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Jlerounas aprepuajibHas runeprensus B Poccun: ananms
IeCTUJIeTHEr0 HA0MoeHus no AaHHbiM HanmonansHoro perucrpa

M.E. Hazosa, O.A. Apxunosa, T.B. MapTbiHIOK OT MMEHW KOAAEKTMBA COABTOPOB

MHCTUTYT KAMHMYecKoi kapanorornm um. A.A. MsicHnkosa DIBY «HauMOHaAbHbBIN MEAMLIMHCKMIA MCCAEAOBATEALCKMIA LIEHTP KapPAMOAOTUM»
Mun3zapaBa Poccun, Mocksa, Poccust

Pesiome

LleAab uccaeaoBanmnsi. OLEHNUTH PACMIPOCTPAHEHHOCTb, OCOOEHHOCTH KAMHUUYECKOTO TedeHUsl 3a00AeBaHMsi, MPOBOAMMYIO TEPANMIo U CMepT-
HOCTb y BOAbHBIX C AETOYHOM apTepuaAbHOI runepteHsuneit (AAl) no aAaHHbIM HaumoHaabHOTO perucrpa.

Marepuaabl M MeTOAbI. B HacTOSILUMI aHAAM3 HA MPOCMEKTUBHOM OCHOBE BKAIOYEHBI MaLMEHTbl B BO3pacTe cTaplue 18 AeT ¢ Bepuduumpo-
BaHHbIM AMarHozom AAT [uamonatmnueckas AAI (MAT); AAT, MHAyUMPOBaHHAs C MPUEMOM AEKAPCTB M TOKCMHOB; HacAeayeMast AAT (HAAT);
AAI, accoummpoBaHHasl C BpOXKAEHHbIMU nopokamu cepaua (AAI-BIC); AAI, accoumMmpoBaHHasi C CUCTEMHbIMUM 3a00AEBAHUSIMM COEAUHM-
TeabHOM TKaHu (AAT-C3CT); AAI, accounmpoBanHas ¢ BUY-undekumein (AAI-BMY); ¢ nopraabHOR-AerouHoOM runeprexsueit (moptoAl)].
HabatoaeHne npoBoAMAOCH B 15 akcnepTHbIX LeHTpax Poceun ¢ 01.01.2012 no 31.12.2017 r.

Pesyabtatbl. B pernctp BraoueHo 470 naunentos ¢ AATR, u3 kotopbix MAT—41,5%, AAT-BINC — 36%, AAT-C3CT — 19,5%, HAAT — 0,4%,
noptoAl' — 1,9%, AAT-B1Y — 0,4%, MHAyUMPOBAHHAs MPUEMOM AEKAPCTB U TOKCUHOB — 0,4%. PacnpocTpaHeHHOCTb CPEAM XKEHLIMH CO-
cTaBAsinQ 84%. Bo3pacT Ha MOMEHT BKAIOUEHMS MALIMEHTOB B PErUCTP AAs Bcew rpynnbl AA B cpeaHem cocTaBuA 42,7+15,3 roaa. AuctaH-
LMsl B TeCTe 6-MUHYTHOM XOAbObI cocTaBuaa 361,3+129,3 M. Cpean Bcex 6oAbHbIX AAT 65% umean II/IV dyHKuMOHaAbHBIN Kaace (DK) Ha
MOMEHT YCTaHOBAEHMsI AnarHo3a, cpean MAT — 62%. AAT-cneundmueckyto Tepanmio noaydasm 69,9%, us Hux 62,1% — MoHoTepanuio,
32,7% NPUHUMAAM ABYXKOMIOHEHTHYIO U 5,2% — TPEXKOMIMOHEHTHYI0 Tepanuio. CuareHaMA ABASIACS HaMbOAee HacTo Ha3HAYaeMbiM B
KayecTBe eAMHCTBeHHOro AAl-cneundmueckoro npenaparta. boseHTtaH HasHauyaan 31,6% naumneHToB, puounryat — 6,4%, aMOpU3eHTaH —
3,4%, maumTeHTaH — 2,1% u naonpoct — 2,0%. Bbixmsaemocts naunenTos ¢ AAl coctaBmaa 98,9% 3a 1 roa HabAoaeHust, 94,1% 3a 3 ro-
Aaun 86,0% 3a 5 aet.

3akAloueHHne. AaHHbIE PErUCTPA KOCBEHHO YKa3blBAIOT HA HEOOXOAMMOCTb YBEAMUEHUS YCUAMIA, HAMPABAEHHbIX HA YAyULIEHUE AMATHO-
CTUKM CUCTEMHBIX 3a00AEBAHUI COEAMHUTEABHOM TKaHM y B3POCABIX, @ TaKXKE BPOXXAEHHbIX NMOPOKOB CEPALIA B AETCKOM BO3pacTe C Lie-
AbIO MPOBEAEHUSI CBOEBPEMEHHOIO OMEPATUBHOIO AeUeHUsi. B MOCAEAHME FOAbI B KAMHUYECKYIO MPAKTUKY BHEApPeHbl AAl-crneunduye-
CKMe mpernapaTtbl HOBOTO NMOKOAEHMsl, OAHAKO B Poccum OTCYTCTBYIOT napeHTepaAbHble MPOCTAHOUABI, KOTOPbIE MPUMEHSIIOTCS Y CaMblX
TSKEAbIX OOAbHBIX.

KAloueBbie croBa: AeroyHasi aprepuabHasl rmrnepTeH3ms, Ae4eHue Aero4HOM rurnepTeH3mm, BbIXXKMBAEMOCTb MPU AerOYHOM MMIePTeH3MM.
Anst untnpoBanms: Hasosa M.E., Apxunosa O.A., MapteiHiok T.B. Aero4Has aprepuarbHas runepteHsust B Poccum: aHaans wectmaeTHero
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Aim. Assess the prevalence, clinical course, current therapy, and mortality in patients with pulmonary arterial hypertension (PAH) in the
National Registry.

Materials and methods. In the prospective study we included patients over 18 years of age with diagnosed PAH [idiopathic PAH (IPAH);
Drug- and Toxin-Induced Pulmonary Hypertension; inherited PAH; PAH associated with congenital heart disease (PAH-CHD); PAH associ-
ated with systemic connective tissue disease (PAH-CTD); PAH associated with HIV infection (PAH-HIV); with portal pulmonary hyperten-
sion (portoPAH)]. The observation was carried out in 15 expert centers of Russia from 01.01.2012 to 31.12.2017.

Results. Our registry included 470 patients with PAH: [PAH — 41.5%, PAH-CHD - 36%, PAH-CTD — 19.5%, inherited PAH — 0.4%, por-
toPAH = 1.9%, PAH-HIV - 0.4%, Drug- and Toxin-Induced PAH — 0.4%. The prevalence among women was 84%. The mean age at the
time of patient enrollment in the registry for the overall group of PAH was 42.7+15.3 years. The distance in the 6-minute walking test was
361.3£129.3 m. Among all patients with PAH, 65% had functional class (FC) IlI/IV at the time of diagnosis, among IPAH — 62%. 69.9% re-
ceived PAH-specific therapy, of which 62.1% — monotherapy, 32.7% — dual combination therapy, and 5.2% triple therapy. Sildenafil is the
most commonly prescribed drug in the regimen of monotherapy. 31.6% of patients were treated with bosentan, 6.4% — riociguat, 3.4% —
ambrisentan, 2.1% — macitentan and 2.0% iloprost. Survival of patients with PAH was 98.9% at 1 year of follow-up, 94.1% at 3 years and
86.0% at 5 years.

Conclusion. The registry data indirectly indicates the need to increase efforts aimed at improving the diagnosis of systemic connective tis-
sue diseases in adults, as well as congenital heart defects in children for timely surgical treatment. In recent years, PAH-specific drugs of
the new generation have been introduced into clinical practice, but currently in Russia there are no parenteral prostanoids, which are rec-
ommended for the most severe patients.

