexkomenaanusm EULAR npeanouTuTenbHbIM METOJOM BU3yaIU3alun
s guarHoctuku AT sBinsercss MPA, a anprepHatuBamu siBisitorcs 119T ¢ 18F-D/,
KTA nmm Y3/I' [142].

VY3I' sBnsgercss Hanbosee M3YyYEHHBIM METOJIOM BHU3YyaJM3aIlMM C COBOKYITHOM
qyBCTBUTEIbHOCTRIO 81% wu cmenuduunocteo 100% [113]. Opnako MeTon
MajiouH(OpMaTUBEH sl OLIEHKH W3MEHEHHMH aopThl, KOTOpas 4acTO BOBJICKAETCS B
naToyiorndyeckuil nporecc y mauueHtoB ¢ AT. Bo3moxHo wucnons3oBanune Y3U ¢
KOHTPACTUPOBAHUEM, IIOBBIIIEHUE WHACKCA KOHTPACTHOTO YCHJIGHHUSI COCYAMCTOM
CTCHKH COHHOM apTepuu KOPPEIMPYeT ¢ aKTUBHOCTHIO 3a0oneBanus [51, 236, 72].

Omnum u3 npeumyiectB KTA gBisieTcsi BO3MOXHOCTh TOJTYYSHUS U300pasKeHUIA
C BBICOKON aHatomMuyeckoil aeranuzanueil. Pesynbrarel KTA mMO3BOJAIOT OLIEHUTH

CTCIICHDb YTOJIICHUA CTCHKHU COCY/la, OATHAKO N3-3a J'Iy‘-IGBOfI Harpy3Ku u HGO6XOI{I/IMOCTI/I
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UCTIONIb30BaHUsl MOJCO/IEPIKAIer0 KOHTPACTHOTO BEIIECTBA MOBTOPHAs KOHTPOJIbHAS
BU3yaJIM3alusl 4acTo orpanuyeHa [98].

[Ipu momo3penmn Ha AT MPA ocraercs MeTromoM BbIOOpa ISl OICHKH
BOCTIAJINTEIPHBIX M3MEHEHH W COXPAHHOCTH IMPOCBETA COCY/IOB, B TOM YHCJIEC H3-3a
OTCYTCTBHSI OOJIBIIION 03Bl OOMy4YeHHs (MHOTMM TalMeHTaM TpeOyeTcs CepHifHas
BU3yaJIH3alis) U U3-32 BO3MOXKHOCTH OJHOBPEMEHHOTO HCCIEAOBAHUSA HECKOJIBKHUX
cocynoB, Bkmouas aopty [21, 92]. MPA o6ecneurnBaeT 4YETKYIO BH3yalU3alldio
YTOJIIIEHHOW apTepuanbHON CTeHKU. Busyanuzanuss B TI1-B3BEHIEHHOM pexHUME
MI03BOJISICT OLICHUTh AHATOMUYECKHE OCOOEHHOCTH TTOPAKEHUS apTepUaIbHON cTeHKH. C
nomoibio T2-B3BElICHHOW BU3yalW3allMd MOXKHO BBISIBUTH OTEK CTEHKH COCyJa, a
MOCPEACTBOM  KOHTPACTHO-YCHMJICHHOTO T1-B3BEHIEHHOTO pexuMma — TO3]Hee
KOHTpacTHoe ycuieHue. OTeK COCYAUCTOM CTEHKU M TO3/IHEe KOHTPACTHOE YCHIIEHUE
CBUCTEILCTBYIOT 00 akTMBHOM BocmaiieHuu [220]. YV mammentoB ¢ aktuBHBIM AT
BBISIBIISICTCS 00Jiee BRIPAKEHHOE YTOJIICHHE MHTUMBI TI0 CPAaBHCHHIO C MAIIMCHTAMH B
pemuccuu [113].

[IOT/KT c 18F-® /1 sBnsiercst 3¢ (HEeKTHBHBIM METOJAOM TUATHOCTHUKU BACKYJWUTOB
KPYITHBIX COCYJIOB, JeMOHCTpHUpys d4yBcTBUTEIbHOCTE 80% (95% N 70-97%) wu
cnenuduunocts 91% (95% AU 67-98%) [111]. IlpoBeneHue wHcCCaCAOBaHUSA C
BBEJICHUEM MOJCOJEpKAIero KOHTpAacTHOro BemecTBa mnpu AT  mo3BomsieT
OJTHOBPEMEHHO OILIEHUTh KaK COCYJIMCTOE BOCHAJICHUE, TaK U CTPYKTYPHOE COCTOSIHHME
kpoBeHOCHBIX cocynoB [106]. Tlo cpaBuenuto ¢ IIDT/KT, IIDT/MPT obGecnieunBaet
O6onee TouyHOoe AuddepeHIIMPOBAaHNE AKTUBHOTO BOCHAIUTEIBLHOTO M HEAKTHBHOTO
(UOPO3HOT0 BaCKyJIUTa KPYIHBIX COCYIOB MpH rurantokietoudoM aprepunte (['KA) u
AT, K TOMy k€ XapaKTepu3yeTcsi MCHbIIICH TyueBoi Harpy3kou [112, 158].

Tpamuuuonnass anruorpadguss HeE pekoMeHayercs sl auarHoctuku AT,
MOCKOJIbKY OHa ObLTIa 3aMEHEeHa paHee YIOMSHYTHIMA METO/IaMU BU3yalu3anun. MeTos
MOKa3aH TOJBKO B CIIydae COCYAMCTHIX BMEIIATEIHCTB, HO HE B IMarHOCTUYCCKUX TIEIISX.

Jlns1 ee mpoBeieHNs HEOOXOAMMO JTOCTUYD PEMHUCCHH 3a00JICBaHMS.
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B cnydae momo3peHus Ha pelUANB BU3YaTU3AlMOHHBIE METOJIbI MCCIIEIOBAHUS
MOJIE3HBI B IOMIOJIHEHUE K TAOOPATOPHBIM MapKepaMm, TaK Kak ¢ UX MOMOIIBIO BO3MOKHO
OLIEHUTH MPOTPECCUPOBAHUE MOPAKEHUS COCYAOB.

Jpyrum  mokazaHueM I BH3yalM3allid  SBJISETCS  HEOOXOJUMOCTH
uaentuduxanys tuna AT. Bo Bpems HaOmo1eHus 3a MallMeHTaMU BU3yalu3alis MOXKET
UCIIONIb30BaThCSL sl cTpaTUUKaluuy 3a00JieBaHUs, HANpPUMEp, A ONpeAeTCHUs
KOJIMYECTBA MOPAXKEHHBIX COCYJI0B U MHTEHCUBHOCTU BOCIIAJICHUS B OTACIBHOM COCY/IE,
0COOCHHO Yy TAITUCHTOB ¢ pepakTepHBIM K Teparuu 3adosieBanuem [92].

Taxxe Benercst 00CyKJ€HHUE 110 OBOAY TOT0, MOKET JIM HapacTaHUE CTEHO3a WIH
NOSIBJICHHE HOBBIX MATOJIOIMYECKUX M3MEHEHHM B cOCyJax OBITh €AMHCTBEHHBIM
MapKepOM HACTYNUBIIETrO PelUANBa 3a00aeBaHus. MOXKET JIM aTOJIOrMYEeCKUI MpoLecc
IPOrpecCUpOBaTh HE3ABUCUMO OT AaKTHBHOI'O CHUCTEMHOI'O BOCHAJIUTENILHOTO OTBETA,
MIOKa OCTAETCsl HESICHBIM, 3TOT aCIeKT TPeOyeT JOMOTHUTEIBHBIX UCCIETOBAHUH.

VY manuentoB AT MPA, KTA nmn Y3/II' 3KkCTpakpaHHAIBHBIX COCYJIOB MOTYT
UCIIOJIb30BaThCS AJIs JOJATOCPOYHOIO MOHUTOPUHIA MATOJIOIMH, OCOOCHHO B y4acTKax,
/i€ paHee BBIIBIUIMCH U3MEHEHHs. YacToTa CKpUHHHTA, a TAaKKEe MPUMEHSEMBII METOT
BU3YyaJIM3alliH, OTPEACIISIOTCS HHANBH Y aabHO [18, 92].

[IporpeccupoBanre MaTOJIOTHYECKOTO TpoIlecca Yalle BCETO MPOUCXOIUT B
MecCTaX, TJ€ paHee BBISABISUIUCH BOCHAIUTEIbHBIE H3MEHEHHS. JTO MPeIoKEHHUE
OCHOBAaHO Ha pe3yJIbTaTax OJHOTO HCCJEIOBAHMS, B KOTOPOE OBLIM BKIIOYEHBI 32
marnuenTa ¢ KA u 28 nanuentos ¢ AT. B uccienoBanuu coo6iaiocsk o ToM, uto 80%
y4acCTKOB COCYZOB, B KOTOpPBIX BIIOCJIEJICTBUM BBISBISUIUCH aHTHOTrpaduyecKkue
U3MEHEHHS (CTEHO3 WJIM aHEBPU3MbI) BO BpeMsi HAOIO/ICHNS, MTOKA3aIi 3HAYUTEIHHOE
nornomenue 18F-®J[ B nayane nabmonenus. C apyroil ctopossl, B 92% y4acTkoB
W3MEHEHHUH ¢ UCXOAHOU akTUBHOCTHIO 18F-D]] He OBUTO BHISBICEHO aHTHOTPAQUUECKUX
u3MeHeHn ¢ TedeHneM Bpemenu [52]. XKenarenbro BemonaaTe OAT-IIOT kaxaomy
naruenty ¢ AT B Hauane HaOmoxenus [15, 92].

HecmoTpss Ha  pasnuumsi WHCTPYMEHTAIBHBIX  METOJIOB  JUArHOCTHUKH,
kinaccudpukanmonnsie kpurepun ACR/EULAR 2022 roma mis AT mogdepKHBarOT
9KBUBAJICHTHYIO AUarHoctuaeckyio poib MPA, KTA, Y3/I' u I19T ¢ 18F-d /1 [37].
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1.6 KnaccnuxkanmoHHble KPpUTEPUH
Briepsrie knaccudukannonnsie kpurepuu Obut BeIBHHYTH IShikawa K. B 1988
roay. Kputeprn OCHOBBIBANIMCH Ha BO3pacTe MOSBICHUS CUMIITOMOB, KIMHHYECKHX,

71a00paTOPHBIX U aHTHOTpaduveckux naHHbIX (Tadmuma 1) [122].

Tabmuna 1 — luarnoctrueckue kputepun AT Ishikawa K., 1988

Kpurepun \ Onpenenenus
O0s13aTenbHBIN KpUTEpU
Bo3spact <40 ner Bo3spact <40 et Ha MOMEHT TOCTaHOBKH

JMAarHo3a WK MOSIBJIEHUSI CUMIITOMOB
JUIMTEIIBHOCTBIO HE MEHEE OJHOTO Mecsla B
aHaMHe3€ NalyeHTa

OCHOBHBIE KPUTEPUHT

(1) IMopaxenue cpeqHen 4acTu Hauboee BbIpak€HHBIN CTEHO3 U OKKIIIO3US
nesoi [TKJTA HAOJIIOTAIOTCS B CPEIHEH YacTh apTepuu OT TOUKHU
Ha 1 cM nmpokcuMalnbHee yCThs JI€BOM
MO3BOHOYHOW apTEepPUH 10 TOUYKH Ha 3 CM
JIMCTaJIbHEE OTBEPCTHUS M0 JAHHBIM aHruorpaduu
(2) MopaxkeHnue cpeaHEH YacTH Hawnbonee BbIpakeHHBIN CTEHO3 U OKKITIO3US
npasou [TKJTA HAOJIIOAI0TCS B CPEAHEN YacTU apTepuu OT TOUKU
Ha 1 cM nmpokcuManbHee yCThs JIEBOM
MO3BOHOYHOMW apTepuu 0 TOYKU HA 3 CM
JIMCTaJIbHEE OTBEPCTHUS T10 JTAHHBIM aHTHOrpaduu
JlononHuTeNnbHbIE KPUTEPUU

(1) Yckopenune COD HeoObsicHUMOE APYTrUMH IPHUUHAMH CTOWKOE
yckoperrne COD >20 mm/4 o Becteprpeny npu
MIOCTAaHOBKE JMArHo3a

(2) BonesHeHHOCTH TIO X0y OIHOCTOPOHHSISI WIIA JIBYCTOPOHHSIS
COHHBIX apTepHil OOJIE3HEHHOCTBH I10 X0y OOIINX COHHBIX apTepUit
(OCA) npu manpnamnyy Bpaduom
Croiikoe moseimenue AJl >140/90 mm pr.cT. Ha
TuIeYeBoi apTepuu Wiy noseimenue AJl >160/90
Ha MOJKOJIEHHON apTepuu B Bo3pacTe <40 yet uiu
aHaMHecTH4ecku B Bo3pacte <40 Jer.
BrIsiBIIeHHAS ¢ TOMOIIBIO ayCKYJIbTAIUN UITH
axoKapauorpaduu ¢
JIOTITJIEPOMETPUEH/ TONTIEPOBCKON aHTrHorpaduu

(3) AT

(4) AP v aHHYII0-a0pTaIbHAS
IKTA3Us
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(5) IMopaxenue neroyHoi OuaroBasi WM CeTMEHTapHast apTepraIbHast
apTepuu OKKJIIO3HSI
HawnOosnee BrIpaKEHHBII CTEHO3 WM OKKJIFO3US TI0
(6) [MopakeHnue cpenHelt yacTh | JaHHBIM aHTHOTPa(UU B CPEIHEH YaCTH apTepPHH
nesoit OCA JUIMHOM 5 CM OT TOYKH, PaCIOJIOKEHHOM Ha 2 cM
JUCTAJIbHEE €€ YCThs
Haubonee BrIpaskeHHBIN CTEHO3 WIIA OKKITIO3HS B
JTUCTAILHOM TPETH apTepuu MO JaHHBIM
anruorpaduu
CTeHo3, AunaTanus Wid aHeBpU3Ma,
HEPaBHOMEPHOCTH MPOCBETA 110 TAHHBIM
anruorpadpuu
CreHo3, nuiaTanys Wil aHeBpU3Ma,
HEPaBHOMEPHOCTh MIPOCBETA MO JAHHBIM
anruorpaduu U OTCYTCTBUE MOPAKECHHSI a0PTO-
I0JIB3/IOIIHOM 001acTh (2 M TepMUHAIBHOMN
YacTH a0PThl U OOIIME MOIB3/IONTHBIC APTEPUHN )

(7) IopaxkeHue AUCTAITBHOIO
OT/Iej1a TUICYErOJIOBHOTO CTBOJIA

(8) MMopakeHne HUCXOIATICH
YaCTU IPYIHOM aOPTHI

(9) Mopaskenue OproIIHOM
aopThI

Hanmnaue 1160 MByX OCHOBHBIX KPHTEPHEB, IMOO OJHOTO OCHOBHOTO M JIBYX WJIH
Oosnee JOTMOJHUTEIBHBIX KPUTEPUEB, JHOO YeThIpex WKW Oosiee JOMOTHUTEIbHBIX
KPUTEPHUEB TIPEIOJIaraio BHICOKYIO BeposATHOCTH AT ¢ uyBcTBUTEIbHOCTHIO 84% B
koropre u3 96 maruentoB [122]. OcHoBaHueM il Pa3pabOTKU KpPUTEPUEB OBLIH
MPEUMYIIIECTBEHHO HAOMIONCHHUS 3a SMOHCKMMU TAalMeHTaMU, He ObUIM YYTCHBI
reorpaduyIecKre U STHUUECKHE PA3INIUs B TCUCHUH 3a001eBanus. Taxke 00s3aTeIbHBIN
Kputepuii (Bo3pact Ha MOMeHT jAcOrora mMeHee 40 jeT) sBisICSd HamOoJiee BaKHBIM
OTpaHUYHMBAIONIAM (HaKTOPOM Il TIOCTaHOBKM amarHo3a AT, Korma B OCTaabHOM
JTIMArHO3 OCTaBAJICA yOCIUTEIbHBIM.

Haunbonee yacTo ucnonb3yemble 0 HACTOAIIETO BpeMeHu kputepuu AT Obuim

ycranoBiieHbl ACR B 1990 rony [202]. Kputepuu npencrasienst B Tabmuie 2.

Tabmuna 2 — Knaccudpukannonnsie kputepuu AT ACR (1990 rom)

Kpurepun Onpenenenus
[TosiBnenne cumMnToMOB, cBsA3aHHBIX ¢ AT, B Bo3pacrte
Bo3spact ne6rora <40 ner
<40 net
[Tepemexaromasics CnabocTh 1 TUCKOM(OPT B MBIIIAX TPU JTBUKCHUH,

XpoMoTa KOHEUHOCTEH 0COOEHHO B BCPXHHUX KOHCYHOCTAX
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Ocnabnenue myJnbca Ha CHikeHue myabcalii Ha OJTHOM MM 00€eHX TJICUYEBBIX
IJICYEeBOU apTEpUH apTepusix.
Paznauna B AJl >10 mm Paznuia >10 mm prt. cT. B cuctonmuueckom Al Mexmy
PT.CT. pyKaMu
[ym Hag TTKJTA wnu [ITy™m, BBICIIyIIMBAEMBIN NPHU AYCKYJIbTAMU HAJl OAHOU
aopToi unu asyms [TKJIA unu OproiiHoi aopToid

CTeHO03 WM OKKIIIO3UsI a0PThl, €€ OCHOBHBIX BETBEH WM
KPYIHBIX apTepuid B MPOKCUMAJIBHBIX OT/AENaX BEPXHUX
W3meHeHus o 1aHHBIM | WJIM HIDKHUX KOHEYHOCTEH M0 JaHHBIM aHruorpaduu, He
aHruorpapuu BBI3BAaHHOE apTEPHOCKIEPO30M, GUOPO3HO-MBIIICUHON
JUCIUTa3ued WM aHAJIOTMYHBIMU TPUYUHAMH, OOBIYHO C
OYaroBbIMHU WJIM CETMEHTAPHBIMA N3MEHEHUSIMU

Hanwune mro0bIX Tpex u 0ojiee KpUTEPHUEB IMO3BOJISUIO TIOCTABUTH JWATHO3 C
gyBcTBUTEIHHOCTHIO 90,5% 1 cnerupuyanocteio 97,8%.

Opnako kputepun ACR 1990 r. takke uMmenu CylIeCTBEHHbIE OTPAHUYCHUS:
BO3pacTHO# mopor B 40 yleT U orpaHWYEHHBIC BO3MOYKHOCTH BH3yaJIM3allud, KOTOPHIC
MO3BOJISUTH  OTIPENICTUTh TOPAKCHUE apTepuid TOJBKO C TOMOINBIO IH(PPOBOH
cyOTpakimonHoi anruorpaduu [49].

Sharma wu coast., 1995, mnpemIoXWIM BHECTH HEKOTOPbIC HW3MCHCHUS B
nuarHoctuueckue kpurepuu Ishikawa K (Taomuna 3) [189]. DT n3MeHeHHs BKITIOUAIOT
B ce0s1 MCKITIOUEHHE 00s13aTeIbHOTO KpUTEpHs (BO3pacT Ha MOMEHT ie0r0Ta 3a00J1eBaHus
< 40 ner), BKIIIOUYCHHUE XapaKTEPHBIX CUMNTOMOB AT B Ka4eCTBE OJTHOTO M3 OCHOBHBIX
KPUTEPUEB, HCKITFOUEHUE BO3PACTHOTO OIpaHUYCHHS U3 onpenencHust Al', HCKIroueHue
MyHKTa «OTCYTCTBHE TOPAXCHHUS aOPTO-TOAB3IONIHON OOJacTH» W3 ONpeaeieHUs
JIEBATOTO MAJOr0 KPHUTEPUS M JIOOABJICHWE OTOJHUTEIHLHOTO MAaJoro KPUTEPUS O
MOPaXKCHHH KOPOHAPHBIX apTepHil y marueHToB MoJioke 30 JIeT NMpu OTCYTCTBUHU
dbakTopoB pucka (runepiaunuaemusi, caxapHbii nuabder (CI]) umm mo0o0i apyroi

U3BECTHBIN (PaKTOp pHUCKa).
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Tabmuna 3 — JImarnoctuyeckue kpurepun AT Ishikawa K. B mogudukamuu Sharma u

coaBT. (1995)

Kputepun

Onpenenenus

OCHOBHBIE KPUTEPUU

(1) [opaxkenue cpeaneit
yactu a1l IKJTA

HanOoiiee BoIpa)XeHHBIN CTEHO3 U OKKITFO3US
HaOII0AA0TCA B CPEAHEN YacTH apTepUH OT TOYKH Ha 1
CM IIPOKCHMAJIbHEE YCThS JIEBOM IT03BOHOYHOU apTEepUU

710 TOYKH Ha 3 CM JHCTajIbHEEe OTBEPCTHUS MO JAaHHBIM
anruorpaduu

(2) lMopaxkenue cpeaHe
yactu nlIKJIA

Haubomnee BpIpaKeHHBIN CTEHO3 M OKKITIO3US
HaOJI0JAI0TCS B CPETHEH YacTH apTepuu OT TOUKH Ha 1
CM MPOKCUMAJIbHEE YCThsI IEBOU MMO3BOHOYHOM apTepun

JI0 TOYKHU Ha 3 CM JTUCTaIbHEE OTBEPCTHUSA 10 TAHHBIM
anruorpapuu

(3) Xapaxkrepnbie s AT
CHUMIITOMBI (JJIMTEIHHOCTh
HE MEHEE OJIHOTO MECSIIa)

K HuUM OTHOCATCS mepeMexaromascs XpoMoTa
KOHEYHOCTEW, OTCYTCTBUE MYJIbCA WIIH PA3ITUYHUE ITyJIbCa
B KOHEYHOCTSIX, OTCYTCTBHE A/l My 3HaUnTENbHAS
pa3HUIa B CUCTOJMYECKOTO AJ] MEXy KOHEUHOCTSIMH
(> 10 MM pr. CT.), TUXOpaaKa, KApOTHUINHUA,
TPaH3UTOPHBIA aMaBpO3, HEYETKOE 3pEHUE, OOMOPOKH,
OJIBIIITKA WUIM YUaIlleHHOE cepIieOneHue.

I[OHOJIHI/ITGJII)HBIG KPUTCPpUHU

(1) Yckopenune COD

HeoObsicHuMoOe qpyruMu MpuanHaMU CTOHKOE
yckopenue COD >20 mm/4 o Becreprpeny npu
NIOCTAHOBKE JMAarHo3a

(2) Bone3HeHHOCTH IO
XOAY COHHBIX apTepui

OIHOCTOPOHHSISI UJIU IBYCTOPOHHSISI O0JIE3HEHHOCTD 110
xoay OCA nipu najpnainyu Bpauom

(3) AT

Croiikoe moseimenue AJ[ >140/90 mwm pr.cT. Ha
TuiedeBoi aprepuu win noeimenne AJl >160/90 Ha
TIOJIKOJICHHOM apTEPUH.

(4) AP um anHyI0-
aopTaJibHas DKTa3Hs

BrlsiBIIeHHAs ¢ TOMOIIBIO ayCKYJIbTAllUU WU
sXoKapauorpaduu ¢ JONIIIEPOMETPUEH/ TOTITUIEPOBCKON
anruorpaduu

(5) [Mopakenue JIeroyHoOM
apTepuun

OuaroBasi UM CErMEHTapHAs ApTepUATIbHAST OKKITFO3HS

(6) [Mopaxkenue cpeaneit
yactu TOCA

Hawnbomnee BoIpakeHHBIN CTEHO3 WA OKKJTIO3US 110
JAaHHBIM aHTHOTpa(uU B CPETHECH YaCTH apTepUr
JUTMHOM 5 CM OT TOYKH, PACIIOI0KEHHON Ha 2 CM

JIUCTAJIBHEE €€ YCThS

(7) Mopakenue
JMCTAIBHOTO OT/IeNa
IJICYETOJIOBHOTO CTBOJIA

Hawnbonee BoIpakeHHBIN CTEHO3 WJIM OKKJTIO3US B
JTUCTATBHOM TPETU apTEPUU TI0 TAHHBIM aHTHOTpapuu
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(8) INopaxkenue
HUCXO/ISIIEH 9acTh
TPYAHOU A0PTHI
(9) Mopakenue OpromHoi | CTeHO3, TUIATAIMS WM aHEBPU3Ma, HEPABHOMEPHOCTh
aopTHI IPOCBETA MO JaHHBIM aHTHOTrpaduu
BrisiBnennoe npu anruorpaguu B Bozpacte 10 30 et
P OTCYTCTBUU (PAKTOPOB pHUCKa (TUIEPIUITHIEMUS

i C]l)

CreHo3, quiatanys Wiv aHeBpU3Ma, HEPaBHOMEPHOCTh
pocCBeTa MO0 JaHHBIM aHTHOTpaduu

(10) IMopaxenue
KOPOHAPHBIX apTepuit

Hanuuue nByX OCHOBHBIX WJIM OJHOTO OCHOBHOTO M JBYX JOTOJTHHUTEIHHBIX
KPUTEPUEB WJIM YETHIPEX JOINOJHUTENIbHBIX KPUTEPUEB MPEANOIArajJo BBICOKYIO
BepoATHOCTH AT. UyBCTBUTENEHOCTh MOIUGUITMPOBAHHBIX KpUTEpHEB cocTaBuia 92,5%
B koropte u3 106 mammentam ¢ anruorpadudecku nmoaTBepxkaeHHon AT. OgHako npu
ucrnonb3oBanuu  kputepueB  Ishikawa K. wu  xpurepue ACR (1990 ron)
YyBCTBUTENHHOCTh B 3ToM Tpymnme u3 106 mammentoB coctaBuma 60,4% u 77,4%
COOTBETCTBEHHO.

C pasBuUTHEM TEXHOJOTHI ¥ TIOSIBICHHEM HOBBIX METOJIOB BH3yaJIH3aliH,
kinaccudukammonnsie  kpurtepun ACR 1990 roma mepectanmm COOTBETCTBOBATh
COBPEMEHHBIM KIMHUYECKUM NoTpeOHOCTAM. [Ipu aHamuse COBpPEMEHHOU KOTOpThI
nareHToB ¢ AT wux uyyBcTBHTENnbHOCTH cHu3miIach ¢ 90,5% mo 73,6% [49].
Oo6nosnennbie knaccudukanuonnsie kputepun AT, pazpadoranneie ACR u EULAR,

Obutn BeIytieHbl B 2022 roay (Tabnuua 4) [37].

Tabnuna 4 — Knaccuduxannonnsie kputepun AT ACR/EULAR 2022 r.

Kpurepun bautel

Heo0xoaumblie kpuTepun:
Bo3spacT <60 sieT Ha MOMEHT YCTaHOBJIEHUS IUarHO3a
[Tpu3Haku BacKyJIUTA C MOPAXKEHUEM aOPTHI U €€ BETBEH C MTOMOIIBIO
BU3yanuzanun’y

JlonoJIHUTe bHbIe KIHHUYECKHe KPUTEePHH:
Kencknii mon
Crenokapaus
ITepemesxaromasicst XpOMOTa BEPXHUX UM HUKHUX KOHEYHOCTEH
[laTonoruyeckue mrympl?

CHmXeHue Win OTCYTCTBHC 11YJIbCa B BCPXHUX KOHC‘IHOCTSIX3

NN DN -
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[Tatosnorus conHoii aprepun® 2
Paznuia AJl Mexay BEepXHUMH KOHEYHOCTSIMH >20 MM PT.CT. 1
JlonmoJiHUTeIbHbIE BU3YAJIM3AUOHHbIC KPUTEPUM:
KonmdecTBo mopakeHHBIX apTepHaTbHBIX 30H (BBIOpATh OJIMH
oTBer)”)
Onna 1
JlBe 2
Tpu 3
CHMMETPUYHOE TIOPAKEHHE TIAPHBIX apTepuii® 1
BogiieueHue OprOIIHON a0pPThI C MOYEUYHBIMU WU OPBIKECUYHBIMU 3
aprepusiMu’)
IIpumeuvanus:
1) [Ipu3Haky BacKyjiIWTa B aOpTE WM €€ BETBSIX JOJDKHBI OBITh MOATBEPHKAECHBI C ITOMOIIBIO
Buzyanmu3anuu cocynoB (KTA/karerepnas anruorpadus, MPA, V3T, I19T).
2) [ym npu ayckynbrauuu KpynHbix aprepuil (aopta, OCA, IIKJIA, noamsliieudHsle,
IIJICYECBBIC, IIOYCYHBIC, ITIOAB3AOIIHBIC, 66,leeHHBIe apTepHH).
3) CHIKeHHe WM OTCYTCTBHE IyJIbCa MPU OOBEKTUBHOM OOCIICIOBAHWU Ha TMOJAMBIIICYHBIX,
IICYCBBIX UJIN JIYUCBBIX apTCPUAX.
4) CHmKeHNe WIM OTCYTCTBHE IyJIbCa HA COHHOH apTepuu WM OOJIE3HEHHOCTh B 00JIacTH
COHHOHU apTCPpHH.
5) KonnuecTBo apTepuanbHbIX 30H C U3MEHEHHUEM IIPOCBETA (HApUMEp, CTEHO3, OKKIIIO3US WIH

aHeBpH3Ma), BBIABIEHHBIE C TOMOIIbIO aHTHorpaduu i Y3U B mo00ii U3 npeasiokeHHbIX BT
30H: TpyJHAas aopTa, OproiHas aopta, Opepkeeunbie aprepuu, TOCA wim nOCA, nl1KJIA u nlIKJIA,
JIeBasi WIK MpaBasi MOYEUHbIE apTEPUU.

6) JIBycTOpoHHEE M3MEHEHHUE MpocBeTa (CTEHO3, OKKIIIO3US WM aHeBpHU3Ma), BBISIBICHHOE C
nomMoIneko anruorpaduu nwin Y3 B 11000# U3 npenoKeHHbIX MapHbIX COCYIUCTBIX 30H: COHHBIE,
[TKJIA wiu moyeuHble apTepuu.

7) W3menenne mpocBera (CTEHO3, OKKJIIO3US, AHEBPU3MA), BBIABICHHOE C IOMOIIBIO
anruorpaduu win ¥Y3U, Briroyaroiiee nopakxeHue OproIIHON aopThl M IOYEUHBIX UIIH OpBIKEEUHBIX
apTepui.

CornacHO HOBBIM KPUTEPUSM, AUAarHO3 MOXKET OBbITh NMOCTABJIEH MPHU OLIEHKE > 5
0aJIoB MPH COOTBETCTBUM KPUTEPHSIM BKIFOUCHHSI. UyBCTBUTEIBHOCTh ATHX KPUTEPUEB
cocraBisier 94%, a cmenupuunocte — 99% [37]. Hecmotrps ©Ha TO, HUTO
kinaccudukanmonnsie kputepun 2022 roma OCHOBAaHBI HAa KPYMHOM WCCIIEIOBAaHUU,
oxBaruBiieM 136 nentpoB B 32 ctpanax, AT nposBisieTcs mo-pasHOMY B 3aBUCHUMOCTH
OT PerMOHa U STHHYECKOM nmpuHaiexxHocTu. B nccnenoanuu Tomelleri A u coagt., npu
Bamumanun kpurtepueB AT ACR/EULAR 2022 roma B koropre mamueHTOB ¢ AT
WHAWACKOW TPUHAJICKHOCTA CHEIU(PUIHOCTh OKa3ajlach MEHBIIE, YeM B KOTOPTE
OPUTHHAJIBHOTO HCCJIENOBAaHUS, YTO MOXET OTpakaTh pa3Hyl 3(pPexTuBHOCTH

KPUTEPHEB B Pa3HbIX ATHUYECKUX rpymnmax [235]. B eie oqHOM Mccae10BaHUN B KOTOPTE
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u3 94 mnamuentoB ¢ AT 4yBCTBUTEIBHOCTh cocTaBwia 92,6%, mnosoxuTeIbHas
MpOrHOCTHYECcKas: IeHHOCTh — 95,6%, oTpumarenbHas MPOrHOCTHUYECKAs IEHHOCTh —
94,6%, Tounoctb — 95,0% u AUC — 0,981 miist kputepues ACR/EULAR 2022 roxa, ipu
stoM kputepun AT ACR/EULAR 2022 mpeB3ounin KiacCH(PHKAIMOHHBIE KPHUTEPHH

ACR 1990 rona [214].

1.7 OcHoBHbIE MOAXO0BI K JiedeHu1o aprepuurta Takascy

B 2021 rony ACR omny6inkoBana OCHOBHbIC TPUHIIMITBI 0 BEACHUIO MAI[MEHTOB
¢ AT, BKJIrOYAIONIME PEKOMEHJAIUHU 10 JUArHOCTHKE M JICUeHHIO 3abosieBanus [36].
PexoMeHnanuu ObUTM OCHOBaHHBIMH Ha MajoM KoiinuecTBe KpymnHbix PKU wu3-3a
peaxoctu narueHToB ¢ AT. ACR pekoMeHIyIoT B ciiydae BbICOKOHM akTuBHOCTU AT B
nebroTe n3deraTb BHYTPUBEHHBIX «IyIcOB» ['KC 1 BMECTO 3TOro HaUMHATh TEPAIHUIO C
BBICOKHUX 703 nepopaibHbiX 'KC B KOMOMHALIMK ¢ METOTPEKCATOM WIIM a3aTUOIPHHOM,
€CJIM IMAarHO3 HE BBI3BIBAET COMHEHMI. OCHOBaHMEM [JIi PEKOMEHJIALMI MOCITYKUIO0
PETPOCIIEKTHBHOE HCCIIEIOBaHNE, B KOTOpoe ObuIo BKItoueHo 96 marmentoB ¢ AT. B
KinHu4Yeckod mnpaktuke npumenenne ['KC mo3Bosser 10OWTHCS pEMUCCHU Y
OosbiHCTBA MarueHToB ¢ AT. OHaKo BBICOKAsi 4aCTOTA PEIUAUBOB (OKOJIO TTOJIOBUHBI
CJIy4aeB), a TAK)KE 3HAYUTEIbHOE KOJUYECTBO HEOIArOoNpUATHBIX PEAKIINi, CBI3aHHBIX C
npuemoM I'KC, oOycnonuBaroT HeoOxoaumocTs mpuMeneHus: BIIBII B nomoianenue k
['KC, uto sBnsercs HauOosee mnpeanouTuTenbHoil crpaterneit tepanuum AT. Ilo
pe3yibTaTaMm UCCIeOBaHUS MAIlMEHThI, Y KOTOPBIX Tepanus Obuia nHuimuponana ¢ ['KC
B 03¢ 50 mr unu 6osnee n ogHOBpeMeHHO HavaBiue Tepanuio BIIBII, nmenu MeHnbmii
PUCK peluMIuBa, YeM MalUeHThI, Y KOTOPBIX Tepamnusi Oblja MHUIMHpOBaHa ¢ Oosee
au3kux 103 'KC [119]. Beibop onTHMaibHOTO HMMYHOCYIIPECCHBHOTO ITperapara mpH
AT mnpencraBisger coOOH CIOXKHYIO 3a7ady, MPEXAE BCEro H3-3a OrPaHUYEHHOCTHU
JI0OKa3aTeabHON 0a3bl, 0COOEHHO B OTHOIIeHUHU TpaaunoHHbiX BIIBII. Bonbiias yacts
TaHHBIX 00 wuX »J(QeKTUBHOCTH TOJNy4eHa B HEOONBIIUX HAOIIOIATETHHBIX
uccienoBanusx [22]. B KOTOPTHBIX HCCIIEIOBaHUSAX ObUIA IMPOJEMOHCTPUPOBAHA

3¢ (HEeKTUBHOCTH METOTPEKCATA, a3aTHONPHHA, JIeIyHOMI 1A, MEUKOGEHOoIaTa MO(EeTHIIA,
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nukiodochaMuia B OTHOIIEHUH KIMHUYECKUX U BU3YaJIM3allMOHHBIX MposiBieHuil AT.
[211, 224, 132, 74, 179]. PKH, cpaBHuBaromue 3¢pdextuBHocts pasnuydbix BIIBII, go
HACTOSAIETO BPEMEHU HE MTPOBOAWIKCEH, B IBYX METaaHAIN3aX NPE/ICTaBICHA UX CXOIHAS
s¢pdexkruBaocTh [53, 79]. B kauectBe Tepamuum mnepBoro BIIBII pexomenmyercs
Ha3HAYEHUE METOTPEeKCaTa WM a3aTUONpPHUHA, B CIydae Pa3BUTHUSI HENEPEHOCHMOCTH
OJIHOTO U3 YKa3aHHBIX MMPEenapaToB JOMYCKAETCA €ro 3aMeHa Ha aibTepHaThuBHbIN BIIBII.
[uknodochamun crieayer paccMaTpuBaTh B Ka4eCTBE BapUaHTa TEpaAIllMU TOJBKO IMPHU
HeA((PEKTUBHOCTH APYTMX METOIOB JICUEHUS WM TPH HAIWYUU BBICOKOTO PHCKA
passutust HA [35, 36].

