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PE3HOME

Llenb uccnepgoBanma: usy4utb femorpadpuyeckue nm KimHuYe-
CKMe XapaKTepuCTUKL 60s1bHbIX C JTAl, pernoHbl UX NpoXmUBaHms,
0COGEHHOCTY ANArHOCTUKKU 1 NPOBOANMOII NIEKAPCTBEHHON Tepa-
MUK, 2 TaKXKe BbKMBAEMOCTb NALMEHTOB B paMKax MHOMOLEHTPO-
BOrO, MPOCMNEKTUBHOIO, OTKPLITOrO UCCe0BaHNA.

Matepuan u metofbl. B uccnenoBaHme BKNOYEHbI NALMEHTb
B BO3pacTe cTaplue 18 net, nmeroLme Nero4Hy0 apTepuanbHyto
rUnepTeH3mnto, KoTopas Knaccuduumpyetcs kak rpynna 1 (J1AD).
HabnoneHue nposoaunock B 10 akcnepTHbIX LeHTpax Poccum 3a
nepuog ¢ 01.01.2012 r. no 30.04.2014 r. [JaHHble NaLWEHTOB C
JIAT BHOCMANCH B 351eKTPOHHbIE (DOPMbI HA CallTe PermcTpa wWww.
pul-hyp.medibase.ru.

PesynbTatbl. B uccnegosanme BkntoyveHo 198 naumenta (160
XKEHLLMH/38 MY>XHUH), NpoXKMBatoLWmMX B 44 pernoHax P®. 3 Hux
55,0% — WNT, 35,9% — NAT, accouunposaHHas ¢ BIC, 7,6% —
JIAT, accoumnposaHHas ¢ C3CT, 1,0% — Hacnenyemas J1AT, 0,5%
JIAT, accounmpoBaHHas ¢ NopTanbHOM runepTeH3uein. Megmnaxa
BO3pacTa nauueHTOB Ha MOMEHT BKJIOYEHWUS B PErucTp cocra-
Bun 38,1 (28,7-53,8) ropa, mefuana gnurtensHoctu JII 5,9 ropa
(ot 2,3 po 13,7 net). OuctaHuma B T6BMX coctauna 394,84 +
111,10 meTpa, oabiwka no wkane bopra 3,34 + 1,41 6anna.
9.2% umenn ©K 1, 43,7% — OK II, 36,2% — ®K 1ll, 10,9% — ®K
IV. Mpn KNOC ONAcp 55 (43,25-64,0) mm pr. cT., CB 3,5 (2,9-
4,33) n/muH, G 2,0 (1,8-2,3) n/mun/m?, JICC 1079 (762-1424,8)
anHxcek/cm®. MonoxutensHas 0PI 6bina BbisBNeHa y 25% na-
LMeHTOB. Hanbonee YacTble CONYTCTBYHOLLME NATONOMMN: 3PO3MB-
HO-A3BeHHOe nopaxeHue XXKT (27%), apTepuanbHas runepro-
Hus (14%) n HedhponuTas uam MovekameHHas 60mnesHb (9%).
JIAT-cneundnyeckyto Tepanuio nony4arT 68% nauneHTos, 13
HUX cunaeHadun — 75,4%, 603eHTaH — 40,4%, unonpoct — 9,5%,
9,6% HabnoaalnTcs B pamMKax KIMHUYECKMX nccneaosannii. OguH
3 BbILUEONUCAHHBIX NpenapaTos NpuHUManu 66,7%, KOMOUHU-
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SUMMERY

The aim of the multicenter prospective open study: to assess
demographic and clinical characteristics of PAH patients, regions
of their accommodation, features of diagnostic and medical
strategy, and survival.

Materials and methods. In the study we included PAH patients
(group 1) aged >18 years observed in 10 expert centers of the
Russian Federation from 01.01.2012 to 30.04.2014. Patients' data
were brought in the electronic forms on the registry site www.
pul-hyp.medibase.ru.

Results. 198 patients (160 women/38 men) from 44 regions
of the country were included in the study: 55.0% — IPAH, 35.9%
— PAH associated with congenital heart disease, 7,6% — PAH
associated with connective tissue disease, 1.0% — heritable PAH,
0.5% — PAH associated with portal hypertension. At the time of
including in the register the patients' age median was 38.1 (28.7-
53.8) years, the disease duration median was 5.9 (2.3-13.7)
years. The 6MW distance was 394.84 + 111.10 meters, dyspnea
Borg index — 3.34 + 1.41 points. 9.2% had FC |, 43.7% of FC II,
36.2% of FC Ill, 10.9% of FC IV. According to RHC mean PAP
was 55 (43.25-64.0) mm Hg, CV 3.5 (2.9-4.33) I/min, Cl 2.0 (1.8-
2.3) I/min/m2, PVR 1079 (762-1424.8) dinxc/cm®. Positive acute
vasodilator testing was found in 25% of patients. The spectrum of
the most frequent associated diseases included gastrointestinal
diseases (27%), arterial hypertension (14%), urolithiasis (9%)
were. PAH-specific therapy was prescribed to 68% of patients
(sildenafil — 75.4%, bosentan — 40.4%, iloprost — 9.5%). 9.6%
of patients were observed in clinical trials. PAH monotherapy was
prescribed to 66.7% of pts, the combined two-component therapy
was recommended to 31.7% of pts, triple therapy- to 1.6% of pts.
51% of pts were treated with calcium channel blockers, 59%
— diuretics, 82% - antitrombotic drugs. In PAH group the 1-y
survival was 98%, the 2-y survival — 96%.
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poBaHHas AByXkoMnoHeHTHas JTAl Tepanus HasHadvanacbk 31,7%,
3-X KomnoHeHTHasa — 1,6% 60MbHbIX. 51% 60MbHbLIX NOAYyYanu
AHTAroHWUCTbI KanbLms, 59% — anypeTnku, 82% — aHTUTPOMOOTH-
YecKme npenapatbl. BbKMBAEMOCTb 3a MepBbiii rog HabnoaeHNs
coctaBnset 98%, K KoHuy 2013r. — 96% nauneHTOB.

3aknioyenue. CosfaHue M NpUCOeAMHEHNE K paboTe HOBbIX
9KCMEPTHbIX LIEHTPOB MO3BOMMT YNYYLWMUTb PAHHIOK AMATHOCTUKY
JNNAT, 06ecneynTb PerucTpaLmio NaLuneHToB, UX NocneaytLLee Ha-
6110eHNe U CHU3UTL CMEPTHOCTb Cpeau 3TOW KaTeropun naum-
EHTOB.

KnioueBble cnosa: perucrp, /1ero4Has aprepuanbHas runep-
TeH3nd, JIAT-cneyngpuyeckas Tepanus.

Csepenusa 06 aBTopax:

ApxunoBa

Onbra AnekcaippoBHa Ten. 8(495)414-61-86

BanueBa

Sapnha Cyntanosha . 8(495)414-61-86

MapTbIHIOK

Tamuna ButanbeBHa Ten. 8(495)414-64-50

HakoHeyHukoB

Ceprei HukonaeBuy Ten. 8-495-414-61-18

Ya3oBa

WpuHa EBreHbeBHa 8(495)415-52-05
OTBETCTBEHHbIA 32
KOHTaKTbl C pefjakLuei:
ApxunoBa

Onbra AnekcaHppoBHa

JleroyHas runepteHsus (/1) o6beauHseT rpynny 3a6onesaHnii
PasfM4HON 3TUONOTUKM, NPUBOLALLMX K MOBbILIEHWIO NIErOYHOr0
cocyamctoro conpotusnenus (J1ICC) u gaBneHus B nero4Homn ap-
Tepuu, Neperpyske u runeptpodum npasoro xenynouka (MX) ¢
MCX0J0M B NPABOXENYLA0YKOBYID CepAevHY0 HEeJ0CTaTO4HOCTb
[1]. NNeroynas aptepuansHas runepteHsus (JTAI) npencrasnser
cobon 1 rpynny Knaccuukawumn nero4yHoil runepTeHsunm, npem-
ctasrneHHon B [ana-lMomHt B 2009 r. 1 MOLMMLNPOBAHHOI B
2013 r (r. Hugua). Kak nokasaHo B Taénuue 1 k JIAI oTHocATCS
uamonarudeckas J1I (U, nacnegyemas JTAM (HNAT), nngyuu-
pOBaHHas NPUEMOM JIeKapPCTBEHHbIX NPenapaTos UK TOKCUHOB
accouumnpoBaHHble opmbl [2].