Keywords: pulmonary arterial hypertension, treatment of pulmonary hypertension, survival in pulmonary hypertension, register of patients
with pulmonary hypertension.
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AAT B Poccum: aHam3 6-A€THEro HabAAeHMs

BIIC — BpoxkjieHHbIE TIOPOKU Cep/La

J3JIA — paBieHne 3aKIMHUBAHUS B JIETOUHON apTepun

IJTAcp — naBnenue B JIA cpejiHee

WJIT" — upmonatuyeckast JIAI

KITIOC — kareTrepu3anysi NpaBbIX OT/IEJNIOB CEpLA

KTH — xapauoropakasbHbIi UHIEKC

JIA — neroynast aprepusi

JIAT" — neroyHasi apTepuabHas TUNEPTEH3Ms

JIAT-BUY - JIAT, accouumnpoBanHasi ¢ BUY-unbexupmeit
JIAT-BIIC — JIAT', accouyunpoBaHHast ¢ BPOK[EHHBIME MOPOKaMUI
cepiua

JIAT-C3CT - JIAT, accoumMpoBaHHasi ¢ CUCTEMHbIMU 3200J1€BaHUsI-
MU COEJIMHUTENILHOM TKaHU

JII' — nerounast runepTeH3ust

JIK — neBblit xKenyioyek

JIJTA — neBasi BeTBb JIA

JIIT — neBoe npejicepaue

JICC — nerouHoe CocyaucToe COnpoTUBIICHIE

HIJIAT — nacnenyemast JIAI

O®II - ocTpast hapMakoIoruiIeckast npoda

T12K — npaBblii xesyouex

IIJTA — npaBas BeTBb JIA

noptoJII" — JIAT', accounnpoBaHHasi ¢ NOPTaJbHOI-JIErOYHOM runep-
TeH3UeNn

I1IT — npaBoe npepceppme

CB - ceppeuHblil BLIOpOC

CIJIA — cucronnueckoe aBienue B JIA

C3CT - cucteMHble 3a60JI€BaHUSI COEIMHUTELHOI TKAHN

CH — cepjieuHblit UHJIEKC

T3C JIXK — romuuna 3aanen crenku JIXK

TMZKII — TonmHa MeXKey104KOBOI MePeropojiKn

TIIC ITX — ronupmHa nepefHeit ctenku [TK

TO6MX — TecT 6-MUHYTHOI1 XO/IbOBI

OK — (pyHKIMOHAIBHBII KJ1acC

XCH — xpoHuueckas cepjieyHasi HeJloCTaTOYHOCTh

XTIJII" — xpoHnyeckast TPOMO03MO0INUECKasl IeTOYHAasl TUNePTeH-
31t

YCC — yacToTa cepAeyHbIX COKPAILCHUI

Ox0KI" — axokapjuorpacust

Jlerounas runeptensust (JII') o6begunsieT rpymmy 3ab6omeBa-
HUI PA3IMIHON 3THOJIOTMH, IPUBOJISIIIIMX K MOBBIIICHUIO JIErOY-
Horo cocyaucToro conporusienust (JICC) u jaBieHust B jeroy-
Hoit aprepun (JIA), neperpyske 1 runepTpouu NpaBoro Xeiy-
nouka (IT2K), cepneunoii HEROCTATOYHOCTH U OBICTPOMY JIETATb-
HOMY UCXOJly 0e3 Ha3HaueHMsl maToreHeThyeckon Tepanuu [1].
JlerouHast apTepuanbHas runeprensus (JIAD) npegcrasisieT co-
6011 1-to rpynny B kiaccudukauuu JII', cornmacHo pekomenpia-
uusiv EBponerickoro obiectBa Kapanosioros / EBpomneiickoro
pecrparopHoro obuiectBa (ESC/ERS) no puarHoctuke u jeve-
nuto JIT', n Bkimovaet B ce6st wanonaruyeckyro JIAT (WJID), Ha-
cnepyemyto JIAT" (HJIAD), nHIyLpOBaHHYO IIPUEMOM JIeKapCT-
BEHHBIX MPENApaTOB UM TOKCMHOB 1 aCCOLMMPOBaHHbIE (DOPMBI.

[TepBbie 06061eHHBIe JaHHbIe 0 MauueHTax ¢ JIAT nosiu-
mich B 1987 r. no uroram 5-jeTHEro NpocneKTUBHOIO Peru-
ctpa 6onbHbIX ¢ WITT, JIAT, accouumpoBaHHOi C CUCTEMHBIMU
3a6oneBannsMu coeguanTenbHOM TKaun (JIAI-C3CT), u JIAT,
ACCOUMMPOBAHHOM € BpOXK/IeHHbIMU opoKamu cepaua (JIAT-
BIIC) B CIIA [2]. B HacTosiiee BpeMst 6a3bl JJaHHbIX MaleH-
ToB ¢ JIAI" ¢popmupyroTcst Bo MHOrMX cTpaHax mupa. Hau6o-
nee n3BecTHbIMU siBIsTIOTCS peructpbl CIIA, Benmko6puranum
u Upnaupum, @panium, Kuras [3-8].

B ®I'bY «HMMUI] kapauonorun» Munsnpasa Poccun ¢
2012 r. mpoBoauTCst padoTa no cosfannio HaumoHansHoro pe-
ructpa JII.

3ajjaun perucrpa:

1. YCTaHOBUTH pacnpOCTPaHEHHOCTb, 3a00JIeBAEMOCTb,
cmepTHOCTS OT JIT'.

2. I3yuntb 0COOGEHHOCTH KIMHUYECKOT0 TeueHus 3abouie-
BaHUs1, FEMOJIMHAMUYECKU U (PYHKUMOHATILHBINA cTaTyc 00JIb-
HbIX JII', yacTOTy M XapakTep OCJIOKHEHUIA.

3. OnpefenuTb OCHOBHbBIE MOAXO/bI K INATHOCTUKE C MC-
M0JIb30BAaHNEM COBPEMEHHBIX MHCTPYMEHTAJIbHbIX METO/IOB.

4. BeigenuTh Haubosee BasKHbIe MPOrHOCTUYECKHE MoKa3a-
Teau y 6onbHbIX JIT'.

5. VI3y4nTh OCHOBHbIE MPUHUMIIBI Tepanuu 60ybHbIX JIT.

Ceeoenus 06 asmopax:

Yaszoea Upuna E 2envesna — akaj. PAMH, npod., 1.M.H., iupekrop WUH-
CTUTYTA KIMHUUYecKoi kapauonorun um. A.JI. Msacuukoa ®I'BY «HMMUL]
KapauoJorun» MunspaBa Poccuu, pykoBojuTesb OT/. TMIEPTOHUH;
ORCID: 0000-0002-9822-4357

Mapmuiniok Tamura Bumanaveséna — i.M.H., pyKOBOAUTENb OTJ. JIETOUHOM
runepTeHsun 1 3adoseBaHuii cepaua MIHCTUTYTa KIMHUYECKO KapoJaorun
uM. AJL. MsicuukoBa ®I'BY «HMMUL kapamonorun» Munszpasa Poccun
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Ienplo HacTOSLIErO UCCTIENOBAHNUS SIBIISIETCS OLIEHKA pac-
NPOCTPAHEHHOCTU, OCOOEHHOCTEN KIMHUYECKOrO T€YEHHUs 3a-
60J1eBaHNs, IPOBOAMMOII TEPANUU U CMEPTHOCTHU Y OOJIbHBIX C
JIAT no gansbiM HanpoHnanbHoro perucrpa.

MaTepMaAbl U METOABbI

B cBs13u ¢ TOTPeGHOCTHIO B paCHIMPEHUH UCCIIEI0BATEIb-
CKUX BO3MO3KHOCTeH B Teuenue 2017 r. BbIMOJTHEHA MOJIEPHU-
3alMsl perucTpa: OCyIIeCTBIIEH NMePexoyl Ha HOBYIO MaTdopMy
¢ 6oJee BLICOKOW MPOU3BOJIMTENILHOCTBIO M ObICTPOCHCTBIEM
NPY COXPAaHEHUM KITFOUEBbIX (DYHKIMOHATIBHBIX MPEUMYILECTB
(BO3MOKHOCTB y/JaJIEHHON MHOTOMOJIb30BaTEIbCKON PaOOThI
6e3 yCTaHOBKM JUCTPUOYTHBA, BHECEHUE MH(OPMALUU O He-
OTpAaHMYEHHOM KOJIMYECTBE IAlMeHTOB, 3KCHOPT JaHHbBIX,
CBOEBPEMEHHOE pEe3epBHOE KONMMPOBAHMWE, 3aIUTA JJAHHBIX),
YTO TO3BOJIMIIO YBEJIMUYUTH KOJIMYECTBO I'PYMNI HAOIIO/ICHUS.
Peructp Bkmouaet cymmapso 13 kapt: 7 kapt s JIAT [UIIT;
JIAT, wHpyuMpoBaHHasi TPUEMOM JIEKApCTB U TOKCHHOB;
HIIAT; JIAT-BIIC; JIAT-C3CT; JIAI, accouumpoBaHHas
¢ BUY-undexuumeit (JIAI-BWY); ¢ nopTanbHOM-IerovHON TH-
neprensueil (noprolll)]; kaprel ans JII' BcaeacTBue naTosio-
I'MU JIEBbIX OT/IesIoB cepaita (rpynna 2), JIT BeaencTBue naro-
JIOTMM JIETKUX U TUMIOKCeMuH (rpynma 3), uisi MalMeHTOB C Xpo-
HUYECKON TPOMOO3IMOONINYECKON JIETOYHON TUMepTeH3uen
(XTDJIT'; rpynna 4), JII' Hen3BeCTHOrO M/MIIM CMELLIAaHHOTO Te-
He3a (rpymmna 5). Eie no ogHo# KapTe npeHa3HauYeHo JIs Ma-
UEHTOB C COYeTaHUeM BbllIenepeunciaeHHbix gopm JII' (Ha-
npuMep, MAlKeHT ¢ coueTaHneM rpynm 2 u 3) u anst 3aboneBa-
HUI, HE BKIIFOUCHHBIX B BbILICNIEPEUNCIICHHbIC KapThl (HANpH-
mep, rpyrma 1),