B cnyuae aktuBHoro AT wmm pedpaxreproro k BIIBIT AT ACR pexkomenayet
no0aBnsaTh mnpemnapar u3 rpynnbl MOHO-o, Tak Kak OTCYTCTBYET JOCTaTOYHOE
KOJIMYECTBO UCCIIEIOBAHUM, TPOJEMOHCTPUPOBABIINX A (HEKTUBHOCTH TOIMIN3yMaoa, a
B enuHcTBeHHOM PKU He Obla MOCTUTHYTA TiepBHYHAsl KOHeuHas Touka [84]. OmHako
YUHTBIBASI, YTO MCHOJIb30BAHNE TOLMIN3YyMaba y manueHToB ¢ AT B UCCIEI0BaHUH BCE
e TI0Ka3aJl0 CTOMKYIO0 O€3pelMIUBHYIO BEIKMBAEMOCTh M MPUBEIIO K CHIXKCHHIO J103bI
['KC 6e3 Bo3HHKHOBEHHUS HOBBIX TOOOYHBIX d(hPpexToB, ACR pexoMeHayeT Tonmmm3ymao
B KauecTBE aJbTEPHATHUBBI B CIydasx, Korga mnpenaparsl u3 rpynnsl nOHO-a
npoTtuBomnoka3ansl [36]. B pacmupeHHOM wucciaenoBaHMM TpU 0oJiee TOCTEIICHHOM
CHIDKEHHMM J03bl TMPETHU30JI0HA OoJibllieMy KoiaudecTBY marueHToB ¢ AT ypanoch
n30exkaTh peruausa [135].

HccnenoBanuii, B kKoTophix aHanusupyercs s dexkrusHocts uJI-6 1 ud®HO-a,
OTPaHUYCHHOE KOJIMYECTBO. BONBIIMHCTBO M3 HUX MOKa3aiu, 4yTo obe rpynmsl ['UBIT
00J1a1at0T CcOMOCTaBUMOM 3(P(GEKTUBHOCTHIO B JIOCTHIKCHUH KIMHUYECKOTO OTBETA H
Oe3omacHocThiO pu pedpakrepHom AT [32, 54, 86, 83].

ITo maHHBIM CHCTEMAaTHYECKOro 0030pa 4acToTa JOCTYIKSHHS I10 KpaiiHel mepe
YaCTUYHOTO KIIMHUYECKOT0 OTBETA MPU UCTOJIb30BAHUM TOLMIIN3yMada M0 CPaBHEHUIO C
n®HO-a Obla cxoxel B mectu uccienoBanusx (koddgdunuent pucka 1,03, 95% AN
0,91-1,17) 6e3 3HaUUTENBHON TeTeporeHHoCcTH. [Tokazarean cTaOMIM3aIMK 110 JaHHBIM
anruorpaduu Taxke ObuUIM cx0kH y Tormiauzymadba u udHO-ao B Tpex uccienoBaHusIX

(koadpdurnment pucka 1,00, 95% AN 0,72-1,40) ¢ Hekotopoii rereporeHHocThio (12
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52,49). Puck HexenarenpHblx sBienuid (HS) npu npuMeHeHun Tormanzymada Iio
cpaBHeHHIO ¢ UOHO-0 0BT CX0KKUM B TpeX uccienoBanusax (ko3ddumuent pucka 0,84,
95% J1M1 0,54-1,31) Ge3 3HauuTEINBbHOM reteporennocTH [210].

[IpoBoasaTcs uccienoBanus s OLeHKH 3 (HEKTUBHOCTHU U 0€30MTACHOCTH JICUCHHUSI
nanueHToB ¢ AT npenapataMu U3 rpyIibl MHTHOMTOPOB ceMelcTBa AHyc-KnHa3. bbuio
MIPOU3BEJICHO HCCIEAOBAaHUE C IETBI0 CpaBHEHHUS TodanuTuHUOA W JedryHOMHIA,
KOTOPOE 0Ka3ajio, 4To TohanuTHHUO oOecrieunBaeT 00j1ee CTOMKYI0 PEMUCCHIO U 0oJiee
BBIp@XEHHBIA cTepou-coeperaomuii 3@dext. [Ipu 3ToM yacToTa penuAuBOB ObLIa
COMOCTAaBUMOW B 00€MX TpYINax, a HeKeJaTeNbHbIC SIBJICHHUS dYalle HaOIoJaluch y
NalMeHToB, Nojdy4aBmux Jjedaynomun [85]. B cpaBHUTENBHOM HCCIICAOBAHUH
TO(QAIMTUHAO MPEB30IIeNI METOTPEKCAT B MHAYKIIMH PEMHUCCHH U MPOJAEMOHCTPUPOBAI
Oonee BBIpaKEHHBIN cTepoua-coeperatonuit 3pdexr. B rpynme TtodanutnHnba
HaOmoaIcs OjaronpusaTHeIA mpodwib Oe3zomacHocTd [223]. Ha naHHBIA MOMEHT

npopowkaerca PKU ¢aser |l ama uszyyenuss 3¢p(EeKTUBHOCTH ynagauuTUHUOA y

narenToB ¢ AT (NCT04161898).

1.8 HemmmyHocynpeccuBHAasi Tepanus

VYV mnamuentoB ¢ AT nHabmomaeTcss Oojiee paHHEE pa3BUTHE aTEPOCKIIEpO3a U
OOJIBIIIas 4aCTOTA BBISBJICHHS aTEPOCKIEPOTUIECKUX N3MEHEHUN B COHHBIX apTEePUSIX 110
CPaBHEHHIO CO 370pOBBIMU oMU [147]. [Ipenpiayipe ucciea0BaHus MOKa3aIH, YTO
TpaJAuIIMOHHbIE (AKTOPhl PUCKA (BO3pPACT, MUCIUIUIEMUSA, KypeHHUE W T.lI.) UTPAIOT
3HAYMTENBHYIO POJIb B pa3BUTUM HIleMuueckoit 6omnesnu cepamna (MbC) y manueHToB ¢
AT. BocniasieHue He eIMHCTBEHHbIM MexaHu3M, cBsizbiBatouii AT u UBC; nanpumep,
COCYIUCTAas KaJbIu(UKAIUS MOKET OBITh CBsI3aHa ¢ BO3pacToM U ucnosibzoBanuem ['KC
[42]. Bonee Toro, BocmaauTe/IbHAsS AKTHBHOCTHh MOYKET ObITh HHTCHCHBHOM, HO HE BCET/1a
nposiBisAThCes KinHUYecku. CCC MOTYT pa3BUBAThCA JaXKe B HEAKTHUBHOW CTaJIUU
3aboneBanus [42]. VYuuThiBas 3TH JaHHBIC, TNPEACTABIIETCS O00OCHOBAHHBIM
HCIIOJB30BaHUE KJIACCOB TMpernapaToB, HAMPABJICHHBIX Ha OCHOBHBIE CEpJIEUHO-

cocyaucThie (pakTophl pucka y marueHToB ¢ AT, olHaKO B ’TOM OTHOIICHUU TEKYIITUE
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uccnenoBanusi ckyaHbel. B pexomennanusx ACR 2021 roma nmo neuenuto ['KA u AT
pPEKOMEHIyeTcsl J00aBJISATh AaCIUPUH WKW JAPYTYI0O aAHTHArpETaHTHYIO Teparuio
naryeHTaM ¢ akTUBHBIM AT U KpUTHYECKUM KpaHUATBLHBIM W BEPTEOPOOA3UIISIPHBIM
nopaxkearem [36], Torma kak pexomenmanmu EULAR 2018 roma mnpemiararor
paccMaTpuBaTh HEOOXOAMMOCTh Ha3HAYCHHS aHTHATPETaHTHBIX MPENapaToB B KaXIOM
clly4ae Ha OCHOBAaHUM WHJIMBHyaJIbHOM OIICHKY maruenTa [93].

B Ttpex wucciemoBaHusx cooOmanoch 00 HCMONb30BAHUM AHTUATPETaHTHBIX
CpeICcTB (acmMpWH H KJIOMHIOTpens) y 68 manuentoB. beimo mpoBemeHo aBa
PETPOCIIEKTUBHBIX HCCIEOBAHUS, B KOTOPBIX ACIIUPUH MOIyYaId COOTBETCTBEHHO 36 U
29 ManueHToB, ¢ MPOTUBOPEYUBBIMU pe3yibTaTaMu. Huszkue 1035l acprHa OKa3aiuch
HeappexktuBHbIMU B npodwmiaktuke CCC, Oonee Bbicokas mo3a (200 wmr/meHb)
NPUBOIMJIA K CHUKCHHUIO YaCTOTHI MIIEMHUYSCKUX cOoObITHI) [164, 47]. OnHaKO BBICOKHUE
71036l aCIUPHHA OBLIIM aCCOIMUPOBAHBI C BO3HUKHOBEHUEM KpoBoTeueHUs mouTH y 10%
nanueHToB. J[BoliHas anTmarperanTHas Ttepanusi (ACK wm kimomumaorpen) okasanachk
3¢ ()EeKTUBHON y NBYX MAIMEHTOB C TSHKEIBIM CHMIITOMATUYECKUM CYKEHHEM YCThs
kopoHapHoii aprepun [230]. JlaHHBIC 10 HMHBIM aHTHArPETAaHTHBIM CpPEJICTBAM
OTpaHUYCHBI.

B uccnenoBanuu ¢ ygactuem 9 manueHTOB MPUMEHEHHE aHTarOHMCTOB BUTAMHHA
K (BapdapuH u anieHOKymMapoJi) He MpoJAeMOHCTPUPOBao 3G (PEKTUBHOCTH B CHUKEHUU
gactoTel CCC, OBLI 3aperuCTPUPOBAH OAMH K301 KpoBoTeueHus [164, 47]. lanubie 00
3G ()EKTUBHOCTH JAPYTHX TEPOpPATbHBIX AHTUKOATYJSHTOB Ha JaHHBIA MOMEHT
OTCYTCTBYIOT.

B wuccnenoBaHusiX MIMPOKO OIICHUBAJIOCH NMPUMEHEHHE AHTUTHUIEPTEH3UBHBIX
CPEIICTB, HO OMBIT ObT B OCHOBHOM orpaHudeH uHruOutopamu AlID (xantompun u
sHananpui) u B-0JokaTopaMu (METOIIPOIIOIN, alleOyTOOI, IETUTTPOIION H APOTHHOJION).
AHTUTUNEPTEH3UBHBIE TPENapaThl Ha3HAYAINCH MALMEHTaM C yke umeromeincs Al
W/WIU TIpU3HAKaMU TOpa)keHusi opraHoB, TakuMmu kKak XbII (u3-3a cTeHo3a moyeyHOU
aprepun) wim AP [75, 101, 233, 138, 88, 225]. B mepBoM ciiydae mpearnouTeHHe
otnaBasiock uHruouropam AIID, Bo BropoM — f-Onokaropam ajisi NMpeaoTBpaLICHUS

MIPOTPECCUPOBAHUS TUTIEPTPODUN JIEBOTO KETy0UKA.
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W3ydyenne BIMsIHME CTaTHMHOB Ha dacToTy penunuBoB AT 3aTpyaHeHO wu3-3a
BBIPOXEHHON TETEPOTeHHOCTH HCCIEAOBAHUN (C TOUKM 3pPEHHS TMOMYJISIIUU, BBIOOpa
NAIMEHTOB, U3MEPSEMBIX PE3yJIbTaTOB U CXEM JIeueHus1) U Hebobioro koanuectsa PK
B 10 oOsactu [180]. B aByx mccaenoBanusax Oblia MpoBeIeHa oleHKa 3 ()EeKTUBHOCTH
CTaTUHOB B MpodmiIakThKe peruauBa 3adosneBanus npu AT, pe3ynbraTtbl okazaauch
IPOTUBOPEUYHUBEL. B 0JJTHOM Mcce10BaHUM COBMECTHBIN NPpUEM MallueHTaMH CTAaTUHOB U
AHTHATPETAHTHBIX W/WIM aHTUTUIICPTEH3UBHBIX CPEJCTB HE OKa3all IMOJIOKUTEIHLHOTO
BIMSHUAS Ha wucxonbl [164]. B apyroMm peTpoCHEKTHBHOM HWCCIIEOBAaHUU ObLIa
3aJJOKyMEHTHPOBaHA KJIMHUYECKas I0Jib3a CTaTWHOB Ui manueHToB ¢ AT [190].
HeoOxoaumsbl 6onee macimrabHble MHOTOLIeHTpoBble PKU, criennanbHO mocBsIeHHbIE

OIICHKE BIUsAHUA cTaTHHOB Ha TeueHue AT [180].

1.9 Xupypruueckoe jeyeHune

B coorBerctBum ¢ pexomenpauusmu ACR, MenukaMeHTO3HOE JeueHue
NPEANOYTUTENBHEE XUPYPIrUUECKOT0 B OOJBIIMHCTBE KIMHUYECKUX CUTYalMil, BKIIOYas
PEHOBACKYJISIPHYIO TUIIEPTEH3UIO, CTEHO3 IIOYEYHOM apTepuu, NpU YyCyryOJIeHUn
CUMIITOMOB, CBsI3aHHbIX ¢ umemued npu AT, m npu OECCUMOTOMHBIX CTEHO3aX
KpaHHAJIbHBIX/IMEHHBIX cocynoB [36]. Xupypruueckoe BMEIIATEIbCTBO PEKOMEHIOBAHO
paccmarpuBaTh |y IAIMEHTOB C  BBIPAXKECHHOM IMEPEMEKAIOLICUCS  XPOMOTOU
KOHEYHOCTEW, CYIIECTBEHHO OIPAHMYMBAIOIIECH TOBCEAHEBHYIO AKTHUBHOCTh, IPH
IIOPAKEHUU HECKOJIBKUX BHYTPUYEPEIHBIX COCYI0B, & TAKXKE B CIIy4asiX PE3UCTEHTHOU K
MeAMKAaMEHTO3HOM Tepanuu runepToHuy. Pemenne o He0OX0AMMOCTH U BO3MOXKHOCTH,
TUIE U O0BbEME OINEepPaTUBHOIO BMEUIATENIbCTBA JOJKHO MPUHUMATHCS COBMECTHO
peBMarosioroM M xupyprom. OnepaTMBHOE BMEIIATENbCTBO  PEKOMEHAYETCS
wianupoBaTh B miepuon pemuccun AT [9]. B Tex ciywasx, Korma 3KCTPEHHOE
OMEepaTUBHOE BMEUIATEILCTBO HEOOXOAUMO B mnepuoj akTuBHoro AT, pekoMeHyeTcs
npuMeHeHue BbicOkux 103 ['KC B mepuonepalimoHHBIN IMEepUOj, YTO OCHOBAHO Ha
pe3yabpTaTax ABYX HaOJI0AaTEIbHBIX UCCIEIOBAHUNA: OJHO MCCIEJOBAaHUE C y4aCTUEM

BOCbMH IIAIIMUCHTOB, KOTOPOC IMPOACMOHCTPUPOBAJIO YIYUYHICHHUC PC3YyJIbTATOB Y
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NAIMEeHTOB, MOJYYaBIIUX BBICOKHE J03bl CTepouaoB[226]., u apyroe Oojee KpymHOE
HCCIIEIOBAHUE C ydacTHeM 255 MalieHTOB, B KOTOPOM IMOAOOHBIA pe3yibTaT HEe ObLI

3apeructpupoBan [201, 36].

1.10 PacnpocTpaHeHHOCTHh U (GAaKTOPbI PUCKA CePIAEYHO-COCYAUCTHIX COOBITHIA

VY nanuenToB ¢ AT B CBA3U ¢ mOpakeHUEM cocyAoB MOryT pa3BuBarbcsi CCC
(OHMK, undapkt muokapsa (MM)) [10, 61, 131, 155]. CCC moryT BO3HHKaTh B TCUCHHUE
Bcero TeueHust AT U, B HEKOTOPBIX CiIy4asiX, ObITh IEPBBIM NMPU3HAKOM 3a00JeBanHus. Bo
(b paHIry3CKOM MHOTOLIEHTPOBOM KOTOPTHOM HCCIIEIOBAaHUH OBLIO BBISABICHO, 4TO y 32%
MAIMeHTOB C MHCYJIBTOM auarHo3 AT ObuT MOCTaBIIEH TOJBKO IMOCIE MEPEHECEHHOTO
OHMK [59]. ITo nanubIM apyroro uccienoBanus y 14/18 narnuentoB ¢ AT HHCYIBT
CIyYWJICS TIPU TIOCTaHOBKE jauarHosa [156]. JIpyroe peTpocrekTuBHOE UCCIIETOBAHKE
nokasajo, uto y 15,2% manuentoB OHMK mpou3zomnuio 1160 Bo BpeMsi mepBOHAYATBHON
nuarnoctTukd AT, aubo mo Hee [71]. B cucrematnueckoM 0630ope 9 mcciaemoBaHuit
pacnpoctpaneHHocTh UM 110 moctaHoBKW jamarHo3a coctaBwia 4,5% (95% U 1,7—
7,2%, 12 80,7%), a UM nipu mocTaHOBKE AMAarHo3a ObLI BBISIBJIICH B 2 MCCIICIOBAHUAX Y
1,1% (95% U -0,2-2,3%, 12 0%) [130]. CCC sBasiOTCS OCHOBHOHM MPUYHMHOMN
cmeptHocta tipu AT [97, 152].

CornacHo manHbIM HccieaoBanui yactota pazsutuss OHMK y nanuentoB ¢ AT
cocrasister oT 4,9% no 34,4% [58, 104, 121, 178, 156, 200, 66, 141]. CucremaTuuecKuii
0030p, 00beauHuBIINN NaHHble 18 uccnenoBanuii, mocseHHbx mpodiaeme OHMK mpu
AT, BBISIBIIT COBOKYITHYIO pacripoctpaneHHocTh OHMK 11,7% (95% /11 10,1-13,5) 6e3
3HAYHUTENBHOM cTatuctuueckoi rereporenHoctd (12 8,3%) [191]. B apyrom
cuctematudeckom 063ope 29 uccnenoanniit OHMK 6wut0 3apeructpuposano B 8,9%
(95% AN 7,0-10,9) mpu 3HauMTEIBHON cTaTHCTHYecKOM rereporeHHOCTH (12 64,9%)
[130]. Wmemwnyeckmii wmHCYyNbT y mamueHToB ¢ AT BcTpewaercs uwarie, Yem
remopparuueckuii  [73, 71]. UYacrora mnoBropHeix OHMK, Mo gaHHBIM pa3HBIX

uccienoBanuii, Bapeupyercs ot 9,4% no 54,1% [59, 71]. Beumm 3aperucTpupoBaHbI
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cnydan paszsutusi OHMK mnocne peBackynsipuzaumu. Y MHOrMX mnamueHtoB ¢ AT
pasBuBaeTcsi A, 4TO MOBBIIACT PUCK PA3BUTHS reMOpparndeckoro uHcynpra [173].

IIo pa3HbIM TaHHBIM KOpPOHApHBIE apTepuu nopaxkarorcs npu AT ¢ gactoTon ot
6% mo 30% [102]. BoBiieucHre KOpPOHAPHBIX apTepuii B IMATOJIOTMYCCKUIN IMPOIECC
Moxker mpuBecTH K pasputuio MM [130]. CormacHo cucremarmueckomy 21
uccienoBanus oomas pacnpocrpaneHHocTh UM y mammentoB ¢ AT cocraBuna 3,4%
(95% 11 2,1-4,8%, 12 74,0%) [130].

Psin uccnenoBanuii ObuT mocBsimIeH Noucky ¢akTopoB pucka CCC y manmueHToB ¢
AT, oHaKO MOJTyYEeHHbBIE JAHHBIE IPOTUBOPEUUBBI U TPEOYIOT JAIBHEHUIIIETO U3yUYECHHUS.
Heckonbko HUCCIEAOBaHUN BBIABUIM CBS3b MEXKIY BO3PacCTOM MAIMEHTOB U PUCKOM
passutusa uHcynbta npu AT [58, 178, 71]. Xots AT B mermom damie BCTpeyaeTcs y
JKEHIIMH, MCCIICIOBAaHUSI TTOKA3bIBAIOT 3HAYUTEIBHO 00Jiee BBICOKYIO JIOII0 MY>KUWH
cpeau narueHToB ¢ AT, y kotopbix passuBaercs CCC [178, 59, 71]. OnHo uccienopanue
BBISIBUJIO HECKOJIbKO MEHBIIIYIO JIOJII0 MYXYHUH, YeM >KCHIIUH, cpeau nmanueHToB ¢ AT,
nepenecmux OHMK [115]. Ocraercs HesichbiM, Bo3HuKawT jgu CCC mpu AT us-3a
JIOKJIbHOTO BOCHAJICHUS U OKKJIIO3UU COCYI0B, CACTEMHOI'O BOCTIAJICHUS, IPUBO/ISAILIETO
K YCKOPEHHOMY pa3BUTHUIO aTEPOCKIIEpO3a, WM KE SBIAIOTCS CIEACTBHEM Ooliee
BBICOKOI pacnpoCTpaHEHHOCTH TPaJIUUUOHHBIX (akTopoB pucka CCC y maiueHToB ¢
AT. Ilo nanHbIM HEKOTOPBIX ucchenoBanuid cpean nauueHToB ¢ AT u CCC BbIsiBIIEHA
0osee Bbicokas pacrpoctpaneHHocTsh CJI u mucnunuaemun [58, 71]. OgHako B Xoze
uccnenoBanust AN SS M COABT. aHANM3 C KCIOJIb30BAHUEM PErPECCHOHHON MOJICIH
Kokca BBISBHJI CBSI3b MEXKIY Bo3pacToM u prckom paseutuss OHMK (OP 1,02, 95% U
1,00-1,03, p=0,049). dpyrue daxTopsl (apTepuaibHas THICPTEH3MUS, CaXapHbIii AUa0CT,
qucIunuaeMus, GuopuIsus npeacepanii, pa3Hble BapuaHThl UMMYHOCYITPECCHBHOM
TEpanuu) HE OKa3ajid CTATHCTHYCCKH 3HAYMMOTO BJIMSIHHUS Ha BEPOSTHOCTH PA3BUTHS
uncyabTa [115]. B padote Hwang J u coaBT. He ObLIO BBHISBICHO 3HAYMMOMN Pa3HUIILI B
4acTOTE BO3HMKHOBEHHUS TPAIUIIMOHHBIX (haKTOpOB pucka y mnamueHToB ¢ AT,
NEPEHECIINX MHCYIBT, MO cpaBHeHHMIO ¢ marmeHtamu 0e3 OHMK B anamuese [121].
ABTOpBI TIPEAMNOJIOKHUIN, YTO CUCTEMHOE BocmajeHue B pamkax AT MOXKET urparb

3HAYUTEIBHYIO POJIb B pa3BUTHH MHCYJIbTA. OHAKO B uccaenoBanuu Liu Q u coarT. He
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OBLIIO0 06H3py>KCHO CBA3HU MCKIAY aKTUBHOCTBIO 3a00J1eBaHMs U Pa3BUTHEM UHCYJIbTa UJIN

TUA npu AT [43].

1.11 PacnpocTpaHeHHOCTH M (PAKTOPHI PUCKA XPOHUYECKOM 00J1€3HU MOYEK

AHanu3 JaHHBIX, TIOJNYYEHHBIX B XOJ€ JOJTOCPOYHBIX HaOIIOAATEIbHBIX
UCCJIEIOBAHUM TAIMEHTOB, cTpajaomux AT, BBISIBUI, 4YTO pacnpOCTPaHEHHOCTh
croiikoro camkenuss CK® 1o yposus menee 60 mi/mun/1,73 M? BapbUpyeT B Ipeenax
ot 6,0% no 11,8% [136, 137].

OcHoBHBIM dakTopoMm pucka pazputuss XbBII npu AT sBusercsa mnopakeHue
KPYIHBIX IMOYEYHBIX apTEPHid, 9acTOTa KOTOPOTO, IO pa3HBIM JAaHHBIM, BAPHUPYETCS OT
11,5% mo 62% [17, 217]. He Tosibko (aKT HAIMYHS MOPAKECHUS TOYCUHBIX apTEPUi, HO
¥ €T0 BBIPAKEHHOCTh OKA3bIBAIOT CYIIIECTBEHHOE BIMSIHIE HA TIOYEHYHYIO BEKUBAEMOCTh
y nmauuenToB ¢ AT. B psge ucciienoBanuii ObLI0 TPOJAEMOHCTPUPOBAHO, YTO MALMEHTHI C
reéMOJIMHAMUYECKH 3HAYUMBIM CTEHO30M I[IOYEUYHBIX apTepuil U JBYCTOPOHHUM
MOpaXCHUEM JEMOHCTPHUPYIOT CYIIECTBEHHO XY/IIINE TToKa3aTenu GyHKIIUHN MOYEK KaK B
neOrTe 3a0ojieBaHMs, TaKk W B JauHamuke HaOmromenus [217, 137, 60]. Bosee
ONTUMHUCTUYHBIC Pe3yJbTaThl OblM mosydeHsl Baldwin C u coaBT. B IOJTOCPOYHOM
uccienoBaHuy. Y OonblIeld 4acTH MAIMeHTOB C OJHO- W ABYCTOPOHHHUM CTEHO30M
noudeuyHbix aprepuii pCK® ocraBanach cTabMIbLHON B TEUEHHE TIEPHOJIa HAOTIOACHUS, C
menuanoit pCK® 94 u 98 mn/mun/1,73 M? COOTBETCTBEHHO B Hayaje MCCIEIOBAHUS U
101,5 u 104 mn/mun/1,73 M? COOTBETCTBEHHO B KOHIE Iepuoaa HaOmoxenus [136].
HecMoTtpst Ha TO, uTO y MoJsonbiX manueHToB ¢ AT yacTto BcTpeuaroTcs apTepuaibHas
THIICPTECH3US U JUCIUTHAIEMUS, BIUSHAE TPAAUITMOHHBIX ()aKTOPOB pHCKA Ha CHIDKCHUE
GyHKIIMM TOYEK y OTOM TpYMIbl OOJBHBIX M3YyYEHO HEJAO0CTaTOoYHO. B  omHOM
UCCIICIOBAaHUHM COOOINAeTCS O HETaTUBHOM BIHMSHHUH THIEPXOJICCTEPUHEMHUH Yy
nareHToB ¢ AT Ha 3Hauenne CK® k koHiy Habmoaenus [17].

B To Bpems kak CHCTEMHBIE BACKYJUTHI, TOPAKAIOIINE MEIKHUE COCYJIbI, YaCTO
NPUBOIAT K TJOMEpyloHeppUTy M TyOyJOMHTEpCTULIHAILHOMY Hedputy, npu AT

HamOoJiee pacCIpOCTPAHEHHBIM TMATTEPHOM TOPAKEHUS OCTAETCS UIIeMUYeCKas
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HedpomnaTus. Cpey HeYacTo BCTPEYAIOMICHCS TIOMEPYIIIPHOM aTOJIOTHH Y TTAIIMEHTOB
c AT sBusiercst tuddy3HbI ME3aHTHAIBHBINA TPOIU(EPATUBHBIN TIOMEPYIOHEPPUT C
ME3aHTUATBHBIMH OTJIOKEHUSIMH MMMYHOTJIOOYJTMHOB M KOMIUIEMEeHTa. BcerpeuaroTces
cnydan IgA-nHedponatum, HO ux cBs3b ¢ AT He ycraHoBieHa. Pexxe omuUCHIBAarOT
aMHIIION103, MeMOpaHonpoudepaTUBHBIN TJIOMEpYyJIOHEPPUT, boxanbHO-

CerMEHTapHBIN rioMepyJiockiepos [1, 128].

1.12 CmepTHOCTB U (paKTOPHI pUCKA HEHGJIATONPUATHOIO IPOrHO3a

HebGomnbimoe KoMMuecTBO MCCIEAOBAHUN IMOCBSIICHBI CHCTEMATHUECKON OIICHKE
cmeptHocTH Tipu AT. Ilo mamneim uccnepoBanmii CIHA, ®panumn, Hopsernnm y
nareHToB ¢ AT ObLUT BBISBJICH MOBBIMIEHHBI PUCK CMEPTHOCTH 10 CPAaBHEHUIO C 001IIei
nonyysiiueit (CKC ot 2,5 no 3) [140, 152, 78]. B uccinenopannu u3 BemukoOputaHuu
OBLT 3apPETUCTPUPOBAH HAMHOTO OoJiee BRICOKHH ypoBeHb cMepTHOCTH (CKC 17,29, 95%
J11 8,95-30,11) [118]. [Tpu 3TOM COOOIIAETCS O COTIOCTABUMBIX YPOBHSIX BBDKHBAEMOCTH
B KOrOpTax: IO JAaHHBIM (DPAHIY3CKOTO HCCIEAOBAHUS OIHOJCTHSS, IBYXJCTHSS W
IATUIETHSSS BBDKMBaeMocTh cocraBuia 98,9 (97,8-100)%, 98,1 (96,4-99,8)% u 96,1
(93,4-98,9)% coorBercTBeHHO [152]; B HOPBEXKCKOH KOropTe ObLIa BBISBJICHA
MATUICTHSSA BbDKMBacMOCTh — 96%, 10-neTHsis BbpKMBaeMocTh — 86% [140]; mo
pe3yJibTaTaM UCCIIeI0OBaHuUs 13 BeMKOOpUTaHUY OMHOJICTHSS, IBYXJICTHSSA, IISITHJICTHSS
n 10-nentHAs BBEDKHMBaeMocTh cocraBwia 97,34%, 96,05%, 93,93% u 89.23%
cootBeTcTBeHHO [118]. B nccnenoBannu u3 CIIIA mokasaTenn OKa3aaucCh HECKOJIBKO
BhIlIE — naTIeTHsA, 10-1eTHsa u 15-11eTHsa BEDKHBaeMoCTh coctaBuia 97 + 2%, 97 +
2% u 86 + 6% cootBercTBeHHO [78]. B cBsi3u ¢ pasnmuumsmu B mposiBieHusIX AT y
a3WaTCKUX W €BPOTICOMIHBIX MOITYJISIIAA, MOXXHO TPEIIOIOKUTh, YTO BBDKUBAEMOCTD
npu AT Takke pasauyaeTcss MEXay ITHMH rpymmnaMud. OJHaKO B HACTOSIIEE BpeMs
OTCYTCTBYIOT JIaHHBIC, TTO3BOJISIOIINE OLIEHUTh PUCK U CTPYKTYPY cMepTHOCTH ITpu AT B
a3uaTckux momyssiusx [118].

OCHOBHOWM NPUYMHOM CMEPTHOCTH BO BCEX KOTrOpPTax OKa3allMCh CEPAECYHO-

cocyaucThie 3aboneBanusa. Bo (paHiry3ckoil KoropTe manueHTOB OCHOBHON NMPUYUHOMN
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CMEPTH B JIECATU W3 MIECTHAALATH CIy4aeB CTAIM CEPIIEYHO-COCYAUCThIE 3a00JI€BaHUS
(Me3eHTepUalbHas MIIEMHs, pa3pblB AHEBPU3MBI AOPTHI, KAPAMOTEHHBIM IIOK U
TpoMO0IMOONHs sierouHoi apTepuu). Cemncuc ctan MPUUMHOM TpEX CMEpTEl, B Tpex
cllydasx MpUYMHA CMEPTH OcTajach HeycTaHoBjeHHOM [152]. B koropre u3 CIIA tpu
CMEepTH OBLIM CBSA3aHBI C CEPACUYHO-COCYTUCTHIMU 3a00JIEBaHUAMU ([BE CIYUYUIHUCH
MIOCJIE ONEPALK HA A0PTAIIBHOM KJIAllaHE U aHTMOTUIACTUKY MPH IBYCTOPOHHEM CTEHO3€
COHHOM aprepuu). [IpuunHa cMepTy OblIa HEM3BECTHA JIJIsi OCTAIBHBIX TPEX MAIMEHTOB
[78]. B HOpBEXKCKOI KOTOPTE CePACIHO-COCYTUCThIC 3a00ICBaHIS OBLITU IPHUYUHOM TIATH
u3 nessitu cmepteid [140]. B koropre u3 BennkoOpuranuu cepriedHasi HEI0CTaTOYHOCTb,
WM wu MHCYJIBT CTaJIM MPUYMHOM JIECSITH U3 ABCHAaaTu cmepTeit [118].

B uccnepoBanusax pazaudanuch (HakTOpbl, aCCOLMUPOBAHHBIE CO CMEPTHOCTHIO.
Bo ¢pannysckoit koropre AT sTHHYECKas NPUHAJUIEKHOCTh U KypEHHE OKa3ajIuCh
CBSI3aHBI C 00JIee BBICOKMM PUCKOM CMEPTH, XPOHUYECKAs CEp/IeUHasi HETOCTATOYHOCTh
(XCH) peructpupoBanach yamie B TIpyIIle YMEpPUIMX, OJHAKO pa3HULA He ObLia
cTaTucTHuYecku 3HaumMoit [152]. B koropre wu3 BemukoOpuranuu ¢dakTopamu,
aCCOLIMMPOBAHHBIMU CO CMEPThIO y manueHToB ¢ AT, okazamuch JrOObIE 3MH30]1bI
TspKeNIon nHbeKIuu, 60onee panHuid Bo3spact nedrota AT, 6ojee BhICOKas aKTUBHOCTH
3a0oneBanust B ne6rore, XCH u BOBlieueHHE B MATOJOTMYECKUH MPOLECC YPEBHOTO

crBojia (UC) B Hauase 3a0oneBanus [118].

1.13 Ouenka Ka4ecTBa KU3HHA

B mnactosimee Bpemss Bce Oosiblliee  BHUMAaHWE  YACNSETCS  BIUSHUIO
COITyTCTBYIOIIMX 3a00JICBaHMI Ha TEUCHNE PEBMATOJIOTHUECKHUX 3a00JIeBaHUH, BKITFOUAsT
BackysuThl [165, 143]. C nenpio oleHKH pe3yIbTaToOB JICUCHHS pa3IMIHbIX 3a00I€BaHNUH,
B TOM 4YHCJIC BaCKyJHTOB KPYITHbIX COCYZOB, pabouas rpymnma Outcome Measures in
Rheumatology (OMERACT) pa3paboTtana kiroueBbie mokasarenu [232]. [Tokasarenw,
3aperucTpupoBaHHbie camumu mnaruentamu (Patient-Reported Outcome Measures,
PROMS), oTpaxaroT Ux CyObEKTHUBHOE BOCIPHITHE KM3HHU C 3a00JICBAaHUEM W HAXOJST

IIUPOKOC IIPHUMCHCHHUC B KJIMHUYECKOU IMPAKTUKEC W HAYYHBIX HCCICOAOBAHUAX



41
PEBMATOMIHOTO apTpuTa W cnoHauioaprputa [159, 239]. Paspadorka PROMS ms
BaCKYJIMTOB — pa3BHBaroliascs oomacts [231, 232, 166]. B orcyTcTBHE criennUUHBIX
PROMSs mis AT, ucniosib3yrores odmue onpocuuku: SF-36, HAQ (Health Assessment
Questionnaire) u HADS (Hospital Anxiety and Depression Scale) [56, 133, 188, 96].

C momomnipio SF-36 BO3MOKHO OIIEHHTH KAayeCTBO JKM3HU 110 BOCHBMH IIIKaJIaM,
KOTOPbIE OOBEANHSIOTCS B IBA CBOAHBIX MOKa3aTess: GU3MICCKIUI KOMIIOHEHT 3I0POBBS
Y TICUXOJIOTHYECKUN KOMITOHEHT 310pOBbsl. KaK/IbIif N3 KOMIIOHEHTOB CKJIQIbIBACTCS U3
YEeThIpeX IMIKaI: (PU3NYECKHA KOMIIOHEHT BKJIOYaeT pusnueckoe (yHKIIMOHUPOBAHHE,
poiieBoe  GYHKUMOHUPOBaHWE,  OOYCJIOBJICEHHOE  (PU3UYECKHUM  COCTOSIHHEM,
WHTEHCUBHOCTh OOJM M O00Il€e COCTOSIHHE 3/J0POBBS; NCUXOJOTUYECKUM KOMITOHEHT
BKJIFOYACT COIMANbHOC (YHKIMOHUPOBAHHWE, KU3HCHHAs aKTHUBHOCTH, POJIEBOE
GyHKIMOHUPOBAHUE, OOYCIOBJICHHOE SMOIMOHAIBHBIM COCTOSIHHEM, ICHUXUYECKOE
3mopoBbe. Bee mikansl oneHnBaroTes B quamnazone ot 0 mo 100 6amnos, 60ee BrICOKHE
0aJuTbl COOTBETCTBYIOT JIyUllleMy KauecTBy >ku3au [133].