C 2013 r. gnarHoctuyeckumm kputepuamu J1AT sBnsoTcs ypo-
BeHb cpefHero aasnedus B JIA ([IJ1Acp) >25 MM pT. CT. B NOKOE,
HOPM/IbHOE 3Ha4eHWe [aBNeHNs 3aKNUHUBAHWNA NErO4YHON apTe-
puu (O3JT1A <15), HOpManbHble UMW CHUXKEHHbIE 3HAYEHWE Cep-
[Ie4HOro BbIGPOCA N0 JaHHLIM KaTeTepu3almm npasblX OTAEN0B
cepaua (KMNOC) npu oTCYTCTBUM APYrUX NPUYUH AN1S NOBLILIEHNSA
[aBieHus B NeroyHoi aptepum (rpynnel 2,3,4 n 5) [1].

HecmoTpsa Ha TO, 4TO MepBble KNUHUYECKME M NaTOMOpono-
rnyeckue onucanus JIAI faTuposaHbl eLle KoHLOoM XIX-Haqanom
XX Bekos (Julius Klob, 1865 r., Ernst von Romberg, 1891 r., Abel
Ayerza, 1901 1.), aKTMBHOE U3Yy4eHue 3a601eBaHUSA HA4anoCh NALWb

Conclusion. Harmoniously built system network of expert
centers will allow to improve early diagnostic of PAH, providing
proper observation and lowering mortality rate.

Keywords: the registry, pulmonary arterial hypertension, the
PAH - specific therapy.
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KNuHn4eckon kapanonorum um. A.J1. MsicHukosa ®IbY «PK HIMK» M3 P®, o.M.H.;

YyeHbin cekpetapb ®IBY PKHITK, npodeccop, A.M.H.;

JOMPEKTOP MHCTUTYTA KNHMYecKor Kapanonorun um. A.J1. MacHukosa ®I'BY «PK HITK»
M3 P®, pykoBoauTenb oTgena runeptoHun, ned-kopp. PAMH, npodeccop, A.M.H.;

121552, MockBa, 3-1 Yepenkosckas 15,a, Ten: 8-916-131-63-64,
3/1eKTPOHHbIN aapec: olga_ark@list.ru

B KOHLe 1960-x rofoB B cBA3U ¢ pa3sutiem anuagemun J1AT, Bbl-
3BaHHOM amuHopekcoMm [3,4]. MepBble e 06006LLeHHbIe AaHHble 0
nauueHTax ¢ JIAI nosisunuce Tonbko B 1987 r., korga 6binu npes-
CTaBJIEHbl UTOMN 5 NETHEro NPOCMEKTUBHOIO PermcTpa 60SbHbIX
¢ WNr, NAT, accounmpoBaHHON C CUCTEMHbIMU 3a60S1eBaHNUAMN
coeanHuTensHon Tkann (JTAT-C3CT) un JIAT, accounnpoBaHHoii ¢
BPOXAeHHbIMU nopokamu cepaua (JTAM-BIC) s CLUA [5].

Peructp nauventos ¢ JIAI gaet npefcraBneHne o pacnpocTpa-
HEHHOCTHW, 3200/16BaEMOCTH, ECTECTBEHHOM TevyeHUu 3abonesa-
HUSA, PA3NMYMAX B KIUHUYECKON KApTUHE Pa3HbIX HO3050ruye-
CKMX Tpynm, LONrOCPOYHONM BbIKMBAEMOCTH, €€ MpeankTopax
BNUAHUM COBPEMEHHOI NEKAPCTBEHHON Tepanu Ha CMepPTHOCTb.

Peructpbl naumeHToB ¢ JIAl €034aK0TCA BO MHOMMX CTpaHax
mupa. OfMHHAjuUaTh Hanbonee KpynHbIX NPeAcTaBeHbl B Tabnun-
Lie 2 1 OXBATbIBAIOT LLECTb CTPaH. EBponeiicknii peructp Compera
NPOBOAMNCS B 28 LIEHTPAX, PacnofioxXeHHbix B ABCTpuu, besb-
rum, lepmanum, Ntanum, Hugepnanpax, Lseduapun. Bee pern-
CTpatypbl BKNtOYanu nauneHTos ¢ WIT n Hacnegyemon chopmoli,
CeMb PerucTpupoBann accouunpoBaHHble dropmel JIAT, a oguH
YYUTBIBANT TaKXe NALWEHTOB C XPOHWUYECKON TPO3MOOSIMYECKOI
Nero4Hoil runeptensuei (XTIJIN) (rpynna 4). Yucno naumeHTos
B Pa3NNYHbIX perucTpax kosnedanocb 0T 72 fo 3515, KONM4ecTso
Y4aCTBYOLLMX LEHTPOB — 0T 1 10 55.
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Ta6nuua 1. Knuanyeckas knaccucpukaumsa Jr (2013r., Huyua)

1. Jlero4Has aptepuanbHas runepteHsus (JIAT):

1.1. Wanonartuyeckas JII

1.2. Hacnegyemas JII
1.2.1. Mytauun BMPR2
1.2.2. MyTauuu ALK-1, ENG, SMAD9, CAV1, KCNK3
1.2.3. HensBecTHble MyTaumum

1.3. HayumpoBaHHas npmemMom JieKapCcTe U TOKCUHOB

1.4. AccouumpoBanHas c:

1.4.1. cuctemHbIMK 3a601€BaAHUSIMU COEAUHUTENbHON TKAHW

1.4.2. BUM-uHdekumnen
1.4.3. nopTanbHON runepTeH3nen

1.4.4. BpOXJEHHbIMU NOPOKaMu CepALa (CUCTEMHO-NEr04HbIe LUYHTbI)

1.4.5. wmcrocomo3om

1'. Jlero4yHas BEHO-0KKNIO3WOHHAsA 601€3Hb / JIero4HbIil KanunnapHbIA FeMaHroMaros

1". MepcuctupyroLlas neroYHas runepTeH3ns HoBOPOXXAEHHbIX

2. Jlero4Has runepTeH3us BCNeACTBME NATONOruy NeBbIX 0TAEN0B cepaua:

« Cuctonnyeckas oUCMYHKLMS
« [lnacronuyeckas auctyHKLus
« KnanaHHble NOpoKm

* BpoxaeHHas/mpuobpeteHHas 06CTPYKLUMUSA NPUTOKA / NYTW OTTOKA NEBbIX OTAEN0B CepLLa U BPOXAEHHbIE KapauoMUonaTum

3. JI, accoummpoBaHHas ¢ NaToNnoruen AbixaTeabHON CUCTEMbI U/WUTH THNOKCEMUEN

* XPOHNYecKas 06CTPYKTUBHASA GOME3Hb JIErKMX
* UHTEpPCTNLMANbHBIE 3260M1EBAHNA NErKUX

* Apyriie 3a60NeBaHNs NErkiX Co CMELIAHHBIMW PECTPUKTUBHBIMIA 1 0GCTPYKTUBHBIMM HApYLLIEHUSMU

* CUHLPOM aibBEONSPHOI TMNOBEHTUNIALMM

* BbICOKOropHas JI

* HApYLLEHUSA [bIXaHWs BO BPEMS CHa

* 3200/18BaHUS JIETKNX, CBA3AHHbIE C PA3BUTUEM

4. Xponuyeckas Tpomboambonuyeckas JIr
5. CmewanHbie (hopmbl

* FEMAToNornyeckmne 3a60neBaHns: XPOHYeCKas reMosIMTUHeCcKas aHemms, MUeonponnepaTMBHbIN 3a60neBaHns,