JlocTyn ocyliecTBisieTcsl 4epe3 MHTEpHeT Ha caiTe
www.medibase.pro ¢ UCHoJab30BaHUEM MHAMBU/Y AJTLHOTO JIO-
rvHa v napodsi. B ornnuue ot npeapiayieit Bepcum padora mno-
CTpOeHa Mo NpUHIMNY cOopa cOObITHI (pe3yJIbTaTbl METO/IOB
UCCIIe[IOBAHMSI, OLIEHKA (PYHKIMOHAIBHOI CIOCOGHOCTH, >KaJl0-
Obl, JIEKAPCTBEHHAsI TEpanus 1 T.J1.), a He (POPMUPOBAHUN BU3HU-
Ta 0 NpaBujaM NPONeAeBTUKU. BaXKkHbIM OGHOBJIEHUEM SIB-
JIIeTCSl BOBMOYXKHOCTb ObICTPOrO BHEJPEHUS! HOBBIX PyOpHK

Koumaxmmuasn ungpopmayus:

Apxunosa Oavea AnexcanOpoéHa — KM.H., H.C. OT/. JISTOYHOI THIIEPTEH3UH
1 3aboneBaHuit cepaua MHCTUTyTa KIMHMYecKoil kapauonoruu uM. A.J1. Msic-
HukoBa PI'BY «HMMII kappuronorun» Munsjpasa Poccnu; ten.: 8(495)414-
68-33; ORCID: 0000-0002-8520-2183; e-mail: olga_ark@list.ru
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U.E. YazoBa u coasr.

Tabanua 1. Aemorpagpnyeckas xapakrepucTuka naumeHToB ¢ AAT B POCCHItCKOM HALMOHAABHOM perucTpe

I'pynna
Iokasarens Toper JIAT- JIAT- Hacnenyemas JIAT-
JIAT WAL BIIC C3CT JIAT noprolll” gy

O61ee uncno naupenros, 2013 - 55 359 7.6 1 0.5 -
% 2017 - 415 36 19,5 04 1.9 04

2013 75,6 82 77 73 100 - -
Kenmmnsl, %

2017 84 83 76 89 100 56 100
Bo3spacT Ha MOMeEHT 2013 432+158 — — _ — _ —
YCTAHOBJICHWS /IMArHO3a,
ner 2017  42,7+153 410+12,8 40,6174 50,6144 41,5433 408+124 41,7490

1 MX pejakTUPOBaHNe, aJaNTUPYSICh MOJl TOTPEOHOCTU COBpPE-
MEHHOTO B3IJIsi/]a HA 3TO 3aboseBaHue. B nmepcnekTuse BO3-
MO>KHA pPa3paboTKa CUCTEMBbI TOJJIEPXKKU NPUHATHSI KIIMHUYe-
CKHUX pEILEHUN, a Tak>Ke co3jlaHue Ha 6a3e CyLecTBYIOILEe
TEXHOJIOTUM PELeHUll UCCIIE0BATENILCKUX TPOEKTOB 1000
CIIO3KHOCTH, IPUMEHSTH NMIaT(OpMy perucTpa B APYrux HO30-
JIOTUSIX W/WIK TPYIINax HO30JI0TUil.

B HacTosimit aHanM3 Ha NPOCNEKTUBHOI OCHOBE BKJIHOYE-
Hbl MALMEHTb! B Bo3pacTe crapule 18 net ¢ BepudpuuupoBan-
HbIM inarHozom JIAT (MJIT; JIAT, mHLyumMpoBaHHYIO C npue-
MoMm sekapcTB u TokcuHoB; HIIAT; JIAT-BIIC; JIAI'-C3CT;
JIAT-BWY; noptolIl).

Hab6monenne npoBomiiock B 15 akcnepTHbIX HeHTpax Poc-
crm ¢ 01.01.2012 mo 31.12.2017 r. Y Bcex GONBHBIX OLICHUBA-
JIMCh >KaJl00bl, BpeMsl /10 EPBOro oOpallieHnst K Bpayy, Bpems,
3aTpauyeHHOEe Ha yCTAHOBJIEHHUE JUAarHO3a, AMHAMUKA YaCTOTbI
>Kaj100 Ha MOMEHT BKJIIOUeHus! B perucTp. [IpoBogusiack oueH-
Ka KJIMHUYECKHUX , Ta00PATOPHBIX , THCTPYMEHTAJIbHBIX U TeMO-
AMHAMUYECKUX MOKa3aTeseil, BbIKUBAEMOCTh NMalueHToB. Bee
UccleJOBaHNs IPOBOAMIIMCH B COOTBETCTBUY C KIMHUYECKOM
HEOOXOMMOCTBIO.

CraTtucTtnyeckasi o6paboTKa pe3ybTaTOB MPOBOMIACH
MIpY MOMOIIM KOMITbIoTepHOH mporpammbl SPSS Statistics 17.0
for Windows. B ciryuyae HOpMalibHOTO pacrpefie/ieHust Komde-
CTBEHHbIE NIEPEMEHHbIE ONUCHIBATUCH KAK CpefiHee apuMeTH-
yeckoe 3HaueHne (M) 1 cTaHapTHOE OTKJIOHEHHE OT CPEJIHEro
apumeTrdeckoro 3uHadeHust (0) — M=0. [l oleHKH moITy-
YEHHBbIX Pe3yJIbTATOB UCMOJb30BAIN METOAbI CTATUCTUUECKOTO
aHaym3a: KoappuuueHT koppensuuu [rnpcona (aHamm3 Tadmmiy
conpsiKeHHOCTH), t-kpurepuil CtbrofienTa, Kpurepuit lledge
111 MHOXKECTBEHHbBIX CpaBHEHUI (CpaBHEHHE 6oJiee YeM JIBYX
rpymnm).

Ecnu BbIOOPKU U3 NEPEMEHHBIX HE COOTBETCTBOBAIIU HOP-
MaJIbHOMY 3aKOHY Paclpe/iesIeHus], BBIYUCIISUI Meinany 1 25-it
u 75-i1 nmpouentunu [Me (Q,s—Q;5)], Mcnonb30Bany HemapameT-
puuyeckue Tectbl: U-TecT no meTony MaHHa—Y UTHU (MEXKy
rpynnamu), Kputepuii BUikokcoHa (Jyist OLeHKN JUHAMUKY 13-
meHenmit), H-tect no Kpyckany—Yonmcy (cpaBHenue Goinee
YyeM JIBYX rpynm). Paznnyusi cuutanich cTaTUCTUYECKU 3HAYU-
MbIMHU TIPU YpoBHE oumoku p<0,05.

Pe3yAbrarbl

K 31.12.2017 r. B peructp BkmoueHo 702 nauyyeHTa, u3 Ko-
TOpbIX Y 67% muardoctuposana JIAT, y 26% — XTIJII u 7% co-
crasysm Apyrue ¢opmsl JII (puc. 1 cM. Ha 1B. BKIeiike). Cpe-
mu JIAT' nambonee uacto peructpuposBanack W (41,5%),
JIAT-BIIC Heckoabko pexe (36%), 19,5% npuxopuiioch Ha
JIAT-C3CT. Ocranbhble noarpynmsl JIAT peructpupoBaiuch
JIOCTATOYHO PEAIKO U B LEJIOM COCTABIISLIA OKOIO 3%.

B rpynny nanmenTos ¢ JIAT', nHIynMpoBaHHOI TPUEMOM
JIEKAPCTBEHHBIX MPENapaToB U TOKCUHOB, BKIIFOUYEHbI NAlUCH-
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Tbl, Y KOTOphIX JIAT pa3Buiiach nocsie npumMeHeHus: uHTepde-
poHa-o.. B janbHefieM n3-3a Majoro KoJanM4yecTsa ciryyaes st
pacueToB rpynnsl ¢ noptoJII' 1 MHAYIMPOBAHHOM PUEMOM WH-
TepgepoHa ObL 00BeHEeHbI. Tak>Ke U3 aHaIM3a UCKITIOUEHbI
rpynnel Hacnenyemoii JIAT u JIAI'-BHY u3-3a manoro uncna
MAlMEeHTOB.

JIAT yamme BcTpevanach y keHuy (84%), mpu 3TOM Mak-
cumanbHoe cooTHouleHue (8,1:1) onpeaensnock y nauueHToB
¢ JIAT-C3CT; guarno3 WJII' y My>KUMH yCTaHaBIUBAJCS B
5 pa3 pexe, ueM y KeHluH. Cpegu 6o0abHbIX ¢ JIAT-BIIC
SKEHIMHBI COCTaBUIM MpUMepHO 60%, 4TO IOCTOBEPHO pa3-
myanock ¢ rpynmoi JIAT-C3CT (p=0,013; Ta6a. 1). JocTo-
BEPHO CY/IUTb O TE€H/ICPHOM pAaCIpe/IeIeHUu Cpein APYyTrux
¢opm JIAT cl0KHO, TaK KaK OHU TPEJCTABICHbI MAJIbIM KO-
JIMYECTBOM TMALMEHTOB.