B nByx uccrnenoBanusx, cpaBHuBaBImX SF-36 y mamuentoB ¢ AT u y ycioBHO
3IOPOBBIX JIIOJCH KOHTPOJIBHOW TPYIIIBI, ObUIA TIOJYyYCHBI JAaHHBIC, YKa3bIBAIOIINE Ha
TEHJEHIIMIO K YXYJIICHUIO TOKa3aTelel KadecTBa >KM3HM y mamueHtoB ¢ AT co
3HAYNTEIHLHON TETEPOTCHHOCTHIO, OJIHAKO pa3Iuuusg HE OBIM CTaTUCTUYCCKU
3HaunMbIMu [134, 117]. B 1ByX npoaoiabHBIX KOTOPTHBIX UCCIICAOBAHUSIX Y TIAIIMEHTOB C
AT omnenuBanoch BiusiHUE HHPIUKCUMa0a U GU3HUECKUX YIPAKHEHUN HA Pa3IUnYHbIC
JIOMEHbI KauecTBa kxu3HU. Pazmepsl ahdexra Opun HEOOIBIIMMU UM CPEHUMHU, HO HU
B OJIHOM W3 JIOMEHOB, 33 UCKJIIOYCHUEM WHTECHCUBHOCTU OOJIHM, Pa3IMuUs HE TOCTUTIU
cratucTrueckor 3HaunMoctu [93, 134]. Ilpu aHanu3e OOBEIMHCHHBIX JAaHHBIX W3
yeTbipex uccienoBannii (153 manmenta ¢ AT) B pamkax cHcTeMaTH4ecKOro o03opa,
OIICHKa (DPU3UYECKOTO KOMITOHEHTa 37I0pOBbs Mo mikane SF-36 cocraBmia B cpeaHeM
56,67 (95% U 44,64-68,69), a ncuxuyeckoro kommoneHta — 60,71 (95% JIN 43,69—
77,73). Tlocine MCKIIOYCHHUS W3 aHAIM3a HMCCICAOBAHHS, B KOTOPOM HCIOJIb30BAJICS
onpocHuK SF-36 Bepcuu 2, 00beAMHEHHBIN OalI 10 ImKajae GU3NISCKOro KOMIIOHEHTA
yBenmuumics jgo 58,80 (95% U 42,50-75,10), a Oamin mo INKane MCHXHYECKOIro

KommoHenra — 10 65,48 (95% JI1 44,97-86,00) [154].
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[llxana EQ-5D npencraBiseTr coOOM WHCTPYMEHT OIIGHKHM KadyecTBa >KHM3HU,
KOTOPBIA BKITIOYACT B ce0sl OIEHKY ISATH MapaMeTpOB MO TPEM WM ISITH YPOBHSM, a
TakKe BU3yallbHYI0 aHajoroByro mkary (oT 0 o 100), mpeana3sHadeHHYIO JUIS OIICHKH
00I1Iero COCTOSIHUSA 3710pOBbs [55]. [1o qaHHBIM HCCIeIOBaHUH OBLIO 3apETUCTPUPOBAHO
YIIy4IICHHE KauyeCTBAa )KU3HU MAIMEHTOB ¢ UCTIOJb30BaHueM Iikaibl EQ-5D B pe3ynbrare
peBaCKyJSIpU3alluK U TOCIe Tepanuu HHPIuKcuMaboM (paccuntaHo Ha ocHOBe SF-36)
[187, 134].

kana HADS mpencraBiseT co0OW WHCTPYMEHT MJisi OLIGHKH BEPOSTHOCTU
TpeBOKHBIX pacctpoiictB (HADS-A, Hospital Anxiety and Depression Scale (Anxiety
subscale)) u nenpeccunbix paccrpoiictB (HADS-D, Hospital Anxiety and Depression
Scale (Depression subscale)). Kaxaplii U3 ONPOCHUKOB COCTOMT M3 CEMH BOIPOCOB,
OIICHKa 10 KOTOpbIM Bapsupyercst oT 0 10 3 6auioB, 4TO MO3BOJISIET MOJTYUYUTh OOLTUI
OaT Mo KakJaoMy OnmpocHHKY B amama3oHe oT 0 mo 21. bammer 8 u BeIe mo mkaie
HADS-A cBUIETEIbCTBYIOT O BBICOKOM BEPOATHOCTH TPEBOTH, a AHAJIOTUYHBIE OAJLITBI IO
mkae HADS-D — o BepostHocTH nenpeccuu. COrsIacHO CHCTEMaTHYECKOMY 0030y
JBYX MCCIIEIOBAaHUM (OJHO IMOIEpeYHoe, 0HO KoropTHoe; Bcero 220 manueHnToB ¢ AT)
obobenuuennsiii 6amn HADS-A cocrasun 7,46 (95% U 5,67-9,26), a 00beaMHEHHBIIH
oamn HADS-D - 6,05 (95% /I 4,38-7,73), pu 3ToM HaOJI0aach 3HAYMTEIbHAS
reTeporeHHocTb. CpaBHeHME nNanuMeHTOB ¢ AT W YCIOBHO 3H0pPOBBIX JIOAEH U3
KOHTPOJBbHBIX rpynn (N=149) BBIABUIO CTATUCTHYCCKU 3HAYUMO 0OJiee BBICOKHMA Oasli
HADS-D y marmmuenTos ¢ AT (CPC 0,26, 95% /11 0,05-0,47, 6e3 reTeporeHHOCTH), HO
He HADS-A (CPC 0,34, 95% JI1 — 0,06 no 0,75, co 3HaunTEIbHON T€TEPOTreHHOCTHIO)
[154].

[IIxana MFI-20 (The Modified Fatigue Impact Scale) npennasnaueHa s OLEHKH
BBIpOKEHHOCTH acTeHuHu. O1eHKa MPOu3BOAUTCS Ha ocHOBaHUU 20 BOMPOCOB, KaXIbIN
U3 KOTOPBIX olleHrBaeTcs 1o mkaie ot 0 1o 5 6amnos. [locne ycpeaHeHus noinyyeHHbIX
pe3ynbpTaToB  (popMHpYyEeTCsl HWTOrOoBas OIEHKA, TAe Oojiee BBICOKHE 3HAUCHUS
CBHJICTCIILCTBYIOT O OOJIbIIIEH BEPOSITHOCTH pa3BuTHs acteHuu [213]. PesymbTath
CHUCTEeMaTUYECKOTO 0030pa JIBYX HCCIEeIOBAaHUIN (OJHO KOTOPTHOE M OJHO TOMEPEYHOE,

kosimdectBo narnueHToB ¢ AT 113) 3nauenue mo mkane MFI-20 cocraBuio 15,52 (95%
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JI 14,48-16,56), uro cootrBercTByeT Hamumuuio acrtenun (MFI-20 > 13) co
3HAYUTEIBHON I'eTepOreHHOCThI0 NaHHbIX [154]. Ilpu cpaBHeHuu namueHToB ¢ AT u
NAIMCHTOB C  PSAJAOM  JIpYTUX  peBMaTojoruueckux  3adoneBanmii  (AHILIA-
accouuupoBanHbie BackyiauThl, ['KA, IgA-BacKkynuT, y3€JIKOBBI MOJUAPTEPUUT,
NEPBUYHBI aHTUUT LEHTPAJbHOM HEPBHOW CHUCTEMBbI), HE OBUIO BBISBICHO
CTaTUCTUYECKHU 3HAUMMBIX PA3IU4Mii B YPOBHE aCTCHHH, OIICHEHHOM C MCTOJIh30BaHUEM
mkanel MFI-20 [110]. V nammentoB ¢ AT m I'KA ObuM 1pOAEMOHCTPHPOBAHEI

COITOCTaBUMBIC YPOBHH acTeHUH coriacHo mkaine MFI-20 [151].
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I'JIABA 2. MATEPUAJIBI U METO/bI

2.1 JIm3aiin uccie10BaHus

B perpocnektuBHOE ucchaeaoBaHue ObuTo BKIoueHO 153 marmmenta ¢ AT,
MPOXOUBIIMX aMOyJIaTOpPHOE U/UITU cTallMOHapHOe JeueHne B Kinauke peBmaTtonorum,
Hedposorun u npodnaronoruu umenn E.M. Tapeesa YKb Ne3 Knunudeckoro menrpa
denepanbHOTO TOCYJAPCTBEHHOTO aBTOHOMHOTO 00pa3oBaTEeNbHOTO  YUPEKICHHUS
BbICIIETO OOpa3oBaHusi llepBbeiif MOCKOBCKMII TOCYJapCTBEHHBINM MEIUIIMHCKUN
yHuBepcuteT umeHn .M. CeuenoBa MuHuctepcTBa 3apaBoOXpaHeHusi Poccuiickoit
®enepamnu (CeueHoBckuil YHuBepcHUTeT) B niepuo ¢ oktsaops 2021 rona mo deBpaib
2025 rona.

Kputepun BKIIIOYEHUS MAIIMEHTOB:

1. Bo3pact narmuenTa crapuie 18 ner;

2. JlmarHo3z AT, ycTaHOBJCHHBIH B COOTBETCTBUU C KiIacCHU(UKAIIMOHHBIMU
kputepusimu ACR (1990 w/mmm 2022 1.) w/wnm onpeneneHUeM, NPUHITOM Ha

cornacutenbHoi koHdepennnu B Yanen-Xumre (2012 r.) [202, 37, 34].

2.2 JTHYecKasi CTOPOHA UCCJIEI0BAHUS

Uccnenosanue npoBeeHO ¢ COOMIOICHUEM dTUUECKUX MPUHIIMIIOB, U3JI0KEHHBIX
B XEJIbCUHCKOW JIEKJIapanu BceMupHONM MEAUIIMHCKOW accouuanuu «PexkoMeHmanuu
JUISL Bpauei, 3aHUMAFOIIUXCsl OMOMEIUIIMHCKUMH UCCIISOBAHUSIMU C YYACTHEM JIFOACH)
(1964r ., ¢ mocneayromMUMH J0MOIHEHUAMH, BKIrodas Bepcuio 2000 r.) 1 oTpakeHHBIX B
OCT 42-511-99 «IlpaBuna mpoBeeHHsS KAa4€CTBEHHBIX KIMHWYECKUX HWCIBITAHUN B
Poccuiickoit @eaepaunn» u AEUCTBYIOMIMX HOPMATUBHBIX TPEOOBAHUSIX.

[IpoBeneHre KIMHUYECKOTO HCCIAEA0BaHUS 0J00peH0 JIOKambHBIM ATHYECKUM
komuteToM @PI'AOY BO IlepBbiii MOCKOBCKMI TOCYIapCTBEHHBI MEIULIMHCKUM
yauBepcuteT uM. U.M. CeuenoBa M3 P® na 3acenanuu ot 26.10.2023 (mpotokoa Nel9-
23).
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2.3 COop AaHHBIX

Ha MoMeHT BKIIIOUEHHUS B UCCIEA0BAaHUE OLCHUBAIIM:

1. JHemorpaduueckue noka3aTeiau: Mo, BO3pacT;

2. ConyrcrByronue 3a0oneBanusi: Al', UbC, OHMK u CJ] B anamnesze, C/I,
XCH, Hanmuuue ocTeonopo3a 1 OKUPEHUS C OLIEHKOU nHjiekca Macchl Tena (MMT);

3. JlaHHble BU3YaJU3UPYIOUIMX METOJOB HCCJENOBaHUS, JIabOpaTOpHbIE
MOKa3aTeln, OIICHKa KaueCcTBa KU3HM 1Mo onpocHukaMm SF-36, EQ-5D-5L.

4, ’KanoObl MalMeHToB: MepeMexaromascs XpoMoTa KOHEYHOCTeH, 0o B
MPOCKIIMM COHHBIX AapTEpU, JIMXOPAKa, aApPTPAITUH, MHUAITUH, 3MU301bl MOTEPH
CO3HAaHMS, TOJIOBOKPYKEHHUE, TOJIOBHAS 0OJIb.

S. JlanHble OOBEKTHMBHOTO OCMOTpa: IIyM IMPU ayCKYJIbTaI[UHd KPYIHBIX
aptepuii (aopta, OCA, I1KJIA, noamsliilieuHble, MI€YeBbIE, MOYCUHBIC, TTOIB3IOIIHEIE,
OelpeHHblE apTepuu), CHIKEHHE WIM OTCYTCTBHE TyJibca HpH OOBEKTUBHOM
obocnenoBannu Ha OCA, TIKJIA, mMOAMBIIIEYHBIX, TIJIEYEBBIX, JIYUEBBIX, OCIPEHHBIX,
MOJKOJEHHBIX, 3aJHUX OOJIbIICOECPIIOBBIX APTEPUSIX WU THUIBHBIX apTEPUSX CTOIIBI;
pazauua A/l Mexay BepXHUMU KOHEYHOCTSIMU >20 MM PT.CT.

6. [Ipenaparsr gs nedenus AT (I'KC, BIIBII, TUBII) u comyTcTByrOmUX

3a00JI€BaHUMN.

2.4 OueHka J1a0opaTOPHBIX M HHCTPYMEHTAIbHBIX NMOKa3aTeeil

3a00p BEHO3HOH KpOBM y MAlIMEHTOB Ul aHAIU3a MPOBOIWIN U3 KyOUTaIbHOU
BEHbBI HATOIIAK.

Ha mMoMeHT BKJIIOUEHHS B MCCIIEOBAHUE U MPU AUHAMUYECKOM HaOIIOICHUU HE
pexe 1 pa3a B 6 MecsIIIeB OlCHUBAIIH:

1. Mapkepsr  Bocmanenus: COD mno wmerony Becreprpena, CPb
(MMMYHOTYPOUIMMETPUUECKUI BBICOKOUYBCTBUTEIBHBIN METO/);

2. buoxumuyeckuid aHaau3 KpPOBU: KPEATHUHUH (SH3MMATHUYECKUN METO[,

texnosorust Architect, Abbott) ¢ pacuetom CK® o popmysie CKD-EPI;
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3. OO0t aHamu3 KPOBH;
4, OOmuii aHaJIn3 MOYH;
d. JlaHHBIE MHCTPpYMEHTAJIbHBIX MeTOJ0B obOcnenoBanus: Y3JI' BIIA, KTA

BIIA, OproniHo#t aOpThI U €€ BeTBeM, dXokapauorpadus.

Y3Uu MPOBOJIMIIOCH MOCPEICTBOM MEIUIUHCKON JAArHOCTUYECKOU
yILTPa3ByKOBoOI cucteMsl Logiq S8.

OxoKI'  mpoBoAWJIOCH ~ MOCPEACTBOM  MEIMIIMHCKOW  JHUAarHOCTUYECKOU
yIbTpa3BykoBoir cuctembl Logiq S8, «/lxuMl VYnerpacaynm Kopes, JItoy,
perucrpanronHoe yapoctopepenue NedC3 2011/11249

KT-anruorpadus BIIA, OpromHoOW aopThl W €€ BETBEH MNpPOBOAWIACH Ha
PEHTTCHOBCKOM KoMmbIoTepHOM Tomorpade Adquilion Prime, «Tommba Menukan

Cucrem3 Kopnopeimn», Anonus, peructpauuonHoe yaoctoBepeHue NedC3

2011/09849.

2.5 Ounenka 3¢ ¢peKTUBHOCTH U 0€30MACHOCTH I'eHHO-UHKEHEPHBIX OMOJIOTMYEeCKUX

npenapaTron

Mps1 ananuzupoBanu Bce ciaydyau JiedeHusi MBI, kotopble y yacTu OOJIbHBIX
MOTJIM TIPUMEHSIThCA TTocsienoBaTeibHO. CriocoObl npuMmeHeHus uUGHO-a: nundgnukcumad
BBOJIMJIM BHYTpUBEHHO B 03¢ 3-5 mr/kr (200—300 mr) kaxasie 4-8 Hemenb; anainMymat
MPUMEHSTN TIOJIKOXKHO B CTaHAapTHOM mo3e 40 Mr kakmple 2 HEAeNH, WHIYKIIMOHHBIN
Kypc Meprosm3ymada Idrojla COCTOSI M3 TPEX TOCIEIOBATENbHBIX TMOJKOXKHBIX
BBeAcHU mpermapara mo 400 mr kaxaple 2 HEACHH, 3aTeM Clie/IoBajia JIJTMTEIbHAS
tepanus npenapatoMm B 103¢ 200 mr 1 pa3 B 2 wenenu unu 400 mr 1 pa3 B 4 Henenu,
ATAHEPIENT MPUMEHSIIA TOAKOXHO B /03¢ 25 MI' B HEAEN0; ToauMymald BBOJWIN
noakoxHO B go03e 50 mMr 1 pasz B 4 Hegenu. CnocoOwl ucnonb3oBanus uMNJI-6:
BHYTpPHUBCHHbIC MH(DY3uM ToImm3ymMaba npoBogwin B no3e 8 wmr/kr (400-744 wr)
Kaxnple 4 Henenn 00 MPUMEHSIIN B TTOAKOXHON (popMe B 103e 162 Mr exxeHeAenbHO;
JeBWINMa0 BBOJWIM MOJAKOXHO B n0o3e 162 mr 1-2 pasza B Hemenwo; OJOKH3ymad

MpUMEHSTH B 103¢ 65 mr 1 pa3 B 2 Hegenmu win 1 pa3 B 4 Hejenu B TOJKOKHOUN (popme;
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putykcuma6 375 mr/m? 1 pas B Helenmo B TedeHue 4 Hesenb. M3 rpynnsl MHHTUOMTOPOB
Snyc-krHA3 NPUMEHSUTN yadaluTHHUO BHYTPH 110 15 mr 1 pa3 B cyTkw.

B xauectBe kputepueB A(G(PEKTUBHOCTH ONPEHCISIN YacTOTy JOCTHIKCHHS
pemuccusa, peuuaguBoB AT wu crepoua-cOeperaroiiee jaecTBue. AKTUBHOCTD
3a00JIeBaHUsl OLICHWBAJIM C HWCIOJB30BaHHWEM KpHUTEepueB HarmoHanbHOro MHCTHTYTa
sapaBooxpaneHus (NIH, National Institute of Health) CIIIA [127]: 1) oOuie npu3HaKu
BOCHAJICHUs (JIUXOpajaKa, 00Jb B CycTaBax M Jp.); 2) MOBBIIICHUE YPOBHS 0CTPO(a30BbIX
mapkepoB Bocrnanenus COD, CPb wu gp.) npu OTCyTCTBUM UWHGEKIMA WU
3JI0KaYECTBCHHBIX HOBOOOpa30BaHMI; 3) pa3BUTHE KIMHUUYCCKU 3HAUUMON COCYTUCTOM
HEJIOCTAaTOYHOCTH  (HM3KUA WJIM  OTCYTCTBYIONIMH MyJbC HA  KOHEYHOCTSX,
acumMmeTrpuuHoe AJ[ m T. 14.); 4) NpU3HAKH TPOTPECCHUPOBAHUS aAPTEPUATHLHOTO
nopakeHus (Hampumep, CTEHO3bl WJIM JuiaTallii) MO JAHHBIM BU3YaIU3UPYIOIIMX
METOJI0OB IMarHOCTUKU. MakcumanbHoe KoJmuecTBo OayoB mo mmkaine NIH — 4. Tlpu
3HAYEHUHU >2 OAJIJIOB 3200JIEBAHUE CUUTAETCS AKTUBHBIM.

JJ1st OIIEeHKH TATOJIOTMUYECKUX M3MEHEHUH COCYI0B MCIOJIb30BAIKUCH CIEAYIOIIHE
Busyanmsupytomue metoasl: KTA, MPA, TI9T/KT w/unu Y3AI' aprepuii. Kpurepusimu
noctwkenust pemuccurn AT cunTany MCUYE3HOBEHUE KIMHUYECKUX W JabOpaTOPHBIX
(npexxae Bcero HopManuzauus cojepxkanuss CPbB) mnpu3HakoB BocnajaeHUs MpU
OTCYTCTBHUU TIPOTPECCUPOBAHUS MOPAKEHUS apTEPUil MO JTaHHBIM BH3yaIH3UPYIOIINX
METO/I0B. PenniuBoM cUuTaNIM MOBBIIIIEHUE YPOBHS BOCHaIUTENbHBIX MapkepoB (CPb,
COD) nocne nepuoaa PEMUCCUM WIH TOSIBJIEHUE HOBBIX MATOJOTHUYECKUX W3MEHEHHM,
cBszanHHbIX ¢ AT. Crepoun-coeperaroiiee ASMCTBUE OLIEHUBAIN TIO CTEMIEHU CHUKCHUS

no3el 'KC (B mepecuere Ha mpennn3oiioH) B nepuoy tepanuu ['MBII.

2.6 Ouenka Ka4ecrBa »KU3ZHHU

OrneHKa KavyecTBa KU3HU MPOBOJIUIIACH C TIOMOIIBIO0 ONPOCcHUKOB SF-36 u EQ-5D-
oL.
st mpeoOpa3oBaHUs PE3yJIbTaTOB 3aIOJHEHUS ONMpocHHKAa SF-36 B YMCIIOBBIC

3HAYCHUS MTPUMEHSIIUCH CIIEITUATM3NPOBAHHBIC pacueTHbIE (opMyIIbl. B coOTBETCTBHH C
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METOJIMKOM, KOKJOMY JIOMEHY KadecTBa KHU3HU COOTBETCTBOBAJ ONPEEICHHBIN HA00P
BOompocoB. [lyTeM TOJICTAaHOBKM YHCIIOBBIX 3HAYCHHH, COOTBETCTBYIONIMX OTBETaM
PECTIOHICHTOB, B 3apaHee ompeaesieHHbIe (OPMYIIbI, MPOU3BOIUIICS PACUET UCKOMBIX
ToKa3aTeNel AT KaXI0i U3 BOCbMH IIIKaJI KadecTBa )U3HU. Ha 3aKiIounTeIbHOM JTare
OCYIIECTBISIIOCH BBIUMCICHUE CyMMAapHBIX MOKa3aTeNlel 30pPOBbS, XapaKTEePU3YIOIINX
¢usmueckuii (PCS, Physical Component Summary) u ncuxuxonormueckuii (MCS,
Mental Component Summary) xommnoHeHTbI 370poBbsi. PCS BiII09a B ce0s ClieAyONue
noMmeHbl: ¢usnueckoe ¢yHkruonuposanue (PF, Physical Functioning), poseBoe
byHKIIMOHUpOBaHKe, oOycioBieHHOe ¢usnueckuMm cocrosauem (RP, Role-Physical
Functioning), uatencusHocts 60osu (BP, Bodily Pain), obriee coctosinue 3moposbst (GH,
General Health). MCS cocraBmim xu3nennas aktuBHocth (VT, Vitality), conmansHoe
¢yukumonupoanue (SF, Social Functioning), poneBoe (QyHKIIMOHUPOBAHHE,
oOycioBiieHHOe AMorroHanbHBIM coctosiHueM (RE, Role-Emotional), ncuxmueckoe
3nopoBbe (MH, Mental Health).

B cootBerctBUM ¢ Meroaukoil SF-36, oTBEeThI Ha BOMPOCHI MPeoOpa3yroTCs B
Oamel, Bapeupyromuecs B auanazone ot 0 7o 100 mst kaxmoi n3 mkan. Ha ocHoBanumn
MOJIyYCHHBIX 3HaueHUM (HOpMHUPYIOTCS 1Ba cyMMapHbIX nokaszarens — MCS u PCS.

Omnpocuuk EQ-5D-5L cocrout m3 nByx uwacteir. IlepBas gacth mpencTaBisieT
co00if WHCTPYMEHT OIICHKH, COCTOSIIIMA W3 TSTH Pa3fesioB, KKIbI M3 KOTOPBIX
MpeIHa3HAYeH JIJIs OLIEHKHU OJTHOTO U3 KIFOYEBBIX aCMIEKTOB KaueCTBA KU3HU, CBA3aHHBIX
CO 3/10pOBbeM (TIOJIBYKHOCTb, YXOJ 32 COOOM, MPUBBIYHAS TIOBCETHEBHAS AaKTUBHOCTD,
oons/muckoMdopT U TpeBora/mempeccusi). B kaxmom pasnene  pPECHOHIICHTY
npeasiaraeTcsl BRIOpaTh OJIMH U3 TSATH YPOBHEH, OTPAXKAIOUUX CTEIECHb BHIPAXKEHHOCTHU
npoOieM: ypoBeHb 1 — HEeT HapyllleHUuH, YPOBEHb 2 — HEOOJbIINE HAPYIICHUS, YPOBEHb
3 — yMepeHHBbIC HapylIeHUs, YPOBEHb 4 — 3HAYMTENbHBIC HAPYIICHUS, YPOBEHb D —
KpaliHss crereHb HapymieHuH. COBOKYIHOCTh OTBETOB (POPMHUPYET WHIAWBHUITYTBHBIN
npoduiib KayecTBa >KM3HM NanueHTta. BTtopas yacte omnpocHuka mnpezactaBieHa 20-
CaHTUMETPOBOW BEPTUKAILHON BU3YyaJIbHOM aHAJIOTOBOM IIKAJION, rpaayupoBaHHOM OT O

10 100, npenHazHaueHHOMU JIJ1s1 CyOBEKTUBHOM OILIEHKH OOIIEro COCTOSIHUSI 3/T0POBBSI.
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2.7 OnleHKa pacnpocTPAaHEHHOCTH U (PAKTOPOB PHCKA CepAeYHO-COCYAMCTHIX

COOBITHI U XPOHUYECKOI 00JI€3HU MOYEK

Hannsie o CCC B aHaMHe3€ NMalueHToB, Bkitoyas Bpems u tun OHMK (mo3roBoro
uHCysbTa) 1 UM, ObLIM MOTy4YEeHbI U3 MEIMLIUHCKON JOKyMeHTaluu. PeBackynsipuzanus
nepudepudeckux M KOPOHApPHBIX apTepuil He yuuThiBagach B KauecTBe CCC.
BoBneueHue B MaTOJIOTHYECKUN TMPOIECC TOYEYHOM apTepuu yCTaHABIMBAIM Ha
ocHoBanmu AaHHBIX Bu3yanm3anuu (KTA, MPA, TIOT/KT w/wmma Y3AI). XBII
JUArHOCTUPOBAIM B COOTBETCTBUU C KPUTEpUSMHU VHUIMATUBBI 1O YJIY4YLICHHUIO
rI100aJIbHBIX HUCXOJ0B OoJie3Heit IIOYEK (KDIGO,
Kidney Disease: Improving Global Outcomes) u Accormarnyu HedposoroB Poccum: (1)
Ar00bIE KIIMHUYECKHE MPU3HAKY MTOPAKEHUS IOUEK, COXPaHSIOIINECs B TeUeHUE >3 Mec,
(2) crpykrypHble m3MeHeHus B moukax wid (3) cHmwkenne CK® <60 mn/mun/1,73 M2,
COXpaHsIoleecs B TE€YEHUE >3 MEC, HE3aBUCUMO OT HAJIW4YUs JPYTUX IPU3HAKOB
nopaxxkenust mouek [27, 209, 126]. BBumy ocoOeHHOCTE# TedeHus 3a0o0JieBaHUS,
MOPAKEHUE COCYOB MTOYEK HE YUUTHIBAJIOCHh B KAYECTBE CTPYKTYPHBIX U3MEHEHUH MpHU
oneHke pacnpoctpaHeHHoctd XbII cpenu nmaumentoB ¢ AT. Hanuuune aprepualibHOM
TUIIEPTOHUU PETUCTPUPOBATIN HA OCHOBAHUHY CTOMKOIO TIOBBILIEHUS CUCTOJINYECKOTO A/l
>140 MM prt.cT. w/unu auacronuueckoro AJl >90 MM pT.CT., TUIIEPXOJIECTEPUHEMHUH —

MOBBIIICHUS CBIBOPOTOYHOTO YPOBHS 00IIIero xojectepuna >5,0 MMOJIb/II.

2.8 CtarucTuyeckasi 00padoTka pe3yJjbTaToOB

Crartuctuueckyro oOpabOTKy TMOJYYEHHBIX JaHHBIX MPOBOAMIM C TOMOIIBIO
nporpammbl IBM SPSS Statistics Bepcust 23.0 (SPSS: An IBM Company, CIIIA).

HopmanbsHOCTS pacripenesieHus KOJIMYECTBEHHBIX JaHHBIX IIPOBEPSUIA C TIOMOLIBIO
kputepusa Illanupo-Yunka. Bce mnepeMeHHble MpPENCTaBICHBl Kak  CpeaHee
+CpeIHEKBAPATUICCKOS OTKIOHCHUE WM MeraHa (MHTEPKBApTUIILHBIN pa3Max) s
HETMPEPBIBHBIX NEPEMEHHBIX B 3aBUCMMOCTH OT TUNA pacrtpenencHus. J(aHHble s

KaTCropruaJIbHbIX IICPCMCHHBIX IIPCACTABJICHEL B BUAC a0COJIFOTHBIX 3HAYEHUH H J0JIM B
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npoiienTax. CpaBHEHHE KOJUYECTBEHHBIX MTOKa3aTeNlel B IByX rpymnax Mpou3BOANIOCH
npu nomomu t-kpurepus CThlofieHTa (MPU OTCYTCTBUM 3HAUMMBIX OTKJIOHEHUH OT
HOPMAJIBHOTO paclpefeNeHus) Wik KpuTepuss MaHHa-YUTHH (OpU OTKJIOHEHUHU
pacmpeiesieHrs OT HOpMaIbHOTO) JI1 HE3aBUCUMBIX IPYII U KpuTepusi Busikokcona asis
3aBUCUMBIX rpynn. CpaBHEHUE Ipynn MO KaueCTBEHHBIM MpH3HAKAM MPOBOAMIOCH C
NOMOILbI0 TOYHOro Kputepus Pumepa. Pacuer otHomenuil manco (OI) nmns
(bakTOpOB, aCCOMUPOBAHHBIX C pa3BUTHEM JeTalbHOro ucxona u CCC, npoBoauiics ¢
IIOMOIIIBIO JIOTUCTUYECKON PErpecCHOHHON Mojenu. JJIsi OUEHKH CBSI3M MEKIY
daktopamu pucka u BenumunHoi CK®, a Takxke (akropamu, acCOIMUPOBAHHBIMU C
KOMMOHeHTaMu SF-36, MCIoyib30Balid MOJIelIb MHOTOMEPHON JTHHEHMHOM PErpeccHu C
oOpaTHBIM TMOIIAroBbIM OTOOpPOM. JlaHHBIE O BpEeMEHM 10 COOBITHS OILICHUBAIU C
ucrnoiabs3oBanueM Mmetona Kamnana-Maiiepa. [[oCTOBEpHBIMU CUMTAIUCh PA3IMYUS TIPH
srHauennu p <0,05.

[lepBruyHBIMM KOHEUYHBIMU Toukamu B uccienoBanuu oputn CCC (OHMK w/unu
OKC), XBII, BTopruYHBIMH — JIETATILHBIN UCXO/I, CHUKEHUE KaueCTBAa YKU3HU, OIIEHEHHOTO

C MCTIOJIb30BaHNeM onpocHuKoB SF-36, EQ-5D-5L.
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I'/IABA 3. PE3YJIBTATBI UCCJIEJJOBAHUS

3.1 Knunuko-i1adopaTopHble NPosiBJIeHUs] Y NAIUEHTOB ¢ apTepuutom Takascy

B anamu3 Obuto Bkmroueno 153 manmenta ¢ AT, B Tom uncie 145 sxeHmun u 8
MY>K4UH, ¢ Bo3pacToM jeOrota 3aboneBanus 29 (10; 36) mer (Tadmumna 5). HanGosnee
94acToO y MHAaIMEeHTOB peructpupoBaics V anruorpadudeckuii tTun AT, mpu KoTopom
HopaXkaroTcsl  TpyJaHas aopra, OpIOINIHAas aopra W WX BETBU. MeauaHa

IPOAOKUTEILHOCTH 3a00eBanus coctaBuaa 7 (4; 13) ner.

Tabnuua 5 — O0uas XxapakTepucTUKa KOrOpThI

[Tokazarens SHaueHHs
(n=153)
Bo3pacT mocTaHOBKH JIMarHo3a, T 29 (10; 36)
JleOroT 3a0oneBanust <18 siet, n (%) 23 (15)
[Tpo0IKUTETLHOCTD 3200JIeBaHUs, T 7 (4;13)
Kenmunsr, n (%) 145 (95)
AHruorpaduyeckuii TUI
I 28 (18)
I 17 (11)
Il 5(3)
vV 2 (1)
\Y 101 (66)
ConyTcTByronme 3a00eBaHus
AT, n (%) 103 (67)
CI, n (%) 8 (5
Jucounuaemust, n (%) 97 (63)
CuMnToMbl B 1e010Te 3a00JIEBaHUS
ITepemexaromascss XxpoMOTa BEPXHUX
N 55 (36)
WM HIDKHUX KOHeuHocTeH, N (%)
Pasnuna A/l Mex1y BEpXHUMHU 76 (50)
KOHeYHOCTsIMHU >20 MM pT.CT., N (%)
CHMXEHHE WIIN OTCYTCTBHE ITyJIbCa Ha
TIOIMBIIIICYHOM, TUICYCBOU HIJIH JTy4EBOM 87 (57)
aprepusix, N (%)
Crenokapus, N (%) 32 (21)
[TaTomoruyeckue CoCyIMCThIC IITYMBI PH 73 (48)

ayCKyJIbTAIlMK KPYIHBIX apTepuit, N (%)
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[Tponomxenue Tabauibl 5

CHmXeHue uiu OTCYTCTBHUC IIyJIbCA Ha

COHHOM apTepuu JIOO OOJIE3HEHHOCTH B 114 (75)
obactu conHoit aprepun, N (%)

Jluxopanka, n (%) 81 (53)

Aptpanrus, n (%) 38 (25)

Muanrus, n (%) 15 (10)

Cunxore, n (%) 29 (19)

I"onoBokpyskenue, N (%) 47 (31)

["onoBHas 6016, N (%) 67 (44)

Buesannast moteps 3penust, N (%) 23 (15)

JlaGopatopHas TuarHoCTHUKa B J1e0r0Te 3a00JICBaHUS

COD, Mmm/4 50 (35; 60)
CPB, mr/n 48 (20; 90)
Jeiikouutsl, 10%/1 9(7;11)
Tpombouutsr, 10%/1 348 (283; 479)
["'emormo6uH, /11 112 (97; 125)
Anemus, n (%) 78 (51)

B ne6Grore 3a0oneBanust 0ojiee 4eM Yy TMOJOBUHBI MAI[UEHTOB BBISBIISUIUCH
cnenuguueckue nposiieHust AT: pazauna AJl Mexay BEpXHUMHU KOHEYHOCTAMH >20 MM
PT.CT., CHIJKEHHE WJIM OTCYTCTBHE IyJIbCa HA MOJAMBIIIEYHOM, TUIEYEBON HJIM JTy4EBOM
apTepusix, CHUKEHUE WM OTCYTCTBUE IyJibca HA COHHOW apTepuu JINOO O0JIE3HEHHOCTh
B oOjactu coHHOM aprepun. Cpeau HecneU(PUUECKHMX CHUMIOTOMOB Yallle BCETO
Ha0JII0JaHMCh JIMXOpajKa U rojioBHas 00yib. HecMOTpst Ha MOJ10/10#1 BO3pacT MalMEeHTOB,
y Oonbmield 4actu Obuia BbiABIeHa Al u  jgucnunuaemusi.  XapaKTepHBIMU
7a00paTOPHBIMU  TIPOSIBIICHUSIMH Y TIAIIMEHTOB OBUIM TPHU3HAKU OCTPO(a30BOTrO
BocnaieHus (nmosbimieHue CPb u COD), B nosoBuHE ciiyyaeB Oblia BhISIBJICHA AHEMMUSL.

VY 23 (15%) maiueHToB QuarHo3 ObLI MOCTAaBJIEH B ACTCKOM WJIHM IOAPOCTKOBOM
Bo3pacte (<18 ner), Mmenuana noctaHoBku auarnosa 16 (14; 16) ger. OcoOeHHOCTHIO
JIETCKOT0 M OAPOCTKOBOTO BapuaHTOB AT siBisiack OoJiee BbICOKAsi YACTOTA BBISIBICHUS

auxopaaku B nebtore u V anrmorpaduueckoro tuna AT, ocTalbHBIE MPOSIBICHUS B
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Hayvajie 3a00JICBaHMUS HE OTIMYAIIUCH OT MMalMCHTOB C I[G6IOTOM BO B3POCJIOM BO3pacCTe

(Tabnuma 6).