CINJIEH3KTOMUA

* CUCTEMHbIE HApYLLIEHMS: CApKOM03, JIEr0YHbIN TMCTEOLNTO3, MMMAAHINONENOMNOMATO3
» METab0NNYECKNE HAPYLLEHNS: TTMKOreHO3bl, 60/1e3Hb lOLe, ANCHYHKLNA LLIMTOBUAHON XXenesbl
* Ipyrune: 06CTPYKLMM 0NyX0sbto, (PUOPO3NPYIOLLUA MEANACTUHNT, XPOHNYECKAA NOYeYHAsA HEO0CTaTOYHOCTb

B P® o 2012 roga npoBogunnCch paspo3HeHHble OJHOLEH-
TPOBbIE UCCIELOBaHUSA, NPEUMYLLECTBEHHO COCPELOTOYEHHbIE B
KPYMHbIX HAY4YHO-MCCNEA0BATENIbCKUX UHCTUTYTAX, B TOM YUCHE B
WNHcTutyTe KnuHndeckon Kapanonorum ®IBY «PK HITK» M3 PO.
9T0 He NO3BOJNIANO OXBATUTL JOCTATOYHOE KONNYECTBO PErNOHOB
1 He [aBano npegcrasneHue o npo6neme JII B Poccum B Lenom.
C 1 anBaps 2012 r ctapToBan BcepoCCMNCKNIA SNEKTPOHHBIN pe-
rucTp naumenTos ¢ JIAT u XTIJT (pul-hyp.medibase.ru).

[nsa 60nbHbIX ¢ JIAT pasfinyHOi 3TUONOIMMM B PEr1cTpe npeg-
crasneHo 4 kaptol: WIT, Hacnepyemas JIAl, J1Al, accouumpo-
BaHHas ¢ BIC, JIAT, accoummpoBanHas ¢ C3CT. MepcoHanbHble
LaHHbIe 60NTbHbIX NPECTABNAIOTCA B aHOHUMHOM Bue. Kaxnomy
NaLMeHTY-y4acTHUKY B PErmcTpe NpuCBamMBaeTCs WHAMBULYASb-
HbIA KOJ, COCTOALLMA N3 HOMEpa KCMEPTHOro LEHTPA, NOPsAAKO-
BOro Homepa kaptbl u ®NO nauyueHta. Mpu cosnageHum OO,
[aTbl POX[JeHUs, nona W AMarHo3a cuctemMa He no3BoseT 3a-
NONHATL KapTy Aanee. Takum 06pa3om, UCKITHOYAETCS NOBTOPHOE
BHECEHME AaHHbIX NaLMeHTa.

B KapTy BHOCATCA [aHHbIE O PErnoHe NPoXuUBaHUs 6OSbHOTO,
BO3pACT NaLMeHTa, ero pocT W Bec, NepBble Xanobbl, ANUTESNb-
HOCTb Nepuoja oT Ae6toTa CUMNTOMOB O NEPBOro 06paLLeHuns K

Bpady, a TakXKe 40 MOMEHTA YCTaHOBMEHMS AnarHo3a, AMHaMuKa
4aCcTOTbl XXano6 Ha MOMEHT BKITHO4EHUs NaLueHTa B pernctp. [Ans
NeTanbHO OLUEHKN (DYHKLIMOHANIBHON CMOCOOHOCTU MaLWeHTOB
YKa3blBaKOTCA AUCTAHLMA B TeCTe 6 MUHYTHOW X04b6bl (TGMX),
CTeneHb OfbIWKK MO WKane bopra, OYHKUMOHAMNbHBIA Knacc
(®K) no knaccudoukaumn BO3. Ons U3y4eHnUs KONMYECTBEHHbIX
NPU3HAKOB NEr0YHOI rMNepTeH3UU Npu NPOBELEHUN PEHTIEHO-
rpacdomn opraHoB rpyaHON KNETKM 0TMEYAtOTCs LWNPKUHA NPaBoro
KOPHSA, kKoadpdomumeHTol Mypa u Jltonu, KapanmoTopakanbHblii UH-
nekc. MNpoBoauTcs aHanu3 nokasatenen 3xokapauorpadui, Ka-
TeTepu3auuns npasblX 0TAEN0B CepfLa ¢ NPOBeAEHHbIMI OCTPbIMM
(hapmakonornyeckummn npobamu, cnmporpadus nerkux, nepgy-
31OHHaA cunHTUrpadus nerkux, Y3 BeH HUKHUX KOHEYHOCTEN,
Heo6X0ANMble aHanu3bl KPOBW U MOYW. B KapTe NpuUCYTCTBYHOT
pyopuKK Ans perucrpaunm npoduns conyTeTyHOLLMX 3a60NeBa-
HWIA U NPOBOAMMON HA MOMEHT BK/OYEHMS B PErUCTP Tepanuu, a
TaKXe rpadpa Ans cBeAeHUA 06 UCKNIOYEHUM NaLMeHTa 13 peru-
CTPa C YTOYHEHWNEM NPUYNH.

Ha 30.04.2014 r. B pernctp Bkto4eHo 270 nawuneHToB, U3 KOTO-
pbix 198 600bHbIX ¢ J1AT, 55— ¢ XTI 1 17 — cMeLLaHHble POopMbI.
lpencTassieHHbI aHanm3 0606LLaeT fJaHHble 0 60JbHbIX C J1AT.
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Ta6nuua 2. CpaBHUTENbHAA XapaKTEPUCTUKA KPYNHENLIMX perucTpos mupa u PO (1)

KonnyectBo KonunyectBo
Peructp Ctpana lopbl LEHTPOB NALHEHTOB Bknrouyaembie nayneHTbl
NIH CLUA 1981-1985 32 187 nnr
PHC CLUA 1982-2006 3 578 NAT
: WNr, NAT-BIC,
Scottish-SMR LLlothanauns 1986-2001 H/n 374 JIAT-C3CT)
French @OpaHuuns 2002-2003 17 674 JIAT
Chinese Kutait 1999-2004 1 72 VN n HNAT
REVEAL CLUA 2006-2009 55 3515 (Bospact >3 mec.) JIAT
Spanish Vicnanms 1998-2008 31 1028 (Bo3pact > 14 net)  JIAI n=866, XTAJII n=162
UK Benuko6putaHus 2001-2009 8 482 YAl B
TOKCWH-WHAYLMPOBAHHas
13 BTG Kurrai 2008-2011 9 956 AT
Regesrty
Mayo CLUA 1995-2004 1 484 JIAT
ABcTpus,
benbrus, lrepmaus,
Compera Wranus, 9007-2011 08 1278 Bcero, 838 UJIT, 440 AHanu3 nposejeH
accoLmMmpoBaHHble hopMbl ans n= 587 W
HunepnaHgbl,
Lsenuapus
PO Poccus 2012-anp. 2014 10 270 AT i 2, SIGHT
n=55, apyrue n=17
MATEPWUAN U METOLbI aHanusa: koauumeHT Koppenauuu MupcoHa (aHanus Tabnuy

Peructpauus 60nbHbIX ¢ nieroyHoin JTAT n XT3l ocywecTsns-
eTcs npocnekTuBHO B 10 9KCNePTHbIX LieHTpax Poccuu B pamkax
NPOBELEHNS HALUWOHANBLHOIO PEerncTpa naumeHToB C N1ero4HON
runepteHanein. MOHUTOPUHT 32 Ka4eCTBOM 3aMOJIHEHMS KapT op-
raHu3oBaH B HUAW kapanonoruu um. A.J1. MacHukosa ®IBY «PK
HIMK» M3 P®.