Bo3zpacT Ha MOMEHT BKJIFOUSHUS TAUEHTOB B PETUCTP /IS
Bceil rpynnbl JIAI' B cpegnem coctasnsin 42,7+15,3 ropa.
Cpennuit BozpacT y 6onbHbix ¢ WIT, JIAT-BHUY, JIAI-BIIC u
noptoJII" nocToBepHo He pazmuyancs u coctasisin 41,0+12.8,
41,7490, 40,6+17,4 n 40,8+12.,4 roga COOTBETCTBEHHO (CM.
ta6u. 1). Maguentst ¢ JIAT-C3CT ObUIM 3HAYMMO CTaplle
(50,6144 ropa) no cpauenuto c¢ GosnbHbiMu JIAT-BIIC
(p<0,00001) nu JII" (p<0,000001).

[TepBble kanobsl B cpepneM y nauueHToB ¢ JIAL nosiBis-
Jmch B Bo3pacte 33,3 +£18,6 rojia. Panblue Bcero KIMHuYecKast
CcUMITOMATUKa NposiBisiiack y nauuentos ¢ JIAI-BIIC (20,6
[7,1-41,0] rona) mu UJIT" (33,7 [2,8—47.8] roma) mpu cpaBHEHUN
¢ JIAT-C3CT (47,7 [34,2-55,8] ropa, p<0,00001); npu nop-
ToJII" B 42,7 [39,2-45,1] ropa.

HaunGonee yacTto nepBbIMU Kaynob6aMu ObUIM OfibIILIKA
(89,6%), obmas cnabocts (33,8%) u omyuienue cepauedue-
Hust (21,6%; puc. 2 cM. Ha UB. BKJelKe). Y 11,7% nauueHToB
y>Ke B caMOM Havasie 3a060J1eBaHMsl MMEMCh NPU3HAKY XPOHU-
yeckoll cepaeuHoil HefoctaTounoctu (XCH). B passepHyToit
cTajiuy 3a00JIeBaHNs YaCTOTA MPEAbSIBISIEMbIX >Kal00 3HAUH-
TEJIbHO yBeJIMuMBaIach. YacToTa BbIsSBIEHUsS CUMITOMOB B Jie-
6toTe 3a00J€BaHNsl JOCTOBEPHO HE Pa3/Inyajach B 3aBUCUMO-
ctu oT popmbl JIAT.

O6pammaet Ha ce6s1 BHuManue, uyto JII' 3aperncrpupoBana
KaK OCJIOXKHEHHE OCHOBHOTO 3a0o0sieBanusi y 36% mauueHToB ¢
noptoJIl', y 32% ¢ JIAT-C3CT u Toabko y 8% c JIAT-BIIC.
Y 2% nauuentoB guarso3 WJII' ycTaHoBleH cilydaiiHO, IpU
MPOBE/ICHUM JIUCTIAHCEpU3aUMU. Y OCTAJbHbIX MAalMEHTOB B
cpenneM npotuio npumepHo 3,5 [0,5-25,0] mec oT MomeHTa
NOSIBJICHUS %aJ00 Jjo nepBoro obpauieHus K spauy. Emie 3,0
[0,5-23,7] Mec noTpe6oBanoCch Ha YCTAHOBJIEHNE NPABUIIBHOTO
AMarHosa.

[Ipu oueHKe MepeHoCUMOCTH (PU3NYECKUX HArPy30K Hau-
Gosbliast AMCTaHLMS B TecTe 6-MuHyTHON X0Abobl (TOMX) 3a-
perucTprpoBana y nanueHToB ¢ noptoJI' (Tada. 2), uTo 6610
3HaUMMO GoJbiine npu cpaBHeHuun ¢ rpymmamu JIAT-C3CT
(p=0,015) u JIAT-BIIC (p=0,005); Tak:Ke BbISIBIEHbI 3HAYU-
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AAT B Poccum: aHam3 6-A€THEro HabAAeHMs

Tabanua 2. OueHka (pyHKLUMOHAALHOM CNOCOOHOCTH y nauneHToB ¢ AAT B POCCMIACKOM HaLMOHAALHOM perucTpe

I'pynna
[Tokazarenn
JIAT nJr JIAT-BIIC JIAT-C3CT TToproJII’

Mucranuus B TOMX, M 361,3+129,3 398 (310-461,5); 376,7x127,3 357 (275-423) 376 (278-450) 462 (416,5-490)
Oppiiuka no mkane bopra 3,6x1,7 34+1,6 3,7+1,7 3,8+2,0 29+09

| 8 7 1 27

35

DK II 31 24 34 27
(BO3),% 111 65 47 60 51 45

v 15 10 14 0

Tabanua 3. PentreHorpacpusi OpraHoB rpyAHO# KAeTkM y naumeHToB ¢ AAT B POCCHMIACKOM HALMOHAALHOM perucTpe

I'pynna
[Mokazarens
nir JIAT-BIIC HopToJIl’ JIAT-C3CT Hopma
Iupuna npasoro kopust JIA, cm 1,8 (1,6-2,2) 2,0 (1,7-2,58) 1,75 (1,6-2,2) 1,75 (1,63-1,98) <15
Koapduument Mypa, % 35(3241) 42,0 (35,0470) 37 (21-41) 35,5 (32-39) <30
Koadduupment JTronu, % 35 (34-38) 380(36,0-430) 365(3225-39,25) 34,5 (32,25-36,75) <33
KTH, % 51 (48-55,75)  55(50,75-60,0) 52,5 (48.,75-56,25) 54 (51-59) <50
Tabanua 4. NMoka3sarean IxoKr y naunenTos ¢ AAT B POCCHIICKOM HALIMOHAABHOM perucrpe
I'pynna

Ilokasarenn

WIr JIAT-BIIC IopTo-JII' JIAT-C3CT Hopma
Aopra, cM 3,1(2,8-3.3) 30(2,8-3.3) 3,1(3-32) 3,05(2,9-3.3) 20-3,7
JIIT, cm 3.3(2,95-3.7) 3,7 (3,25-4.34) 3,6 (3,53-3,78) 345(3,1-39) 20-40
KAOP XK, cm 40 (34-4)5) 43 (3.8-4,6) 42 (3,48-4,75) 43 (3,9-4,6) 40-55
TMXII, cm 0,9 (0,85-1,0) 1,0 (09-1.1) 1,0 (0,93-1,08) 1,0 (09-1.1) 0,7-1,1
T3CJIXK, cm 0,9 (0,8-1,0) 0,9 (0,8-1) 1,0 (093-1) 1,0 (09-1.1) 0,7-1,1
[Tnowayp I1I1, cm? 21,3 (18,0-26,7) 21,5 (16,86-29,75) 27 (20-32) 24,5 (19-31) <18
[13P ITK, cm 3,7(3,2-43) 3,8(3,2-45) 3,8(3,23-5,18) 3,75(3,3-42) <30
TIIC ITXK, cm 0,7 (0,6-0,85) 0,96 (0.8-1,1) 0,86 (0,6-0,98) 0,7 (0,55-0,78) <05
Cr.JIA, c™m 32(29-3,7) 35@3.,1-4.,1) 3,1 (2,58-3,7) 32(2,95-3,58) <25
1A 2,1 (19-25) 23(2,0-2,6) 2,1 (2,1-2.3) 2220-24) <15
JUIA 20(1.8-23) 2,2(193-25) 23(2,0-23) 2220-24) <15
CIJIA, mm pr. cT. 85,0 (68,0-101,0) 100 (81-118) 100,5 (85,5-112.,5) 85 (65-101.5) <30