Ta6numa 6 — CpaBHEHHE MAIMEHTOB ¢ JIE0I0TOM 3a00JIeBaHUsI B IETCKOM M BO B3POCJIOM

BO3pAaCTe
Jle6roT Jlebror
3a00JIeBaHMS B 3aboneranus
[Toka3arens BO B3pOCIIOM p
JICTCKOM BO3pacTe
(n=23) BO3pacTe
(n=130)
Bo3pacT mocTaHOBKH JIMarHosa, T 16 (14; 16) 31 (25; 38) —
Kenmunsl, n (%) 22 (96) 123 (94) 1,000
Anruorpaduueckuit TUIT
I 0 (0) 28 (22) —
I 3(13) 14 (11) 0,723
i 0 (0) 5(4)
v 0 (0) 2 (2) —
\ 20 (87) 81 (62) 0,030
JlaGopatopHasi TMarHoCTUKa B
neorore AT 55 (25; 60) 49 (35; 62) 0,805
COD, mm/4 50 (17; 90) 29 (15; 67) 0,425
CPB, mr/n
Pesackynspuzanus, n (%) 5 (22) 31 (24) 1,000
AT, n (%) 16 (70) 87 (67) 1,000
CCC (OHMK/MM), n (%) 3(13) 23 (18) 0,767
XBI1 B xoniie Hadmoaenus, n (%) 4 (17) 29 (22) 0,599
CuMIITOMBI B 1e0rOTE 3200JI€BaHUS
[Tepemerkaromasics XpoMoTa 6 (26) 49 (38) 0,349
BEPXHHUX
WM HIDKHUX KOHeuHocTeH, N (%)
Pasnanma AJl Mexay BepXHUMU 11 (48) 65 (50) 1,000
KOHEeYHOCTsIMH >20 MM pT.cT., N (%)
CHMXEHHUE WU OTCYTCTBHE ITyJIbCa 14 (61) 73 (56) 0,820
Ha NOJAMBIIICYHOM, MIJICYCBON HJIU
Jy4eBoi apTepusx, N (%)
Crenokapus, N (%) 6 (26) 26 (20) 0,580
[TaTomornyecKue CoCyAUCThIC IITYMbI 12 (52) 61 (47) 0,658
IPU ayCKYJIbTAIlUH KPYITHBIX
aprepuii, n (%)
CHWKEHHE WK OTCYTCTBHE ITyJIbca 19 (83) 95 (73) 0,599

Ha COHHOMW apTepuu 100
00JIE3HEHHOCTD B 00JIaCTH COHHOM
aprepun, N (%)
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Jluxopajxka, n (%) 17 (74) 64 (49) 0,040
Aptpanrus, n (%) 5(22) 33 (25) 0,799
Muaunrus, n (%) 2(9) 13 (10) 1,000
Cunxore, n (%) 6 (26) 23 (18) 0,387
I"onoBokpykenue, N (%) 3 (13) 44 (34) 0,052
["ostoBHast 601k, N (%) 11 (48) 56 (43) 0,820
BHesannas noteps 3penus, N (%) 2(9) 21 (16) 0,530

Y HeCKONbKHMX manueHToB moMuMo AT ObUIM JHATHOCTHPOBAHBI APYTHE
ayTOMMMYHHBIE M ayTOBOCHAJMTENIbHbIE 3a0ojeBanus. Oose3nb Kpona (n=2),
aHKUIIO3Upyommui cionauint (N=1), peBMaTouaubiil apTpuT (N=1), ncopuas (n=2).

Bcem 153 mamueHTaM NpOBOAMIACH HHCTPYMEHTAllbHAs THATHOCTHKA IS

Busyanmsaiuu aptepuit: Y3/ u/unmu KTA, u/unu MPA, u/vmu [I9T/KT (Pucynok 1).

IIpaBas nmoueynas aprepus
JleBast moueuHas aprepus
bpromnas aopra
qyC

HBA

BBA

Jlyra aopTbl
I'pynnas aopra
nlTIKJTA

alIKJTA

nllA

allA

nHCA

nHCA

nBCA

a1BCA

nOCA

10CA

budypkauus nOCA
budypkanus 1OCA
BIIC

[TopaxeHnHas aprepust

o

10 20 30 40 50 60 70 80 90 100 110 120
KonnuecTBo Cilly4aeB, N

Pucynox 1 — KonudecTBo ciydaeB BOBJICUEHUS B MATOJOTHIYECKUHN TTPOIIECC TPYTHOM
aopThl, OPIOLITHON AOPTHI U UX BeTBEH y manueHToB ¢ AT
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[TopaxkeHue rpyqHOM a0pThl ObLIO BhIABIICHO Y 67 (44%) manueHToB, JyTH aOpThI
—y 39 (25%). 13 BeTBe#t Ayru aopThl Yallle BCETO B MATOJIOIMYCCKUI Mpolece ObLIN
BoBiieueHbl TJOCA (n=108, 71%) u mnOCA (n=93, 61%), nI1KJIA (n=93, 61%) u nl1IKJIA
(n=79, 51%).

Taxke BBISIBIISIIOCH MOpakeHue OpromrHoi aopThl (N=66, 43%) u ee BeTBeli: BBA
(n=30, 20%), HBA (n=5, 3%), UC (n=39, 25%), neBoii (N=33, 22%) u npasoii (=39,
25%) moueuHbIX apTepuil. Y 3 MalMeHTOB ObUIO BBISBICHO MOPaKCHUE JICTOYHOTO
CTBOJIA.

3a Bpems HaOroaeHus 34 (22%) narnrentam ObLIO POBEICHO 54 BMeNIaTeIbCTBA
C LeNbI0 peBacKkyisipuzanuu nepudepudeckux (N=51) u xoponapHsix (N=3) apTepuii

(Tabmuma 7).

Tabnuna 7 — PeBackynsapuzanus y nauueHToB ¢ AT 3a BpeMst HaOIt01eHUS

[Toka3zareinp 3HadeHUs
IllyaTupOBaHue
AO0pTO-a0pTajJbHOE IIYHTUPOBAHUE
AOpPTOHHUCXOIs111e€-00111€COHHOE IITYHTUPOBAHKE
COHHO-TIOAMBIIIEYHOE IIYHTUPOBAHHE
[TOAKIIOUMYHO-COHHOE ITYHTUPOBAHUE
[ToaKIFOUMYHO-TIOAMBIIIIEYHOE ITYHTUPOBAHUE
AOpTONOYEYHOE IIYHTUPOBAHHUE
BBA
[Toueunas aprepus
JHAAPTEPIKTOMHUSA
BCA
CreHTHpOBaHHE
JleBasi kKopoHapHas apTepust
[Tepennsis MEXKEITYJOUKOBAsI BETBb
BIIC
ITKJTA
[TonB3ouiHas aprepus
[Toueunas aprepus
IIpore3upoBanue
Bocxoasmmi oTaen aopThl
bpromHas aopra
OCA
AOpTO-BHYTPEHHECOHHOE MPOTE3UPOBAHUE

e I G RS

N

NINNIFPIFPIN

RINN| P>
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[Tponomxenue Tabmubr 7

AopT0-00111eCOHHOE MPOTE3UPOBAHUE
[ToAKIIOYMYHO-BHYTPEHHECOHHOE TPOTE3UPOBAHUE
[TonkIIOUNYHO-HAPY>KHECOHHOE MTPOTE3UPOBAHNE
OO111eCOHHO-HAPYKHECOHHOE TPOTE3UPOBAHUE
OO011eCOHHO-BHYTPEHHECOHHOE MTPOTE3UPOBAHUE
CoOHHO-NIOJKIIIOUUYHOE MPOTE3UPOBAHUE
OO0111enoAB310ITHO-TI0YEUHOE TPOTE3UPOBAHUE
[Toueunas aprepus
4C
TpanciaoMuHaJbHAA 0AJJIOHHAS AHTHOILIACTHKA
OCA
[Toueynas aprepus
4C
Jlanapockonuueckas gexomnpeccus YHC

RPINFPIOIINNPFPIFPW

e

Haubonee yvacto cpemu BceX OINEpPaTUBHBIX BMeHIaTeNbCTB mainueHtam ¢ AT
BBINOJTHSLIH poTe3upoBanue (=27, 50%), myntuposanue (N=11, 20%), creHTHpOBaHUE
(n=10, 18%). Haubouibliee YUCIIO ONMEPATUBHBIX BMEIIATEIILCTB OBLIO HAMpaBJICHO Ha
peBacKyJSIpU3aIUIo TPYIHOM aopThl U ee BeTBel (N=38, 70%).

Takum oOpa3om, Oojiee 4yeM y MOJOBUHBI MAlMEHTOB B Ae0IOTE 3a00J€BaHUS
HaOmomanuch cneruduueckue mnposisicHus AT (pasauma AJl Mexay BepXHUMH
KOHEYHOCTSIMU >20 MM PT.CT., CHUKCHHUE WU OTCYTCTBHE ITyJIbCa Ha MOAMBIIICYHOM,
IJICYEBOM WJIM JIyYE€BOM apTEPUSX, CHWIKEHUE WM OTCYTCTBUE IyJIbCa HAa COHHOWU
apTepuu 1100 00JE3HEHHOCTh B 00JIACTH COHHOM apTepHiM), CpeIu HECTeM(pUISCKIX
CUMIITOMOB 4Yallle¢ BCET0 HAOJIOJAIUCh JIMXOpajKka U rojioBHas 00jb. JlabopaTopHO B
Havayie 3a0oJieBaHus BBIABIsUIOCH moBbiieHue CPb u yckopenue COD. YV Gosbiiei
YyacTU ManueHTOB Obuia BeiBIeHa Al w/mnm mucnunuaemus. HaumOonee 4acto
peructpupoBaiics V anruorpapudeckuii Tun AT (mopakeHre BCel aOpThl U €€ BETBEH).
[IpeumymecTBeHHO B maTtosiormueckuii mporecc Obutn BoBiedeHbl OCA u I[TKJIA. ¥V
MalMEeHTOB C J1e0TOM 3a0osieBaHusl B Bo3pacTe A0 18 ser 6oJjiee 4yacTo OTMedallach
muxopaaka u V anruorpaduueckuit Tun AT. PeBackymsipuzarust Obuta mpoBenena 34
(22%) marmuentam (Bcero 54 BMmemiarenbcTBa), MPU ITOM HAUOOJIEE YACTBHIM THUIIOM

OTIEPaTUBHOIO BMEIIATEILCTBA ObljIa PEBACKYJISIpU3aliUsl TPYAHOM aOPTHI U €€ BETBEH.
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3.2 PacnipocTpaHeHHOCTh U (aAKTOPBI PUCKA CEPAEYHO-COCYTUCTHIX COOBITHI Y

NMalnHeHToB ¢ apTepuuTom Takascy

VY 26 (17%) u3 153 manuenToB Obu10 3apeructpupoBano 33 CCC: 30 HHCYIBTOB U
3UM. VY 17 (11%) manmentoB CCC npeamecTBOBaJIO yCTaHOBICHUIO uarHo3a AT, msaTh
ciydaeB crnocoOcTBoBaiM mnoctaHoBke nuarHo3a AT. B ocrtamphbix ciydasx CCC
HaOJTI01aH Tociie yeraHoBieHus quaruosa AT (Ta6numa 8).

3a 1249 yenoeko-yet HabmoaeHus obuto 14 UM mimm OHMK (11,21 ciyyaeB Ha
1000 uenomeko-ner). Jlannpie marueHToB ¢ TepBbiM CCC, yCTaHOBJICHHBIMU O
ycTaHoBJIeHHs uarHo3a AT, ObUIM UCKITIOYEHBI U3 aHaJIn3a 3a00JIeBAEMOCTH.

Jo Bo3HukHOBeHUs1 CCC MeHee NOJIOBHHBI MAlMEHTOB, MEPEHECIINX HHCYJIBT,
OPUHUMAIM HMMMYHOCYNPECCUBHYIO Tepamuio. AHTUTHUIEPTCH3UBHYIO TEparuio
npuanMan 12 (40%) naruenTos, 11 (37%) manueHTOB MPUHUMAIIA aHTHKOATYJITHTHYFO
WA aHTUTPOMOOTHYECKYIO Tepanuio U 7 (23) marueHToB — CTaTHHBI.

beno 3apeructpupoBaHo 4 neTanbHBIX UCXOJA: B OJAHOM CIydae BCIICJCTBUE
ocnmoxkaeanit COVID-19, B nmpyrom wu3-3a OCIOXHEHHH XOJEIHCTIKTOMHH. JIBa
nanenta ckoHvyanuch B ucxojae CCC (MM u wmnHcynbT). 10-meTHsS BBIKUBAEMOCTH

cocrasuia 96%.

Tabnuna 8 — CepiedHO-COCYTUCTHIE COOBITHS Y TAalMeHTOB ¢ AT

Iloka3zarenp 3HaYCHUS
CCC (UM, uHCyJIbT)
KonudecTBo coObITHI 33
Bospact Ha MomenT nepsoro CCC 33 (25; 42)
KonmuecTro cinydaeB Ha 1000 genoBeko-yier 11,21 (6,12; 18,81)
Jleuenne no OHMK
I'KC, n (%) 13 (43)
BIIBII, n (%) 11 (37)
I'UBIL, n (%) 2 (6)
Cratunsl, N (%) 7 (23)
AnTHruneprensuBHas tepamnusi, N (%) 12 (40)
AHTHKOAryJISHTHAs/aHTUTPOMOOTHYECKAs
tepanusi, N (%) 11(37)
NucyasT
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[Tponomxenue Tabauipl 8

KomnuecTBoO coOBITHI, N 30
Niemudeckuii HHCYIBT, N (%) 19 (63)
I"emopparuueckuid HHCYIBT, N (%) 1(3)
BropuyHas uieMus ipu reMopparu4eckoM HHCyJbTe, N (%) 1(3)
NureMuveckuii MHCYJBT C TEMOPPArHueCcKoi TpaHchopMaIreH, 1(3)
n (%)
Hewussectro, n (%) 8 (27)
Bo3pacT Ha MOMEHT IepBOr0 MHCYJIbTA, T 32 (25; 40)
ITocranoBka auaruosa AT mo uHcynbta, N (%) 14 (47)
MucynwT 10 nocranoBku auarnosa AT, n (%) 16 (53)
Nudapkr Mmuokapaa
KommgectBo cobbiThid, N (%) 3(2)
Bospact Ha MmomenT UM, T 41 (41; 51)
[TocranoBka auarno3a AT mo UM, n (%) 2 (67)
WM no mocranoBku quarHo3a AT, n (%) 1 (33)
CMmepTHOCTH
KonnuecTBo ciydaes, N (%) 4 (3)
KoaunuectBo caydaes Ha 1000 yemoBeko-jier 3,2 (0,9; 8,2)
Bospact, T 33 (28; 37)
IHpuyuna cmepTH
COVID-19, n (%) 1(2)
OcnokHEHHsI XOJICIUCTIKTOMUH, N (%) 1(1)
NM/uncyasT, N (%) 2 (1)

B Tabnume 9 ykazansl OCHOBHBbIE (DAaKTOPhI PHUCKA CEPACHYHO-COCYIUCTOM

MATOJIOTHH, KOTOPhIE ObLTN BBISIBIICHBI Y TTAllieHTOB ¢ AT.

Tabnuma 9 — @akTopsl pUCKa CEPACUHO-COCYUCTON maTtoioruu y 153 manueHtoB ¢ AT

[Tokazaresnb \ 3Ha4YeHUS
Kypenne
Hexypsme, n (%) 64 (42)
Kypenue B anamtese (0Tka3 oT kypenus), N (%) 17 (11)
[TpogomkarT KypuTh, N (%) 8 (5)
Hewussectro, n (%) 64 (42)
Jucnumuaemust, N (%) 97 (63)
AT, n (%) 103 (67)
CH, n (%) 8 (5)
UMT, xr/m? 24 (20; 28)
HopmanbHas Macca Tena (< 24.9 kr/m?), n (%) 88 (58)
36b1T0uHas Macca Tena (25-29.9 kr/m?), n (%) 36 (23)
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[Tponomxenue Tabmuib 9

Osxupenue (>30 xkr/m?), n (%) 24 (16)
Hewussectro, n (%) 5(3)

VY 6 (4%) nanueHToB, NEPEHECIINX UHCYIIBT, Pa3BUJICS TIOBTOPHBIM HHCYIIBT Yepe3
59 (43; 67) mecsimeB. M3 HUX y 4 TAIIMEHTOB MEPBBIN MHCYJIET OBLT 3aPETUCTPUPOBAH 10
noctanoBkr jguarHo3a AT (Tabmuma 10). V STHX DanuMeHTOB IMAarHOCTUKA W,
COOTBETCTBEHHO, HAYaJIO JICYeHHs Mpou3onuti depe3 6 (4; 9) mecsues mocie mepBoro
CCC. Y natu nauueHnToB npousonies noBTopHblid CCC B BUJI€ HINIEMUYECKOTO UHCYJIBTA,
y OJIHOTO Ial{UEHTA TUII HHCYJIbTA OCTAJICSI HEONPEIEIECHHBIM. Y OJHOIO MAl[UEHTa ITOCIIe
NEpPBOTO HHCYJbTa OBLI JUArHOCTUPOBAaH aHTU(POCHOTUNUAHBIA CUHAPOM U

TpoMOOdUHs.

Tabnuma 10 — Xapakrepuctiku manueHToB ¢ moBTopHbIM CCC (N=6)

[Tokazarenp 3HaueHUs
Bpems mexny nBymst CCC, mec 59 (43; 67)
ITepoe CCC o mocranoBku auarno3a AT, n (%) 4 (67%)
Jleuenne mexay nsymss CCC
I'KC, n (%) 6 (100%)
BIIBIT 3 (50%)
MertoTtpekcat, n (%) 2 (33%)
[ukaodochamun, n (%) 1 (17%)
I'UBIT, n (%) 1 (17%)

Bosee uem y nosioBunsl nanueHToB (N=17, 52%) CCC npou30Iiniu 10 MOCTAHOBKU
AT u B TedueHue rojaa mocjie yCcTaHOBJIEHHUs AuartHo3a. HaOmromanuch ABa Makcumyma
Bo3HMKHOBeHUs1 CCC: B mepuo/1 3a roj 10 MTOCTAaHOBKH JMAarHo3a v uepes 3-5 JeT mocie
ycranoBieHust auarHosa (Pucynok 2). Ha Pucynke 3 mpuBeneHa kpuBas Kariana-
Maiiepa otHocuTebHO BhbkBaeMocTH 0e3 CCC Bo BpeMst HAOJIIOACHUS 3a MAllUEHTaMU
c AT. Opnonernsisi BepKHBacMocTh 0e3 CCC cocraBwma 95%, mnsaTUIEeTHSSA

BeDKHBaeMOCTEL 0e3 CCC — 92%, 10-netuss sepxkuBaemMocth 0e3 CCC — 87%.
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Pucynox 2 — Bpems BosaukHOoBeHHsI CCC OTHOCHUTEIHLHO BPEMEHH MTOCTAHOBKH
nuarnoza AT
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Pucynox 3 — Kpuas Kamana-Maiiepa, BenkuBaeMocTh 6e3 CCC B x0/1¢ HaOIIOICHUS
3a rmanuenTaMu ¢ AT
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[Ipu cpaBHenun mnanueHToB, nepeHecmux CCC, ¢ mamuentamu 06e3 CCC
3HAQYMMBIX pa3IMuMid BO3pacTe IOCTAHOBKM JIMArHo3a, YacTOT€ BO3HHUKHOBEHUS
COITyTCTBYIOMMX 3a0oseBanuil (muciumunemusi, Al', C/1), UMT BbIsiBICHO HE OBLIO
(Tabmuma 11). Cpenu manuentoB ¢ CCC oka3ajioch 3HAYMMO OOJIBIE MYKYHH. Y
nanueHToB ¢ CCC cpeau KIMHUYECKUX CUMIITOMOB Yallle BCTPEUAIMCh CTEHOKap.Ius,
MOSIBIICHUE OCTAJIbHBIX KpUTEpUANbHBIX cuUMOTOMOB AT He paznuuanach MexXIy
IpYIaMH;, Tak)XKe HE ObUIO BBISIBICHO 3HAYMMBIX pa3IMUUi B BBISABICHUH V
anruorpaguueckoro tuna AT u B ypoBHE ocTpoda3oBbix MapkepoB Bocniasienus (COD,
CPb) B ne6Grore 3aboneBanus. Ilammentam ¢ AT um CCC wame mnpoBoauiach
peBacKyJsIpu3aIus nepudeprudeckux apTepuil.

3aperucTpUpOBAHHBIX JICTAILHBIX HCXOJIOB OBLIO 3HAUMMO OOJbIIEe B TPYIIE

narueHToB ¢ AT u CCC (3 u3 26), yem B rpymnre nanueHToB ¢ AT 6e3 CCC (1 u3 116).

Ta6nuna 11 — Cpauenue nanueHnToB ¢ AT, nepenecmux CCC, ¢ nanmentamu 6e3 CCC

ITaruenTsl € [TarmeHTsI
XapaKTepUCTUKHU CCC 6e3 CCC p
(n=26) (n=127)
Kennwmnsl, n (%) 20 (77) 112 (88) <0,001
BospacT Ha MOMEHT MOCTaHOBKHU 31 (26; 40) 29 (20: 35) 0,241
JIMarHo3a, roJIbl

[Tpo0JKUTEITLHOCTD 3a00JIEBaHMUS, T 6 (4; 14) 7(3; 13) 0,788

Jucnunuaemus, N (%) 16 (62) 81 (64) 0,827

AT, n (%) 21 (81) 82 (65) 0,167

CH, n (%) 2 (8) 6 (5) 0,624

UMT, xr/m? 23 (20; 28) 24 (20; 28) 0,861

Anrunorpaduyecku V tum, n (%) 21 (81) 80 (63) 0,082

Tepanus BIIBII, n (%) 25 (96) 115 (91) 0,698

Tepanust 'MBII, n (%) 11 (42) 53 (42) 1,000

CumnToMmebl B 1e010Te 3a00JIeBaHUS
[Tepemexaromascs XpOMOTa BEPXHHX 12 (46) 43 (34) 0,254
WM HIDKHUX KOHeuHocTel, N (%)
Pazanna AJl mexny BEepXHUMHU

KOHEYHOCTSIMH >20 MM pT.cT., N (%) 13 (50) 63 (41) 1,000
CHMKEHHE WK OTCYTCTBHE ITyJIbCa Ha

MIOJIMBITIICYHOM, TUICYCBOU MITH 17 (65) 70 (46) 0,274

Jay4eBor aprepusx, N (%)
Crenokapaus, n (%) 14 (54) 18 (14) < 0,001
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[Tponomxenue Tabmuupr 11
CPb B nebrote, Mr/m 17 (11; 33) 36 (16; 73) 0,077
COD B nebroTe, MM/4 45 (34; 55) 50 (35; 63) 0,505

PeBaCKynapmaumf nepudepruIecKux 11 (42) 25 (20) 0,022
aprepuid, N (%)
CwmepTs, N (%) 3(12) 1(1) 0,016

[Ipu ucnonap30BaHUM OJHO(PAKTOPHOM JIOTUCTUYECKOW PErpeccHuu C Pa3BUTHUEM
CCC Obu1 CBsI3aH NOJ MAaLMEHTOB U BBINOJIHEHNUE PEBACKYJIISIPU3ALMM [TEPUPEPUUECKUX
aprepuii (Tabmumna 12). B MHOTOdaKTOpHOM MOzeM 00a (akTopa MOITBEPAUIN CBOIO
3HauyuMocTh. OcTanbHble  (akTopbl, B TOM uyHcie Bo3pacT nebrora AT,
OpOAODKUTENBHOCTh — HaOmoneHus 3a nauueHtamu, HMT, comyrtcrBytomue
3a0oneBanus (CL, Al') He ObUTH 3HAUMMO accolupoBansbl ¢ pa3ButueM CCC y O0IbHBIX

AT. ITpuem I'MBII Takxke He oka3zancs cBsizad ¢ CCC.

Tabnuna 12 — ®axrtopsl, accoruupoBanabie ¢ CCC y mannentoB ¢ AT — onHodakTopHas
Y MHOTO()aKTOpHAas JOTUCTUYECKAsL pPErpeccus

XapaKTepUCTUKU | ol | 95% AN | p
OnHo(haKkTOpHAs JJIOTUCTHYECKASI PETPECCHsI
[Tpog0IKHUTETLHOCTD HAOIIOACHUS 1,000 0,951 1,052 0,990

Bo3pact Ha MOMEHT TOCTAaHOBKH 0.975 0,936 1,020 0,220
JIMarHosa
ITon 18,750 3,535 99,450 |<0,001
Nunexc maccel Tena 1,007 0,929 1,090 0,860
CaxapHblii 1uadeT 1,681 0,320 8,831 0,540
ApTepralibHas TUTICPTEH3US 0,434 0,153 1,228 0,116
PeBackysipu3arius nepugepruaecKux 0.338 0.138 0.824 0.017
apTepuu ’ ’ ’ ’
[Tpuem BIIBIIT 0,383 0,048 3,085 0,367
ITpuem 'MIBIT 1,018 0,433 2,395 0,968
MHuorodakTopHas JIOTHCTHYCCKAs perpeccus
ITox 18,414 3,338 101,580 |<0,001
PeBackysipusanus nepupepudecKux
apTepii 0,341 0,131 0,889 0,028

Takum obpasom, u3 153 narnuentoB ¢ AT y 26 (17%) Obuto 3adukcupoBano 33
CCC, Bximovas 30 uncynsToB U 3 UM. YV 6 (4%) nanueHToB HaOIOAAIICS MOBTOPHBIMH

UHCYJIBT B cpenHeM uepe3 59 (43; 67) mecsies mociie nepsoro. bojee yeM y moJoBHHBI
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narerToB (N=17, 52%) CCC npousonuin 10 nocranoBku AT u B TeueHHE roja mocie
ero ycranoBieHusi. Habmonanuce nBa nuka Bo3HukHOBeHUss CCC: B mepuo/ 3a roji 10
MOCTAHOBKY JTMarHo3a u uepe3 3-5 JIeT mociie ycTaHoBIeHus nuarHo3a. Cpeu naueHToB
¢ CCC O6puto 3HauuMO OoOJIbllIe MYXYMH M B Je0rTe yalle OOHapyKuUBaJlach
CTCHOKapAusi, TaKXe y TMAalHUEeHTOB 3TOH TPYIIBI OBLIO 3apEeTrHCTPHPOBAHO OOJIBIIE
pEeBaCKyJISIpU3alllid ¥ JICTABHBIX KCXOJOB. B 0gHO(GAKTOPHOW JIOTHCTHYECKOU
perpeccuonHoil mojenu ¢ paszButueM CCC oka3anuch CBsA3aHbI IMOJ U IPOBENICHUE
peBacKyJsipu3anuu nepudepudeckux aprepuil, B MHOTO(PAKTOPHOU JIOTUCTUYECKOU
perpeccuoHHoi Mojienu 00a ATHX (akTopa COXPAHUIU CTATUCTUYECKYIO 3HAUMMOCTD. 32
nepuoJi HabJI0ICHUSI 3apETUCTPUPOBAHO 4 JieTanbHbIX Ucxoja: aBa B ucxone CCC, onun
Bciencteue ocnoxkuennit COVID-19 u oguH mociie X0IeuCTIKTOMUH.

Knunuueckuii cnyuair Ne 1

[Tarmentky E. B 2016 romgy B Bo3pacte 42 neT cramu OECIIOKOWTH 3arpyIuHHbIC
Oonu,  ycunuBaromuecss — npu  gusnueckod — Harpyske.  [lanmentka — Obuia
rOCIUTAU3UPOBAaHA B CTalMoHap, rae Obul auarHoctupoBan VM. Ilanuentke ObLia
pOBeIeHa KopoHaporpadus, BEISIBICH CTEHO3 YCThS CTBOJIA JICBOW KOPOHAPHOU apTeprun
90%, BBITIOTHEHA AaHTHOIIACTHKA M CTEHTUPOBAHKE CTBOJIA JIEBOM KOPOHAPHOU apTEepUH.
Hasnadena nBoifHasi aHTHArperaHTHas Teparvs, aTOPBACTAaTHH, OMCOMPOIIOJ, J03apTaH.
[Tocne creHTHpOBaHUS OOJU B TPYAHOU KJIETKE HE OCCITOKOMIIH.

Cnycrts ron, B 2017 rony, crana oTMedaTh NPEeXOoAsIlyio TSXKEeCTh U 00JIb B HOTax
npu (GU3AUECKOW Harpys3ke, KOTopas MpoXoawia B mokoe. IlocTenmeHHO maHHBIE
cumnTombl Hapactanmu. B anpene 2018 roga Ovuto mposeneno Y3/IT cocyn0B HIKHUX
KOHEYHOCTEM, TI0 Pe3yJIibTaTaM KOTOPOTO OBLIN BBISBJICHBI MPU3HAKUA OKKIIFO3UU a0PTO-
MOAB3/IOIIHOIO CETMEHTa MPaBOM HIKHEM KOHEYHOCTH U CYOOKKIIFO3MH aopTO-
MOJIB3/IOIIIHOTO CErMEHTA JIeBOW HUKHEel KoHewHocTh. B mae 2018 roma crana orMeuaTh
NosIBJICHUE cabocTu, mepuoandeckn nopeimieHne AJl. B cepennHe Mas BOZHHMK SITH30/T
00JI1 B AMUTACTpaIbHOM 00JlacTH C uppaauaieil B o0e¢ pykH, B CBSI3M C 4YeM Oblia
FOCHUTAIIM3UPOBAHA B CTALIMOHAP MO CKOPOW MEAMUMHCKOW MmoMoir. beuia nposeaeHa
KopoHaporpadusi, BBISIBIEH PECTEHO3 CTBOJA JIEBOW KOpOHapHOM apTtepuu 10 95%,

CTEHO3 IepenHe Hucxomsamend aprepun g0 50%, Oblma mpoBeAcHa OaTOHHAS
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aHTHOIJIACTUKA U CTEHTHPOBAHWE CTBOJIA JIEBOM KOPOHApHOM apTepuUu CTEHTOM Oe3
JIEKapCTBEHHOTO MOKphITUA. [Ipu 0OcienoBanuu 1o JTaHHBIM 3XOKapAuorpaduu: aopra
YIUIOTHEHa, HE paclidpeHa. BpIABIEHO YIJIOTHEHHWE CTBOPOK MHUTPAIBHOTO U
aopTaJIbHOTO KJIAMAHOB, JUACTOJIMYECKAst AUCPYHKIUS JIEBOTO Kelyaouka no 1 tuiy.
®pakuus BeiOpoca coctaBuia 57%. bb1o pekoMeHA0BaHO MPOJOIIKUTH TPUEM IBOMHOM
aHTHArperaHTHOW Teparnuu, aTOpBacTaTUHA, OMCOMPOII0a, BEPOLITUPOHA.

B utone 2018 roga npu o0cneoBaHUM JaHHBIX 32 aHTU(POCHOTUIUIHBIN CHHAPOM
He ObLI0 OOHapyKeHO; anTuHykJeapHbiid ¢pakrop 1:160. [To pe3ynpraTam QymiIeKCHOTO
CKaHUPOBAHUS C IIBETHBIM KapTUPOBAHUEM OPIOIIHOW aOPThI U MOJB3IOIIHBIX apTepUil
or utonsi 2018 roma ObUIM BBISBJICHBI MPHU3HAKK aTEPOCKIEpO3a OPIOIIHON aopThl,
MOAB3/IOIIHBIX apTEPUid, CTEHO3 JIEBOW 00IIe MOAB30IIHON apTepun 10 /5%, cTeHOo3
mpaBoi 00IIIeH MoAB3IOITHOM apTepun 10 85%.

B centsa6pe 2018 roma B oTmeneHWM COCYAWCTOM XHUPYpPrHUH ObLIa MpOBEIcHA
JICBOCTOPOHHSSI ~ 9BEPCHOHHAs  KapoOTHAHAs  JHIAApTepIKToMHui. Bo  Bpems
rOCIUTANU3AMK  ObUIO  BBIMIOJIHEHO JAYIJIEKCHOE CKAaHMPOBAHHWE C  IIBETHHIM
kaptupoBanueM BIL[A, o pe3ysibraram KoToporo 0bu1 BbisiBiieH cTeHO3 TBCA 1o 75% u
reMoJIuIaMuueck HesHaunmas nedopmarnusa auctanbHoro otnena nBCA. [1o nanubiM
KT cocynoB mien W TOJOBHOIO MO3ra C KOHTPaCTUPOBAHMEM OblIa BBISBIEHA
cyookkmo3ust TBCA B nykoBuiie, aedopmanusa npaBoit BCA. Ilocie BbInogHEHUS
JICBOCTOPOHHEW  DBEPCUOHHOMW  KAapOTHUIHOM  JHIAAPTEPIKTOMHUM IO  JaHHBIM
KOHTPOJIBHOTO AYIUIEKCHOTO cKaHupoBaHus JBCA TMOMHOCTBIO IpoXoauMa. bbLio
PEKOMEHI0BaHO 00CIIeI0BaHUE U JICYEHHUE Y PEBMATOJIOTa.

B Hos16pe-nexabpe 2018 rona manrieHTKa HaXOUIaCh HAa CTAIIMOHAPHOM JICUCHUHN
B PEBMATOJIOTMYECKOM OTAeNeHUH B KinHUKe uMenu E.M. Tapeesa. [Ipu o6cnenoBanuu
71a60paTOpHO OBLIO BBHISBICHO MOBBINMICHHE BOCHATUTENbHBIX MapkepoB: COD 34 mm/4,
CPb 32 mr/n. ITo ganneiM KT-anruorpaduu BHyTpUBEHHBIM KOHTPACTUPOBAHUEM OBLITN
BBISIBJICHBI CYOTOTAJIbHBIC CTEHO3BI 00EHX OOIIMX MO/IB3AO0NIHBIX apTepUidl U BHYTPEHHEH
noAB3A0IHON aptepun cieBa. [lo pesynpratam Y3/II': cocTosiHue mocie onepainuu Ha
COHHBIX apTepHAX clieBa; CTeHO3 auctanbHOro otaena JOCA u ee oudypkamuu g0 35%

OpIOIITHOM AOpPTHI; MPH3HAKH TI'eMOJWHAMHYECKH HE3HAYMMoro creHo3a BBA. Beun
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ycTaHoBiieH nuarHo3 AT, Ha3HaueHa Teparusi NpeIHrU30J0HOM B A03e 40 Mr B CyTKH,
MeToTpekcaTtoMm 10 Mr B HeJIe 0 ¢ TOCTENIEHHBIM MOBbIIIeHHEM 110 20-25 MT B HeIelIo.

[Tocne rocnuTanu3anuu B OTHOLIEHUH TEPANMHU CIIE0BANIa BCEM PEKOMEHAAIINSM,
Ha0JII0/1a1ach y Bpayda mo Mecty kutenbcTBa. K anpento 2019 roga mo3a npeaHu3010Ha
Obuta cHikeHa 70 20 Mr B CyTKH, MpoJoJKaia MpueM MeTorpekcata B no3e 20 mr B
HEJIeIIo, TaKKe MpUHUMaJIa Kionuaorpen (75 mr), aneruincaimiuioByio kuciaory (100
mr), madtompasoi (20 mr), kapseaunon (12.5 mr), go3apran (25 mr).

B nanpHeiimeM manyeHTKa MpoJoJDKaNa CHIKEHUE MPEIHU30JI0HA MIPH IpUeMe
meTtoTpekcaTa B 1o3e 20 Mr/Hen. O1HaKO MpU NOMBITKAaX CHUKEHUSI J03bl IPETHU30JI0HA
MeHee 15 Mr B CYTKM pErucCTpUpOBAINCH peUUAUBBl 3a0oieBaHus. C 1eEnbio
IPO(HUIAKTUKNA MPOTPECCUPOBAHUS OOJIE3HU, CHUKEHUSI PUCKOB OCJIOKHEHUU Ha (poHe
nedyenusi ['KC, mo >KM3HEHHBIM TOKa3aHUSIM, ObUIO PEKOMEHJOBAaHO HAuyaTh TEPaIuio
nepronuszymada nerosom. [locie rocnutanu3anuu ObLUT MPOBEACH UHIYKIIMOHHBIA KyPC
neptoauzymada merojiom 400 mr 1 pa3 B 2 Heaenu TPHKABI MMOJKOXKHO, 3aTeM — 1o 200
Mr 1 pa3 B 2 Henmenu auTenbHO. B pesynbrare ycuiieHUs Tepanuu npenapaTtoM H3
rpymmbsl ['UBIT ynanock CHHU3UTH 103y MPEAHU30JIOHA 10 O MI' B CYTKH, PELHMIHUBBI
3a00JIeBaHus Jajiee HE PEruCTPUPOBAIUCE.

Ha nganHpIii MOMEHT MalMeHTKa MPOJOJDKAeT HAOMI0JaThCsl B KIMHUKE MMEHU
E.M. TapeeBa. B pesynbprare peryssspHOro nmpueMa MMMYHOCYIIPECCUBHOM TEpaIruu y
NAlMeHTKH JJUTENIbHO COXpaHSAETCs MEAMKAMEHTO3Has peMHUcCHs 3a0oJeBaHMUs,

noBTopHBIE CCC HE pErncTpUpOBAIIUCH.