Y4uTbIBANUCH JaHHbIE O PErMOHE NPOXMNBAHUA 60NLHOMO, BO3-
pacT nauueHTa Ha MOMEHT BK/OYEHMS B PErMCTP M HA MOMEHT
ne6toTa 3a6051eBaHNS, NPOMEXYTKN BPEMEHU OT Ae6oTa CUMNTO-
MOB [10 NepBOro 06paLLeHns K Bpady, 10 MOMEHTA YCTaHOBJEHNS
ANarHo3a, AMHaMuKa 4acToTbl XKanob; faHHbIe, NOSTy4eHHbIe Npu
npoBefeHN TectTa 6 MUHYTHOW XoAb6bl (T6BMX), peHTreHorpa-
thuu opraHos rpygHoit knetku (Rg), axokapanorpadpum (3xoKr),
KaTeTepusaumn npasbix 01aeno8 cepaua (KMOC), cnmporpadmn
Nerknx, He06Xo0AMMble aHanM3bl KPOBW; PErMCTPUPOBANUCH CIly-
41 CMEPTU NALMEHTOB.

B pamkax gaHHOM paboTbl HAMU 6bINK NPOAHANU3UPOBAHbI Kap-
Tbl NALMEHTOB B BO3pacTe cTaplue 18 neT ¢ AMarHo3om fieroyHas
apTepuanbHas runepTeHsus (rpynna 1 knaccmgoukaumm nero4Homn
rUNepTeH3nN), BKITKOYEHHbIX B perucTp B nepuog ¢ 01.01.2012 .
no 30.04.2014 r. [narHo3 6bIN yCTaHOBMEH B COOTBETCTBUM C
ANropuTMOM, NMPESSIOXEHHbIM B POCCUIACKUX PEKOMEHAALMUsAX No
[narnocTtuke 1 neveHuto J1I s 2007 1. [1].

Ctatuctnyeckas 06paboTKa pe3ynbTaToB OCYLLECTBAEHA Npu
NOMOLLM KOMNbIOTEPHOI Nporpammbl Statisica v. 6.1 for Windows
(StatSoft Inc., USA). B cnyyae HOpManbHOro pacnpefeneHus Ko-
NINYECTBEHHbIE MepeMeHHbIe ONUChIBANNCH Kak CpeHee apudme-
Tu4eckoe 3HayeHue (M) n cTaHaapTHOe OTKITIOHEHWe 0T CPeaHero
apudmeTunyeckoro 3HadeHus (8) — M+5. [Ing OLEHKU MnosyyeH-
HbIX PE3ynbTaToB WCMNOSIb30BANIMCL METOLbl CTATUCTUYECKOro

conpspkeHHocTw), t-kputepuit CTblogeHTa, Kputepui Lede ans
MHOXXECTBEHHbIX CPaBHEHWIA (CPaBHEHME 60fee Y4eM BYX rpynn).

Ecnv BbI6OPKK N3 NepeMeHHbIX He COOTBETCTBOBANN HOPMalb-
HOMY 3aKOHY pacnpefeneHns, BblMUCNANAck MeaMaHa n 25-blii
n 75-b1il npoueHTunm (me (Q25-Q75), ucnonb3osBanu Henapa-
meTpuyeckune TecTbl: U-TecT no metogy MaHHa-YuTHM (mexay
rpynnamu), Kputepuini BunkokcoHa (Ansi oueHKU AMHAMUKUA U3-
mMeHeHuit), H-Tect no Kpyckany-Yonnucy (cpasHeHue 6onee 4em
ABYX rpynn).

Pasnnyus cHMTanncb CTaTUCTUHECKM 3HAYUMbIMM NMPU YPOBHE
oLwm6Kn p<0,05.

PE3YJIbTATbHI

B nccnepoBaHue BKNOYeHO 198 maumeHTOB ¢ NEro4Hoi ap-
TepuanbHOM runepTeHanen (160 XXeHLMH/38 MyXUMH), U3 HUX
55,0% — WNI, 35,9% - JIAT, accounuposaHHas ¢ BMC, 7,6%
— J1AT, accoumunpoBanHas ¢ C3CT, 0,5% — accounnpoBaHHas ¢
nopTanbHoi runepteHaunen, 1% — Hacnegyemas JTAT. Mpu aTom B
2012 r. 6b110 BKNt04eHO 80 naumenToB, 108 60nbHbIX —B 2013 T.
n 10 -3a4 mecsiua 2014 r.

MeanaHa BO3pacTa NaLWeHTOB Ha MOMEHT BKITHOYEHMS B pe-
rnetp coctasmna 38,1 (28,7-53,8) net, MakcuMarnbHbI BO3pacTt
83,8 rona; 6,1% naumeHToB cTapwe 65 net. AnuTenbHOCTb Ne-
FOYHOM TMNEPTEH3UN HA MOMEHT BKIHOYEHNS B PEFUCTP B Cpef-
HeMm cocTasuna 5,9 (2,3-13,7) ropa.

Kak BUAHO 13 Tabnuubl 3 60NbLUMHCTBO NALMEHTOB MPOXXWUBAET B
Mockse 1 Mockosckori 0651acty (30,3%). V3 peroHanbHbIX LIEHTPOB
HanbonblLee KONMUYeCTBO MaLWeHTOB HabnoaaeTcs B XaHTbl-MaH-
CUIACKOM aBTOHOMHOM okpyre (8,1%), benropoackoi (5,6%) v bpsiH-
CcKoW (4,5%) obnacTsx, 1 naumeHT 3aperncTpupoBaH Ha YkpaunHe.
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Peruon
Antanckuit kpan
ApxaHresibckas 06nacTb
AcTpaxaHckas 0651acTb
benropoackas 0651actb
bpsHckas o6nactb
Bnagumupckas o6iactb
Bonrorpaackas o6nactb
Bonoroackas 0651actb
BopoHexckas o6nactb
iBaHOBCKas 0651acTb
Kany»ckas 0651acTb
Kuposckas 0651actb
Koctpomckas obnactb
KpacHogapckuii kpan
Kypckas o6nactb
JIeHUHrpaackas 06nacTb
Jluneukas 06nactb
Mocksa
MockoBckas 06nacTb
Hwxeropogckas o6nactb
Omckas o6acTb
OpeHobyprckas 0651acTb
OpnoBckas 061acTb
Pecny6nuka balikopTtocTtaH

Pecny6nuka KabapanHo-bankapus

Pecny6nuka Mapuii 9n
Pecny6nuka Mopaosus

Pecny6nuka CesepHas OceTus

Pecny6nuka TatapcTtaH
Pecny6nuku Kapenus
PocToBckas 0651acTb
Ps3aHckas 06nactb
CapatoBckas 0611acTb
CTaBpononbCKui Kpam
Tamb0BCKas 0651aCTb
Tynbckas 061acTb
TromeHcKas 0651acTb
YomypTckas pecnybnuka
YkpanHa

YrbSiHOBCKas 061acTb
XabapoBcKuit Kpai

XaHTbl-MaHCWIACKUN aBTOHOMHBbINA OKPYr

YHensbuHckasa 06nactb
fipocnasckas 06nacTb
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Tabnuua 3. PacnpoctpaHeHHocTb JII B Poccuiickoit depepauun
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OCOBEHHOCTU JAT MO OJAHHbIM POCCUICKOIO PEIMMVICTPA

FEATURES OF PAH IN THE RUSSIAN REGISTER

CpenHwit BO3pacT nauneHToB Ha MOMeHT ae6toTa J1Al cocTas-
nan 28,1 (16,6-46,2) net. OT MOMeHTa MOSABNEHMS NEPBbIX XKanoo
[0 NepBOro 06palleHns nauueHTa K Bpady npoxoanT B CPeLHEM
4,5 (0,3-30,1) mec., 2,2 (0,2-20,1) mec. Tpeb6oBanocb Ans ycra-
HOBMEHUS AnarHosa.