Mble pasiauuust mexay O6onbubiMu ¢ W u JIAT-BIIC
(p=0,01). ¥ nauenToB ¢ mopToJIl" BEIpasKeHHOCTH OJIBIILIKI
(unpexkc no Bopry 2,9+0.,9) nocine TOMX 6blia MeHbllle, OfHA-
KO 9TO He JOCTUIJIO CTAaTUCTUUYECKOW pa3Hullbl. BosbHble C
nopTtoJII" numesn focToBepHO GoJiee BHICOKMIA (PYHKIMOHAIb-
veii knacc [®K (BO3)] npu cpaBuennn c JIAT-C3CT
(p=0,042) u TAT-BIIC (p=0,04; puc. 3 cM. HA 1B. BKJIEHKe,
cM. Tadu. 2). Cpeau Bcex 6oabHbIX JIAT 65% umenn ITI/TV
@K Ha MOMEHT ycTaHOBJIeHUs AuarHosa, cpegu U — 62%.
[Ipu penTrenorpacum opraHoB rpyfHON KJIETKN Hanbosee
4acTO MPUMEHSUTNCH TaKHe PEeHTTEeHOMETPUUECKHe apaMeTphbl,
KaK M3MepeHue IUPUHbI IpaBoro KopHs JIA, koahuuueHTs!
Mypa (TpoLeHTHOE COOTHOILIEHUE PACCTOSIHUS OT CaMo yjia-
JIEHHON TOouYKM Ayru JIA 110 cpefHeil TMHUU TeJl MO3BOHKOB K
JIEBOMY MOMNEPEYHUKY IPpy/HOI KneTku) 1 Jlronu (mpoueHTHoe
COOTHOLLIEHNE CYMMbI PACCTOSIHUI OT CPEfIHeil IMHUM J10 Nep-
BOTO JIEJICHUSI TPABOIA U JIEBOY JIETOYHbIX apTEPHil K AMAMETPY
TPYHON KJIEeTKMN) 1 KapauoTopakanbhbiil naaekc (KTH; mpo-
LIEHTHOE COOTHOLIEHNE LIMPUHBI CEp/ilia B NONEPeYHNKE K -
PMHE FPYHON KJIETKNM). Y TOAABJIAIOLEr0 YNCIa NAlUEHTOB U3
BCEX TPYI 3TU MOKAa3aTeJM MPEBbIIATA HOPMAJIbHbIE 3HAYe-
Hust (Tadd. 3). 3HaunMble Pa3IMuns BBISIBICHBI IO BCEM MOKa-
3atenam: mexpy rpynnamu UIT u JIAT-BIIC (p=0,022 pns
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mMpuHbI npaBoro Kophsi; p<0,00001 nist koappunpenros My-
pa u JTromm; p<0,0001 gt KTH); no koappunmenram Mypa u
JIronu — mexxay rpynnamu JIAI-BIIC n JIAT-C3CT (p=0,003
n p=0,001 cooTBeTcTBenHO); no KTH — mexxay rpynmamu NI
u JIAT-C3CT (p=0,016).

[Ipu nposepennn saxokapauorpacgun (DxoKI') mpassbie ka-
Mepsbl cepaua, JIA u ee BeTBU ObIIM paclIMpeHbl, perucTpupo-
BaJIOCh MOBbILIEHHOE cucToMueckoe jaBienue B JIA (CIJIA;
Ta01. 4). 3HAUNMbIE pa3IIs OGHAPY>KEHBI MEXK]y TPYHIaMU
WIIT" u JIAT-BIIC npu cpaBHeHUU BBIPaXKEHHOCTHU TUNIEPTPO-
¢un IIK (p<0,0000001), nuamerpa ctBosa JIA, mpaBoit
(IJTA) u nesoinn (JIJTIA) BerBeit JIA (p<0,001, p=0,048,
p=0,006 coorBercTBenHo), CHJIA (p<0,0001); mexxny WU u
JIAT-C3CT mno tommuune nepenneir ctenku [12K (TTIC ITXK;
p=0,037), mnamerpy JIJIA (p=0,016); mexny JIAT-BIIC u
JIAT-C3CT no TIIC ITX (p<0,000001), nnameTtpy crosa JIA
(p=0,001). Takxke oOpamano Ha ceOsl BHUMaHUE Halu4yue
3HAYMMBbIX PA3JIMYMil IPU OLEHKE MoKa3aTeseil JeBbIX KaMep
cepaua: y 6onbubix WIIN u JIAI-C3CT no nepegHe3agHemy
pasmepy nesoro npeacepaus (JIIT), KoHeuHO-A1acTONNYeCKO-
My pa3mepy JieBoro kenygouka (JI2K), Tonupne Mexxkeny-
noukoBoit neperopoaku (TM2KIT) u Tonmne 3aiHe CTEHKH
JIX (T3C JIX) (p=0,013, p=0,013, p<0,00001, p<0,00001
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Tabanua 5. TlokasaTeAn KaTeTepu3aLMM MPaBbIX OTAGAOB cepAlia y naumeHToB ¢ AAT B Poccuitckom HaUMOHAaALHOM perucTpe

I'pynna
[Tokazarenn Hopma p
Unr JIAT-BIIC HoprolIl JIAT-C3CT
CIIA, MM pr.cT. 89,0 (750-101,0) 95,0 (60,0-1150) 72,5 (66,75-92,75) 76,0 (59.0-88.0) 2%<0,0001
%k
IJIAcp, MM pT.cT. 550 (49,0-630)  61,5(35,5-8025) 480 (47,5-57,5) 480 (3725-54775) <25 24::060(?102]
IIIIcp, MM pT. CT. 5,0 (3.0-9.0) 6.0 (40-9.0) 50 (2,75-7,0) 6,0 (40-11,0) 2-6 Hx
3K —f
I3JIA, MM pT. CT. 6,0 (3,75-8.0) 8.0 (6,0-11,75) 55 (4,75-70) 8.0 (6,0-11,0) 6-15 é*zg’ggi
*—
Sa0,, % 96,0 (92,8-990) 92,0 (88,0-960) 96,5 (95,3-97,3) 96,0 (93.0-97,0)  95-100 j‘*;g’ggé
1#<0,0001
Sv0,, % 580 (513-650) 670 (610-720) 630 (58,5-67.8) 640 (56.5-70.5)  60-80 .7~ N0
CB, n/muH 33(2,7-43) 37 (32-51) 43(3,7-428) 45 (3.5-5.3) 40-80 24;2{;) 82(2)1
*
CU, n/vus/m? 2,0 (1,5-2.3) 2.1(1,8-2.,6) 2,1 (1,8-24) 2,6 (2,1-3.1) 24 2 4:23)88(6’1
s 1096,6 13150 6890 (460,0— 2%<0,00001
JCCmieelow’ (5155 15855)  (416,8-1569.3) 1004) <0 aoo14
LeMOrIo6HH, T/ 145 (132-160) 146 (132-16,7) 153 (149-15,65) 13,75 1#=0016
’ ~ A2 P A2ETD o AT (12.95-14,53) 4%=0,028
YCC B 1 mun 78,0 (700-85,0) 71,0 (67,0-800) 73,0 (700-77,5) 76,0 (700-860)  60-90 3%=0,04

Ipumeuanue. 1* — UT/JIAT-BIIC; 2% — UIT/JIAT-C3CT; 3* — W /moproJIl'; 4% — JIAI-BIIC/JIAT-C3CT; Hi — HefrocToBEpHO.

COOTBETCTBEHHO);

y mamuentoB ¢ W u JIAI-BIIC

JIEC HAaCTO Ha3HA4Ya€MbIM B Ka4€CTBEC CAMHCTBCHHOI'O JIAT-cne-

(p<0,000001, p=0,006, p<0,001, p<0,000001 cooTBeTCTBEH-
HO), a Takxke no pazmepy JIIT u T3C JIK mexny JIAT-BIIC u
JIAT-C3CT (p=0,008, p=0,003 coOTBETCTBEHHO) U pa3mMepy
JIIT mexxkmy WIT u moproJII™ (p=0,042).

Karerepuszauus npaseix otaenos cepaua (KITOC) xoTs 661
OJIMH Pa3 3a NepHOJ] HAOIIOJICHNUS! BBINOJHANACH Y 72% nauueH-
toB WIIT', y 92% — ¢ JIAT-C3CT, y 40% — ¢ noptoJ]Il' u y
29% — ¢ JIAT-BIIC. Cpennee naBieHre B MpaBOM Npeficepan
(ITIT) n naBneHue 3akIMHUBAHUS JeroyHon aprepuu (JI3J1A)
B CpEJIHEM HAXOJMJIUCh B Mpefieslax HOPMaJIbHbIX 3HAUYCHUH Y
MAlMEeHTOB BO BCEX Ipynmnax. 3Ha4yuMoe CHUXKEHUE caTypauyun
O, aprepuanbHOI KpoBH BbIsiBIeHO Y 60mbHBIX JIAT-BIIC, Be-
Ho3HoOI1 — y naguenToB ¢ MJII'. Ceppeunslit Bbiopoc (CB) 6b1
HIZKE HOPMaJIbHBIX 3HaueHuil y 6osbHbix ¢ MJIT u JIAT-BIIC
B orimuue ot noproJIl' u JIAI'-C3CT, y koropbix CB B cpen-
HEM Haxojiujicsl B mpefiesiax HopMbl. HanbGonbiume 3HavyeHus
ceppeunoro unaekca (CH) u naumensume nokaszarenu JICC
3apeructpuposanbl ipu JIAI-C3CT (Tadu. 5). YpoBeHb reMo-
r00MHA U CpefiHsis yacToTa cepaeunbix cokpamenuit (HCC)
BO BpeMsl NPOBEJICHUs UCCIIEJIOBAHMS HE BBIXOJMIIN 3a TIPE/IeJIbl
HOPMaJIbHbIX 3HauyeHuii, BMecTe ¢ TeM no YCC rpynmner JIAT -
BIIC u JIAT-C3CT, a Takxe WJIT u JIAT-BIIC 3naunmo pas-
myanuch (p=0,028, p=0,016 cooTBETCTBEHHO); FreMOTJIO0NH Y
naiueHToB ¢ nopToJIl’ 6b11 3HaunMo BeIme, yeM npu JIAT -
C3CT (15,3 [14,9-15,65] nporus 13,75 [12,95-14,53] coot-
BETCTBEHHO, p=0,04).