3.3 PacnpocTpaHeHHOCTb U (paKTOPHI PUCKA XPOHUYECKOH 00/1€3HH MOYEK Y

NANMEHTOB ¢ apTepuutom Takasicy

Busyanuzanus noyeunbsix aprepuii Opuia nposeaeHa 134 nanueHTaM ¢ moMOIIbIO
pasueix MetonoB (Y3AI' w/mmu KTA, w/umu MPA, w/umm ITIDT/KT). Ilpusnaku
MOpaXeHUsI MOYEYHON apTepUH B paMKaxX OCHOBHOTO 3a00jieBaHMsI OMpeAessiuch y 49
(37%) manmeHTOB, B TOM YHCIIE IBYCTOpPOHHEe mopaxeHue —y 23 (17%), onHocTOpoHHEE

BOBJICUCHHE TIOYeUHBIX apTepuii —y 26 (19%) (Pucynok 4).



Pucynok 4 — MCKT-anruorpadus ¢ BHyTpUBEHHBIM KOHTpacTUpoBaHuEeM. OKKITIO3US
BEPXHEH JIEBOW MOYEUHON apTEPUU C Pa3BUTHUEM KOJIIATEpaNICH Y MAIUEHTKH C
YABOCHHEM MOYEYHOU apTepun. ATpodusi CpeIHE-BEPXHUX OTIEIIOB JIEBON MOYKH

[Ipu cpaBHEHMHU MALIMEHTOB C BOBJICYEHUEM B MATOJOTMYECKUIA MPOLECC XOTs Obl
OJIHOM TIOYEYHOM apTepHH C MalreHTaMu 0e3 MaTOJOTHUU MOYEUHbIX apTepuil He ObLIO
BBIABJIEHO pa3znuuuii B ypoBHe CK®. OgHako y NManMeHTOB C MOPAXEHUEM MOYEHUHOU
aprepuu yaunie peructpupoBasniacb AI' u nuarHo3 ObUT yCTaHOBJIEH B Oojee paHHEM

Bo3pacte (Tabauma 13).

Tabnuna 13 — CpaBHEeHHE XapaKTEPUCTUK MAIIMEHTOB C OPAXEHUEM TTOYEYHOM apTepuun
C mareHTaMu 6e3 BOBJICUCHHMsI OYECYHOU apTepUu

[TartnenTs! 6€3
[TammneHTHI C
. MTOpaKeHUS
XapaKTepUCTUKHU MOPaKEHUEM IMOYCUHOU . p
_ MOYEYHOU apTepuu
aprepun (n=49) (n=85)
CK® B koHIie
HaOmoaeHust, mir/mMun/1,73 96 (79; 109) 88 (79; 100) 0,328
2
M
AprepuanbpHas
rumeprensus, N (%) 40 (82) 51 (60) 0,012
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[Tponomxenue Tabmuibr 13

Bo3spact Ha MOMEHT
neoroTa, T

CK®<60 mn/mun/1,73 m? 5 (10) 5 (6) 0,496

20 (16; 31) 30 (25; 36) 0,012

Huarno3 XbBII B coorBercTBUU ¢ kputepusmu KDIGO u Accornmariiu Hegpoioros
Poccun cpenu 153 narrientoB ¢ AT Obut yeranoieH B 33 (22%) cinydasx (Ta0muma 14).
[Tpu atom y 10 (7%) nmanmenToB ObLTO 3apeructpupoBano cHmkenne CK® mo CKD-EPI
menee 60 mu/mun/1,73 M? B KOHIE HaGIIOAEHHUS, Y ABYX MALMEHTOK ObLIa BHIABJICHA

MPOTEUHYPUSL.

Tabnuna 14 — YactoTa nposBICHUN OpaKeHUs Mmovek y maiueHToB ¢ AT (n=153)

[TapameTp | 3HaUeHHE
CK® B koHue Habmoaenus, miu/mun/1,73 Mm%, n (%)
>90,0 77 (50)
60-89,9 66 (44)
45-59,9 51
30-44,9 51
15-29,9 0
<15,0 0
[Mpoteunypus, n (%) 2 (1)
[Tporeunypwusi, /1 1,78 (1,18; 2,39)
CtpykrypHble aHoManuu, N (%) 26 (17)
Kucrtsi, n (%) 18 (12)
Anrunonumnoma, n (%) 1(2)
CwMmopieHHas nmoyka, N (%) 10 (7)
JHuaruo3 XBII, n (%) 33 (22%)

[Ipu wucnonb3oBaHUM OMHOGMAKTOPHOW JIMHEWHOW perpeccuu (hakTopamu,
accouuupoBaHHbIMH ¢ BennuuHOW CK® k koHIly HaO01eHus, OBLIIM BO3PACT B HavYaie
3a0oneBanusi, UMT, runepxonectepunemusi, Al'. [lopaskeHre NoueyHbIX apTEPHii, B TOM
Yyclie JIBYyCTOPOHHHE CTEHO3bl, HE OKa3aJuch 3HAuMMbIMH (aktopamu. B
MHOTO(AKTOpHON MoJenu 3HauuMas accomuanust ¢ BeauunHod CKO  Obuia

MOATBEPKAEHA TOJbKO 151 Bo3pacta, UMT, runepxonecrepunemus, A’ He umenn
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camocrosTenbHoro 3HaueHus (Tadmuna 15). [Ipu aTom ykazanHbie (HaKTOPBI 00BACHSIIH

20% Bapuanuu 3HaueHust CKO.

Tabnuna 15 — dakTopsl, accoruupoBanHbie ¢ BeauunHoit CK® k KoHIly HaOJI0ICHUS —
onHo(dakTopHas U MHOTO(haKTOpHAs JTMHEHHAsI perpeccus

MmuorodakTopHas
perpeccus
OnHodakTopHas perpeccus F=7,257,
R?=0,205,
p<0,001
B F R’ p B p
Aercritit |4 600 2,760 0,018 | 0099 | — —
BO3pacT
Bo3spact nebrora | -0,397 28,100 0,158 <0,001 -3,942 | <0,001
UMT -0,213 6,900 0,045 0,010 0,185 | 0,854
[Topaxenue
ronenb® 1 0,148 0,676 0005 | 0412 | — —
apTepuii
(J1r060¢€)
Aleyeroportmit c1eios | g 570 | 0760 | 0001 | 0,760 | — —
TIOYCYHBIX apTePHi
['unepxonecTepuHeMHUst 0,457 | 7,720 | 4,049 0,006 1,554 0,122
AT 0,424 | 6,240 | 0,040 0,014 1,661 | 0,099
CH -0,353 | 0.946 | 0,006 0,332

BBINIOJIHEHHON B CBSI3M C OBICTPHIM

AA-

Y 3 manueHToB mpu OWOIICHUU TTOYKH,

HapacTaHUWEM KpEaTUHWHA W/WIM TPOTCUHYPUH, OBLUIM HUAarHOCTHUPOBAHBI

aMHJIONUI03, BTOPUYHBIN (hoKaIbHO-CETMEHTaPHBIN TJIOMEPYJIOCKIIEPO3 151
rpaHyJIeMaTo3HbIN TyOyJIOMHTEpCTUIIMANBHBIN HedpuT. [IpoTennypus (n=2, 1%) Oblia
oOHapy)XeHa B JaHHOU Tpyrre namueHTos [17].

Taxum o6pazom, y 49 (37%) manueHToB OBLIN BBISBIICHBI MIPU3HAKU MOPAKCHHS
noyeuHoi aprepun: B 26 (19%) cinyuasx — ogHocToponHee, B 23 (17%) cioyuasx —
JBYCTOPOHHEE. Y TAIMECHTOB C BOBJICYCHHEM B IMATOJIOTMYECKUIN TPOIECC MOYCHHOU
aprepun damie peructpupoBaniach AI' u AT Obu1 guarHoctupoBad B Oojiee paHHEM
Bo3pacte. Y 10 (7%) narrenTtoB 06110 BoIsgBIcHO cHIkeHnEe CK® menee 60 mu/mun/1,73

M? B KOHIE HaONIONEHHs, y ABYX U3 HMX — IIPOTEUHYPUS. EJMHCTBEHHBIM (HaKTOpOM,
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aCCOIMHUPOBAHHBIM C BEJIMUYNHOM CKqD, OKa3aJICd BO3paCT Ha MOMCHT IIOCTaHOBKH

Juar”go3a.

3.4 OueHnka Ka4yecTBa KM3HU Y NALMEHTOB ¢ apTepuutoM Takasicy

OrneHka Ka4yecTBa KM3HM C TOMoIbl0 mmKainsl SF-36 Obuia mpowmsBeneHa y 64
nareHToB ¢ AT. OCHOBHBIC XapaKTePUCTUKH BBIOOPKHU TpeacTaBiicHbl B Tabmuie 16.
[Ipu cpaBHeHUM OLEHEHHBIX N0 mmIKaie SF-36 manMeHTOB C mMalMeHTaMu, He
BKJIIOUEHHBIMH B aHAJIU3 110 IKayie SF-36, ObLI0 BHISBICHO 3HAYUMOE Pa3IMUKUE TOJIBKO

B mpozaosnkuTensHoctd 3aboneBanus (5 (2; 9) mpotuB 9 (5; 15) cooTBeTCTBEHHO,

p=0,003).

Tabmuma 16 — OcHOBHBIE XapaKTepUCTUKH ManueHToB ¢ AT, oreHnBaeMbIX 1O ITKaje
SF-36

ITanmenTsl, HE
[TamueHTsl,
BKJIIOUCHHEIC
BKJIIOUCHHEIC B
B aHAJIMU3 110 YpoBeHb
[Toxazarenp aHaJIU3 1O IIKaJe
SE-36 IKaJIe 3HAYUMOCTH
=64 SF-36
n=89
Bo3pact moctaHOBKM JuarHosa, r 30 (20; 34) 28 (21; 36) 0,956
[TpoaomKUTEIbHOCTD 5 (2: 9) 9 (5: 15) 0,003
3a0oeBanus, T
My>xunHBl/ JKeHITUHBI 2/62 6/83 0,469
ConyTcTByronue 3a060aeBaHus
AT, n (%) 42 (66) 61 (69) 0,729
CI, n (%) 4 (6) 4 (4) 0,720
[Tepenecennnie CCC, n (%) 8 (13) 18 (20) 0,276

B Tabaune 17 mpexncraBiensl 0000mmeHHbIEe MoKa3arenu (pusuueckoro (PCS) u
ncuxonorunueckoro (MCS) KOMIIOHEHTOB 3J0pOBbS 10 pe3ysibTaTaM aHajiu3a

MMOJIYYCHHBIX TaHHBIX.
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Ta6muna 17 — CymmapHbIe MOKa3aTeNM KauyecTBa XU3HU y 64 namueHToB ¢ AT

CyMMapHbI€ ITOKa3aTeIH 3HayeHU
PCS, 6auiel 47 (41; 55)
MCS, Oasisl 52 (46; 57)

B Tabmumne 18 mpencraBnena Oosiee neTanbHas OICHKAa KavyecTBa >KU3HU IO 8

IIKajiaMm ornpocHuka SF-36.

Ta6nuna 18 — Pe3ynbrats! 8 mikan kauecTBa KU3HHU 1O ONPOCHUKY SF-36

[Tokasaresb MenuaHa 3HaYCHUN
dusnueckoe hynkiponupoanue (PF), 6amibl 49 (39; 53)
PosieBoe GpyHKITMOHUPOBaHKE, 00YCIOBICHHOE _
49 (37; 61)
¢dusmyeckum cocrosiareM (RP), 6amibl
HuTencuBHocTh 60711 (BP), 6ayis 47 (42; 55)
O6ee cocrostaue 310poBbs (GH), 6asr 48 (41; 54)
XKusnennas aktuBHOCTH (VT), Gaubl 48 (41, 55)
CommanpHoe GyHkimonuposanue (SF), 6aibl 47 (42; 52)
PosieBoe GpyHKITMOHUPOBaHKE, 00YCIOBICHHOE _
52 (44; 60)
IMOITMOHAIBHBIM cocTosiHreM (RE), Gamis
[Tcuxuueckoe 3q0poBbe (MH), 6amb 51 (45; 59)

[TokazaTenu MenMaH BOCbMH IITKAJl Ka4eCTBa KU3HU U300pakeHbl Ha Pucynke 5.

[Tpu cpaBHeHWHW 8 KA M CyMMapHBIX TOKasaTejiel ObLIO BBISIBICHO 3HAYMMOE
camwkenne MCS y manueHToB ¢ BBICOKON aKTHBHOCTBIO 3a00JIeBaHUS TIO CPABHEHHIO C
Hu3koi aktuBHOCTHIO AT (Tabnuia 19). CooTBeTcTBeHHO B TpyIie marueHToB ¢ AT ¢
BBICOKOW aKTUBHOCTBIO 3a00JI€BaHUsI ObLIO BBISIBIICHO 3HAUUMOE CHIDKEHHE TTOKa3aTesIeu
no Tpem mikajgam, otHocsmumcest kK MCS (VT, RE, MH). IIpu atom PCS He paznuuaics

B JIBYX IPyIIax, 3HAYMMOE pa3ndue ObLJIO BRISIBICHO TOJIBKO 1Mo oaHo# mikaie (RP).
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w7 S11pOIL

25mport

e 50mIpOIT

Pucynok 5 — Meanana 3nauenuii 8 mkain onpocauka SF-36

Tabmuma 19 — CpaBHeHne koMmoHeHTOB SF-36 y MalMeHTOB ¢ BBICOKOHW W HH3KOM

aKTUBHOCTHIO AT

ITaumeHTHI C
HU3KOU

ITameHTsI €
BBICOKOM

OaJuIBI

YpoBeHb
XapaKTepUCTUKH AKTUBHOCTBIO | aKTUBHOCTHIO
3aboseBanus | 3a6oneanms | oo MOCTH
(n=46) (n=18)
DOU3NYECKUN KOMITIOHEHT 3JJ0POBbS ) _
(PCS), Ganms! 48 (42; 55) 42 (36; 52) 0,142
IIcuxonornyecknii KOMIIOHEHT
310poBbs (MCS), 6ansi 53 (48; 58) 46 (37; 50) 0,001
dusnueckoe pynkiuonuposanue (PF), 49 (41:53) | 44 (31; 55) 0.294
OaILITBI ’ ’ ’
PoneBoe ¢pyHKIIMOHKMpPOBaHUE,
00yCI0BICHHOE (PU3HUECKUM 55 (43; 61) 37 (37; 54) 0,024
coctosiiueM (RP), Oamis
HNutencuBHoCTh 00711 (BP), 6ayis 50 (42; 57) 43 (42; 51) 0,131
Oomiee cocrosiaue 310poBbst (GH), 48 (43:55) | 45 (39; 49) 0.081




[Tponomxenue Tabmuibr 19

72

XKusnennas aktuBHOCTh (VT), Oasbl 50 (45; 55) | 41 (37;49) 0,021
CommanbHoe GyHkimonnposanue (SF), 50 (42:52) | 44 (36: 52) 0.138
OaJIbI ’ ’ ’
PoneBoe ¢pyHKIIMOHUPOBAHNE,
00yCIIOBJICHHOE SMOITMOHATHLHBIM 52 (52; 60) | 44 (36; 44) 0,001
cocrosiaueM (RE), 6amibt
ITcuxugeckoe 3q0poBbe (MH), Oamib 53 (47; 60) | 47 (38; 55) 0,022

OreHKa Ka4ecTBa XKU3HH C MOMOIIBIO mkaisl EQ-5D-5L Obuta mpousBenena y 56
naruenToB ¢ AT. B Tabnune 20 npenctaBiieHbl 4aCTOTHI MOKa3aTeeH M0 yPOBHIM B
KaKIOM M3 KOMIIOHCHTOB OINPOCHUKA (IMOABM)KHOCTH, YXOJA 3a COOOH, NMpHBBIYHAS

MOBCEIHEBHAS JIEITEIIbHOCTh, 00Jb/TUCKOMDOPT, TpeBOTA/AeTpeccusi).

Tabmuna 20 — Yactotel mokaszareneit EQ-5D-5L mo yposHsIm

Yxon [IpuBbryHas
n bonb/ Tpesora/
OJIBMDKHOCTD 3a MTOBCETHEBHAS Tncxomdopr | Jenpeccis
n (%) co0o0li | AeATEIBHOCTD p P
n (%) n (%)

n (%) n (%)
Yposens 1 20 (36) 41 (73) 18 (32) 9 (16) 12 (21)
Yposens 2 22 (39) 10 (18) 27 (48) 25 (45) 23 (41)
Yposens 3 10 (18) 5(9) 7 (13) 19 (34) 15 (27)
Yposens 4 4 (7) 0 (0) 4 (7) 3 (5) 6 (11)
YpoBeHsb 5 0 (0) 0 (0) 0 (0) 0 (0) 0 (0)

VY narmenTok ¢ AT HU B 0JTHOM KOMITOHEHTE HE OBbLIIO BBISIBIICHO KpailHEeH cTerneHu
3aTpyIHEHHUH (COOTBETCTBYET ypoBHIO 5 B Ta0:1. 20).

bonpmas wacte mnarueHtoB (N=32, 57%) wucneIThIBAIM HEOOJBININE WIH
yMEpEHHBIC TPYAHOCTH MPH X0/1b0E (COOTBETCTBYET YpOBHIO 2 1 3 B TabJ1. 20, KOMIOHEHT
«[TomBuxHOCTB), 20 (36%) MaIIEHTOB HE UCTIBITHIBAIA HUKAKUX TPYAHOCTEH (YPOBEHb
3), 4 (7%) nmarrenTa UCIBITHIBAIN OOJBIITHE TPYAHOCTH MTPH XOb0E.

VY Gosbmieit yactu nanueHToB (N=41, 73%) ¢ AT He ObUIO HUKAKUX TPYJAHOCTEH C
MBITBEM WK O7icBaHueM (YpoBeHb 1 B Ta0u1. 20, KOMIIOHEHT «YX0/1 32 co00¥»), 15 (27%)
NAI[MEHTOB HCIBITHIBAJIM HEOONbIINE WIM YMEPEHHbIE TPYAHOCTH C MBITHEM WIIU

oneBaHueM (ypoBHU 2 U 3).
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bonee mosioBuubl nanueHToB (N=34, 61%) crankuBamuch ¢ HEOOJBIIMMH HIIN
YMEPEHHBIMH 3aTPYAHCHUSMH B TIPOIECCE BBIMOJHEHHSI TPUBBIYHON IOBCEIHEBHON
nestenbHOCTH (ypoBHH 2 W 3 B Tabm. 20, xommoHeHT «IIpuBhIYHAsS TOBCETHEBHAS
nesaTebHOCTRY ). Y 18 (32%) manneHTOB He ObLIIO HUKAKKX 3aTpyaAHeHHH (ypoBeHs 1), 4
(7%) nmanuenTa UCTBITHIBAIA 3HAYUTEBHBIC TPYAHOCTH (YPOBEHB 4).

HeGounbyto wim ymepeHHyr 0oib u auckoMpopt wuchbithiBan 44 (79%)
nanuedTa ¢ AT (ypoBau 2 u 3 B Tabn. 20, kommnoHeHT «bomb//Iuckompopt»). 9
NAIMEHTOB HE WUCHBITHIBAIH 007b U auckoMpopt (ypoeHb 4), 3 (5%) mamueHTOB
Oecriokomta cuibHas 00J1b U TuckoMdopT (YpoBeHb 4).

38 (68%) nammMeHTOB OMIyIIAJXd HEOONBIIYI0 WIA YMEPEHHYIO TpPEBOTY WIIH
nenpeccuto (ypouu 2 u 3 B Taba. 20, xomnoneHt «TpeBora/lenpeccus»), 12 (21%)
NaIMEeHTOB HE UCMBITHIBAIM TPEBOTY WK Jenpeccuio (ypoBens 1), 6 (11%) marueHToB
OecrioKomIa CUIIbHAS TPEBOTA HITH JCTIPECCHSL.

Mennana caMOOIEHKH 30POBBSI C HCIOJIB30BAaHHMEM BHU3yaJTbHOM aHaIOTOBOU
mkansl EQ-VAS (EuroQol Visual Analogue Scale) cocrasuna 70 (50; 79) Gamios.
Nunexc EQ-5D-5L cocrasua 0,821 (0,730; 0,906). Menuana caMOOIICHKH 370POBBS C
ucnonb3oBanueM EQ-VAS cocrasuna 70 (50; 79) 6amnos, uaaexc EQ-5D-5L cocraBun
0,821 (0,730; 0,906), 4ro cOMOCTaBUMO C MOMYJISIUOHHBIM HCCIICIOBAHUCM.
OreHUBaAIMCH TAKXKE YaCTOTHI YPOBHEH MO BceM JoMeHaM omnpocHuka EQ-5D-5L, u mpu
OoJee 1eTaTbHOM aHAJIM3E BBISBICHO M3MEHEHHE YaCTOT YPOBHEHM B KaXKJIOM JIOMEHE C
TEHJACHIHNEN K CHUKCHUIO 3HAYCHUN y TTaiiueHToB ¢ AT.

N3 56 nmammentoB y 17 (30%) Obuia 3aperucTpupoBaHa BBICOKAs aKTHBHOCTb
3aboneBanus. [Ipu cpaBHenun pesynbTatoB EQ-5D-5L y manueHTOB ¢ BBICOKOW U
HU3KOW akTUBHOCTHIO AT He OBUIO BBISBICHO 3HAYMMBIX pa3IMYUil HU B OJTHOM

xommoHente (Tabmmma 21).
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Ta6nuna 21 — CpaBHenue komnoHeHTOB EQ-5D-5L y mariueHToB ¢ BHICOKOM ¥ HU3KOM
aKTUBHOCTBHIO AT

. [TanueHTsI €
[TarmeHThl ¢ HU3KOM .
BBICOKOM
AKTUBHOCTBIO YpoBeHb
XapakTepucTUKu aKTUBHOCTBIO
3a00JIeBaHUs 3HAYUMOCTH
(n=39) 3a00JIeBaHUS
(n=17)

EQ-VAS, Gamisl 70 (50; 80) 65 (45; 75) 0.120
Nunexc EQ-5D-5L 0,855 (0,770; 0,911) | 0,793 (0,718; 0,821) 0,069
IToaBHAKHOCTH

He I/ICHBITBIBaUGT 16 (41) 4 (24) 0,209
3aTPYyAHCHUN
EcTh HEKOTOpBIE 23 (59) 13 (76)
3aTpyAHEHUS
¥Yxoa 3a codoi
He HCTILITBIBACT 31 (79) 10 (59)
3aTpyAHEHUM 0108
EcTtp HEKOTOpBIE 8 (21) 7 (41)
3aTPYyAHEHUS
IlpuBbIUHAsl MOBCEAHEBHAS AeSITEJIbHOCTD
He I/ICHBITBIBaUGT 15 (38) 3 (18)
3aTpyAHEHUM 0125
EcTh HEKOTOpBIE 24 (62) 14 (82)
3aTPyAHEHUSI
Boabs/luckomdpopT
He ucnbiThiBaeT
006/ TrcKOM@OpT 7 (18) 2(12)
M cnbIThIBAET 0,562
0011/ TcKkOMdOpT B 32 (82) 15 (88)
HEKOTOPOW CTEIIEHU
TpeBora//lenpeccusi
He ncnbiTeiBaeT
TPEBOTY/IETIPECCHIO B 9 (23) 3(18)
HEKOTOPOU CTENEeHU 0,649
HcneiTeiBaeT
TPEBOTY/IETIPECCHUIO B 30 (77) 14 (82)
HEKOTOPOU CTCNICHU

Takum oOpazom, y narieHToB ¢ AT KadecTBO kHu3HU 10 8 1mIKanam onpocHuka SF-
36 oka3a0Cch COMOCTABMMO C MOKa3aTeIsIMH MONYJISIMOHHOTO uccieaoBanus [16]. ITo
nanHbIM kel EQ-5D-5L y manyieHToB HE OBLIO BBISIBIEHO HU B OJJTHOM KOMITOHEHTE

KpallHEeW CTEIEeHW 3aTpyJHEeHuW. MeamaHa CaMOOLEHKH 340POBbs C UCIIOJIb30BAHUEM
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EQ-VAS cocraBuna 70 (50; 79) OamioB. Y malnMeHTOB ¢ BBICOKOH AKTHBHOCTBIO
3a0o0JsieBaHusT HAOIIOJAIOCh 3HAUNTEIBHOE CHIDKEHHUE MTOKa3aTesieH, XapaKTepu3yoInx
obmiee rcuxosorudeckoe oOnmaromonyune no mkaine SF-36 (MCS, VT, RE, MH). Ilo
mkane EQ-5D-5L He Obulo BBIABICHO pa3ivYMii HU 1O OJHOMY KOMIIOHEHTY Y

MaIMEHTOB C BLICOKOM M HU3KOM aKTUBHOCTBHIO AT.

3.5 CpaBHuTenbHas olleHKA 3P (PeKTUBHOCTH U 0€30MACHOCTH Pa3HbIX KJIACCOB
reHHO-UH)KEeHEePHBIX OHOJIOTHYeCKUX MPenapaToB y NAMEHTOB ¢ apTEPUUTOM

Takasicy

Bce nmanmenTsl mocie ycranosiaeHus quarno3a npuaumani ['KC BayTpb, 50 (33%)
narrenToB nony4dann jeuenne ['KC B Buae «mynsen-tepanuu, 140 (92%) narreHTOB
npuaumamm BIIBII. U3 asroit BeiOOpku 64 (42%) mamueHta ObUTHM PE3UCTCHTHBI K
TPaIUIIMOHHON HMMMYHOCYIIpecCuBHOM Tepanuu u mnoaydanu udHO-o, ulJI-6,
UHTHOUTOPHl  SIHyc-KMHa3, puTtykcumadb. 11 marueHToB OBUIM HMCKIIOYEHBI U3
JAIBHEUIIIETO aHAIN3a B CBA3U C HEJOCTATOUYHBIM KOJIMYECTBOM JIaHHBIX OTHOCHUTEIHHO
Te4yeHus 3a00JIeBaHUs B TEUEHUE TIEPHO/Ia TIpreMa MPernapaToB WK BCIIECICTBUE MMpHUeMa
JIEKapCTBEHHBIX CPEJICTB MO CXeMe, HE pEeKOMEHJOBAHHOH JIeUallluM BPadoM IO pa3HbIM
npuuyrHaM (aAMUHUCTPATHBHBIM WM JUYHBIM). 3a Bce BpeMs HaOmoaeHus 28
nanueHToB npuHuManun UOHO-o, 30 mamuenToB — ulJI-6, 2 manueHTa MHTHOUTOPHI
Anyc-kunHa3, 1 namuenTtka putykcumad. Ilpu 3ToM 7/ manuMeHTOB B pa3HbIE NEPHObI
npuauMan kak UPHO-a, tak u ulJI-6, a onmna manmentka — u®HO-a, ullJI-6 u
uHruouTopel  SHyc-kmHa3z. Kaxaplii Kypc Ji€deHHMsT HOBBIMH  MIperapaTaMu
aHAIIM3UPOBAIM KaK OTACNIBHBIA CiIy4aid, BCIIEJICTBHE YEro KOJIMYECTBO CIIy4acB
HA3HAYCHUS TIPETapaToB MPEBHIIIACT KOJIMYECTBO MareHToB. Bee 53 mannenTku Obuin
JKCHIIIMHAMU; MEIaHa BO3pacTa Ha MOMCHT yCTaHOBJICHHS auartHo3a coctasmia 23 (16;
32) ner. Y OonplIMHCTBA TMaluMeHTOK Obl1 BbisiBICH AT V tmma. Meauana
NPOJIOJDKUTEILHOCTH 3aboseBanust cocraBwia 6 (4; 10) mer. Bce manumeHTKH 10
HasHaueHusa [ UbII npuaumanu ['KC B coueranuu ¢ onanm u3 bIIBII. Ha MoMeHT Hayana

['UBII cxemsbr nedennst Obutn u3mMeHeHbl. B Tabnume 22 npencraBieHbl MpUHUMAaEMbIe



NalMeHTaMd  WMMYHOCYNPECCUBHbBIE
MuKo(eHosaTta MoGeTus, TUIPOKCUXIOPOXUH WM JIEQIIyHOMHU) HA MOMEHT Haudaja

onpeneneHHon muHun tepanuu. B 21 ciydae nHa momenT Haudana ['MIBIT BIIBIT Obimn

OTMCHCHBI B CBA3H C

IIPE/ICTABIICEHBI OCHOBHBIE XapaKTEPUCTUKU NAMEHTOK, mpuHuMaBmux HOGHO-o u ullJI-

6.
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npenaparbl

(MeToTpeKkcar,

Ad3aTUOIIPUH,

HeA((DEKTUBHOCTHIO WM  HEMEepeHOCUMOCThIo. Takxke

Tabmuia 22 — O6mrast xapaktepuctuka manueHToB ¢ AT, momygammx ['MBIT

TUBII, n (%)

NHrubuTopsl NHrnbutopsl
®HO-q, NJI-6 y
XapakTepucTUKu 33 cirydas 40 cyvaeB POBEHb
Teparuu Tepanuu SHATHMOCTH
n=28 n=30
Bo3pact Ha MOMEHT _ _
wawana CUBIL et 30 (21; 36) 32 (19; 41) 0,224
Kenmunsl, n (%) 33/33 (100%) 40/40 (100%) 1,000
Tun AT, n (%)
1 5 (15) 4 (10) 0,326
2 3(9 4 (10) 1,000
3 1(3) 0 (0) —
4 1(3) 1(3) 1,000
5 23 (70) 32 (80) 0,436
AT, n (%) 17 (52) 25 (63) 0,483
['unepnumuaemust, N (%) 15 (45) 28 (70) 0,060
[TpoaomKUTENbHOCTD
3a00JIeBaHUs 10 HaJasia 3(2;5) 4(1;8) 0,366
tepanuu ['UBII, et
Jleuenne BIIBII, n/N (%) 20/33 (61) 33/40 (83) 0,064
Mertotpekcar, n (%) 17 (52) 24 (59) 0,500
Asaruonpus, N (%) 0 (0) 5(13)
Muxkodenonara
modetu, N (%) 0(0) 1(3) B
Jedaynomun, n (%) 2 (6) 3(8) 1,000
I'mapokcuxsiopoxu, N (%) 1(3) 0 (0) —
KommuecTBo
MEPEKITFOUYCHUH Ha IpyTon 11 (33) 11 (27) 0,613




7

Bcero y 53 nannenToB ¢ AT Ob110 cnioyib30BaHo /6 citydaeB HazHauenus [ UBII.
B kadecTBe nepBoro JiekapcTBEHHOTO cpenctBa u3 rpynnsl [ MBII nanuenTs monyyanu
u®HO-a [n = 26 (49%); ueprosmsymadba maroa (N = 16), madimkcumad (n = 6),
amamumymab (n = 1), sranepuent (N = 2) u ronumymad (N = 1)]. , uarudurops! mytu WJI-
6 [n =25 (47%); Tommuzymab (N = 15), omokuzymad (N = 7), nemwimmad (n = 3)]. smbo
UHTUOUTOpHI SHyc-knHa3 — ynaganuTaauO (N = 2). [Tokasanusmu k Havany [ B Obiu
HEJIOCTAaTOYHBIA OTBET Ha cTaHaapTHyIo Tepanuto (N = 46 (87%)), HA (n = 25 (47%)),
cTepouI-3aBUCHMOe TedeHue 3aboneBanus (N = 36 (68%)). B 62 cinydyasx nmpuarHOM
HazHaueHus ['IBII Obu1o couetanue BhIIENEPEUNCACHHBIX TPUYHH.

[MponomxkutensHocTh Tepanuu ['MBIT coctaBuna 14 (9; 33) Mecsies, npu 3ToM
meauana Tepanun HOHO-a cocraBuina 14 (8; 44) mecsues, 16 (10; 32) MecsueB s
ulJI-6, 10 (9; 11) mecsueB mist uHrHOuTOpoB SIHyc-KuHa3. EAMHCTBEHHBIN Ciydaii
Ha3HAYEHUs pUTyKCcMMada mpooKajics B TeueHue 15 mecsues.

bruta mpoananusupoBana 3pGEKTUBHOCTh B TOCTH)KEHUN PEMHCCUU U CTEPOUI-

coeperaromuii 3ppext uOGHO-a u ullJI-6 (Tadbmuma 23).

Tabnuna 23 — CpaBHEHHE XapaKTEPUCTUK MAIMEHTOB 70 Hadana tepanuu uOGHO-o u
nlJI-6 u B KoHIIE HAOIIOAEHUSA

HNurudutopst ®PHO-a WNuruburopsr NJI-6
33 ciyuas Tepanuu 40 ciyyaeB Tepanuu
n=28 n=30
Ha momenT Ha momenT
MOCTIETHETO MIOCJIETHETO
HaOmo1eHus1/ HaOIIOICHUS
XapakTepuCTUKU Jlo Hatiana Ha momenT p Jlo Hatiana /Ha MomeHT p
I'NBIT I'MBIT
OKOHYAHUS OKOHYaHUS
MIPUMCHCHHUS IPUMCHCHUS
['UBIT ['UBIT
3unauenue NIH,
KOJIMYECTBO 2(2;3) 2(0; 2) 0,009 3(2;3) 1(0;1) <0,001
OayIoB
3Haqer‘]*/‘§f (';}(:)H 22| 25120 (86) | 14/27(52) | 0,022 | 28/35(80) | 3/34(9) | <0,001
NIH <2 u no3a
MPETHU30JI0HA

enee 10 M B 2128 (7) 11/28 (39) | 0,008 | 4/36 (11) | 26/32(81) | <0,001

cytku, N/N (%)
JleyeHnne

MIPETHU30JIOHOM, 25/26 (96) 28/32 (88) 0,233 | 29/31 (94) 32/35 (91) 1,000
n/N (%)




78
[Tponomxenue Tabmuibl 23

Hoza
npeaauzosona, Mmr | 11 (6; 15) 5 (5; 10) 0,003 | 18(10; 20) 8 (5; 10) <0,001
B CYTKH

Ippexmusnocme uneubumopos PHO-a

Bcero Obuto 3apeructpupoBano 33 (45%) cnyuas tepanun ud@HO-o, u3 Hux 26
(79%) — nepBas muHUs Tepanuu, y 7 (21%) marueHToB MPOU30IILIO EPEKIIIOUSHUE Ha
u®HO-0 nocne neuenus apyrumu ['MBIl. B pesynbsrate nedenuss u®@HO-o Obuin
3apeructpupoBana 21 (64%) pemuccus, Ipu 3TOM aKTHBHOCTH 3a00JICBaHMSI 10 MITKAJIC
NIH causunace ¢ 2 (2; 3) 1o 2 (0; 2) 6amnos (p = 0,009).

B 7 (33%) cay4asix y MalfueHTOB pa3BUIICS PEIIUINUB 3a00JICeBaHNUs, MEMaHa CPOKa
pa3BUTHS pelUIUBA MOcie Havaa JiedeHus coctapmiia 19 (14; 69) nenens. B 18 (n = 30;
60%) ciyuasx tepanus *®PHO-o m03BOIMIA CHU3UTH 103y NPEAHU30JI0Ha 10 7,5 MI B
CYTKU WJIK MEHEE WM YJIepkKaTh 103y Ha 3ToM ypoBHe. Ctepoua-coeperaroniuii 3pdexr
u®HO-a O0bu1 cTaTrcTHYecKH 3HAYMMBIM (103a 'KC mo nawana tepanuu ['MBIT 11 (6;
15) mr npotuB 5 (5; 10) mr B koHie HaomoaeHus, P = 0,003). Ha MoMeHT mociieHero
HaOmoaenus 14 (42%) nmanmeHToB Mpoaonkaiy Jiedenue npernaparamu nOHO-a, y 19
(58%) manmeHTOK Tepanus Obliia MPHOCTAHOBJICHA.

OcHoBHbIMU TpuyrHaMu oTMeHbl HPHO-o Obutn HS Tepamuu (n = 5; 26%),
HeapdexruBrOCTh (N = 9; 47%) U ycroitunBas pemuccus 3adoineanus (N = 1; 5%). V
OJIHOM TMAIMEHTKU Oblla CKOPPEKTUpOBaHA Tepamusi B CBS3M C PENPOAYKTHBHBIMHU
wranamu. Emie B oqHOM ciyyae Tepanwus Obliia MPUOCTAHOBJICHA M3-3a HEOCTYITHOCTH
nperapara, B IByX CJIyJasx MaleHTKa OTMEHIIIA TIPermapaT cCaMOCTOSTEIILHO.

bezonacnocmov uneubumopos u®@HO-o.