Hanbonee 4acto B Je6loTe 3ab60sieBaHMA NauneHTbl npefb-
ABNANK XKanobbl Ha ofblwKy (83%), 06uiyto cnadoctb (40%)
cepaueduerne (21%). Y 17% 60NbHbIX B aHaAMHe3e WMenChb
CWUHKONanbHble COCTOAHMS; Y 13% OAHWUM U3 NEpBbIX CUMMTOMOB
3a60/1eBaHNsA ObINK Nepudepuyeckne oTekn. Ha MOMEHT BKItO-
YeHUs B PErucTp Habniofanoch 3Ha4uTeNbHOE Nporpeccuposa-
HUe 4aCTOTbl Xanob Ha cnabocTb (¢ 40% [0 61%), cepauebuerne
(c21% no 47%), kawenb (¢ 9% [0 23%), 60511 B FPYLHON KNETKe
(€ 12% no 34%). Yncno naumeHToB, MMEIOLLMX NPU3HAKM CEPLeY-
HO HeLOCTAaTO4YHOCTK, yBENU4YMUNIOCh A0 34% (puc. 1).

PucyHok 1. [lunamuka xanob ot Hayana
3aboneBaHus [0 MOMEHTA BKNHOYEHUS B PEruCTp

OcunnocTb ronoca
KposoxapkaHbe
Fonosokpyxenue
OTeku Hor

bonb B rpyaHoil Knetke
Kawenb

06mopoku

Ceppuebuenne

Cnaboctb

93%

Opbiwka

83%

0% 20% 40% 60% 80% 100%

I )Xano6bl Ha MOMEHT BKNIOYEHUS B PErUCTP
I Nepsble Xanobbl

Ha 3Ttane BKNIOYEHMS B PErucTp PeHTreHorpacgus OpraHos
rPYAHON KneTku 6bina BbinonHeHa 64,1%. Y nopasnswowero
60nbLWIMHCTBA nauueHToB (82,7%) MMEnucb KOMWYEeCTBEHHbIE
npusnaku JII. MegmnaHbl lWWPUHBI NPaBOro KOpHA cocTasuna 1,9
(1,6-2,2) cm, koadpcpuumeHT Mypa (NpOLEHTHOE COOTHOLLEHWE
paccToOfHUA OT CaMOi yaaneHHoW Toukw ayru JIA po cpefHen
NINHUM TeN NMO3BOHKOB K JIEBOMY MOMEPEYHUKY TPYAHON KNETKN)
36 (32-42,75)%, KoadhdmuneHT Jltonu (MPOLEHTHOE COOTHOLLE-
HUE CYMMbI PacCTOSHWIA OT CPeAHEeN NIMHUM [0 NePBOro AefeHns
NpaBoi 1 1eBOW JIErOYHbIX APTEPUIA K AMAMETPY FPYAHONA KNETKK)
37 (35-40)%. Kapamo-TopakanbHblin MHAEKC 6bIN YBENINYeH A0 52
(48-57)%.

[aHHble 3xoKI umenunce y 84,8% nauneHTos. CTPYKTYPHbIX U3-
MEHEHWI CO CTOPOHbI NEBbIX Kamep CepaLa BbISB/IEHO He 6biso:
nesoe npegcepave 3,5 (3-3,9) cM, KOHEYHO-AMACTONNYECKNIA
pasmep JIK 4,2 (3,7-4,5) cm, TonwmHa nepefHein cteHkn JHK
1,0 (0,9-1,0) cm, TonwumHa 3agHen cteHku JIK 0,9 (0,8-1,0) cm,
OB JTXX > 60%. BbisiBneHo yBenuyeHve nnowaamn npasoro npes-
cepans go 21 (17,95-26,60) cm, nepefHesagHuin pasmep MK 3,8
(3,2-4,4) cm, TonwmHbl nepeaHen ctenkn MX 0,8 (0,65-1,0) cm,
paclumMpeHue cTBona neroyHoi aptepun 3,4 (2,98-3,8) cm u ee
BETBEil, NPU3HAKM OTHOCMTENBbHOW HEJOCTAaTOYHOCTM TPUKYCNU-
JanbHOro KnanaHa 2 (1-2) cTeneHu u KnanaHa feroyHon apre-
pun 2 (1-2) ctenenu, nosbiwenue GOJTA po 90 (71,75-105,25)
MM pT. CT. [lnameTp HWXXHeN NOSION BEHbI B CPEHEM HaX0oLuCs
Ha BEPXHel rpaHuLe Hopmsbl (2,18 (2-2,4) cm). Y 17,3% 60MbHbIX
BU3Yyann3nmpoBaH nepukapananbHbIi BbINOT.

KateTepu3aums npasbIx OTAEI0B CepALa Ha aTane BKNOYeHUs
B PErmcTp BbiNonHeHa 42,5% nauneHToB. Kak BUAHO U3 Tabnuupbl
4 B CpefiHeM UArHOCTUPYETCA NOBbILIEHE CUCTONNYECKOrO AaB-
nexus B neroyHoi aptepun (CONA), cpefHero faBneHus B fe-
royHoi aptepun (OJ1Acp), J1CC, cHuxeHue cepeqHoro Bbibpoca
(CB) u cepneyHoro uugekca (CW) npu HopmanbHbIX 3HaYeHUAX
cpefHero AasneHus B npasom npencepaun (OMMcp), pasneHns
3aKNMHUBaHWA nero4Hon aptepun (O3J1A), HacbiLeHUn Kuc-
NOPOJIOM apTepuanbHOM KPOBU U KPOBU U3 NErOYHON apTepum.
Octpas dapmakonornyeckas npo6a (O®I[1), BbINOMHEHHas Y
32,3% nauueHToB (y 76,2% OT BCeX KaTeTepusnpoBaHHbIX), NMpo-
JEeMOHCTpKpoBana B Lenom cHmwxexne OJ1Acp ¢ 57 (47-69) mm
pT. cT. Ao 51 (37-67) mm pt. cT., JICC ¢ 1067 (792,75-1378,25)
AnHxCcek/cm® o 775 (445,5-1190,5) anHxcek/cm® Ha poHe yBe-
nuyenus CB ¢ 3,55 (2,88-4,3) n/mun o 3,9 (3,25-5,05) n/muH.
OpHako kputepues nonoxutensHoin 0PI (cHmkeHne JTACp Kak
MWUHUMYM Ha 10 MM pT. CT. NPW CHKEHUM aBCONMIOTHOMO 3HaYe-
HUS MeHee 40 MM pT. CT. Ha pOHe OTCYTCTBUA CHIKeHNs CB) fo-
CTUMNN NNLWb 25% BGOMbHBIX.

Han6onee 4acto naumeHTbl ¢ JIAT COOTBETCTBOBANN KPUTEPU-
am Il pyHKLMOHanbHOro Knacca (dh.K.) no knaccudmkaumn BO3,
qyTb pexe Il .. CymmapHo | unu Il ¢.K. 6bin BbiCTaBNEH 6onee
4eM Yy NOM0BMHbI naunenToB (52,9%), Il uan IV d.k. —y 47,1%
6onbHbIX. OueHKa (DYHKUMOHANLHOW CMOCOGHOCTW MALMEHTOB
npencTasieHa B Tabnuue 5.