3a nepuoy Habmonenus y 25,4% 6onbubix WJIT" Ha aTane
Bepudukanuu auarsoza KIIOC Bkmtouana OIEHKY OCTpOi
¢apmakonorudeckoit mpo6sl (OPII) no Hauana nekapcTBeH-
Hoii Tepanuu. [TonoxxuTenbHast peakiysi 3aperucTpupoBaHa y
8,6% mnauueHTOB: BbISBICHO CHUXKEHUE CPEJIHETO JIAaBJICHNUS B
JIA (OJTAcp) =10 MM pT. cT. ipu aGCOTIOTHOM CHUKEHUU
IJIAcp <40 MM pT. cT. 1 oTcyTcTBHE cHI>KeHHs1 CB.

Cpenu naumeHToB, HabJroIaBIIMXCs B peructpe, 69,9% no-
nyvanu JIAT-cnenudguyeckyro tepanuto, U3 Hux 62,1% — mo-
HOTepanuio, 32,7% NMpuHUMAIN ABYXKOMITOHEHTHYIO 1 5.2% —
TPEXKOMITOHEHTHY0 Tepanuto. CusaeHadun spisiiacs Hanbo-
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uucuieckoro npenapara. bosenran Haznauanu B 31,6% ciy-
yaes, puouyryar — 6,4%, amOpuseHTad — 3.4%, MaIMTEHTaH —
2,1% w unonpoct — 2,0%. Cpeny 1By XKOMIIOHEHTHOII Tepanuu
HamboJiee YacTou SIBIsIach KOMOUHAIMS cuiaenaduia u 6o-
3eHTaHa (22,3%), pexke NpUMEeHsJIMCh KOMOUHAIMK CUJIJIEHA-
¢una ¢ UIONPOCTOM, MALUUTEHTAHOM U aMOPU3EHTAHOM.
OcranbHble KOMOMHAUMM HA3HAYAJIUCh 3HAYUTENILHO pPeXe
(puc. 4 cM. Ha UB. BKJIENKe).

YacToTa Ha3HAUEHUS COMYTCTBYIOIIEH Tepanuu NpejicTaB-
JIeHa Ha pHC. 5 (CM. Ha B. BKJIEHKe).

[Ipenapatbl U3 rpynIbl aHTArOHUCTOB KAJbLYs TPUHUMAIIN
27.,8% naupeHToB, U3 KOTOPbIX 39,2% — AUrMApONMPUNHOBbIE
u 60,8% — HeUruapONUPUMHOBbIE (UaTHa3eM). [InypeTKu
Ha3Havyanuch 61,5% 6onbubiM JIAT, npu aTom 30,2% npunu-
MaJlu OfiUH JUypeTudecKuil npenapart, 66,4% — KOMOUHALUIO
13 IByX MOUETOHHBIX NpenapaToB (Hanbojee 4acTo MeTaeBoil
AUYPETHK U CIIUPOHONAKTOH); y 3,4% Haubounee TsKesbIX na-
UEHTOB TPeOGOBAIOCH NPUMEHEeHUe 3 mpenapaToB (BKIOYast
aleTa3olaMup).

AHTHTpOMOOTHYECKHE TpemnapaThl Ha3Havanucb 61,5%
60JIbHBIM, BKITtOUast Bapdaput (51,6%), aueTuicanuuuioByro
kuciaory (38,3%), Hu3komoaekynspHble renapunsl (5,9%) u
HOBbIE AHTUKOATYJISIHTBI (4,2%).

Takske manyeHThl IPUHAMATN IPYTHE MPernapaThl, B TOM
qKCIIe BIMSIIONIME HA PUTM cepita (MBabpajiiH, [3-610KaTopsl,
nurokcuH; 31,9%), racrponporekTuBHble npenapatsb (21,6%),
MHIMOUTOPBI aHTMOTEH3MHNPEBpallaolero gaxkropa/6ioka-
Tophl anrnoten3una Il (st meueHus: comyTCTBYIOIIEH TUNep-
TOHUYECKOI 00JIe3HM), MpenapaThl IMMYHOCYTIPECCUBHON Te-
paruu (maupenTs! ¢ JIAT-C3CT), cTaTiHbI ¥ IpenapaThl 3ame-
CTUTEJILHON Tepanuu pyu TUIIOTUPEO3E.

BoikuBaemocts nanuenToB ¢ JIATT cocraBuna 98,9% 3a
1 rog Habmopenus, 94,1% — 3a 3 roga u 86,0% — 3a 5 ner
(puc. 6 cM. Ha UB. BKJeHKe). [Ipu cpaBHUTEIBHOM aHallu3e
BbDKMBAEMOCTH MALMEHTOB HAMITYYLINE TOKA3aTeN BbISBJICHbI
y nauueHToB ¢ JIAT-BIIC (cunppom DiizeHmenrepa) — 98 4,
93,3, 87,6% coorBercTBeHHO. Y 60JbHbIX ¢ JIAT-C3CT 3ape-
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Tabanua 6. CpaBHMTEAbHAsl OLLIEHKA BPEeMEHHbIX MoKasareAeit npu amarHoctuke AAT 1 yHKUMOHAABHO# CIOCOBHOCTH

MO pe3yAbTaTam 2- M 6-A€THero HabAloAeHHs!

ITokazarennb 2013 r. 2017 r.
Bo3spacT nosiBneHust nepBbIx Kanoo, JeT 342+19.2 3 3’332’23(;_: é§469 0)
Bo3pacT Ha MOMEHT BKIIFOUEHUS B PETUCTP, JIET 4324158 42,7+153
Bpewms ot nosiBnenus xano6 10 oGpalieHus K Bpauy, Mec 4,5(0,3-30,1) 3,5(0,5-25,0)
Bpewmst ot mepBoro oGpaiiieHust K Bpady /I0 YCTaHOBIICHUSI OKOHUATEILHOTO JIMArHO3a, MecC 2,2 (0,2-20.1) 3,0(0,5-23,7)
Muctanups B8 TOMX, m 393.8+111,1 361,3x129.3
OK III/TIV (BO3), % 47,1 65

TUCTPUPOBAHbl CaMble HU3KWE MoOKa3zaTenu 1-rofuyHoi
(92,0%), 3-nerneir (76,7%) w 5-neTHell BBIKMBAEMOCTHU
(71,3%). BexkuBaeMocTh 60onbHBIX ¢ MJII' cocTaBmma 92,0,
76,7,71,3% cooTBeTCTBEHHO (pHC. 7 CM. HA LB. BKJIEHKE).

OO6cyxaeHne

JlaHHOE€ MHOTOLIEHTPOBOE MPOCHEKTUBHOE UCCJIEIOBAHUE
10 U3YUYEHUIO PACIIPOCTPAHEHHOCTH, OCOOEHHOCTEN KIMHUYE-
CKOW KapTHHBI, IPOBOANMOII Tepanuu y nauueHTos ¢ JIAT u
XTDJII" B P npoBogutcst HaunHas ¢ siBapst 2012 r. 3a 6 net
HaOJIOIEHNsT BCETO B PErHCTpP BKIOUeHO 467 MalMeHTOB C
JIAT', uto ¢ yueToM 00611eil YucIeHHOCTH Hacesienus Poccun
MO-TIPE>KHEMY He OTPasKaeT UCTUHHOW KApTUHBI U 110 YNCITY Ha-
GrofieHnil MoKa ycTynaet Haubosee MoliHbIM EBponeiickum
peructpam (Ppaniy3ckuit peructp, n=674, peructp B Benmko-
6purannu n Upnangun, n=482) u REVEAL Registry (CIIA,
n=3515) [8].

[Ipu ananmu3se noseit GOJBHBIX C Pa3aMYHBIMU (pOpPMaMU
JIAT coxpaHsifoTCst MpesKHUE MPOTIOPLK TIPH COTOCTABIICHNN C
JaHHBIMU NpexXHUX JeT [9—14] (cm. Tada. 1). B HacTosee
Bpemst JII' ocTaeTcst Hanbonee yacTo perucTpupyemoit pop-
Mot (41,5%), Bropoe mecto 3annmaet JIAI-BIIC (36%), na-
nee — JIAT-C3CT (19,5%), B To Bpemsi kak B CIIIA u ®paniym
pacnpoctpanenHocTsb JIAT-C3CT (25 u 14,9% cooTBeTcTBEH-
HO) nipeBbIaeT oo naumenTos ¢ JIAT-BIIC (10 u 10,2% co-
OTBETCTBEHHO), B MIcmaHnM NpOLEHT 3THX MalJEeHTOB NpUMep-
Ho oguHakoB (JIAI' BIIC — 16%, JIA'-C3CT - 15%) [8].
B Kurae yacrora peructpauun JIAT-C3CT npumepHo cooT-
BeTcTBYeT Poccuiickum ganHbM (19%), BMecTe ¢ Tem JIAT -
BIIC y Hux siBsieTCs! TMAEPOM MO PACIIPOCTPAHEHHOCTH CPEi
Bcex ¢opm JIAT (43%). [IpuunHamMu Takoro pacnpepiesieHust
MOTYT ObITh KaK HEJIOOLEHKA PACTPOCTPAHEHHOCTH OOJIbHBIX
¢ JIAT-C3CT, rak u nedexrsl fuarnoctuku BIIC y pereii.