3a Bpemsi HaOmoneHust B 9 (27%) ciydasx y nanueHToB Bo3HHMKIM HS, B Tom
yrciie HHQEKIIMOHHbBIC 3a00JIeBaHus [pEMINBUPYIOIIas repreTHueckas nHpexus (N =
5), naemonuu (N = 2)], ayuteprudeckas peakius Ha npenapar (N = 1), Hecnenuduyeckue
peakuy B TeYCHUE HECKOJBKHX JTHEH IOCIIC BBEICHUS TIpermapaToB (ydJalieHue myibca,

MOBBIIIIEHUE TEMIIEPATypPhl 10 CyO(eOpHIbHBIX 3HAUeHUH, TOJ0BHBIC 00IH, MUAITHH) (N
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= 1). H Bosuukanu uepe3 48 (37; 104) Henmens mocie Havajga MmpueMa IMPErapaToB.
CMepTenbHBIX ClTydaen, CBsi3aHHBIX ¢ mpuMeHeHrneM UPHO-a, 3adukcupoBaHo He OBLIO.

Ippexmusnocms uneubumopos UJ1-6

B o6meti cnoxkunoctu Habmoaanu 40 (53%) ciayyaeB jeueHus ¢ UCIIOJIb30BaHUEM
uaruoutopoB NJI-6. 3 Hux 25 (63%) KypcoB ObUIM IPOBEICHBI B Ka4eCTBE IEPBOM
maann ['UBI, a B 15 (38%) ciyuasx ObLT0 POW3BEACHO NEPEKITIOYCHNE HA HHTHOUTOPHI
NJI-6 mnocne mnpumenenuss apyroit Ttepanuu [UBII. B pesyaprare neueHus
uarunoutopamu MJI-6 pemuccus 3abosneBanus Obuta 3apermctpupoBaHa B 36 (90%)
ciyvasix. CornacHo onenke 1o mmkaige NIH akTuBHOCTH 3a0o0JjieBaHMSI 3HAUYUMO
cam3miach (3 (2; 3) 6ayia Ha MoMeHT Havasa Teparnuu npotus 0 (0; 1) 6amioB B KoHIIE
Habmoaenus, p <0,001.

Y 5 (14%) manmeHTOB pa3BHICSA PEUUAMB 3a00JIEBaHUs, MEIWaHa Pa3BUTHUS
penmauBa mocie Havanma teparmu 32 (17; 39) memens. B pesynbrare Tepamnuu
uaruoutopamu NJI-6 ynamock 3naunmo cau3uth 103y ['KC (18 (10; 20) Mr Ha MoMeHT
Havasa tepanuu npotus 8 (5; 10) Mr Ha MoMeHT nocienHero Habmroaenus, p <0,001. B
21 (n = 35; 60%) ciryuasx mpUMEHEHUS Mperapara u3 3TOH TPYIIbI IOMOTIIA YMEHBIIHUTh
7103y TIPEAHU30JIOHA JI0 7,5 MT B CYTKH WJIM MEHBIIIE WM YJIEP>KaTh J03y HA 9TOM YPOBHE.
Ha momeHT nocneanero Haomoaenus 15 (38%) nunnii Tepanuu naruOutopamu MJI-6
Obun TIpoAoIDKeHbl, 25 (63%) nuHME ObuIM TpekpamieHbl. OCHOBHBIMUA MPUYUHAMU
OTMEHBI ITpenapaToB ObuTa HedpGeKTUBHOCTH Tepanuu (4; 16%) u HA (4; 16%). B 1 (4%)
cllydae Tepanusi ObUTa MPUOCTAHOBJICHA B CBSI3M C PENPOAYKTHBHBIMU IaHamu. Y 14
(56%) marueHTOB M3MEHEHHUE JICYCHHUS MPOU3OIILIO M3-3a HEJOCTYIMHOCTH TpenapaToB.
JIBe manyeHTKH caMOCTOSTEIbHO OTMEHUIIN TEPAIIUIO.

bezonacnocmov uneubumopos HJI1-6

B 9 (23%) cnyuasx Obutn otmedensl HS. Y 5 mamueHToK OTMEYaauch
HecnenupUIecKue peakiiuy, CBsA3aHHbie ¢ mpueMoM npenaparos (Tadmuna 24). Takxke
HaOmromaniuch HWH(EKIMOHHBIC 3a0oneBaHusi [repmeruveckas wuHpeknus (N=1),
nHeBMonuu (N=1)]. YV oxHO# namueHTKH ObUT BBISIBIEH OTPYOCBHMIHBIN JIMIIAM, €IIe Yy

OI[HOﬁ — INOBBIICHHEC TpaHCaMHWHAa3. JleTanbHBIX HCXOO0B, CBA3AHHBLIX C IMPUMCHCHUCM



80
ulJI-6, He ormeueno. HS peructpupoBamuces depe3 21 (9; 46) Henmenro mocie Havajaa

npuema MpenapaTos.

Ta6nuna 24 — bezonacuoct UGHO-0 u ullJI-6 y manmenToB ¢ AT

HexenarenpHble sIBIICHUSA Nuruduropst ®PHO-a Nuruburopsr NJI-6
HemenaTenLng:)ﬂBﬂeHm, n/N 9133 (27%) 9140 (23%)
HH(bCKHI/IOHHLé;) 3)a60HeBaHI/15{, n 7 (21%) 3 (8%)
PenmnuBupytoromas
repreTuIecKast 5 (15%) 1 (3%)
uHbeknus, N (%)
[TaeBmMonuu, n (%) 2 (6%) 1 (3%)
OTtpyOeBuanbIi aumai, n (%) — 1 (3%)
IToBblmIeHUe TpaHcamuHas, N (%) — 1 (3%)
Anneprudeckue peakiuu, N (%) 1 (3%) —
Hecneunq)nqe(g/ls)ne peakuuu, N 1 (3%) 5 (13%)

YacTtoTa MOCTHXKEHHS PEMHUCCHM OKaszajach BBIIIE B TPYyMNe MAlHeHTOB,
nosyvaBimmx uMJI-6 mo cpaBHeHHIO C TpynmoW MmanueHtoB, npuHuManmeidn nOHO-o
(n=36 (90%) mpotuB N=21 (64%) coorBeTcTBeHHO, P = 0,010), B TO Bpems kak 4yacToTa
BO3HMKHOBEHHUE PELUANBA I10CIE PEMUCCHH 3HAUMMO HE pa3inyanach B JABYX IpyIIax
(n=5 (14%) npotur N=7 (33%) coorBercTBeHHO, P=0,183). KoMuecTBO BBISBICHHBIX
HSI Obuto comocTtaBUMO B TpyIMIiax NmanueHToB, npuHuMaBimmx nlJI-6 u udHO-o (n=9
(23%) npotus N=9 (27%) coorBercTBeHHO, P=0,786).

Cpenu Bcex cimydaeB B pesyibrare HazHadeHus [UBIT (uMJI-6 u ud®HO-a)
pemuccus Hactynuia B 57 (78%) ciyuasx, yacToTta pernuanBoB coctasuia 21% (n=12).
VY Bcex MalueHToB ¢ Pa3BUBIIUMCS 000CTPEHUEM MOCIE IEPUOIa PEMUCCUH HA MOMEHT
Havana ysiedenus [MIBII B cxemy tepanuu Bxomuwmu ['KC B no3e 13 (5; 15) mr cytku, a
takxe Metotpekcat (9/12; 75 %), nebnynomus (2/12; 17%) unu azatronpun (1/12; 8%).
Bo Bpemsa npuema I'MBII no nactymienus peunauba no3a I'KC ¢ pa3HOU CKOPOCTBIO
obuta cHwkena y 7 (58%) marnuenToB Ha 4 (0; 5) Mr, B ogHOM ciiydae ObLT OTMEHEH

BIIBII. Ilocne pa3sutus peumauBa B 6 (50%) ciyuasx jeyampMu Bpadamu OBLIO
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NPUHATO pelieHue o nopbieHnu 1036l I'KC ni1s moapieHrs akTHUBHOCTH 3a00J1€BaHUS.
B oxHoM ciydae mocie penyaMBa naiydeHTke Obll pekoMeHoBaH mpueM nHoro BITBII.

Onvim npumenenus: uneubumopos Anyc-kunaz u pumykcumada

JIBe manMeHTKy MPUHUMAIIA UHTHOUTOPHI SIHyc-krHa3 B TeueHue 8 u 12 mecsiies.
B o0oux cnyuasx uaruOutopsl fAnyc-kuHa3 Obuin mepBoil aunueit I'UBII. Pemuccun
yaanoch AOCTHYL B OOOUX CIlydasiX, PEHUIAMBBl HE PETHUCTPUPOBAIUCH. Y OIHOMI
NalMeHTKH Ha MOMEHT Havasa npuema npemnapata qo3a ['KC 6b11a Menee 7,5 mr, Tepanus
['BII nomorna yaepxatbe no3y 'KC Ha naHHOM ypoBHe. Y BTOpOM MAalMEHTKH Ha
MOMEHT Hayayia npuema uHruouropa Snyc-kuna3 goza ['KC Obuia Beiiie 7,5 Mr, mpueM
npenapara He crnocooctBoBan cHmwkeHuto 1036l ['KC. Ha MomeHT mnocneaHero
HaOJIIO/ICHUsT OJIHA TAlMEHTKa MpOojoJDKala MpPUEeM Ipenapara, BTOpas MallMeHTKa
3agepmia npuem ['MBII yepe3 8 MecsieB mo agMUHUCTPATHUBHBIM MpUYMHAM. B
TEUEHHE TEpanmuu B OJHOM cliydae OBUIO BBISIBICHO TPAH3UTOPHOE TOBBIIICHUE
TpaHCaAaMHHA3, YTO HE MOCIYKHWJIO PUYUHOM JJI1 OTMEHBI Mpenapara.

HabGnrogancst Tonpko oauH ciydail npuema mnanueHtkod ¢ AT putykcumada.
Putykcumab Obl1 HA3HAYEH MOCTE MPEANMISCTBYIONIETO MpreMa Mpenapara U3 TPYIIbI
u®HO-0, koTopslii okazanca HeadpexkTuBHbIM. Tepamnus puTykCuMaOboM MPOI0JKAIaCh
B TeueHue 15 mecsieB, peMuccus He Oblla JOCTUTHYTA, Jajiee ObLIO PEKOMEHIOBAHO
W3MEHUTh CXEMy Tepamuu B CBsI3U C ee¢ Hedh(PEeKTUBHOCTHIO. 3a BpeMs Mpuema
nanyeHTKon putykcumadba HS He ObuTH 3aperucTpupoBaHsbI.

IIpu cpaBHenuu mnpoduiis nauumeHToB Oe3 orBera Ha ['MBIl ¢ mauuentamu,
KOTOPBIM YJAJOCh JOCTHYL TOJHOro oTBera 1o mkajiae NIH, 3naummo paznmuanachk
npoaospkuTeasHOCTh Tepanuu [ YIBI, koTopas Oblia HUKE y TallUeHTOB, HE OTBETHBIIINX
Ha JedeHue. Takke MAIlMEHTKH, HaYaBIIUWE MPUEM IMpernapaToB B Oojee MO3THEM
Bo3pacte, Jyumie otBeTtwian Ha Tepanuto [UBIL.  OcranbHble MOKa3aTelu:
MPOIOIKUTEILHOCTD 3a00s1eBanust 10 Hayana Tepanuu [ bII, 3nauenne NIH Ha MOMeHT
Hayaza tepanuu, 1o3a ' KC na momenT Hauana tepanuu [ UbI1 — He paznnuanuce B ABYX

rpynmnax (Tabnuma 25).



82

Tabnmuma 25 — CpaBHeHHE XapaKTepUCTHK marueHToB 0Oe3 oTtBera Ha [UBII c
MalMeHTaM1, KOTOPBIM YJIaJIOCh JOCTHYB MOJHOro oTBeTa no mkajae NIH
[TameHThl, HE [TaueHTsl,
OTBETHUBIIIHE HA JTOCTHUTIITHE
XapaKkTepuCTUKH Teparuio 1o IIKajae | IOJIHOTO OTBETa p
NIH o mkane NIH
17 cayyaes 45 ciyyaeB
Bo3spacT Ha MOMeHT Haudasna _ _
reparmu THBIL, net 26 (18; 31) 34 (22; 41) 0,019
[1poa0IKUTETBHOCTD
3a00yeBaHUs 0 HaYana 3(2;4) 4 (2; 8) 0,114
tepanuu [ MBI, ner
3nauenne NIH Ha MOMeHT 2(2:3) 3(2:3) 0,859
Havaja Tepanuu
Jo3a I'KC na MoMeHT Havaza ) ,
reparmau THBIL, ur 15 (5; 15) 15 (8; 20) 0,937
[Ipo10KUTENEHOCTh _ _
reparu THBIL wec. 11 (6; 14) 18 (12; 42) 0,021

B teuenue nepuoa HadmoaeHus npousonuio 23 nepeximoueHus [ UBIT (PucyHok
6). [1pu sTom nepexnroueHus mexny kiaccamu ['MBIT mbl HaOmogamm B 9 ciyyasix, u3
HuX 5 snu3070B cmeHbl UPHO-o nHa ullJl-6, 2 cnyyas nepexitouenus ¢ Tepanuu ulJjI-6
Ha UGHO-a, ogHo nepexntoyenne ¢ UPHO-o Ha puTykcrumad U ene 0JHO — ¢ Tepanuu
putykcumadbom Ha UOHO-a. [IpuuriHamMu cMeHbI ipenapaTta Mexay kiaccamu cranu HS
(n=3; 33%) u HeahdexTuBHOCTL Tepanuu (N=6; 67%). B pe3ynbraTe nepekIOdYeHUs
MEXIy KJIacCaMHu TMpenapaToB BCE MAIlMEHTHI, KOTOphle cTanu mnpuHuMaTh ulJI-6,
JIOCTUTTIN peMuccuu 3adosieBanusi. B pesynbrare onnoro nepekmtouenust ¢ ullJI-6 Ha
nu®HO-0 nanuenTtka He pocturia pemuccuu AT, B IpyroM aHajIOTHYHOM Cliydae ObLI
JOCTUTHYT OTBET. Y OJHOW MAallMEHTKH MOCIEI0BATENbHO ObllIa MPOU3BEIEHa CMEHA TPEX
['UBIT: npu nepexnrouennu ¢ uGHO-o Ha putykcumad u ¢ purykcumadba Ha uOGHO-a
pemuccus He Obula JnocTUTHyTa. Jlajiee manmMeHTKe ObLT PEeKOMEHAOBAaHA Teparus
npenaparom u3 rpymmsl nlJI-6, B pe3ynbrare yero Obia 1ocTurayta pemuccus AT.

Hecmotpst Ha TO utO B 16 ciywasx (oxun ciydvait tepanuu u®HO-o0, ogun —
uHruouropom Suyc-kuna3 u 14 — repanuun ullJ1-6) npuem npemnapara ObUT IPEKpaIleH B

CBSI3M C HENOCTYNHOCTBIO IIperapara, MalUeHTKM NPUHHAMAIM Ipenaparbl B 3THUX
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cnydasx B Teuenue 19 (12; 43) mecsitieB, B CBSA3H € YeM BKIIOUCHHE STUX JIMHUN Teparuu

B aHAJIW3 JAHHBIX MPCACTABIIACTCA OIIpaBAaHHBIM.
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(n=15) (n=15) (n=8) T OnoknaymaG (n=1) I— Pemuccis HepocTymiocTs npenapata
. 1
Ti (n=2) li npenapar; {n=1) Pestuceis
TponomsacT npies L
npenapara (n=2) Powicons  —  Pewaws  —  Hemocrymwocts npenapara —  Jlenwinmad I—‘]lpounmﬂmmnpenapﬂa
Orviena B cra
¢ PENpOLYKTHEHEMI Ormena s cawsn ¢ HSE Franepuent || L[ Pesascons
nuasasu (n=1) (n=2) fn=1) pernap i ¥ pocmariyT ﬂpnnnnmnwcunpcnapsn_

Huruéarops HJI-6

[ Ouoxsaysas | Pesicenms | [
(n=7) (n=3) [POAOAXKACT NPHEM NPEnApaTa.
Pesmceis
e AOCTIHY TR Orwena v cosan ¢ HS
(n=2) ety
TIpooTKAET NPHEM MPENApaTa
(n=1)
Jlesmmama6 | | Pesmcomn || Orsena B ceask ¢ HSL (n=1)
(n=3) (n=3)

Heptocrymioers, npenapara (n=1) |

Pucynox 6 — Cxema npuema I'MBI1 y 53 nmaruenToB ¢ pedpakrepabim AT
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Dakmopul, accoyuuposannvie ¢ pemuccuel npu npumenenuu I UBI1
[Ipu ucnosib3oBaHUU OAHO(PAKTOPHOMN JJOTUCTUYECKON PErPECCUU €TMHCTBEHHBIM
(baKkTOpOM, acCCOIMUPOBAHHBIM C JIOCTH)KCHHUEM PEMHUCCHH, OBLI THI MPUHUMAEMOTO
I'UBIT (n®HO-0 nnu ulJI-6). OcranbHbie olicHHBaeMbIe (aKTOPhI (BO3PACT HA MOMEHT
Hayana ['UBII, npopomxurensHocTh 3a0osieBanusa g0 Havana ['MBII, noza I'KC nHa

momeHT Hadana ['MBII) He Obum accommupoBaHbl ¢ nocTHkeHHeM pemuccuu AT

(Tabmumna 26).

Tabmuma 26 — ®akTopbl, acCOMUPOBAHHBIE C pemuccuer y mnairueHToB ¢ AT,
nonyyvarommx ['MBI1T

Tapane OTHOLIEHNE IIaHCOB
pamerp (95% JI1) P

BospacT Ha MOMEHT Haydasia Tepanuu i

UEIT 0,957 (0,905-1,010) 0,121
[IponomxutensHOCTh 3a00J1€BaHUS 10

nauana repanun TUBIT 1,002 (0,884-1,135) 0,977

Ho3a I'KC Ha MOMEHT HavaJia Teparnuu i
MEI 1,017 (0,967-1,070) 0,513

Jloza I'KC > 20 Mr Ha MOMEHT Hadaja i
repami THBIT 0,728 (0,171-3,104) 0,668
Jleuenne unru6utopamu ®HO-a Vs 5,140 (1,469-18,000) 0,010

uHrnOuTopamu nytu NJI-6

[Ipn cpaBHeHuM oTBeTa mnauueHTOB Ha Tepanuto UPHO-0, Ha3HAYUECHHBIMU
BIEPBBICE W IOcie mpenmecTByromend tepanuun apyrumu [WBII, pemuccus yaie
nocturaniack npu HazHaueHnn UPHO-o B kauectBe nepBou aunuu [UBII, ogHako
pa3HUIla HEe OoKa3zajach 3HaunMMou. CyIIECTBEHHOM pa3HUIIbl B YACTOTE BO3HUKHOBEHMS
penuaruBoB He ObL1o BhisiBiieHo (Tabnuua 27).

Nuruduropst ®HO-0, HazHaueHHbIe B KauecTBe nepBoi juHuK tepanuu MBI,
MIPUBEIH K 3HAYMMOMY CHUKEHUIO akKTUBHOCTH 3a00neBanus mo mkane NIH, taxoke Obut
3aperucTpupoBan crepoua-coeperatommii 3¢ dext tepanuu (I'KC B mose 15 (10; 16) mr
B cytku npotuB 5 (3; 10) mr B cytku, p<0,001), B TO Bpemsi kak 7 CllydyacB TEparuu
n®HO-0, Ha3HaueHHBIMU mMoclie npeamiecTBytomed Ttepanuu apyrumu [UBIIL, He
MOMOTJIM JIOCTUYh 3HAYMMOTO CHWIKEHMsI aKTUBHOCTH 3a0oseBanus mo mkane NIH wu

3HauuMoro ymenbiienus 103b1 [ KC (Tabmuia 28).
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Tabnuua 27 — CpaBHeHue oTBeTa nanueHToB Ha Tepanuto UPHO-o, Ha3HAUEHHBIMU
BIIEPBBIC U MOCJIE NpeAmecTByomen tepanuu apyrumu [ Bl

Nuruouropsr ®PHO-q,
HNurubutopst ®HO-0, Ha3HA4YCHHBIC I10CIIEe
[TapameTp Ha3HA4YCHHBIE BIICPBbIC IPEAIECTBYIONIEN TEPATTUU p
n=26 npyrumu ['MBIIT
n=7

Pemuccus, n

(%) 19 (73) 2 (29) 0,071
Penmausel, N

(%) 6/19 (32) 1/2 (50) 0,526

Tabnuna 28 — CpaBuenue >ppexruBHoctr UPHO-0, HAa3HAYEHHBIX BIEPBBIC U TIOCIIE
npeaumectsyronied repanuu apyrumu ['MBII

WNuruduropst ®HO-a,
HNuruburopst ®HO-a, HAa3HA4YEHHBIE TIOCTIE
Ha3HAYCHHBIC BIIEPBHIC MPEAIIECTBYIONICH Tepanuu
n=26 npyrumu ['MBIT
n=7
Ha momenT Ha moment
IIOCJICTHETO P IIOCJICJHETO P
Jlo Haydama
Jlo nayana | HaOmomeHus/ HaOJIroneHust/
ouojoruye
Teparnuu Ha momeHT cKoil Ha momeHT
I'UBII OKOHYAHHUS OKOHYAHHUS
Tepanuu
MIPUMCHCHHUSI PUMCHCHUS
I'UBIT I'UBIT
3unauenne NIH,
KOJIMYECTBO 2(2;3) 1(0;2) 0,002 3(2;3) 2 (1.5;2) 0,657
0aIoB
3naucuue NIH >
2. nIN (%) 20/23 (87) 11/21 (52) 0,008 6/7 (86) 5/7 (71) 0,773
NIH <2 u no3a
MPEAHN30JI0HA
veree 10 Mr B 1/22 (5) 11/22 (50) 0,002 1/6 (17) 0/6 (0) 1,000
cytku, N/N (%)
JleyeHnue
npeaauzoigonom, | 20/20 (100) 21/25 (84) 0,149 5/6 (83) 7/7 (100) 1,000
n/N (%)
Jlosa <0,00
MIPETHU30JI0HA, 15 (10; 16) 5(3; 10) ]’_ 5(5;5) 5(5;7) 1,000
MT B CYTKH

He Obu1o BBISBICHO 3HAUMMOTO pa3ivuus MEXIy ciaydasmu Tepanuun ullJI-6,
Ha3zHaueHHbIMU B KauecTBe neporo I'MbII n nocne npenmecrsyromen tepanuu ['MbII
(Tabmuma 29). Takxke He 3aperHCTPUPOBAHA 3HAYMMas Pa3HHIIA B Pa3BUTHU PELUIMBA

MOoCJIC NOCTUKCHUA PCMHUCCHUU.
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Tabmumna 29 — CpaBHeHMe OTBeTa malMeHTOB Ha Tepanuto uMJI-6, HazHaueHHBIMU
BIIEPBBIC U MOCJIE NpeamecTByomen tepanuu apyrumu [ Bl

Vinrn6uropst JI- Nuruburtopsr NJI-6,
Ha3HAYCHHBIC MOCIIE
[TapameTtp 0, HasuaueHmpie MPEALIECTBYIOIIEH Tepanuu p
BIICPBBIC
- npyrumu [ ' UBI1
n=25 by
n=15

Pemuccus, n (%) 23 (92) 13 (87) 0,622
Penmauser, N (%) 2123 (9) 3/13 (23) 0,321

Nuruburopsr MJI-6, Ha3HaueHHble B KauecTBe nepBod JuHuu Tepanuu ['MBIT u
nocie tepanuu apyrumu ['MBII, okazanuch oquHakoBO (PGEKTUBHBIMU B MOJABICHUN
akTUBHOCTH 3aboseBanus 1o mkane NIH (Taomuua 30). 3HaunMmelii  cTepou-

coeperaronuit 3QphekT ObUT 3apErUCTPUPOBAH TOIBKO B CIydasX MpHeMa MalMeHTaMU

ulJI-6 B kauecTBe nepBoii JuanK Teparuu [ MBI

Tabmuma 30 — CpaBuenue >¢dextuBHocTH UMJI-6, Ha3HAUYEHHBIX BIEpPBBIE M TOCTE
npeamecTpyromen repanuu apyrumu ['MBI1

Nuru6uropsr NJI-6,
WNurunduropsr NJI-6, Ha3HaYCHHbIE TI0CTIE
Ha3HAYCHHBIC BIICPBbIC MPE/IIECTBYIONICH TEpaTUH
n=25 npyrumu ['BIT
n=15
Ha momenT Ha momenT
MTOCJIETHETO P MOCJICTHETO P
Jlo nauana | Habmonenus/Ha Jlo nagana | maGmronenus/Ha
Tepanuu MOMEHT Tepanuu MOMEHT
I'UBIIT OKOHYAHUS I'NBIIT OKOHYAHUS
PUMEHCHHS IPUMCHCHHS
I'BIT I'BIT
3nauenue NIH,
KOJIUYECTBO 3(3;3) 1(0;1) <0,001 2(1;3) 0(0;1) 0,016
OayoB
3‘;‘*?‘;?&)? 19/21(90) | 3/22(14) | <0001 | 10/14 (71) | 0/12(0) | 0,011
NIH <2 u no3a
MPETHU30JI0HA
vietee 10 Mr B 1/23 (4) 19/23 (83) <0,001 | 3/13(23) 8/11 (73) 0,072
cytku, N/N (%)
Jleuenue
npeaHu3oaoHoM, | 21/22 (95) 22/24 (92) — 8/9 (89) 12/13 (92) —
n/N (%)
Hlosa 20 (15:
MIPEIHU30JI0HA, 24) ' 8 (5; 10) <0,001 | 5(5;15) 5(2;9) 0,588
MT B CYTKHU
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Takum o6pazom, I'MBIT (uMJI-6 1 ud®HO-0) mpoaeMOHCTPUPOBATIM BBICOKYIO
3¢ (HEKTUBHOCTD B JOCTHKCHUH PEMHUCCHH, KOTOpast Oblia 3apeructpupoBana B 57 (78%)
CITydasiX, IPH 3TOM IIOCJIe JOCTHKEHUSI peMUCCHH ObLTo 3apeructpupoano 12 (21%)
peruauBoB. [Ipumenenne narnOuTopoB MMJI-6 mpuBOAKUIO K 3HAYUTEIHHO OOJBIIEMY
JHUCITy peMHUCCH, YeM ucnoiibzoBanne HOHO-o y manmentoB ¢ AT (n=36 (90%) npotus
n=21 (64%) cootBercTBeHHO, P=0,010), yacToTa pa3BUTHS pEIUAMBA ITOCIIC PEMHCCHU
HE 3HAYMMO He pasnuyanach B AByx rpymmax AT (n=5 (14%) mporus n=7 (33%)
cootBeTcTBeHHO, P=0,183). UD®HO-00 1 ulJI-6 oka3pIBaIM COMOCTAaBUMOE CTEPOM/I-
coeperatomee aeictue. [Ipoduns 6e30macHOCTH OBLT COMOCTABUMBIM B TpyIax
narueHToB, npuHuMaBiux uMJI-6 u udHO-a [32].

Knunuueckuii cnyuaii Ne 2

Y mammentku B. B 2012 romy B Bo3pacTe 24 5er BHEpBbIE NPHU IUIAHOBOM
oOcnenoBanuu ObUIO BBIABIEHO yckoperme COD mo 42 mm/4. B saBape 2019 roga
MaIMeHTKa OTMETHIIa TIOSIBJICHHE OOJTH B IIEHHOM OT/IeJIe IIO3BOHOYHUKA U B 3aTBUIOYHOMN
oonactu. B deBpane 2019 roma Obuia rocnuTaNM3UPOBAHA B HEBPOJOTUYECKOE
OTJEJICHNE CTallMOHapa, rae JabopatopHo ObLI0 BhIsIBICHO NoBbIIeHne CPb mo 43 mr/m.
[To ganubim Y3/II' BLIA onpeaensuics kputuueckuii crenos jieBoit BCA, nesoit OCA,
okkmo3us sneBoit HCA, kputnueckuit creHo3 npaBoii HCA, creno3 npasoir OCA no
85%. 3areM manpieHTKa OblTa TOCTTUTATM3UPOBaHa B PEBMATOJIOTHYECKOE OTACIICHHE, T
ob11 quarnoctupoBad AT. beiio mpoBeneno gqoo6cnenoBanue: no ganubM Y31 Obu1o
BBISIBJICHO TaK)Ke YIUIOTHEHHE CTCHKH aopThl B WH(papeHadbHOM oTaene. l[lpu
sxokapauorpaduu Oblia OOHapyKeHa HEJIOCTATOYHOCTh A0PTAJBHOTO KianaHa 2-3
creneHu. CoxXpaHsuIHCh Ja0OpaTOPHbIE MPU3HAKY BocHauTensHOM akTuBHOCTH (CPB 10
mr/n, CO3D 42 mm/4). B cranonape Oblila Hauata Tepanvs METHINPETHU30JI0HOM 8 Mr
B CYTKU. C TIOJIO)KUTEILHBIM KIIMHUKO-T1a00paTOPHBIM 3P HEKTOM.

B npouecce rocnuranuzanuu B heBpaie 2019 roga Bo3HMKIIA ¢1a00CTh B MPABBIX
KOHCYHOCTSIX, HApPYIICHUE PEUr, aCHMMETPHS JINIa, TojoBHas 00716, [Ipu KT romosHoro
Mo3ra Obls1a 00HapYyKeHa KapTHHA OCTPOI BHYTPUMO3TOBOM FeMaTOMBI B JIEBOU JIOOHOM
none. [lanmenTka Oblia mepeBefeHa B OTACICHUE HEBPOJIOTHH, T/Ie OBbLT YCTAaHOBIICH

JIMArHO3: CMENIaHHBIA WHCYJIBT B JIEBOW JOOHOM 00jacTu (OCTpash BHYTPUMO3TOBAs
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remMaTomMa C MEPUBEHTPUKYISPHBIM OTEKOM, O4Yaramu MIIEMHH BOKpPYT), MOTOpHAas
adasusi, MPaBOCTOPOHHUN HEHTPAIbHBIA MPO30Mape3, MPAaBOCTOPOHHUN IEHTPAIbHBIN
riyookuii remumnape3. B pesynbrare mpoBogumoil Tepamuu uepe3 1 mecsi) mocie
BBIIIUCKU OTMeUalica perpecc cuMntoMoB. [Ipu konTposibHOM uccnenoBanuu Y 311" BIIA
B ampene 2019 roma peructpupoBasiach IMOJOXKUTEIbHAS JWHAMHUKA B BHIIC
npoxogumoctu obenx HCA, BCA cmpaBa, 0lHaKO y MallMEHTKNA COXPAHSIINCH KaI0ObI
Ha 00JIM B IPOEKIIMU COHHBIX apTepuil, 00IIyI0 cl1aboCTh, moBbiieHue AJl.

B suBape 2020 roga Oblia KOHCYJBTUPOBAaHA PEBMATOJIOTOM KIMHUKHA WMEHU
EM. Tapeesa. B cBA3M ¢ COXpaHEHHMEM  BOCHAIUTEIBHOW  AKTUBHOCTH,
MHOT'OCOCYIUCTBIM MOPAKEHUEM OBLIIO PEIICHO YBEIUYUTH 103y METUINPEAHU30I0HA J10
24 Mr B CYTKHU C TIOCTICAYIOLIUM CHUKCHHEM T10]] HaOIIOIEHHEM PEBMAaTOJIOTa, TAaKKe K
Tepanuu O0b11 J00aBieH MeToTpekcar B Ao3e 10 mr B Hegento. [1o JaHHBIM KOHTPOJIBHOM
muarHoctuku ot (deBpans 2020 roma — BoCHANMTENbHBIE MapKephl B Mpeaenax
HOpManbHbIX 3HadeHu (COD-8 mm/g, CPb-0,65 mr/m). B mapre 2020 roma Onina
nposeneHa MCKT anruorpagusi, BBISIBICHO YTOJIIEHUE CTEHKU JYTH a0pThI 10 3-7 MM,
B HUCXOJSIIIEM OTJIEJI€ a0pThl YTOJIICHUE CTEHKHU A0 7,3 MM.

[TaruenTka Obla BliepBble TOCHUTAIM3UPOBAHA B PEBMATOJIOTMYECKOE OTJEICHNE
Knunukn nmenn E.M. Tapeesa B mapte 2020 rona, Koraa BHOBb CTajia OTMEUYaTh OOIIYTO
cnabocth, nopbiienue A/l mo 170/100 Mm.pT.cT., 60JIM B TIPOCKIIMHA COHHBIX apTEPUH.
[To nanHbIM o0OciieoBaHMs J1aOOPATOPHO OTMeuaidach AaHEMUs CpEAHEH CTeneHu
TSKECTH, BOCHAIMTENIbHBIE MapKepbl — B MpeAenax HOpMalibHbIX 3HadeHuil. Ilo
pe3ysibTaTaM HWHCTPYMEHTAJIBbHOM JWarHOCTUKU Oblla BbISBICHA OTpHUIATEIbHAs
TUHAMUKa B BHUJE yBenaudeHusi creHosa mpaBoil OCA. beuto mpuHsSTO peimieHue 06
YBEJIMYEHUH 1036l MeToTpekcata a0 15 Mr/Hen ¢ Xxopouiedi NepeHOCHMOCTHIO,
IPOAOHKEHO CHIXKEHUE METHIIIPEITHU30JI0HA 10 8 MI' B CYTKHU.

B centsa6ope 2020 roma Oblna mpoBeleHa IOBTOpPHAsT WHCTPYMEHTAJIbHAs
nuartHoctuka — o pesyiprataM Y3J(I' BIIA 0e3 oTpuniatebHON JUHAMUKH.

B urone 2021 roma crana BHOBh OTMEUATh HapacTaHUE CIa00CTH, YTOMIIIEMOCTH,
0onu B 00ONacTu Ieu, B CBA3M C 4eM Oblia rocnutanusupoBaHa B Knunuky. Ilo

pesynbratram Y3/I' BIIA otmeueHo pa3Butue okkiro3uu BCA cieBa, 0JJHaKO HOBBIX
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CTEHO30B HE BBISBJICHO, MapKephl BOCHAJIICHHS OKa3aJluCh B mpeaenax Hopwmbl. [lo
naHHbpIM KT ¢ BHyTpUBEHHBIM KOHTPACTHPOBAHUEM OTMEYATI0Ch YMEPEHHOE YTOIIICHUE
CTCHOK OpromrHoi aopthl. [lanmenTka OblIa KOHCYJIBTUPOBAHA COCYIUCTHIM XHPYPTrOM
HMMUI] um. A.B. BumHeBckoro, mo pesyiabTaraMm 00CIeIOBaHUS HEOOXOJIUMOCTH B
MIPOBEICHUH OTNEPATHBHOTO BMEMIATEIIHCTBA HE OBLUTO BBISBJICHO. YUHTHIBAS BBICOKUN
PHUCK pelMIMBa yBEIMUYCHA J103a METOTpeKcara Oblia yBenudena 10 20 mr B Heaemo. B
CBS3U C HakorieHneM HexenaTenabHbIX 3¢ dexkToB ['KC Obuto HavyaTo MemJIeHHOE
CHW)KCHHE JT03bI METHIITIPETHU30JI0HA JT0 4 MT' B CyTKH.

[Tocne  BeIMUCKKM  BIUIOTH 10  cepeaunbl 2022 roma  COCTOSIHHE
yaoBneTrBoputenbHoe. [Ipu rocnutanuzanuu B oktsiope 2022 roma Obutd 0OHApPYKEHBI
MPU3HAKU TIPOTPECCUPOBAHUS 3a00JEBaHUS — YTOJIICHHE CTCHOK YT AOPThI II0
CpaBHEHMIO C mpeapiaymumM uccienoBanunemM B 2019 roma, dopmupoBaHre HOBOTO
creHo3a — BBA mo 30%, maGoparopHo mpusHaku octpodazoBoro BocmaieHus. [1o
JAHHBIM 3XOKapauorpaguu Ha (POHE HMEIIMEHCS HEIOCTATOYHOCTH a0TPAIBHOTO
KiamaHa 3 ¢T ObLI0 OTMEYeHO (HOPMHUPOBAHHME HEIOCTATOYHOCTH TPHUKYCIIHIAIBHOTO
knanada 2 crenenu, JII' (Pmok 40 MM pt cT). B ¢Bs3M ¢ porpeccupoBanreM aKTUBHOCTH
3a00JIeBaHUS, PUCKOM PA3BUTHS >KU3HEYTOPOXKAIOIIUX OCJIOKHEHUU OBLIO MPHHSTO
pemenne o Heooxoaumoctu naunmanuu [ MBI (omokuzymad 64 mr — 0,4 MIT TOAKOKHO
1 pa3 B 2 Henmenm). Taxoke ObLTa MpoAobKeHa Tepanus MeToTpekcatoM 20 MT B HEZCIIO,
METHJITIPETHU30JIOH 4 MT' B CyTKH.