MpoBOAUMbIE B PYTMHE OOLMA U OUOXUMUYECKNIA aHaNU3bl
KPOBW He NPOAEMOHCTPUPOBANN OTKIOHEHWIA OT HOPMbI.

113 conyTcTBYIOLLEH NATONOMM Hanbonee 4acTo BCTPEYaKTCA
9PO3UBHO-A3BEHHOE MOPAXEHME BEPXHWUX OTAENOB XKeNyA04HO-
KULIEYHOro TpakTa (27%), apTepuanbHas runeptoHus 6e3 no-
paXKeHus opraHoB muweHen (14%), HedhponnuTas MIm Moyeka-
MeHHas 60me3Hb (9%), XPOHUHECKIUIA TUPEOMANT CO CHUXKEHHOI
(PyHKLMEN WUTOBMAHOI Xene3bl (9%), 3a6051eBaHNA XXeNYHOro
ny3bips (6%) (Ta6n. 6).

Tepanusa naumeHToB ¢ JTAT Kak npaBuno MHOTOKOMMOHEHTHaS.
MeganaHa Konu4yecTBa NekapCTBEHHbIX NpenaparoB cocTasuna 4
(3-6) Ha kaxporo 60nbHoro; 2/3 (76%) nauneHToB nosiy4anu ot
3 0o 7 npenapatos. O6pallaeT Ha cebs BHUMaHUE, 410 3% na-
LIMEeHTOB BOOOLLE He nonyyanu nedveHus. HazHavaemas 60nbHbIM
Tepanus npeacTaBfieHa Ha PUCYHKeE 2.
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Tabnuua 4. [laHHble KaTeTepu3aLum npasbiX 0TAEN0B cepaua

3Havenue (meanaHa, 25 n 75 kB.)
4CC B MuH 80 (72 - 88)
O 1M cp, Mm pT. CT. 5(3-9,25)
COJTA, MM pT. CT. 85,5 (67,5 - 101,25)
[JTA cp, Mm pT. CT. 55 (43,25 - 64)
[3J1A, Mm pT. CT. 7,0 (4,25 -9,0)
Sa0,, % 96,0 (92,5 - 98,0)
Sv0,, % 60,5 (55 - 66)
CB, n/MuH 3,5(2,9 - 4,33)
CIA, n/mun/cm? 2,0(1,8-23)
JICC, annxcek/cm® 1079 (762 - 1424,8)

lMpumedanmne. HYCC — yactoTa cepaeyHbix cokpateHnit, [ 1 — gapneqne B npasom npegcepamu, CLAJA — cuctonndeckoe

Hopma
60 - 90
2-6
<30-36
<25
6-12
95-100
60 - 80
4,0-8,0
25-40
<240

JaBnenne B neroyHou aprepuu, [J1A cp — cpegHee aapneune B nero4Hoi aptepun, [J3J1A — faBneHne 3aKkmHNBaHns

nero4Hoi aptepun, Sa0, — HackilLeHne apTepuanbHoi KpoBu Kncnopogom, SV0, — HACHILLEHNE KUCTIOPOAOM KPOBU U3
nieroqHout aptepun, CB — cepaedHbii Boiopoc, CU — cepaedHbii uHgekce, J1ICC — neroyHoe cocyancToe conpoTuUBIEHNE.

Ta6nuua 5. ®yHKUUOHANbHAA CNOCOBHOCTL NALMEHTOB
Mokasarenb

Opbiwka no wkane bopra, 6annsbl 3,34 £ 1,41

®YHKLMOHANbHBIA KNacc I

Tabnuua 6. AHanu3 conyTcTBYHOLIEN NaTonoruu y 6onbHbIx JII
ConyTcTBYHOLME 3a601€BaHUS
9PO3NBHO-A3BEHHbIE 3a60/16BaHNS BEPXHUX OTZEJSIOB Xenya04HO-KMLIEYHOr0 TPaKTa
ApTepuanbHas runepTeH3uns
Hedponutnas / MoyekameHHas 6051€3Hb
®ubpunnauus / TpenetaHue npeacepaui
[unotupeos
Tupeongut
3a60neBaHNA XKeNYHOro Ny3bIps
AHemus
OXunpeHue
OcTe0xoHAP03 NMO3BOHOYHMKA
[lpyrue HapyLueHns puTMa U NpOBOAUMOCTM CepALa (MCKIYas puopunNaLuIio U TpeneTaHne npeacepamin)
V31108011 306
Mnoma matku
Bapnko3HOe pacLuMpeHne BeH HKHUX KOHEYHOCTEN
[pyrue 3a60neBaHns KULLIEYHIUKA
CaxapHbIit auabeTt
Mwemnyeckas 60ne3Hb cepaua
®u6pos / Lmppos neveHn
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3HayeHue
TecTt 6-MUHYTHOIA X0b0bI, METPBbI 393,84 £ 111,10

9,2%
43,7%
36,2%
10,9%

27%
14%
9%
7%
6%
6%
6%
5%
5%
5%
5%
4%
3%
3%
3%
3%
2%
2%
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Ta6nuua 6. AHanu3 conyTcTBYHOLWEN naTonoruu y 6onbHbIX JII

ConyTcTBytowMe 3abonesanus

XPOHUYECKNIA BPOHXMT

ATepOoCKNepoTMYecKOe NopaXXeHne apTepuii pasnnyHon aTUONOTNN
3a60neBaHNs MO4YEBOr0 My3bIps

lMpeacepaHas cenTocToMUs

HapyLueHue M03roBoro KpoBoCHabXeHu!s

Tpom6ocpunmu

68% 60nbHbIM Obina HasHadYeHa JIAT-cneuucuyeckas Tepa-
nua. N3 Hux 66,7% npuHumanu ogmH npenapart, 31,7% — aga
npenapata u 1,6% — Tpu npenapara. Han6onee 4acto Ha3Haya-
eMbIM 0Kasancs cungeHadun (puc. 3). I3 nauneHToB, nonyyas-
wux JIAT Tepanuio, cungeHacpun npuHumanu 75,4% (51,1% ot
BCeli KoropTbl), B TOM 4ucne 31,2% B KOMBUHALMM C 603EHTAHOM,
7,5% B KOMGMHaLMKM ¢ MNONpocTom U 4,3% B KOMBUHALWK C Npe-
napaTtoM KIWHWYECKOro MCCNeAoBaHMs. bo3eHTaH npuHUManu
40,4% naumeHToB (27,4% OT BCel KoropTbl), unonpoct — 9,5%
(6,5% oT BCeit KoropTbl) 1 9,6% nauueHTOB NOfly4anu npenapar
B pamKax uccnefosaHui (6,5% ot BCE KOropTbl).

MonosuHa (51%) 13 Bcex 60NbHbLIX NPUHMMANK Npenapatbl U3
rpynnbl aHTaroHUCToB Kanbumsa (AK), npu aTom guruaponupuan-
HoBble AK HasHa4anuch B 47%, auntnasem — B 51% 1 sepanamun
— B 2% cny4aeB. O6paluaet Ha cebs BHUMaHME, 4T0 B 65% cny-
yaeB AK HasHa4anuchb COBMECTHO ¢ npenapatamu JTAT-Tepanuu.
B 36% 9710 6bInU gurnaponupuanHoBssle AK, 63% — AUnTnazem un
1,0% — Bepanamun.