Kak u B ipyrux crpaHax, y >keHuius B P® JIAT Bctpedaet-
Csl yallle, 4eM y My>K4uH, Ip1 3TOM HauboJiee 4yacTo 3TO Malu-
entol ¢ JIAI-C3CT, a y naguenToB ¢ noptoJII' u unpyuupo-
BAHHOU NMPUEMOM TOKCHHOB U JIEKAPCTBEHHbIX MPENnapaToB, Ha-
MPOTUB, KOJIMYECTBO MY>KUMH MOKeT focTuratb 50%.

[To Bo3pacty mauments! JIAI' B Poccuiickom peructpe mo-
noxe (42,7+15,3 ropa), yem B CIIA (50+14 net) u $panyyn
(50+15 ner), BeposATHO, 13-3a GOBILIETO KOJIMYECTBA BO3PACT-
HbIX 607bHBIX ¢ JIA-C3CT B TUX cTpaHaX U MEHBIIETO KO-
mryectBa 60abpHBIX ¢ JIAT-BIIC. MuaTepecHo, yTO BO3pacT Ha
MOMEHT BKJIIOUEHHUSI B perucTp y nauueHToB ¢ JIAL 3HaunTens-
HO HE M3MEHWJICS TPU CPABHEHUU C JJAHHBIMU 2-JIETHEro Ha-
6mofieHnst (cM. Tadu. 1), HeCMOTpS Ha YBEJIMYCHHE 10N GOITh-
HbIx ¢ JIAI-C3CT ¢ 7,6 no 19,6%.

O6paraer Ha ceOs1 BHUMAHUE, YTO KOJIMUYECTBO MALMEHTOB
C YCTaHOBJICHHbIM paHee AMarHO30M OCHOBHOT'O 3a00JIeBaHUS
po passurtust JII' cpepu 6onbHbix BIIC MeHblle B cpaBHEHUU
¢ nanuentamu, ctpafgaommvu C3CT n mopTanbHON runepTeH-
3ueil. [TosyyeHHble JaHHbIe KOCBEHHO yKa3bIBAIOT HA TO, YTO
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BPOXK/ICHHBIN JlepeKT BU3yalu3UpyeTcsl 4acTo TOIfA, Korja
y>Ke pa3BuBaeTcs ocioxkHeHue B Busie JII'. JIro6onbITHO, UyTO
cpenu 6onbHbIX MJII™ ecThb citydan ciiy4ailHOro BBISBICHUS 3a-
GosieBaHMSI BO BpeMs MPOBEACHUS MPO(PUIAKTUYECKUX
OCMOTPOB.

B cpaBHeHuu ¢ faHHbIMM 2-T€THETO HAOMIOAEHUS] HECKOJIb-
KO COKPATUJICS MHTEPBAJI BPEMEHH OT MOSIBJICHUS NMEPBbIX XKa-
1106 710 mepBoro o6paienus K Bpauy ¢ 4,5 [0,3-30,1] mec 1o
3,5 [0,5-25,0] mec, a Bpems1, 3aTpaueHHOE Ha yCTAHOBJIEHUE
MpaBUJILHOIO MAarHo3a, HeCKOJIbKO yBennuuiocs ¢ 2,2 [0,2—
20,1] mo 3,0 [0,5-23,7] mec (Tadua. 6). Cymmupysi 9TH NoKasa-
TEJIM, MOXKHO KOHCTATUPOBATh, YTO MO-MPEKHEMY TpeOyeTcst
JAOCTATOYHO JIIUTENIbHBINA EPUOJ, BPEMEHH JI0 YCTAHOBJICHUS
JMarHo3a 1 KaK CJIEJICTBUE HA3HAUCHUS JICUCHUSI.

[IpenbsBaseMble NauMeHTaMK KajnoObl HecneUM(UYHbBI:
KaK 1 paHee, Hanbosee yacTo GOJIbHBIE XKAITYIOTCSl HA OfIbILIKY,
0011yI0 c1a00CTh U cepyileOneHue.

B passepHyTOil cTaguu 3a00J€BaHMsl YaCTOTA >Kanod Ha
60JI B TPYJJHON KJIeTKE, Kallleslb, KPOBOXapKaHbe U TOJI0BO-
Kpy>keHre yBeJIMUMBAeTCs B 2 pa3a yalle, a OTeKH PerucTpu-
pytoTcst yanie 6osee yem B 3 pasa.

IIpu cpaBHeHUM ¢ [aHHBIMM 2-JI€THErO HAONIOJEHUE OT-
MEYeHO CHIKeHne auctanuuu B TOMX y nmauuentos ¢ JIAT
¢ 393,8+111,1 go 361,3+129,3 M 1 3HaUNTENILHOE YBEIMUCHUE
koJmyectBa maguenros ¢ ®K III/IV ¢ 47,1 po 65%
(cM. Ta6a. 6). BeposiTHO, 9TO CBSI3aHO C yBEJIMUYECHUEM HCCIIe-
ayeMoii BbIOOPKH, B YACTHOCTHU C yBEJIMYEHUEM KOJIMYECTBA
60mbHBIX JIAT-C3CT. DTr naHHBIe MPUMEPHO COMOCTABUMBI C
pe3yabraramu Micnanckoro peructpa (TOMX 363+120 m; 69%
cootBeTcTBEHHO); B peructpe REVEAL u Kuraiickom peru-
crpe 6osbHbIX PK III/TV menblue (56 u 54% cOOTBETCTBEHHO).

HaunbGonee 3raumMble pa3nuyms MO JAHHBIM PEHTTeHOTpadun
OpraHoB T'PY/HOI KJETKU 3aperucTpupoBanbl mexay WUIIT u
JIAT-BIIC: y 6onbHbIX ¢ JIAT-BIIC BbIsiBIIeHbI O0see 3HAUNMble
NPU3HAKN PEMOJIEIIMPOBAHUS CEP/ILiA, BEPOSITHO, B CHITy GOITbILIEH
JIIUTENIBHOCTY 3a00JIeBaHusI. DTH IaHHbIE MOATBEPKIAIOTCS pe-
syabratamu DXoKI'. [TaumenTs! ¢ JIAT-BIIC xapakTepusyrorcst
OGONBILIIMU 3HAYCHUSIMA PA3MEPOB NPABBIX OT/ICNIOB CEpJIlA, Ji1a-
metpa JIA, BblpaxkenHocTu runeprpocuu ITK.

Hnrepecno, uro KITOC HanGosee 4acTo BHITOIHSIETCS y
60nbHbIX ¢ JIAT-C3CT u Haubonee peako y 6onbHbIX JIAT-
BIIC. DTo MoxHO cBsi3aTh ¢ TeM, yTo npu JIAT-C3CT uvacto
HEOOXO/IMMO MCKIIIOYATh BKJIaJl IMACTOINYECKON ANChYHKIMN
JIXK B cuity cCUCTEMHOCTH MOPAaKEHUsI apTEPUAIbHOTO pycJa, a
onpenenenne [I3JIA sBasieTcst 30J10TbIM CTAHAAPTOM B 3TOM
Bornpoce [15]. Y naumenTos ¢ JIAT-BIIC HenHBa3uBHbBIE METO-
Abl AMArHOCTUKHU JIAIOT MCUEPINBIBAIOILYI0 MH(OPMaUIO Npu
Hanmmunu JIAT, Korja Bonmpoc onepaTuBHOIO JIeYEeHUs y>Ke He
aKTyaJleH.