[TarineHTKa B TeYEHHWE TMOIYTOpa JIET MPOIOJDKAET MPUEM OJOKH3yMaOom 64 mr
noakoxkHo 1 pa3 B 2 Hemenu, wmetorpekcarom 20 mr 1 pa3 B Hexmernio,
METHJITIPETHU30JIOHOM 4 MT B CYTKH, B T€UEHHE ITOIO0 BPEMEHU COXPaHSACTCS CTOMKas
KIIMHUKO-TabopaTopHass peMuccus. [lo MaHHBIM HHCTPYMEHTAIBHOW JTHATHOCTHKHU

OTpHHaTCHLHOﬁ JUWHAMHUKH TaKXXC HC OBLIO BEISIBJICHO.
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I'JIABA 4. OBCYXIEHHNE

B xone uccnenoBanust Mbl mpoaHanusupoBanu teueHue AT y 153 manumeHToB c
JUIATEIbHOCTRIO HaOmoaeHus 7 (4; 13) aer. AT npeobiiagacT cpeau KSHIUH C Pa3HbIM
TIOJIOBBIM COOTHOIIIEHHEM B pa3HbIX pernoHax [65]. [lo maHHBIM HamIero UCCIeTOBaAHMS
YKEHIIMHBI TAKKE COCTABUIIN OOJBIITYIO YacTh BBIOOPKH. COTIIACHO KIACCHU(PUKAITMOHHBIM
KpUTEpHUSIM, BO3pAcT MAIMEHTOB HAa MOMEHT MOCTaHOBKHM auarHo3a AT He noimkeH
npebimath 60 net [37]. Kak npaBwito, nedrot 3a0oieBaHus MPUXOAUTCS Ha Bo3pact 20-
30 net, B Halel KOropTe MaIMeHTOB MeIMaHa Bo3pacTa J1e0rTa 3a00JIeBaHus COCTAaBUIIA
29 (10; 36) xer [150].

OO0biyHO Ha paHHUX HTanax AT mnanMeHTbl OTMEdYarT HecnenupUuYEecKue
cumnToMbl [241]. B Harie# BbIOOpKe HambOosiee 4acThIM OOIIMM CHMIITOMOM ObLia
JUXOpajKa, OCTAIbHbIE BBIBISUIMCH pexke. [IpuMedarensHO, 4TO y OONBIIMHCTBA
MAI[MeHTOB Ha MOMEHT MOCTAaHOBKHM JMAarHo3a y>Ke€ HaONIOAaNUCh CHEIU(PUIESCKHE IS
AT npusnaku (paznuiia A/l Mexy KOHEUHOCTSIMHU, CHI)KEHUE WJIM OTCYTCTBHE ITYJIbCa
Ha COHHOM WK niepuepudecKux apTepusix, 00JIe3HEHHOCTh B 00J1aCTH COHHOM apTepuH,
nepeMekaronascs XpoMoTa), KOTOpble OOBIYHO CBSI3aHBI C O0JIEe MO3AHUMH CTATUSIMHU U
pa3BUTHEM OKKIIO3MM M wimeMuu [26, 241]. Dro cBsa3ano ¢ Tem, uto AT 3adacrtyro
JTUArHOCTUPYETCsl HE cpaly, U K MOMEHTY JIHAarHOCTHKH y TAIIUCHTOB YXK€ MOTJIA
chOpMHPOBATHCS 3HAUYUTEIBHBIE COCYIUCThIE U3MEHEHUS, TMPUBOJIAIINE K TOSIBICHHUIO
cnenupuIecKoi CHUMITOMATHKH.

Al' u nqucnunuueMust SBISIFOTCS YacTHIMUA COMYTCTBYIOIIUMHU 3a00JI€BAaHUSMU Y
naiueHToB ¢ AT. CornacHo nanubsiM autepatypsl, Al Berpedaercs y 33-83% narueHToB
[215]. B Hameii Beibopke A" Oblia BhIsSIBIICHA 00JI€€ YeM Y MOJIOBHHBI MAueHToB (67%)
B TCUCHHE TIEPHOJa HAOIIOCHUS, a JUCIUNIUIEMHUS, PUCK PA3BUTHS KOTOPOW TMOBBIIIEH
y narueHToB ¢ AT, —y 63% manuenrtos [147].

Haunbonee vacro y nanuentoB ¢ AT B Hamell KOropte BBISBISUIOCH MOPaXXKEHHE
oouux OCA wu TIKJIA, rpyaHoii u OpIOMIHON aOpThI, YTO COOTBETCTBYET paHEe

poBeeHHBIM uccienoBanusm [208, 52].
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HecMmotpss Ha cymiectByromue maHHble o Oonee Tsokenom teueHun AT y
MaIMEeHTOB ¢ Ae0roToM 10 18 ner, Hamm pe3yabTaThl HE TIOJHOCTHIO MMOATBEPKAAIOT ITY
3akoHOMepHOCTH [195, 65, 67]. B Hamieli BBIOOpKE y TAKHUX MMAIUSHTOB Yallle BCTPEYasICs
V anruorpaduYecKuil THI W JHUXOpajka B Je0I0Te, HO B OCTAJIbHOM KIMHUYECKas
KapTHHa M Ja0OpaTOpHbIE TOKa3aTeNd HE OTIUYAIUCh OT MAlMEHTOB C HayalioM
3aboneBanus nocie 18 net. [Ipennonaraercs, yTo mopakeHue OPIOLIHOW aOPTHI U €€
BETBEH, KOTOpOE dalle BCTPEYAeTCS Yy MAIMEeHTOB JETCKOTO BO3pacTa B JEOIOTE
3a00JIeBaHUs, MOXET IMIPUBOJIUTH K ycyryonenuto Teuenus AT [163, 177, 64, 68, 62]. [To
HaIIUM JJaHHBIM BO3pacT Ha MOMEHT ITOCTaHOBKU JUArHo3a He ObL1 CBSI3aH C Pa3BUTUEM
CCC.

N3 153 manmenToB ¢ AT y 26 (17%) Owuio 3apeructpupoano 33 CCC, npuyem
uHCynbT (16%) peructpuposaics yaiie, ueM M (2%). Yactora CCC cocraBmia 11,21
Ha 1000 mamumento-ner. [lomydeHHble HaMH JaHHBIE COOTBETCTBYIOT peE3yJIbTaTaM
IMPEABIIYIINX UCCIENOBAHNM, KOTOpBIE Mmoka3anu, yTo yactora OHMK y nanueHToB
AT konebnercs ot 4,9% no 34,4% [58, 104, 121, 156, 200, 66, 141]. Hamu pe3yibraThl
MOJITBEPXKJIAIOT paHee OMyOJIMKOBAHHBIE JaHHBIE O TOM, YTO WIIEMHYECKUNA WHCYIBT
pa3BuBactcs y maiueHToB ¢ AT wgame, yem remopparudeckuii [73, 71]. B Hamem
UCCIIeIOBaHMH OBLTO YCTaHOBJICHO, 4TO y marueHToB ¢ AT 17 (52%) CCC pa3Buiuch B
KayecTBE OJHOTO M3 MEPBHIX CHMITOMOB /IO TOCTAHOBKHM JHArHo3a. JTH pe3yJIbTaThl
NOYEPKUBAIOT Ba)XHOCTh paHHEH JIHAarHOCTUKU 3a00JIeBaHUsS, TOCKOJBKY JIpyrHe
UCCIIENOBaHNs Takke BbIABWIM manueHToB ¢ AT, y kotopeix CCC cramu nepBbIM
nposieieHueM 3aboseBaHus. COIIAcHO JaHHBIM MHOTOLEHTPOBOTO KOTOPTHOTO
uccienoBanus uz Opanmuu, y 32% mamurento ¢ AT OHMK npowusonuio 10 mocTaHOBKH
nuarnos3a [59]. B pabore de Paula L u coaBr. y 14/18 manmentoB ¢ AT HHCYJIBT ObLI
3a()UKCHPOBaH BO BpeMs MMOCTAHOBKU JuarHo3a [156]. B cucremaruueckom o630pe 9
HccleIoBaHu pacripocTpaHeHHOCTs UM 10 mocTaHOBKM JuarHosa coctaBwmiia 4,5%
(95% AU 1,7-7,2%, 12 80,7%), a UM mnpu mocTaHOBKE AuarHo3a ObUT BBISBICH B 2
uccnenoBanusax y 1,1% (95% JIU -0,2-2,3%, 12 0%) [130]. B naiem uccieqoBaHuu y
OJIHOTO M3 Tpex marueHToB UM mpowu3oiien 10 MOoCTaHOBKH IWarfosa. B ucciemoBanum

beictpunkoii H. C. u coaBT. Takxe onucan ciydait UM B ne6rote AT [11].
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B pabotax Misra D u coast., Kong F u coart., Couture P u coaBT. Oblia BbIsIBJICHA
CTaTUCTUYECKHU 3HauuMas pa3Hulla B Bo3pacTe Mexay nanuentamu ¢ AT, nepeHecuimmu
OHMK, u nmanuentamu 0e3 CCC B amamuese [58, 178, 71]. B namem uccieqoBaHHA
BO3pACT MOCTAHOBKH JIMarHO3a HE OTiInYasics Mexay rpynmnamu namuentoB ¢ CCC u 6e3
CCC. Hecmotps Ha 1O, uTo AT mMeer 0oJiee BBICOKYIO PacnpOCTPaHEHHOCTh CPEIu
JKEHILUH, PE3yJbTaThl HAILIETO HCCIIEIOBAHUS CBUICTEIBLCTBYIOT O TOM, YTO CpEAu
nanueHToB ¢ nepeHeceHHbIM CCC 11oysi MYy’>KYMH OKa3ajiach BbIIIE, YEM B TPYIIIE
nanueHToB ¢ AT 6e3 CCC. B uccaenopanusx Kong F u coaet., Misra D u coasr.,
Mirouse A u coaBT. ObLIH MOJyYEHBI aHAJOTMYHBIC PE3yJIbTaThl, 0HAKO AhN u CoaBT.
COOOIIMIIA O HEMHOTO 00Jiee HU3KOM J10J1€ MYYHMH, YeM >KEHIIUH, CPEU MAIIMEHTOB C
AT, mepenecmx OHMK [115, 178, 59, 71]. B mHamem wHcciaeIoBaHUU
pacmpoCTpaHEHHOCTh ~ TPAJUIUOHHBIX  (PAKTOPOB  pHUCKA  CEPJIEYHO-COCYAUCTHIX
3aboneBanuit (qucnunuaemus, C/, oxxupeHue) Obljia COMoCcTaBUMa MEX/1y MallieHTaMU
¢ CCC u nmarmentamu 6e3 CCC, Torma kak Misra D u coasrt., Couture P 1 coaBT. BEIIBUIN
Ha 0oJiee BBICOKYIO pacnpocTpaneHHocTh CJl u qucaunuaemMuu cpeau naiueHTos ¢ AT
u CCC [58, 71]. Paznuuus B pe3yibpTraTax MOTYT OBITh CBSI3aHBI C TEM, YTO Y MAI[ICHTOB
¢ AT nossimennsiit puck pazputust CCC auIb YaCTUIHO OOBSCHAETCS TPAAUIIMOHHBIMHU
daxkTopamu pucka. CUCTEMHBINH BOCHATUTENBHBIN OTBET CUMTACTCS BAXKHBIM (PakTOpoMm,
criocobcTBytomuM pa3Buthio CCC y MalueHTOB ¢ BOCMAIUTEIbHBIMU PEBMAaTUUECKUMHU
3aboneBanusmMu  [110]. B  wuccmemoBanmm Kwon O wu  coaBT. BbiBicHHE V
anruorpagpudeckoro tuna AT ObuI0 cBsizaHo ¢ moBbimeHHBIM pruckom CCC [80]. ITo
HAIITUM JIaHHBIM y ManueHToB, nepeHecmmx CCC, Takke HeCKOJIbKO Yallle BhIaBsuica V
anrrorpadguueckuit Tun AT, oJHAKO pa3HUIA MKy TPYITIaMy He OblIa CTATUCTUYECKU
sHauuMoi. [Ipuem BIIBII u I'MIBII Takxe He okazancst accouunpoBal ¢ pazsutuem CCC.

Cpenu KIMHMYECKUX TPOSBICHUN CTEHOKapaus Obla 0oJjiee paclpoCTpaHEHA Y
nareHToB CCC. Ilo manmapiM Misra D u coaBT. acummerpust mynbca W AJ] Ha
KOHEUHOCTSIX peXxe oTMedanach y mnmanueHToB ¢ AT, mepeHecmux WHCYIbT WIH
TPaH3UTOPHYIO HMIeMHUYecKyro ataky [/1]. Kong F u coaBt. 3apeructpupoBaiu Ooee
4acTOE€ MOSIBJICHUE HEUETKOCTH 3peHusl U cuHkone y maimueHtoB ¢ AT u CCC, npyrue

CHMITTOMBI CYIIIECTBEHHO HE pa3inyainch M1y AByMs rpymmamu [178].
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[Taruentsl ¢ AT, kotopsie nepenecan CCC, yalie Hy>XIQJIUCh B BBIITOJHEHUHU
peBackysapuzanuu. HecMOTpst Ha TO, YTO B HEKOTOPBIX UCCIEAOBAHUSIX COOOIIAETCS O
pa3zsuti OHMK y nanuentoB ¢ AT nocie cocyIUCThIX BMEIIATENBCTB, HU Y OJTHOTO U3
NaIlMEeHTOB B Hamieil koropte He Habmoganock CCC nocne npoBeieHUs OnepaTUBHBIX
BMemareascTB [90, 176].

[lo nmaHHBIM HaNIErO WCCIEIOBAaHUS TPU HCIOJIB30BAHUU OJHO(GAKTOPHOMN
JIOTUCTUYECKON PETPECCHH TOJBKO PEBACKYJISIPU3ALIMS OKa3allach CBS3aHA C Pa3BUTHEM
CCC. Ahn S u coaBT. 00HApPYKWIIA 3HAYUMYIO CBSI3b BO3pAcTa HA MOMEHT MTOCTAHOBKH
muarHo3a ¢ passutueM OHMK y mnanmeHtoB ¢ AT B HECKOPPEKTUPOBAHHOM
perpeccuonnom ananmse Kokca (OP 1,02, 95% JM 1,00-1,03, p = 0,049). Hukakue
npyrue GakTopsl TaKXkKe He ObLIM 3HAYMMO CBsi3aHbI ¢ pazButieM OHMK [115].

Pe3ynbTarsl Hamero uccnenoBanus nokasanu, yro CCC Habmonaercs B paHHUR
nepuoa AT, Ipy 3TOM BTOPOW MUK YaCTOTHI PA3BUTHUSA NMPUXOJUTCS HA MEPUOL MEKIY
TPETHUM U MATHIM To1aMu 3a00sieBanusi. COrnacHo JaHHBIM, MOTy9eHHBIM ANN U COaBT.,
pe3kuii poct yactorel OHMK Ttaxke HaOmromancs Ha HadanbHbIX dTanax AT, omHako
nanee yactora CCC nmocreneHHO yBenuuuBaiachk. [IpuMeuaTenbHO, 4TO MpHU aHAIU3E
gyactotel OHMK y wmyxuun HaOmomanoch aHAJIOTMYHOE HAIIUM  JTaHHBIM
pacnpenesneHue, Xapakrepusyromnieecss 3HauuTelnbHbIM yBenuueHneM CCC Ha paHHHX
craausix AT U BTOpPBIM MUKOM Ha MSATOM TOAY MOCIE€ MOCTaHOBKH AuarHosa. OaHako
JlaHHAas 3aKOHOMEPHOCTh He Oblia BbIsBIIeHA Y skeHIIUH [115]. DTO MOXHO OOBSICHUTH
pPa3HbBIM MOJIOBBIM COOTHOIIIEHHEM B MCCIIEIOBAHUAX, KaK ObUIO yKa3aHO paHee.

[Tockonbky I'KC sddextuBnbl B oTHomenun AT, manuentam ¢ aktuBHbIM AT,
BKitOouas tex, kto nepeHec CCC, o6pruno HazHavaroT ['KC B couetanuu ¢ BIIBII u/mmm
['UBIT [36]. B namewm uccnenoBanuu 1m0 pazButusi CCC 43% nainueHToB MPUHUMAIH
I'KC, 37% momygamu BIIBIT u tonpko 6% mnarueHTOB ObLTa WHUIIMMPOBAHA TEparus
I'MBII. Huszkas 10514 NauueHTOB, MOTYYaBIIMX UMMYHOCYIIPECCUBHYIO TEPAIIUIO, MOXKET
ObITH 00yCIIOBIIEHA TEM (PAKTOM, UTO B MoJoBUHE cirydaeB nepbie CCC pa3BUBAIUCH 10
noctaHoBKkHU AuarHo3a AT, korna UMMyHOCYTIpeCCUBHAs Teparus elle He ObuIa Havara.

Mar Habmonanmu nosropasie OHMK y 6 (18%) Hammx namueHToB, KOTOPBIE yiKe

nepeneciu nepsoe CCC. B uccnenoannu Kong u coast. pernaus OHMK nabmronanu
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y 21,4% mnanueHToB, 4TO corjacyercs ¢ HammMu gaHHbiMA [178]. CyiectByror
3HAUUTEIbHBIE PACXOXKICHUS B JaHHbIX O yactoTe peuuauBoB OHMK mpu AT: B TO
BpeMsl KaK OJTHU UcClieioBanus coodmaroT o 9,4% [71], npyrue yka3pIBaroT Ha ropasio
Oosnee BbIcOKHe 3HaueHus — a0 54,1% [59]. BeposTHo, 3Ta pasHuiia B pe3yibrarax
CBsA3aHA C PA3IMYHON TIPOJOJDKUTEIHHOCTRIO TIEPHOJa HAONIOACHHUS B HaIIeM
UCCIIEIOBAaHUH IO CpaBHEHHUIO C apyrumu pabotamu. Kpome Toro, y OosbIIMHCTBa
Halmux mnaueHToB, nepeHecmux nopropHoe OHMK, nmepsoe CCC mnpoumsouwio 1o
YCTAaHOBJICHHSI JTMAarHO3a, YTO TPHUBEIO K 3aJepKKe Hadalla WMMYHOCYIPECCUBHOU
tepanuu. [lomumo AT, y opgHOro mamMeHTa Takke OBUIM  BBISBICHBI
aHTUGOChHONMUIUIHBIA  CUHAPOM U TpoMOodumus, uto ysenuuuBaer puck CCC
He3aBUCHUMO OT akTtuBHOCTH AT. Bce mamumeHThl cpasy wWim C 3a€pKKOM HadallH
npunumath ['KC nocne nepsoro CCC. Onnako Tosibko 50% mnanueHToB NpUHUMAIIA
BIIBII, a onun manuent nosryyan tepanuio [ UBI1. HekoTopeie manneHThI B 3TOM rpyIie
MOJTy9aJTd UMMYHOCYTIPECCUBHYIO TEPAITUIO HEPETYJISIPHO, YTO TAKKE MOXKET OOBICHATH
pa3BUTHE HEKOTOPBIX ciaydaeB penuauBoB CCC.

ITo nanHbIM Hamiero uccienoBanus B rpynme nanueHTos ¢ AT, nepenectnx CCC,
ObUIa 3aperucTpupoBaHa Oojibinas 10 cMmepTel. [lo manHeiM Mirouse A u coasr.,
Schmidt J u coasr., Garen T u coaBt, Jagtap S u coaBT. OCHOBHO IPUYHHON CMEPTHOCTH
B HCCIEJOBAHUAX BO BCEX KOTOPTAaX OKAa3aJMCh CEPACUHO-COCYIMCThIC 3a00JeBaHUS
[140, 118, 152, 78].

Pacnipoctpanennocts XbBII B o61ieit nomysuu gocturaer 9,1% (8,5-9,8%) [99].
YacTtoTa ee y MalMeHTOB ¢ WMMYHOBOCHAJIUTEIHLHBIMHU 3a00JIEBAHUSMHU JOCTOBEPHO
HEU3BECTHA, OJJHAKO MOKET OBITh CYIIIECTBEHHO BhIIIE. B 00cneq0BaHHOM HAMU KOTOPTE
MalMeHTOB OHa cocTaBwia 22% W HECKOJBKO TPEBBINIAJIa TAKOBYIO B POCCHUUCKOM
nonyssauu (oxono 8%) [91]. Ipu stom chamkenne CK® <60 mu/mun/1,73M? Kk KOHIY
HaOmoaeHus Obuto 3adukcupoBano y 10 (7%) mamueHTOB B HaIlleM HCClIe0BaHHH. B
OITyOJIMKOBAHHBIX JIOJITOCPOYHBIX HAOIFOAATEIbHBIX UCCIICIOBAHUAX Y TAlueHTOB ¢ AT
MPEUMYIIIECTBEHHO TPEJICTABICHbI TAHHBIE O YacToTe cToikoro cHmkeHus CK® <60
ma/mun/1,73m2, kotopas cocrasiser ot 6,0% mo 11,8% [136, 137]. Ilpexacrapnsercs

BaXHBIM TOT (akT, uto y 43% maiyeHToB B Halllei BEIOOpKE K KoHIly Habmonenuss CKD
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Haxonunach B auamazoHe oT 60 mo 89,9 mu/mmu/1,73 Mm% Yka3zaHHbIe 3HAYCHUS HE
MO3BOJISIOT AuMarHoctupoBaTh XbBII pu OTCYTCTBUM JIpYTUX MPOSIBJICHUH, HO TPEeOYIOT
TIIATEIPHOTO HAOJIONCHUSI BBUY PHUCKA TMPOTPECCHPOBAHUS TOUYCYHOU AUCHYHKITUN
NoJ1 JCHCTBUEM PACIPOCTPAHEHHBIX B 3TOM MOMYJISIUU (PAKTOPOB PUCKA, HECMOTPS Ha
MOJIOION Bo3pacT manueHToB. Kpome Toro, Bepudukanus guarnoza XbII
UCKJIIOYUTEIHHO HAa OCHOBaHUU CHIKEHUS CK® MoxkeT mpuBOAUTH K HECBOEBPEMEHHOM
JIMAarHOCTUKE COCTOSIHUM, TPEOYIOIIMX JOMOJHUTEIIBHOTO 00CIIeIOBAaHUS U JICYCHUS T10]T
HaOmoeHneM HedpoJiora, TaKMX Kak 3HAUYWMasl MPOTEUHYPUS WM aHATOMHUYECKUE
aHoMaJIuU. B oTiM4YMe OT CUCTEMHBIX BAaCKYJHUTOB C MPEUMYIIIECTBEHHBIM MOPAKECHUEM
MeJKUX cocy1oB, AT 0ObIYHO HE COMPOBOXKIAETCA pa3BUTHEM TIIOMEpyIoHeppUTa Uin
TyOyJIOMHTEepCTULIMANIBHOTO HedpuTa. OTHUM U3 OCHOBHBIX (hakTOopoB pucka XBII mpu
AT siBnsieTcs mopa’keHUe MOYEUHBIX apTeprid, KOTOPOE Pa3BUBAETCS 0 TaHHBIM Pa3HBIX
aBTOpOoB y 11,5-62% manueHToB, 4TO COTIACYETCs C OMyUYEHHBIMA HAMHU Pe3yJIbTaTaMH
(37%) [217]. B Hamem mpeapIIylIeM HCCIICIOBAaHWM YaCTOTa MOPAXKCHHS MOYCUHBIX
aptepuii y 128 narmentoB ¢ AT Obl1a HUXe U coctaBuia 17%, 4To, 1o Bcel BUIUMOCTH,
CBSI3aHO C OoJyiee MIUPOKUM MPHUMEHEHHEM METONOB Bm3yanmmsanuu [4]. Cnemyer
OTMETHUTb, YTO CYIIECTBEHHOE BJIIMSIHUE HA MOYEYHBIA UCXOJ] OKA3bIBAET HE TOJIBKO Cam
dakKT, HO U XapakTep MOPaKEHUS MOYCUHBIX apTepuii. Bo MHOTHX paboTax OTMEYCHBI
CYIIECTBEHHO XY/IIIIME TTOKa3aTeNnu (PyHKIMU MOYeK, KaK B AeOroTe 3a00eBaHus, TaK U K
KOHIly HaOJIOJIEHUs, CPEIM TAlUEHTOB C Oo0Jee BBIPAKEHHBIM CTEHO30M IMOYEUYHBIX
aprepuii (>75%) u ux aBycropoHHuUM mnopaxenuem [136, 137, 60]. B nameii padote
JIBYCTOPOHHUM CTEHO3 IMOYEUHBIX apTEepuil HE OBbLI acCOIMUPOBAH C 0OJiee HU3KUMU
nokazarensmu CK® k xoHiy HaOmtoneHusi. TpaauiinoHHbie PakTopbl pUCKa TakKe HE
OKa3aJMCh CBI3aHbI cO CHMKeHneM CKO.

Bricokas pacnpoctpanenHocts AT (67%) B oOciemoBaHHOW HaMKU BBIOOPKE HE
MIPOTUBOPEYHT JTAHHBIM MEXTYHAPOIHBIX HUCCIIEAOBAaHUH, B KOTOPBIX OHA JTOCTUTaNIa 35-
71% [136, 137, 60]. Xors mo JaHHBIM HAIErO HCCICAOBAHHS BBISBICHO, YTO Y
MAIMEHTOB C TATOJIOTUEH MOYEHHBIX apTepUil 3HAUMMO 4aille BeisiBisieTcs Al', pa3Butue
ATl pu AT Henb3s OOBSCHUTH TOJBKO MOPAKEHUEM IOYEUHBIX apTepui, 4acToTa

KOTOpOro ObuTa BABOE HUXKE. B MHOTOakTOpHOM Mosienn Al” yTpaTuia CTaTUCTHYECKY IO
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3HAYMMOCTh TMPU OJHOBPEMEHHOM BKJIIOYEHUU JPYrux (aKTOpoB, UTO CTABUT TOJ
cCOMHeHHEe He3aBUCUMOCTh ee BiusHus Ha CK® y naruenToB ¢ AT. B onmyOnukoBaHHBIX
KOTOPTHBIX  mcciieqoBanusx Al Takke He Oblla KIIOYEBBIM  (hAaKTOPOM,
aCCOILIMMPOBAHHBIM C TTIOUYEYHBIM HUCXO0M.

Y manmueHToB ¢ MOpaXEHHWEM MOYEYHOW apTepuH BO3pacT JedroTa 3a00sieBaHuUs
OKa3aJics 3HAYMMO HIKE, YeM Y TAaIueHTOB 0e3 marosoruu nodeunoit aprepun (20 (16;
31) mporuB 30 (25; 36) coorBerctBenHo, p=0,012), uyTo coriacyercs ¢ paHee
NPOBEICHHBIMU HccleoBanusamMu [217, 174]. Yactp NaUMEeHTOB C IMOpaKEHUEM
MOYEYHOM apTepUu OTHOCUTCS K IpyIie nmanueHToB ¢ HadaioM AT <18 net, y nmanueHToB
c nebtotoM AT B JeTCKOM BO3pacTe OTMEUYAaeTCsl BBICOKAs PacHpOCTPaHEHHOCTb
TOpaXKCHHsI OPIOIIHOM a0pThl M OTXOJIAIIMX OT Hee BHUCICPATbHBIX apTepuit [163, 177,
64, 68, 62].

Pe3ynpTarsl Haliero nucciaenoBaHus MOKa3ajil, YTO B PEIKHUX CIIydasX MOpaKeHHUE
noyek nmpu AT MoxeT ObITh OOYCIOBJICHO HE TOJBKO COCYAMCTOM MATOJOTHEH H
TPaJAMIIMOHHBIMU ~ (PaKTOpaMH pHCKA, HO U TJIOMEPYJApHbIMU (AA-aMUTIONIO3,
(hOKAJIbHO-CETMEHTApHBIM  TJIOMEPYJIOCKIIEPO3) WIM  TyOyJIOMHTEPCTUIMATLHBIMU
(TyOyJIOMHTEpCTUIIMATIBHBIA ~ HePpUT)  3a00JIEBAHUSMHU, JTUATHOCTUKA  KOTOPBIX
HEBO3MOXkHa 0€3 MOp(OJOrMYecKoro wucciaeqoBaHuss TKaHU m1ouku. [lomoOHbIE
CIVMHWYHBIE HAOJIOMCHUS ONMUCAaHbl KaK OTEUYCCTBCHHBIMU, TaK U 3apyOe:KHBIMHU
aTopamu [100, 222]. Takum obOpasom, ObicTpoe cHibkenue CK® w/wiam HapactaHue
MPOTEUHYPHUH HESACHOUN ATHONOTHH Yy ManneHToB ¢ AT TpeOyeT BhIOJHEHUS OWOTICHU
MOYKH, YTO COOTBETCTBYET OTEYECTBEHHBIM M MEKIYHAPOJHBIM peKOMeHmaIusam [27,
125].

Akar S u coaBT. BiepBbIe COOOIIMIIH, YTO MAPAMETPhI KAYECTBA KH3HU CHIIKCHBI
y marueHToB ¢ AT 1Mo CpaBHEHHIO C YCIOBHO 3I0pPOBOM KOHTPOJIbHOM rpymmoii [170].

B nameit Beioopke naruenToB ¢ AT 3HadeHus no 8 mkanam omnpocHuka SF-36
OKa3aJIUCh CXOKUMH C TAKOBBIMHU B TOIYJIIIIMOHHOM HccienoBanuu [16]. Dos Santos A
U COaBT. cooOmarT 0 0ojee BHICOKMX 3HAYEHHUAX MO 8 JoMeHaM, B TO BpeMs Kak B
uccnenoBannu  Abularrage C u  coaBT. TNPOJEMOHCTPUPOBAHBI  COTIOCTABHMEIC

pesyabTatel [171, 117]. DTu pasauuus, BEpOSATHO, OOYCIOBICHBI OCOOCHHOCTAMHU
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M3Y4YaeMbIX MOMYJSLUUNA, YTO CIENYyeT YUYUTHIBATh MPU WHTEPHPETALUH IMOTYYEHHBIX
JTAHHBIX.

Bricokasi akTMBHOCTH 3a00J€BaHMs HETaTUBHO BIMsJIAa HA TICHUXOJIOTHYECKOE
COCTOSIHUE TAIMEHTOB, YTO MOATBEPXKIAE€TCA 3HAYUMbBIM CHUKEHUEM IMOKa3aTese 1o
TpPEeM IIKaJdaM, OLIEHUBAIOIIUM ICUXOJOTUYECKUII KOMIIOHEHT, B TPYIIE MallUEHTOB C
BBIPXEHHOW aKTUBHOCTHIO 3a0oneBanus. Cpean mokaszareneil Gu3ndeckoro 370pOBbs
3HAUMMBbIE PA3IUYUs MEXAY TpPyNIaMu C BBICOKOM M HHU3KOM aKTUBHOCTHIO OBbLIN
BBISIBJICHBI TOJBKO JJIsi IIKANbl POJIEBOTO (PyHKIMOHUPOBAHUS, OOYCIOBIEHHOTO
¢dusmuecknum coctosiHueM. B wmccnenoBanmu Yilmaz N u coaBr. Obuia BBISBIICHA
KOPPEIAIUN MEX/Ty aKTHBHOCTBIO 3a00JieBaHus 1 mapametpamu SF-36 [114]. B pamkax
PKU, nocBsimieHHOro o1ieHKe 3P PEeKTUBHOCTH ToUnau3yMada y nauueHToB ¢ AT, Obuio
YCTAHOBJIEHO, YTO UCXOJAHbIE MOKAa3aTelu M0 pa3IMYHbIM JOMEHaM ornpocHuka SF-36
ObBUTM CHIDKEHBI 10 CPABHEHHIO C HOPMATHUBHBIMHU 3HAYEHHUSMH, COOTBETCTBYIOIIMMU
BO3pacTy U nojy nauueHtoB. Ha ¢one Tepanuu TounamzymMadboM oTMeqanoch ObICTpOe
yJIy4IlIEHUE CPEHETO UTOTOBOTO Oalljia 1o MCUXO0JIOTHYECKOMY KOMIIOHEHTY OIPOCHHUKA
SF-36 k 12-it nenene. K 24-it nenene cpeaHne UTOroBbie 0aibl Kak Mo (pU3NIecKoMy,
TaKk M O NMCUXUYECKOMY KOMIIOHEHTY MPOJEMOHCTPUPOBAIN KIMHUYECKH 3HAUMMOE
yIIy4IlIEHUE MO0 CPABHEHUIO C UCXOHBIM YPOBHEM (MHUHUMAJIbHAS KIMHUYECKU 3HAYUMast
pasuua >2,5), u naHHblii 3QPEKT coxpaHsicsas Ha MPOoTsHKeHUH 96 Helneab HaOII0IeHUS
[135].

[Tokazarenn mkanel EQ-5D-5L (mumexc EQ-5D-5L m EQ-VAS) okazammch
3HAYMMO COTIOCTABUMBI ¢ nomyJisiiioHHbIMU [105]. TIpr moypoBHEBO# OlIEHKE BBISIBICHO
U3MEHEHHE YacTOT B Ka)XJOM JOMEHE C TEHJACHLHMEH K CHUKEHHIO IoKa3aTeled y
naieHToB ¢ AT B cpaBHEHWHU ¢ MOMYJISAIMOHHBIM HCCenoBaHUuEM. boree moJoBUHBI
nareHToB (79%) WCHbITHIBAIM HEOOJBIIYIO WIH YMEPEHHYI0 O0JIb M AMCKOMQOPT.
Taxxe ©Oonee TMONOBHHBI TMAIIMEHTOB OTMEUAIM HEOOJNBIIYI0 WIW yMEpPEHHYIO
TPEBOTY/IETIPECCUIO, CTAJIKUBAINCH C HEOONBITUMU WM YMEPEHHBIMHU TPYAHOCTSIMHU B
IIPOIIECCE BBIMIOJHEHHUS MPUBLIYHON MOBCCIHEBHOMN NEATEILHOCTH M IIpH X0a60e (68%,
61% u 57% coorBeTcTBEHHO). CaMbIM PACTIPOCTPAHEHHBIM OMUCATEIBHBIM MPOpUIEM

310poBbs y manueHToB ¢ AT 6611 “21222” (9%), ipoduiis «11111» Obu1 BeIsiBIIEH y 5%
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NAIMEHTOB, B TO BPEMS KaK B MOIMYJISILIMIOHHOM MCCIEA0OBAaHUM OH BCTpevascsi Haubosee
gacTo (27%). Mexay naiueHTaMu ¢ BRICOKON U HU3KOH aKTHBHOCTBIO 3a00JICBaHUS HE
ObUTIO BBISIBICHO pazNuuuii HU B oAHOM KoMmioHeHTe u B EQ-VAS. Tompko B Tpex
HCCIICIOBAaHUSIX Ccoo0IaeTcs o0 HCMojab30BaHuU ornpocHuka EQ-5D s onenku
KadecTBa xu3HU y nanueHToB ¢ AT. Quartuccio L cooOurim o 3HaYMMOM yITy4IIIeHUH
nokazareneir EQ-5D mocne tepanuu mHpaukcumaboM y gecsaTtr manueHToB. OgHAKO
nanaple EQ-5D Oblim paccumtaHbl Ha OCHOBE ToKazaTened SF-36, a He MoJydYeHBI
HenocpencTBeHHo [134]. B nccnenosanuu Chen Z u coaBt. u Chen B u coaBTt. ObLIO
3a(UKCUPOBAHO YIIyUIICHHE IMOKa3aTesle KauecTBa *U3HMU y nanueHtoB ¢ AT mocre
npoBeieHus peBackysapusamnuu [89, 187].

Hellmann D u coaBT. m3yumnn HamOojee Ba)KHBIC ACIEKThl KavyecTBa MKU3HU
HauOosee mia nanueHToB ¢ 'KA, v BBIACHWIM, YTO MAIlMEHTHl CYUTAIOT HApYIICHUE
3peHusi HauboJiee CYIIECTBEHHBIM (haKTOpOM, BIHSIOIMIMM Ha WX cocrosHue [81].
AHaJIOTUYHO, B OTJIMYKE OT IPYTUX BacKyauTOB, AT XapakTepu3yeTcs crenupuaecKuMu
OCOOEHHOCTSIMH, CBSI3AHHBIMU C TTPEUMYIIECTBEHHBIM MOPAKEHUEM KPYITHBIX COCY/IOB.
Jlanabie OCOOCHHOCTH, HE OXBAaThIBAEMbIC B JIOCTATOYHOM Mepe CTaHIapTHBIMU
WHCTPYMEHTAMH OIICHKM KauecTBa >KM3HU, TaKUMH Kak ompocHUK SF-36, AuKTyioT
HEOOXOJMMOCTh TMPUMEHEHHsI JOTOJHUTEIBHBIX METOJIOB HCCISAOBAHUS, TaKUX Kak
(bOKyC-TpyNMnoBbIE MCCIEIOBaHUS, A MOJy4YeHHs Ooyiee MOJHOTO MPEACTaBICHUS O
BIIUSIHUY 3200J1€BaHUs HA KA4€CTBO KU3HU TMAIUCHTOB.