PucyHoK 2. AHanu3 npoBoAvUMON Tepanuun y 60nbHbIX JIT

%
l 0°/:/% %

B Cneuyudmyeckas Tepanus 68% M TactponporekTopbl 31%
B AHTaroHmcTbl Kanbumus 51% = WmmyHocynpeccopbl 8%
W AHTMTpOMOMYeckas Tepanus 82% m CtaTuHbl 7%
Iuypetnku 59% M Mpenapartbl Xenesa 3%
| pB-6nokuparopbl 16% 1 TopMoOHbI WMTOB. Xene3bl 9%
W WBabpapuH 5% TpumeTtasupux 6%
W [lurokcud 8% m lenatonpotekTopbl 3%
W AmuoaapoH 2% Annonyputon 4%
Wuruéutopsl ANd/BPA 10% CaxapocHuxarowme npenaparbl 3%

2%
2%
2%
2%
1%
1%

AHTUTPOMOOTUYECKAS Tepanus HaszHadanacb 82% nauueHTam,
13 HMX BapdapuH nonyyanu 54,2%, aueTuncanuumnoByto Kuc-
noty 37,9%, HWU3KOMONEeKynsipHble renapuHbl 3,9%, «HOBbIE»
nepopanbHble aHTUKoarynaHTbl — 2,0% (puBapokcabaH, n=2; na-
éuratpaH, n=1), aunupuaamon 0,7%, knonugorpen 1,3%. U3 Hux
1,3% 60MbHbIM 6blNa Ha3Ha4eHa KOMOUHUPOBAHHas Tepanus (au-
NUPUAAMON + aLeuuncanmumnoBas Kucnota, n=1; pusapokcabaH
+ aueumncanuuunosas kucnora, n=1).

Ha MOMEHT BKIIO4EHMS B permuctp 6onee nonoBUHbI BCEX Na-
umeHToB (59%) nonyyanu auypeTtudeckyio Tepanuio. Mpu 3ToMm
Ha MOHOTEpanui Haxoaunuch Tonbko 35,5%, U3 KOTOPbIX ChN-
POHONAKTOH NpuHuManu 17%, annepeHoH1%, dypocemug 1%,
Topacemua 14%, wHpanamug 2% u rugpoxnopotuasng 1%.
BONbLINHCTBO 6ONMbHBIX NPUHUMANKM KOMOWHUPOBAHHYIO ANype-
TUYECKYH0 Tepanuto CNNPOHONAKTOHOM W OJHUM WM HECKOb-
KAMW MEeTNEeBbIMUA AWUYpeTUKaMu W/WAW MHrMéuTopamn Kapbo-
aHruapassbl. Mpu atom y 60% nNauMeHTOB B Ka4eCcTBe OAHOMO W3
npenaparoB 6bIf1 CIMPOHONAKTOH, 3NNePeHoH Y 4%, Topacemua y
56%, dypocemup y 25%, UHrM6uUTOpbI KapboaHrnapassl y 5%; y
3% 60bHbIX NPUMEHANCA UHAANAMUL.

MauwneHTam ¢ JIAT goctato4Ho yacTo (y 31%) HazHavatoTcs npe-
napatbl, NOTEHLWANbHO BUAIOLLME HA PUTM, Takue Kak MBabpa-
AnH (5%), B-6nokatopbl (16%), AurokcuH (8%), ammnoaapoH 2%.

3 conyTcTBytoLLel Tepanun TpeTb 60nbHbIX (31%) nonyyaet
racTPONpPOTEKTUBHbLIE MpenapaTbl, pexe UHrMoUTOpbl AM® unmn
6rokatopbl peuentopoB aHruoTeHsuHa Il (10%), cTaTuHbl 7%,
ropmMoHo3amelLarLLMe npenaparbl WUTOBUAHON Xenesbl (9%).
Mompo6HO OCHOBHAA W COMYTCTBYKOLLAA Tepanus NpeacTaBeHa
Ha PUCYHKe 2.

Pucyxok 3. JIAl-cneuucpuyeckas te-
panus B POCCHIACKOM perucTpe




B pe3ynbraTe aHann3a AaHHbIX BbIXXWBAEMOCTb NALMEHTOB C
JIAT 3a nepBblit rof HabnwoaeHus coctasnfet 98%; Ha BTOPOM
rofly 96% 1 Ha MOMEHT NpoBeAeHMs aHanusa (4 mMecsaua 3 roga
HabnopeHuns) 93%.

ObCYXXEHUE

Peructpaums naumeHTos ¢ JIAI BO MHorux ctpaHax Mupa Ha-
yanacb elle B KoHue 90-x-Haqane 2000-x rogos (CLUA 1981 r.,
®paHuus 2002 r., Kutain 1999 r., WicnaHns 1998 r., Benukobpu-
Tanus 2001 r.) [6]. MHoroueHTpoBOE NONMYNALUMOHHOE MCCNefo-
BaHue B PO crapTtoBano nuwwb ¢ aHeapsa 2012 r. 3a ABa roga u
YeTbIpe Mecsaua CyLLeCTBOBAHNA B PerucTp BKoYeHo 198 nauu-
eHTOB ¢ JIAT, 4TO, y4nTbIBas 60NbLUYIO YUCIIEHHOCTb HACESIeHUS
P®, HecOMHeHHO, mano.

B poccuiickom peructpe, B OTIMYME OT ApYrux, 0TMeyaeTcs
HOe cooTHoweHne dopm JIAT. Tak gonu 6onbHbIX VT B poc-
CWIACKOM PerucTpe BbiLLe, 4eM BO BCEX ApYrux perncrpax (55% B
cpasHeHum ¢ French 39%, Spanish 30%, REVEAL 46%, Scottish-
SMR 47%, New Chinese Registry 35%) [7,8,9,10,11]. Wckntoye-
HWe COCTaBnAeT eBponenckuin peructp Compera, KOTOPbIA 6bIN
HanpaeneH Ha nouck 60nbHbIX UJIT ¢ Lenbio OLEeHKN TeHeHNs 3a-
60J1eBaHNA B COBPEMEHHBIX YCNOBUAX 1 BKNIOYALOLLUA 65,6% 3TUX
naumenTos [12]. dons 6onbHbIx JIAT-BINC Takxe Bbicoka (35,9%
npotue French 11%, Spanish 16%, REVEAL 10%, Scottish-SMR
23%) n yctynaet Tonbko New Chinese Registry (43%). MpoueHT
605bHbIX ¢ JIAT-C3CT HanpoTwuB camblil HU3KWIA: 7,6% nNpoTuB
French 15%, Spanish 15%, REVEAL 25%, New Chinese Registry
19%. AKTMBHOE NPUCOEAMHEHNE K PerncTpy pesmMartonoros, Be-
POATHO, MOTTO0 6bl BbIPOBHSATL MPOLIEHTHOE COOTHOLLEHME.

B poccuiickom pernctpe npesanupyroT XeHwmHbl (80,8%), 4To
conoctasumo ¢ REVEAL (80%) u BbliLe, 4eM BO BCEX OCTaNbHbIX
peructpax (French 65%, Spanish 71%, New Chinese Registry
70%). JTro60onbITHO, 4TO poccuitckas KoropTa 60sbHbIX JTAT Ham-
6onee monopas (38,1 (28,7-53,8) net) no cpasHeHmto ¢ French
(50 + 15 ner), Spanish (45 + 17 net), REVEAL (50 = 14 ner),
Scottish-SMR (52 + 12 neT), yctynas nuwb New Chinese Registry
(36 £ 13 nert). 310, BEPOATHO, OTPAXKAETCS HA 6OEe COXPAHHOM
(PyHKLMOHANbHOM CTaTyCce POCCMACKMX NauueHToB: 47% nauu-
eHToB umetot Il u IV ¢.k. npotus 75% French, 56% REVEAL,
69% Spanish, 54% New Chinese Registry. QuctaHuus B T6MX
Heckonbko 6onbLue, AMNM cp mexbwe B PO, xota OJ1A ¢p cono-
CTaBUMO C OCTaNbHLIMU CTPaHamu (Tabn.7).