CorsacHO peKOMEH/IAIMSIM O JUATHOCTHKE U JICUSHUIO
60nbHbIX JII' npumenenue OPII 060CHOBAHO TOJBLKO ISt
6ombHbIX ¢ UJIT, HITAT u JIAT, nHIynupoBaHHO# IpreMoM
TOKCUHOB U JIeKapCTBeHHbIX npenapaTtos [1]. Cpeau 607b-
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Heix ¢ WII nonoxkurensuass OPII peructpupyercst HedacTo,
y 10,8-13,5% nauuentos [16]. [TonydyeHHbIe HAMU JIaHHBIE
YKa3bIBalOT Ha 0o0Jiee HU3KYI0 YacTOTY MOJIOXKUTEIbHOM
O®II cpegu WJII" B Poccuiickoil nonysuuu (8,6%). Ob6pa-
1jaeT Ha ceOsl BHMMaHKE, YTO HE BCEM MallMeHTaM, KOTOPbIM
unnguupyercs JIA-cneyuduyeckas Tepanus, BbIIOJIHAETCS
KIIOC (29-92% B 3aBucuMocTu oT Ho3o0yorun), a OPII ObI-
Jla BBINIOJIHEHA TOJLKO 25,4% nauuenTton ¢ UJIT'. Yactruuno
3TO CBSI3aHO C T€M, YTO YacCTh MALMEHTOB MONA/IAlOT B MOJe
3peHust Bpaua, KOrja y>e UMEIOT NPeUKTOPbI INIOX0ro Npo-
HO3a U BBICOKMII PUCK Pa3BUTUS JIETAJIbHOI'O UCXOa, UTO
MKTYeT HeOOXOAMMOCTb cKopeiiniero HazHaueHust M JIAT -
cneuucuyeckoit Tepanuu. [Ipy oTcyTCTBUM BO3MOXHOCTH Ha
MmecTe BbIMoJHUTL OPII, Bpaun, onacasich NOTEPSITh BpeMsl B
OXKUJaHUU 1000CIIeJOBaHUs B APYTOM LEHTpE, NofipazyMe-
BAIOT, YTO MpoOa OKaXeTcsl OTPULATENbHON. TeM He MeHee
3TO SIBJSIETCS] OTKIIOHEHMEM OT PEKOMEH/IOBAHHOT'O aJIrOpHUT-
Ma IMarHOCTHKU U JIeUeHHUSI.

OueHuBasi IPOBOAMMYIO MALUEHTAaM TePaNo MOKHO OTMe-
TUTh, YTO YacToTa HazHayeHus JIA-cneunduyeckoit repanu
y 60nbHbIX JIAI' mpakTHUeckn He M3MEHIIIACh IPY CPABHEHUN
C pe3ysibTaTaMu 2-JeTHero HabJrofieHnst 1 coctasisieT 69,9%
(panee 68%). BmecTe ¢ TeM 4acTOTa Ha3HAUEHUs] KOMOUHUPO-
BaHHOI1 Tepanuu yBeauuunach B 2 pasa (37,9% nporus 17,7%),
a TpexkommnoHeHTHOM B 3 pa3za (¢ 1,6 mo 5,23%). [To-npesknemy
JIUJIEPOM CpeJil NPUMEHSIEMbIX MPENapaToB SBJISETCS CUIIieHa-
(buin, a yacToTa Ha3HAUEHUS] TPOCTAHOUIOB HECKOJILKO YBe-
muuiack ¢ 6,5 1o 7,8% 3a cueT NpUMEHEHUs! UJI0NPOCTa MIpU
KOMOMHUPOBAHHOI TEpaInuH.

OTMeueHO 3HAaUUTEIbHOE CHUXKEHUE YaCTOTbl Ha3HAUEHUs!
MpenapaToB U3 IPYIMIbl aHTATOHUCTOB KaJlbLUsl B CPABHEHUN
¢ pe3yabTaTamu 2-neTHero Haomonenus (27,8% nporus 51%);
Takas 4yacToTa comocTaBuma ¢ pAaHHbIMu peructpa CIIA
(25,6%). YuntbiBast KOJIMYECTBO MALUEHTOB C MOJIOKUTEILHOMN
O®II, MOKHO 3aKJIIOUUTD, YTO MO-NPEKHEMY T NpenapaThbl
YACTO HA3HAYAIOTCS B KAYECTBE PUTMYpPEKAIOLEel Tepanuu,
AETrUPONUPUMHOBBIE AHTATOHUCTbI Kalblusl — MalUeHTaM
C COMYyTCTBYIOLIEH apTepuasbHOil runeproHueii. OTMeueHo
TaKKe CHUXKEHUE YaCTOThI HA3HAUEHUSI AHTUTPOMOOTUYECKIX
npenapartos ¢ 82 1o 61,5%. Yacrora Ha3HauUeHUs JUypeTUYe-
CKMX IpernaparoB He u3meHusnach (61,5% nporus 59%). Boi-
PaBHMBAHUE MOJIYYEHHbIX PE3YJIbTATOB C JAHHBIMU PErUcTpa
CIIA, BeposITHO, 00YCIIOBJIEHO YBEIMUEHUEM KOJIMUECTBA Ha-
6JrofIaeMbIX MALEHTOB.

BrokuBaeMocTh 607bHBIX B poccuiickoin koropte JIAT
Boie (1 rog —98,9%, 3 ropa — 94,1%, 5 ner — 86%), yem pe-
CUCTPUPOBANach B Nepuoj o npumenenust JIAI-cneuucduye-
ckoit repanuu (1 rog — 68%, 3 ropa —47%, 5 ner —36%), a
TaK>e BbIIIE, YeM B JIPYTUX COBPEMEHHbIX PETUCTPaXx, HaMpH-
mep, CIIA (85, 68, 57% coorBeTcTBeHHO), SInonun (98, 96,
78% cootBeTcTBEHHO) [8, 17]. BbI>KBaeMOCTh B MOArpyMIax
JIAT Tax>ke Bblllle MUPOBbIX 3HAYEHUI1: HAIPUMED, BbIXKMBAE-
mocTb UJIT' B Poccuiickom peructpe coctasmisieT 98,4, 933 u
87,6% 3a 1,3 u 5 ner nabaroaeHusi, B To Bpemsi Kak B CIIA —
91, 74 u 65% coorBeTcTBeHHO. BeposaTHo, nMeroiuecs pas-
I4ust 0OBSICHAIOTCS 60JIee MOJIOJIBIM BO3PACTOM POCCUICKUX
MAaMeHTOB U 60Jiee BBICOKUM TPOLEHTOM MAlMEeHTOB C CUH-
ApOMOM Dii3eHMeHrepa.
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3akAl0ueHue

Taxum 06pa3oM, 10 Mepe yBelIUYeHHs YUCIa NalUeHTOB
¢ JIAT B peructpe obpaiaer Ha ceOsl BHUMaHUE yBeJINYeHUE
noam TskenbiXx 60abHbIX ¢ PK III-1V, cHukeHue qucTaHuyum
B TOMX, 4TO COOTBETCTBYET 3apyOesKHbIM IaHHBIM. [laHHbIe
perucTpa KOCBEHHO yKa3bIBalOT Ha HEOOXOAUMOCTh yBeJIUUe-
HUSl YCWJIUIl, HANpPaBJEHHbIX Ha YJyYlleHWE AUArHOCTUKU
C3CT y B3pocubix, a Takke BIIC B meTckom Bo3pacTe ¢ 1e-
JIbIO NTPOBEJIEHNS] CBOEBPEMEHHOI'O ONEPATUBHOIO JIEYEHMUS .

B nocnepHue rojibl B KJIMHUYECKYIO MPAKTUKY BHEAPEHbI
JIAT -cnieupcuyeckye npenaparbl HOBOIO MOKOJEHUS, TAKUE KaK
PUOLIMIYaT U MALUTEHTaH, BMECTE C TEM JI0 HACTOSILIET0 BpEMEHU
B HAllIeM apceHase OTCYTCTBYIOT MapeHTePasbHbIE TPOCTAHOU-
Jibl, KOTOPbIE NPUMEHSIIOTCS] y CaMbIX TSPKEJIbIX GOJIbHBIX.

Mopepuuzaius ninatdopmbl peructpa B 2017 r. no3posmia
YBEJIMYUTh 00BEM XpaHsuleics HHhOPMaLKU, YTO NPUBEIIO K
YBEIIMUEHUIO KOJIMYECTBA KapT, a U3MEHEeHHe NpuHuuna cobopa
nH(opMaLUU 06JIErYUII0 BHECEHUE JAHHBIX MALUEHTOB.

YBenuueHue KOJIUYECTBA OKCIHEPTHBIX LEHTPOB, yda-
CTBYIOIIMX B Pa0OTe PEruCTpa, NO3BOJIUT YJIYUIUUTh PAHHIOK
muarHoctuky JIAL', obecneunTs nocnenytouiee HaOIOeHIE ¢
LeNbI0 OLIEHKU COCTOSIHUSI MALlUEHTOB B JUHAMUKE, CBOEBPE-
MEHHOI KOPPEKUMU Tepanuu U KaK CIEe[ICTBUE CHUXKEHUE
CMEPTHOCTH CPE 3TOi KaTeropuu MaleHTOB.

ABTOPBI 3asIBIISTIOT 00 OTCYTCTBHH KOH()IMKTA NHTEPECOB.
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K cratwe U.E. Ya3zoesoii u coasm.
«Jlerounas aprepuanbHas runepren3us B Poccuu: aHanm3 mecTujieTHero HaowAeHus 1Mo JaH-
HbIM HaumonansHoOro perucrpa»
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K cratee U.E. Yasoeoii u coasm.
«Jlerounas aprepuajbHas runepren3us B Poccuu: aHanmn3 mecTujieTHero HadAeHUs MO IaH-
HbiM HanmonansHOro perucrpa»
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