Harre uccnenoBanue qeMoHCcTpUpyeT BbICOKYI0 3 dexktuBHOCTE UPHO-0, ullJI-6
¥ UHTUOUTOPOB AHyc-knHa3 y manueHToB ¢ AT, pedpakTepHbIX K CTaHIAPTHON TepaIiu.
YacToTa JOCTIKEHUS pPEMUCCHUM COCTaBisia /8% W mpu 3TOM OKa3alach HECKOJIBKO
BBIIIIC B TPYMIIE MAIMEHTOB, oydaBIux HJI-6 mo cpaBHEHHUIO ¢ TPYNION MAIIMEHTOB,
npunumasineii *"GPHO-a (=36 (90%) nporus N=21 (64%) cootBercTBenHo, P=0,010).
[Tpu sTom ulJI-6 okazanuck 3(h(PEeKTUBHBI IPU IPUMEHEHUHN KaK B BHJI€ MIEPBON JIMHUU
tepanuu [ MIBII, Tak u nocie npeqmectyromero HazHayeHus apyroro I'MBIIL. B To xe
BpeMsi UOHO-0, HazHaueHHble B kKauecTBe BToporo ['MBII npu cMeHe cxeMbl Tepanuu,
ObLTH MeHee 3G (HEKTUBHBI B CHUKCHUU aKkTUBHOCTH AT M TToKa3aJii MEHBIIIUHA CTEPOH/I-

coeperatomuii 3¢gdexr. Hamm naHHble HE COOTBETCTBYIOT paHee MPOBEICHHBIM
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uccienoanusiM. HecMotpst Ha 1o, yto ACR pekoMeHIy10T IpUMEHEHHE TIPEkK/IE BCEro
u®HO-a, a ve ulJI-6, B mocienHee BpeMs MOSBISETCS Bce OOJbIe JTaHHBIX O
conoctaBumoii s¢pexkrusHocTd HNJI-6 1 UOHO-a. B MmeTaananusze 6 KOHTPOIHPYEMBIX
UCCJIEIOBAaHUM OBLIO MOKa3aHo, YTO Mpenaparsl JByX I'pymnn o0jajand COMOCTaBUMOMN
spdektuBHOCTRI0O Y mamueHToB ¢ AT [36, 210]. B wgacTHOoCcTH, B KpYyIHOM
MHOTOIICHTPOBOM HcciieoBannu ¢ ydactueM 209 mamumentoB ¢ AT (n=291)
abdextuBHOCTh Tepanmuu UPHO-o0 v TomMIM3ymMaboOM CTaTUCTUYECKH 3HAYMMO HE
paznuuanack [83]. CxomHble pe3yibTaThl OBUIM TIOJYYEHBI €€ B HECKOJBKUX
uccienoBanusax [54, 86]. Ha maHHBI MOMEHT OTCYTCTBYIOT KPYIHBIC HCCIICOBaHUS,
KOTOpbIe Obl OATBEpKAAIK Oosiee BHICOKYIO 3 dextuBHOCT, MNJI-6 110 cpaBHEHUIO C
n®HO-0. HeobxoarMO yYuThIBaTh OIpaHUYEHUS, CBSI3AHHBIE C HEOOJIBIIMM 00BEMOM
BBIOOPKH U OTHOCUTEIFHO KOPOTKON MPOIOJKUTEILHOCTHIO IEPHO/Ia HAOMIOACHHUS, PU
WHTEPIPETALNN PE3YJITATOB HAIIETO HCCIIECA0BaHUS. J[7151 MOATBEP K ICHUS TTOTYYEHHBIX
JIAHHBIX ¥ TIOJIy4eHus 0osiee HaJeKHBIX BBIBOJIOB TpeOyeTcs npoBenenue PKU.

OpHa nanyeHTKa U3 Halllel BBIOOPKH MIPUHUMAaa pUTyKcuMal B KaueCTBE Teparuu
pebpaktepaoro AT B Teuenme 15 wmecsneB. B pesynprate pemuccuss He Obuia
JOCTUTHYTa, 4YTO TOTpeOOBajio U3MEHEHHs cxeMbl Tepanuu. HS ©He Obuin
3aperucTpupoBanbl. DPGHEKTUBHOCTh PUTYKCUMA0a OTHOCUTENIBbHO MmarnueHToB ¢ AT Ha
JaHHBIA MOMEHT HE JI0Ka3aHa. bpIIo MpoBEEHO MHOTOIEHTPOBOE HCCIEIOBaHHE, B
KoTopoe Obuto BKItOoueHO 11 manueHntoB ¢ pedpakrepHbiM AT, mpoaoHKUTEIBHOCTD
npuema putykcumaba coctaBmia 11 (2;40) mecsues. [lonHbI oTBET crycTs 6 MecsIeB
OBLT 3apETUCTPUPOBAH TOJILKO Y OJJHOM ManueHTKu [82].

JIBe mamueHTKu W3 Hamed BHIOOPKM TPUHUMAIM Mpenaparbl U3 TPYIIIBI
uHruouTopoB Snyc-kunHa3 B Teuenue 39 (35; 43) Hemenb, 00e MAlMECHTKU JAOCTHUIIIN
pemuccuu 3a00€BaHuUs, TIPH 3TOM CTepou-coeperaronuii 3hHEKT perucTpupoBaICs
TOJIBKO B OJHOM ciiydae. Ha JaHHBI MOMEHT KOJIMYECTBO UCCIIENOBAHUN, TIOCBAIIIEHHBIX
UCITOJIb30BAaHUI0O WHTHOMTOPOB SHyc-kMHA3 y manueHToB C pedpakrepabim AT,
OTrpaHU4eHO. bbUIM TIpOBENEHBI HCCleNoBaHUS MJisi CpaBHEHHUS 3(PGEKTUBHOCTH U
oe3onacHocTH ToauuTHHUOA C JNeQuIyHOMUAOM M MeToTpekcatoM. [lo pesynpTaTam

uccienoBaHui TOGauuTUHUO oOecneunsi HaCTYIJIeHHe peMHucCcUud y mauueHToB ¢ AT,
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HaOmoancs  OnaronpusaTHeId npoduns Oe3zomacHoctu [223, 85]. HeoOxomumel
JIOTIOJIHUTENbHBIE UCCIIEIOBAHUS ISl OLIEHKU PUMEHEHUS] MHTUOUTOPOB SIHyC-KUHA3 y
naimeHToB ¢ AT. Ilpomomxaercas PKUW wuccnemoBanme dazer |l qns usyuenus
s¢dexkTrBHOCTH yraganuTuanOa y nanueHTos ¢ AT (NCT04161898).

OnyOnuKoBaH psijl OTEUECTBEHHBIX paboT, Kacaroumxcs 3pHEeKTUBHOCTH TEPaHH
['UBII y manuenToB ¢ pedpakrepasiM AT, B 4aCTHOCTH OMUCAHBI CIIydad YCHEIIHOTO
npuMmenenus uMJI-6 tonmnnsymaba. B ogHOM HaOnrofeHUH Tepanusl TOUUIN3ymMadbom
nomoria aoctuyb nmonHoi otMeHbl I'KC u MmertoTpekcara U COXpaHHUTh JIUTEIbHYIO
KJIMHHUKO-JIA00PaTOpHYIO peMuccuto 3aboneBanus (89 Henenb). B ABYX Apyrux ciydasx
orieHka 3(G()EKTUBHOCTH Tpenapara OblIa 3aTpyaHEeHa, oOmumii dPpdextT Tepanuu ObLI
NPU3HAH MOJIOKUTEIHHBIM, HO HEJIOCTATOUHBIM [5, 25]. JlaHHBIE HalIero uccie 0BaHusI
HE MpOTHUBOpeYaT MOJYYEHHBIM paHee pe3yibTaTaMm. Tepamus ToUMIM3ymMaOoM B
KauecTBe nepBoro npenapara u3 rpymnmsl ['UBII y 15 nanuenToB no3Bosnmia 100UThCS
KJIIMHUKO-1abopaTopHoil pemuccuu. [lpum mnepeximoueHnH Ha TOIMIM3yMad Tocie
HeycneurHoro jJedeHus “GHO-o Bo Bcex ciayyasix Takke yJajlloch JOCTHYb OTBETa Ha
Tepanuio. B IpyromMm oTeuecTBEHHOM HCCIEIOBAHUU MPEICTABICH OMBIT MPUMEHEHUS
neproauzymMaba mirona y 6 mammeHtok ¢ AT, 3 U3 KOTOpBIX paHee MOJydaliu
uH(pIuKcuMad ¢ HeAOCTaTOYHbIM 3(dexkToM. B pesynbrare Tepanuu Bce MallMEHTKU
JOCTUTIIH TOJIHOW pemuccun [28]. B HacTosmem ucciaenoBaHuU HEPTOIU3yMad MAToJ
OBLT UCTIOTB30BaH B 21 ciiyuasx, OTBET Ha JieueHue ObLT TOCTUTHYT B 14 u3 Hux. OqHako
Mbl 3apErHCTPUPOBAIA OOJIBIIYI0 YAaCTOTY PELMAMBOB 3a00JIEBaHMS TOCIE NEpHoIa
pemuccun. MenuaHa TpoOMEXyTKa 10 BO3HUKHOBEHHUS pelUanBa 3a00JeBaHUS
coctaBmia 30 [19; 108]. Hexens ¢ Havasa BBECHHSI ITpemapara.

B ony6nrkoBaHHBIX paboTax ObUIN BbIJIEIEHBI HE3aBUCUMBbIE (DAKTOPHI, CBA3aHHBIE
C JOCTHXXEHHEM IIOJIHOTO OTBeTa Ha JeueHue. B oIHOM wuccienoBaHUM MpH
UCTIONIb30BaHUU OAHO(MAKTOPHON JIOTUCTHYECKOW pErpeccMd BO3pAaCT Ha MOMEHT
nazHauenus [ IBII >30 ner, kypenue, orcpouennoe Havano tepanuu [ UBI1, cumntomsrl,
CBs3aHHBIE C HIeMHel, 3HaueHue cuera nno mkaie NIH >3, yposens CPb Ha MoMeHT
Hayana 3aboneBanus >20 Mr/n, HavanbHas 71032 MPEAHU300HA >20 MI B CyTKU ObUIN

CTAaTUCTHUYCCKHU 3HAYMMO CBA3dHBI C IIOJIHBIM OTBCTOM Y MANHUCHTOB, IIOJIYHaBIIUX
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u®HO-0 1 Tounnuzymad. B MHOrodakTopHoit MoJIeu 3HauMMasi acCOUaIus C MOJHBIM
OTBETOM ObLJIa TOATBEPKACHA JJIsI BO3pacTa Ha MOMEHT Hauaja 3adoneBanus (OLL 2,09;
95% JIN 1,09-3,99), B To BpeMs KaKk CUMIITOMBI, CBsi3aHHbIe ¢ uiremueii (OILI 0,26; 95%
J: 0,10-0,65), u uCXOAHBI YpPOBEHb MPEAHHM30J0HA >20 MI' B CYTKH OKa3alluCh
OTPHIIATEIILHO CBSI3aHBI C JJOCTH)KCHUEM ToJIHOTo oTBeTa [83]. B npyrom ucciienoBanuu
c JyuyminM otBetoM Ha Tepanuto MBIl Obumn cBsizanbl Oonee HU3kui ypoBenb CPb B
Hayaje JIeYeHUWs M  MEHee MHTCHCHBHOE  HCIIOJIb30BAaHUE  CHHTETHYECKHUX
UMMYHOCYTIPECCUBHBIX MpernaparoB nepen HadanoMm teparuu MBI [86]. Omnako B
MPOAHATM3UPOBAHHON HaMU KOTOPTE MAIlMeHTOB (haKTOPOB, CTATUCTHUYECKU 3HAUMMO
aCCOLMUPOBAHHBIX ¢ peMmuccuel, y maiueHtoB ¢ AT, nonydaromux ['IBII, yctaHOBUTH
HE yAaJIOCh.

Bricokas yactota o6octpenuii mocie ormensl I IBI1 onmpaBasiBaeT ux AuTeabHOE
npumeHenue. B padore Molloy E u coaBt. y Bcex 3 manmeHTOB, MPEKPATUBIINX JICUCHUE
dTaHEpIeNnToM, U 'y 8 u3 9 manueHToB mocjiae OTMEeHbl HHGIUKCHMada pa3BUIICS PEITUINB
3a0oneBanus. JIBoe u3 3Tux 9 nmanyMeHToB BO30OHOBUIIM MTpUeM MH(DIMKCMMaba U CHOBA
nocturim pemuccun [48]. B apyrom uccienopannu 2 u3 20 ManueHTOB, MOTYYaBIIAX
u®HO-0, npekpatuinu TpHEM TMpernapara Iocle TMepuojga peMuccuu. Y oboux
Ha00/1a710Ch 000oCcTpeHue 3adoseBanus, pa3Bubieecs uepe3 5 u 11 mecsues. Ilocne
B0300HOBJICHHS Teparmuu HOHO-o manueHTaM BHOBb YAJI0Ch JOCTHYb pemuccun [228].
B wnamem wucciienoBaHuM y OJHOM mareHTKd, noiydasiien uOGHO-o, npenapat Obu1
OTMEHEH B CBSI3U C JJOCTHIKEHHUEM PEeMHUCCHH 3a0osieBanmsi. OTHAKO TOCIIE TPEKPAICHHS
Tepalui BO3HHK PElUJIUB 3a00JeBaHMs, MalMeHTKa Bo300OHOBUa jeueHue ['UBII, B
pe3ylbTaTe 4ero BHOBb JOCTHIJIA CTOWKOW pemuccuu. Prieto-Pefia D wu coasr.
MPOAHANIM3UPOBAIN TeueHue 3aboneBaHusi y 54 mauueHtoB ¢ pedpaxtepHbiM AT,
noay4aBiux Tormuzymad [219]. Hu y omHoro m3 6 manmeHTOB, MPEKPaTHBIINX
TEpalUl0 M3-3a CTOMKOM PEMHUCCUH, HE BO3HHUKIO pPEUUIUBA TIOCIE€ OTMEHBI
Tonuan3ymadba. Menuana npoao/KUTEIbHOCTA TPUMEHEHUS TOLMIIN3yMada cocTaBuia
57,0 (52,0; 76,5) mecsiiieB, peMucCHs COXpaHsIACh 0 KOHIIA IIEPHOA HUCCIIEIOBAHMS,

MeJMaHa JITMTeIbHOCTH PEMHUCCUH 70 KoHIa Habmonenus — 37,5 (24,0; 63,5) mecsies.
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OTH pa3auyusi MOTYT OBbITh CBSI3aHBI C MEHBIIIEH MPOAOJLDKUTENBHOCTHIO Teparuu [ MBI
y TAlMEHTOB HAIlleil KOTOPTHI.

B pasHbIX wuccnenoBaHMSAX YacTOTa peuuauBoB BO Bpemsa JiedeHus [TDBII
BapbupoBaia ot 9 no 37% [63, 218, 193]. Hamu pe3ynbraThl COIOCTABUMEBI C JAaHHBIMU
JUTEPATyphl, IS BCEW BHIOOPKHM dYacToTa oOocTpeHmii coctaBuia 21%. Yactora
000CTpEHMIA TTOCIIE TOCTHKEHHUS PEMHICCHH ObLJIa HECKOJIBKO BEITIIE TTpH JedeHnr nPHO-
o, 4eM Tpu ucnonbzoBanuu MNJI-6, XoTa paznuuuss MexIy rpynmnamMu He JTOCTHTalu
craructudeckort 3HauuMoctu (7 (33%) u 5 (14%) coorBercrBenno; pP=0,183). YUacrora
BO3HMKHOBeHUss HS y mnHammx mnaumentoB cocraBuiia 24%, B 12% ciyvaeB
noTpeOOBaNIOCh MPEPHIBAHUE TEPANIUU B CBSA3U C MX PAa3BUTHEM. AHAJOTUYHAsI 4acTOTa
pa3sutus HS Obuta 3apeructpupoBaHa B 0030pe JIUTEPATYPHI, I 00001Iat0TCs JaHHbBIE
no 84 narmentam ¢ AT, nonydasimum u®@HO-a. B a1oit rpymnme HS B ocHoBHOM ObLIH
MpeACTaBICHbl MHOEKIUSIMU UM PEaKIUsIMH TUIEPUYBCTBUTEILHOCTH B OTBET Ha
BBezicHHe npernapara [46]. OcHoBHbIMU HSI, 110 JaHHBIM HAIIETO MCCIICIOBAHUS, TAKKE
Ob  MHGEKIMU (peuuauBHUpYIONIas TrepreTudeckas WHQGEKIUs, THEBMOHUN),
aIJIEpTUYeCcKie peaklnd Ha Mpenaparbl, Hecrneuuduueckue peaknuu (oOrmiee
HEJIOMOTaHHE, TOJIOBHAs 00jb, CcyO(heOpunIuTeT, roJ0BOKpYykeHue). Ilo gaHHBIM
JuTepaTypbl 4YacToTa BO3HUKHOBeHUss HS Obuta cxomHa B rpymnmnax MaiMeHTOB,
nony4yaBmmx uMJI-6 u u®HO-o [54, 83]. B nHamem wuccnenoBanuu npoduib
0€30MacHOCTH Tak)Ke ObUT COIMIOCTABUM B TpyMMax MarueHToB, NpuHuMaBmux ulJI-6 u
n®HO-a. CrenyeT yuuThIBaTh, 4TO OLIEHKA IPOIPECCUPYIOLIETO MOPAKEHUS apTEPUM B
PETPOCHEKTUBHOM HCCIEOBAHUM MPEACTABISAET CI0XKHOCTH, TaK KaK HCCIIECTOBAHMS
MPOBOJATCA PAa3HBIMU CHEIHAIUCTAMH W HA pa3sHoOM oOopynoBanuu (WM C
HCIIOJB30BaHUEM pa3HbIX MeTonoB). HeoOxomumbl PKW s moaTBepikiaeHus

s dextuBHOCTH U O6e30macHocTH UDHO-0, nJI-6 1 mHTHONTOPOB AHYC-KMHA3.
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3AK/IIOYEHUE

Knuanueckast kaptuHa AT B 7e610Te MOKET OBITh pa3HOOOPA3HOM, BKITFOUAIOIIICH
Kak oOupe Hecneuu(puueckue TMpPU3HAKK, TaK U CHUMITOMBI, OOYCIIOBJIECHHBIE
NOpaKEHUEM KOHKpETHbIX aprepuid. [Ipu mabopaTOpHOM HCCIIEIOBaHWU BBISBISETCS
NOoBBIIIEHHE MapKkepoB ocTpodazosoro Bocnanenust (CPb u COD). Ouenka naueHToB C
AT, neOrooTHpOBaBIIMM B JETCKOM BO3pacTe, MOKa3aja, 4TO JUIsl 3TOH TIpYMIbI
XapaKTepHbI O0JIee YacToe pa3BUTHE JIMXOPAJKH B Havase 3a0oeBaHus U mpeoliaianme
V anruorpaguyeckoro tuna AT.

YV nanuentoB ¢ AT uacto paszBuBarorcas CCC UM OHM ABISIOTCA OCHOBHOM
OpUYUHONM cMepTHOCTU. OJIHAKO OLICHMBAaeMble HaMU (PAKTOPbl PHUCKA HE OKa3alUCh
accouuupoBansbl ¢ pazButueM CCC. [lopaxeHue nmouyeyHbIx apTepuil He ObLIO CBSI3aHO
cO CHMXeHueM (QyHKUuU nouek y nauueHtoB ¢ AT. Haubosee 3HauuMbIM pakTopoM B
TOM OTHOILIEHUH OKAa3aJICsl BO3PACT.

KauecTBO xu3HM nmanueHToB ¢ AT MO OCHOBHBIM ITapaMeTpaM COIOCTaBHUMO C
MOMYJISIIIHOHHBIMU TIOKA3aTeJISIMU TIPY UCTIOJIb30BAHUN CTAaHIAPTHBIX OMPOCHUKOB SF-36
u EQ-5D-5L.

beita mponemoHcTpupoBaHa Bbicokas 3ddexkruBHocTh ['MBIl y manueHToB €
pedpaktepusiM AT. Ilpu stom Tepamus ullJI-6 B gocTHKEHHHM PEMUCCHH OKa3allaCh

s dextuBHee 1o cpapHeHuto ¢ UGHO-o mpu ogrHAKOBOM TIpoduiie 6€30MaCHOCTH.



104
BbIBO/IbI

1. Benymumu npossieHusiMu y mnanueHToB ¢ AT B ne0rote 3a0osieBaHUsA
OKa3aJIMCh CIEeNU(PUUECKUE CUMIITOMBI 3a00JIEBAHMS: CHUKEHHUE MyJIbca HAa COHHOM
aprepun Wik kapotuauau (75%), CHIKEHHE IyJibca Ha TOIMBIIICYHOM, TUICYCBON HITH
ay4eBoit aptepusx (57%), pasuuia AJ] Mex Ty BepXHUMH KOHEUYHOCTSIMH >2(0) MM PT.CT.
(50%), — nabopaTopHO COMPOBOKIAABIIKMECS IOBBIIICHHEM MapKEepOB OCTPO(a30BOro
BocnasieHus: (CPb, COD). Cpemm HecnenmupUYECKUX CHMIITOMOB Yalle BCETO
HaOronanack muxopaaka (53%). Y manueHToB ¢ HavasjoM 3a0osieBanus 10 18 net cpeau
KJIIMHAYECKUX TPOSBICHUN OTMEYaoch 0oJiee 4acToe pa3BUTHUE JTUXOPAIKU B JeOrOTE
3a00JIeBaHMs, YeM Y MAIUEHTOB ¢ JIe0I0TOM BO B3pociioM Bo3pacte (17 (74%) npotus 64
(49%), p=0,040), u yame BosBisIcS V anruorpaduueckuii Tun AT (20 (87%) npotus
81 (62%), p=0,030), xapakTepu3yIOIIHMIACI MOPAXKCHUEM BCEX OTICIOB AOPTHI U €€
BETBE.

2. Y 26 (17%) naumentoB ¢ AT HabGmomanoch 33 cepaeuHO-COCYAUCTHIX
coOpiTusA, B ToM uucie 30 mHCynbToB, 3 MM, KoTOpBle pa3BHBaIMCh Oojee 4eM y
MOJIOBUHBI TAIMEHTOB /10 NocTaHOBKM AT W B TeueHue roja mociie YCTaHOBJIEHUS
nuarHo3a (=17, 52%) u yaie BcTpedanuch y My)4uH. TpaauiinoHHbIe (GaKTOphI prcKa
u npuem ' MBI He OblIM acCCOLIMMPOBAHBI C PA3BUTHEM CEPICUHO-COCYAUCTBIX COOBITUM.
Cpenn mamuentoB ¢ AT, mepenecmux uwHCynbT uiu WM, naGmromanock Ooiblie
JeTalbHBIX HCXOJOB W ONEPATUBHBIX BMEIIATEIBCTB C IENBI0 PEBACKYISIPU3AIUU
nepudepruuecKux apTepHil.

3. B o0cnenoBanHON HaMu KOTOpPTE MAIIMEHTOB pacrpocTpaHeHHOCTh XbII
coctaBuiia 22%. CHwxkenue (ynkuun mnouek (CKD <60 mn/mun/1,73 m2) Obuio
BoisiBiieHo 'y 10 (7%) mamumentoB, mporeunypus — y 2 (1%) mnamuentoB. [lpu
UCTIONb30BaHUU  OAHO(MAKTOPHOW  JIOTUCTUYECKOW  perpeccuu  (paxTopamu,
acconmupoBanHbiME ¢ BenmunHOM CK® k koHITy HaOMo1eHus1, OBLIIM BO3PACT B HaYase
3aboneBanusi, UMT, runepxonectepunemusi, Al'. B MHOTOhakTOpHOI MOACIN 3HAYNMAs
acconamusi Oblla TOATBEp)KIEHA TOJIBKO [JIsl BO3pacTa. YKa3aHHbIE (PaKTOPHI

oObsicasin 20% Bapuanmu 3HaueHus CKO®. Ilopaxkenune moyedHbIX apTepuii, B TOM
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YuClie BYCTOPOHHEE, HE 0KA3aJI0Ch 3HAUUMbIM (DaKTOPOM. Y MAIMEHTOB C MOPAXKEHUEM
MOYEYHOM apTepHuu 3HAUUMO Yallle perucTpupoBaiach Al' OTHOCUTENTHHO MAIIMEHTOB 0€3
naToJjioruu nmodeunsix aprepuit (N=40 (82%) mporus =51 (60%), p=0,012) u ObLT HUXKE
BO3pacT Ha MOMEHT jaeOrora 3aboneBanus (20 (16; 31) mer mporus 30 (25; 36) ner,
p=0,012).

4. [Tpu ouienke kauecTBa *ku3HU manueHToB ¢ AT no mkane SF-36 mokazarenu
OKa3aJIMCh CXOXKMMH C TaKOBBIMU B MOMYJISIIUOHHOM HccienoBanuu. [lo pesynpTaTtam
aHajgu3a KadecTBa JKU3HH C HCIOJb30BaHHEeM IKaimbl EQ-5D-5L ObLI0 BEISIBICHO
YMEPEHHOE  CHIDKEHHE  BCEX  IapaMeTpPOB  OTHOCUTEIBHO  MOIMYJISIIITUOHHOTO
UCClieIoBaHus, 0JHako 0000meHHbie mokazatenn (EQ-VAS u unnekc EQ-5D-5L) ne
obLu camkensl (70 (50; 79) u 0,821 (0,730; 0,906) cOOTBETCTBEHHO).

S. Hame uccnenoBanue neMoOHCTpUpyeT BbicOkyro dddextuBHocts ['UBIT y
nanueHToB ¢ AT, pedpakTtepHbIX K cTaHmapTHOW Tepanuu. YacTtoTa TOCTUKEHUS
pemuiccun coctaBuia /8% M oOkazanach 3HAQUMMO BBHINIE B TPYyNNe MAIMEHTOB,
noay4aBiux uMJI-6 mo cpaBHEHUIO C rPyMIoi marueHToB, npuauMasiieir UOGHO-a (36
(90%) mporuB 21 (64%) coorBerctBenHo, P=0,010). Yacrora obocTpeHHMi IOCIE
JOCTIKEHUSI peMuccuu Obiia Bbite npu JieueHnn ndHO-o, yeM npu ucronb30BaHUU
ulJI-6, XOTs pa3nuyust MeXKAy TPYIIIaMy HE JOCTUTAI CTATUCTUYECKOM 3HaYMMOocTH (7
(33%) u 5 (14%) coorBerctBenno, P=0,183). MUDPHO-a u wulJI-6 oka3biBaIu
COMOCTaBUMOE cTepouja-coeperaroniee nericteue: meauana no3 ['KC B mepecuere Ha
npenHu3ooH cHusmiack ¢ 11 go 5 mr B cytku (p=0,003) u ¢ 18 no 8 mr B cyTku (p
<0,001) coorBerctBenHO. OcHOBHBIMH HJl 1m0 JaHHBIM HAIETO0 HMCCIACAOBAHUSA OBLIM
MHDEKIUY, aJUIEPrUYeCKUe peakIMy Ha MperapaThl U TPAaH3UTOPHBIE WHIUBUTYAJIbHBIC
peakiuu (yyamieHue myJibca, cyodeOpuiInTeT, roJIoBHbBIe 00iu, Muairuu). [Ipoduin
0e30macHOCTH OBUT COMOCTABUMBIA B TpyNIax MalUeHTOB, nmpuHuMaBimx ulJI-6 u

nd®HO-o.
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NPAKTUYECKHUE PEKOMEHJALIMN

1. C uenpro ynyuiieHus nporHoza M cHuwkeHus pucka CCC HeoOXoaumo
IIPOBOJUTH JUArHOCTUKY I UCKIFOYEHUS Niu oATBepKAeHU AT y MOJIOIBIX )KEHIINH
IIPU MOSBJICHUHU OJTHOTO WJIM HECKOJBKUX IMPU3HAKOB, XapakTepHbIX 111 AT (CHU»KeHue
IIyJbCa HA COHHOM, IMOAMBIIIEYHOM, NJICYEBOM WM JyYE€BOUW apTEPHUAX, KapOTHUIWHHH,
pasHuna A/l Mexay BEpXHUMH KOHEYHOCTAMHM >20 MM PT.CT., JINXOpPAJKa, TOJOBHBIC
0o1m), ¢ 1abopaTOpHBIMU TIpU3HAKaMu ocTpodazoBoro Bocnanenus (nosbienue CPb,
yckopenue COD).

2. YuurtpiBas Bo3MokHoe pa3Butue CCC B KauecTBE NEPBOrO MPOSIBICHUS
3a00J1eBaHuUs, PEKOMEHYETCS MPOBOAUTH AU (PEpEHINaTbHYI0 TUarHOCTUKY C LEJbIO
uckiroueHus AT y MostoasIx naiueHToB ¢ Brepsole BoisABICHHBIMU CCC.

3. B paMkax MOHMTOpPUHTA COCTOSIHUS MAI[ICHTOB C YCTAHOBJICHHBIM JAHATHO30M
AT uenecooOpa3HO TpoOBEJAEHHWE AUHAMUYECKOTO OOCIEAOBaHUS C MPUMEHEHUEM
PYTUHHBIX METOJOB OLEHKM (QYHKIUM TMOYeK (OOIMH aHamu3 MOYH, allbOyMHH-
KPEaTUHUHOBOE COOTHOILIEHUE B PAa30BOM MOPLMH MOYH, ONpPENESICHUE KpEeaTUHUHA B
CBIBOPOTKE KPOBH) C LI€TIbI0 CBOEBPEMEHHOTO BBISIBIICHUS IPU3HAKOB MTOPAXKEHUSI ITOYEK.
Takke peKOMEHIyeTCsl NEPUOANYECKOE BBIIIOJIHEHUE HCCIIENOBAaHUM, HAIIPaBICHHBIX Ha
BU3YaJIM3AIMIO COCYIOB TIOYEK.

4. Cpenu I'MBII »ddextuBabiMu npemnapatamu siBisitorcs HOHO-o nu ulJI-6.
Tepanus ulJI-6 MoxxkeT ObITh MPENNOUTUTENBHA B CBSI3U C 0OJiee BBHICOKOW YacTOTOMN
JNOCTHXKEeHHUsI pemuccuu 1o cpaBHeHnio ¢ MPHO-a mpu comoctaBumMoMm mpoduiie

0€30I1aCHOCTH.
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CIIUCOK COKPAIIIEHUH 1 YCJIOBHBIX OBO3HAYEHUI

apTepuaibHasi TUIIEPTOHUS
apTepuaIbHOE JIaBJICHUE

aHTHUTENA K IIUTOIIa3Me HEUTPOPHIIOB
aHTMOTEH3UHIPEBpAIIAIOMUN (hepMEHT
aopTajbHasi perypruranus

aprepuut Takascy

aHTUAHJOTEINANIbHbIE aHTUTENA

0a3uCHbBIE IPOTUBOBOCIAIUTEIbHBIE ITPENAPAThI
OpaxuoredanbHble apTEPUU

OpaxuoriedanbHbIi CTBOJ

BEPXHSAA OpblKeeuHast apTepust
BOCHIAJINTENBHBIE 3a00ICBaHMS KUIIICYHIKA
TMTaHTOKJIETOUHBIN apTepUunT
TJIFOKOKOPTUKOCTEPOHIBI

IeHHO-MH)KEHEPHbIE OMOJIOTHYECKUE TpenapaThbl
JIOBEPUTENBHBIN HHTEPBA

uieMuueckas 00Je3Hb cep/ia

VHTEPJIEUKUH

uH(}ApKT MUOKapa

MHJIEKC Macchl Tela

WHTUOUTOPBI HHTEPJICUKUHA-6

MHTUOUTOPHI (PaKTOpa HEKPO3a OMYXO0JIH ajlb(ha
KOMITbIOTEpHAsI TOMOTpaduueckas aHruorpadus
JIeTOYHAas TUTICPTEH3US

JieBasi BHyTPEHHSSI COHHAsI apTepust

JeBasi Hapy>KHasi COHHasl apTepus

JeBas 0011asi COHHasl apTepusl

JieBas MO3BOHOYHAS apTEPUs
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alIKJTA JieBasi MOJKIIOUNYHAS apTepus]

MMII MaTPUKCHBIE METAJIIONTPOTEUHA3BI

MPA MarHUTHO-PE30HAHCHAsl aHTuorpadus

MPT MarHUTHO-PE30HaHCHAas ToMorpadus

MCKT MYJIbTUCIUpPATIbHAS KOMIBIOTEpHAs ToMOrpadus
HBA HIDKHSISL OpbDKeeuHast apTepust

HCA Hapy>KHasi COHHAs apTepus

OKC OCTpPBI KOPOHAPHBINA CUHIAPOM

OHMK OCTpO€ HapyIIEHHE MO3TOBOIO KPOBOOOpAIlIEHHUs
OLlI OTHOILIEHUE IIAHCOB

nBCA IIpaBasi BHyTPEHHsIS1 COHHAs apTepus

nHCA IpaBasi Hapy’KHas COHHAsl apTepUs

nOCA npaBasi 0011asi COHHAs apTepus

nlTA IpaBas I03BOHOYHAs apTepus

nlIKJIA npaBasi OAKIYNYHAS ApTEPUS

[19T ¢ 18F-®JII" mo3uTpoHHO-dMHUCCHOHHAS ToMOorpadus ¢ 18-
(bTOPAC30KCUTITFOKO30M

[I9T/KT MO3UTPOHHO-PMUCCUOHHAS TOMOTpadusi, COBMEIIEHHAS C
KOMITbIOTEPHOU TOMOrpaduen

[I9T/MPT MO3UTPOHHO-YMUCCUOHHAS TOMOTpadusi, COBMEIICHHAS C MAaTHUTHO-

pE30HaHCHOU ToMorpadueit

PKU PaHAOMU3UPOBAHHOE KOHTPOJIUPYEMOE UCCIIEOBAHUE
CH caxapHbIil 1uader

CKC CTaHJAapTU3UPOBAHHBIN KOA()DUIIMEHT CMEPTHOCTH
CCC CEPIIEYHO-COCYAUCTOE COOBITHE

TUMII TKaHEBOW MHTMOUTOP METAUIONPOTEUHA3BI

Y3U YIIBTPa3BYKOBOE UCCIIEOBAHUE

y34r yIbTPa3ByKOBas qomruieporpadus

XBbII XpOHUYECKast 00JIe3Hb TOYEK

XCH XPOHUYECKAs CepleUHas HEAOCTaTOYHOCTh



4cC

ACR
BAFF
Clq

C3

CCL
CKD-EPI

COVID-19

CXCL

109
YPEBHBIN CTBOJI
American College of Rheumatology
B-cell activating factor
complement component 1
complement component 3
chemokine (C-C motif) ligand
Chronic Kidney Disease Epidemiology Collaboration Formula
Coronavirus disease 2019
Chemokine (C-X-C motif) ligand

DCVAS Diagnostic and Classification Criteria for Vasculitis

EQ-5D
EQ-VAS
EULAR

GD T-xnerkn

European Quality of Life 5 Dimensions questionnaire
EuroQol Visual Analogue Scale
The European Alliance of Associations for Rheumatology

Gamma delta T cell

GPNMB Glycoprotein nonmetastatic melanoma B

HADS Hospital Anxiety and Depression Scale

HADS-A Hospital Anxiety and Depression Scale (Anxiety subscale)
HADS-D Hospital Anxiety and Depression Scale (Depression subscale)
HAQ Health Assessment Questionnaire

HLA Human Leukocyte Antigens

ICAM-1 Intercellular Adhesion Molecule 1

IgA Immunoglobulin A

IgG Immunoglobulin G

1gG1 Immunoglobulin G1

IgM Immunoglobulin M

IFN-y Interferon gamma

KDIGO Kidney Disease: Improving Global Outcomes

LILRA3 Leukocyte immunoglobulin-like receptor subfamily A member 3
LILRB3 Leukocyte immunoglobulin-like receptor subfamily B member 3

MCS Mental Component Summary



MLX
MFI-20
NIH
NK

NT-proBNP
OMERACT

PCS
PECAM-1
PF
PROMs
PTX-3
RANTES
RE

RP

RPS9
SAA

SF

SF-36
VCAM-1

110
Max-like protein X
The Modified Fatigue Impact Scale
National Institute of Health
Natural Killer cells
N-terminal prohormone of brain natriuretic peptide
Outcome Measures in Rheumatology
Physical Component Summary
Platelet Endothelial Cell Adhesion Molecule-1
Physical Functioning
Patient-Reported Outcome Measures
Pentraxin 3
Regulated upon Activation, Normal T-Expressed and Secreted
Role-Emotional
Role-Physical Functioning
Ribosomal Protein S9
Serum Amyloid A
Social Functioning
Short Form (36 questions) Health Survey

Vascular cell adhesion molecule 1
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