B peructpe Benukobputaun u Mpnangun 6bina nposeaeHa
OLIEHKA 4aCcTOTbl XXano6 B pa3BepHYTOW CTaauu 3abonesaHus
[13]. HekoTopble XXanobbl CONOCTaBUMbI C JAHHBIMU POCCUIACKOTO
perncTpa (ofpiwka 93% n 98,9%, nepudhepunyeckue otekn 34%
1 30,9%, 60nu B rpyan 34% u 29,1%, 06mMopokn 22% u 22,7%
B P® un UK, cooTBeTCTBEHHO). BMecTe ¢ TeM Ha cnaboctb B PO

XKANyTCs 3HaYMTeNbHO Haue (61%), 4em B UK (13,5%); B PO
60sbLLe pacnpocTpaHeHbl kawenb (23% npotus 13,1%), cepaue-
6uenue (47% npotus 8,9%) n kpoBoxapkaHbe (6% npotus 3,9%).

O6patuaeTt Ha ce6a BHUMaHWe 10, 4T0 KMOG Ha MOMEHT BKItO-
YEHWUS B PErUCTP BbINONHANACH NuLb Y 42,5% nauneHTos. [aH-
HbI DAKT MOXET ObITb 0OBACHEH PALOM MPUYMH: BO-NEPBbIX,
B PErucTp mMoryT 6biTb BK/KOYEHbI NALWEHTbI C YCTAHOBMEHHBIM
paHee auarHo3om u nposegeHHon KNOC go 2012 r., BO-BTOPbIX,
B page cny4vaes KMOC He NpOBOAMTCSA MO TEXHUYECKUM NMPUYMHAM
W, B-TPETbUX, UCCNE0BaHNE MOXET ObITb He MPOBEMEHO 13-3a
TSXKECTW COCTOAHUSA NALUEHTa.

Cpenu naunenToB ¢ JIAI naToreHeTUYeCKyo Tepanuto NonyyarT
68%. YuuTbIBas TO, 4TO 75% NALWEHTOB UMENN OTPULIATENbHYIO
OCTPY0 (hapMakOonornyeckyto npoby, MOXXHO rOBOPUTL O A0CTa-
TOYHO xopoLuem oxBarte JIAl Tepannen 3Toi KaTteropun 60MbHbIX.

Hanbonee 4yacto HasHayancs cunpeHadgpun (51,1% ot BCex
BK/OYEHHbIX B PErucTp), pexe 603eHTaH (27,4%), unonpoct
TONbKO Y 6,5% nauueHToB. B amepukanckom permctpe REVEAL
Bce Knacchl JIAl-cneuncnyecknx npenapaTos UMEKT CONOCTa-
BUMY!O HaCTOTY Ha3Ha4eHUs: cunaeHadun nonyyvanm 49%, 603eH-
TaH (47%), npocTanounabl 42% (unonpoct 9,7%). Takas pasHuua,
BEPOSATHO, CBAI3aHA CO CTOMMOCTbIO JIEKAPCTBEHHbIX Npenapatos
1 0COBEHHOCTAMU NIeKapCTBEHHOMO 06ecneyeHns B PO,

Jl0CTaTO4HO 4acTO POCCMACKUM MaumeHTaMm HasHadanuch AK
(51% npotus 25,6% B CLUA 1 5,0% — B Benuko6bputaHuu, co-
OTBETCTBEHHO). [1pn aTOM 6onee nonoBuHbI U3 HUX (65%) npu-
Humanu AK coBmecTHO ¢ npenapatamu JIAT-Tepanuu. HasHa-
YeHue OunTuasema B Takux cny4vasx (63%) 4acto 06bSCHAETCH
ero oTpuUUATenbHbIM XPOHOTPOMHLIM 3()deKTOM. Y nauneHToB
C ucxogHo nonoxutenbHon ODI npu yckonb3aHun adekTa
purngponupuanHosblx AK K Tepanuu npucoefuHserca JIAT-
cneunduyeckuin npenapat. BeposaTHo, Bpadn He oTMeHsAOT AK B
HaJex[e Ha CoOXpaHeHne He6ONbLIOro pe3epsa Ba3oannATaLmu.

AHTMTPOMOOTNYECKASA TEpanna Ha3Ha4yanach NPUMEPHO C TaKOoN
Xe yacToToi, kak B REVEAL (82% B P® npotus 71%). O6payaet
Ha cebd BHUMaHWe HasHa4yeHue B 1,3% cnyyaes knonwuaorpena
npu OTCYTCTBUM K 3TOMY OYeBUAHbIX NMOKa3aHui. [pumeyaresb-
HO, 4T0 B CLUA 370 npoueHT ewle Bbile (n=48; 2%). Takxe Bbl-
3bIBAET BONPOCHI NOTPEOHOCTb B ABOMHON aHTUTPOMOOTUYECKON
Tepanuu npu otcyTtcTun UBC.

B P® nauneHTbl HECKONIbKO PeXe NonyvatoT anypetuku (59%
npotus 69,3% B CLUA), aurokcuH (8% npotus 26,4%), ropmo-
HO3aMelLLaroLLmMe npenaparbl LWATOBUAHON Xenesbl (9% npoTus
20,6%), ctatuHbl (7% npotuB 16,1%), uHrnéutopsl AN® wmnu
6s10kaTopbl peuentopos aHrnoteHsuHa Il (10% npotus 11,3%) n
HECKOSbKO Yalle B-65o0katopsl (16% npotus 12,1% PO),

OfHONETHSAS BbIXMBAEMOCTb 60MbHbLIX B POCCUICKON KOropTe
0Kasanachb Bbllle, 4eM B Apyrux perucrpax: 98% npotus 88,4-
89,3% B0 ®paHunu, 91% 8 CLUA n 92,7% B Benukobputanum.

Tabnuua 7. CpaBHUTENbHAA XapaKTEPUCTHKA KPYNHELMX perucTpoB mupa u PO (2)

O I/ TEMX, MI:II"[I]-IT.G::)',T. MI:II":T.GE';'.
PO 47% 393,84 + 111,10 5 (2-9,25) 55 (43,25-64)
French 75% 329 +109 8+5 55+ 15
REVEAL 56% 366 + 126 9+6 51+14
Spanish 69% 363 £ 120 9+5 54 +16
New Chinese Registry 54% 378 £125 8+5 63 £ 20
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[1ByNneTHAS BbDKMBAEMOCTb B 60/1bLUMHCTBE PErUCTPOB HE OLEHM-
Banacb. BepoAaTHO, MMetoLMecs pasnmyms 06bACHAITCA Bosee
MOM0/ibIM BO3PACTOM POCCUACKMX NALMEHTOB, JTyHLIUM (OYHKLMN-
OHaJTbHbIM CTaTyCOM M 60J1e€ BbICOKMM NPOLIEHTOM NALMEHTOB C
CUHAPOMOM JN3eHMEHrepa, UMetoLLNX, Kak NoKasblBatoT COBpe-
MEHHble UCCNeJ0BaHNA, JTYHLIYIO BbKMBAEMOCTb Cpey NnauueH-
TOB C pasnuyHbIMu hopmamm J1AT.

Taknm 06pa3om, perncTp NauMeHToB C IEr04HON rMnepTeH3nen
NO3BONSAET OTBETUTbL HA PAL BONPOCOB, KAcaloLLMXCs pacnpocTpa-
HEHHOCTW 3260MeBaHNSA, ero Te4eHns, NOTPe6HOCTN B Creundu-
4ecKoil Tepanuu, cMepTHOCTU U T.4. Co3aaHune u npucoesuHeHne
K paboTe HOBbIX 3KCMEPTHbIX LEHTPOB MO3BOAUT YAYYLLNTL PaH-
HIOK AanarHocTuky JIAT u XTSI, o6ecnednTb pernctpauuto na-
LIMEHTOB, NX NocneayroLLiee HabnaeHNe N CHU3UTL CMEPTHOCTb
CpeAw 3TON KaTeropuun nawmeHTOB.
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