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erovHas aprepuanbHas runeprensus (JIAT) — penkoe u
H TsDKesoe 3ab0jIeBaHIe, XapaKTepu3yoleecs IPorpeccu-
PYIOLINM HOBBILIEHVEM JIETOYHOTO COCYAUCTOTO COPOTUBIIE-
HIIsI, IPUBOJASILIVM K PAasBUTHUIO (aTaTbHOI IPABOXKETYTOYKO-
BOII HEZOCTATOYHOCTH U cMepTH manyeHTos [1]. [emopmuamu-
Yecky neroyHas runeprensus (JII') ompenensieTcs Kak IOBbI-
IIeHNe CPeHErO JaBjIeHus B neroyHoit aprepun (JJIA) B mo-
Koe 6osbiie yeM 25 MM pT. cT. [2]. [Jns ompepenenns xe JIAT,
KpoMe yKa3aHHbIX I1up cpepgHero [IJIA, 06s3aTe/IbHO HATIYME
HOPMa/IbHOTO 3HaYeHMsI JaB/IeHNs 3aK/IMHIBAHNSA IETOUHBIX
KamuiApoB (<15 MM PT. CT.) 1 IOBBILIEHME TeTOYHOTO COCY-
AMCTOrO COMpoTUBIeHNs boee 3 eanuun Byna [3, 4].

ITo maHHBIM PETUCTPOB PA3HBIX CTPaH, MUHMMAIbHAS pac-
npoctpaHeHHOCTb JIAT 1 0cobeHHO MAMomaTIYeCKoit ee Gop-
MBI cocTaBseT 15,0 u 5,9 crydas Ha 1 MH B3pOC/IOro Hacerne-
HUSI COOTBETCTBEHHO [5, 6]. UTO Xe KacaeTcs MUHUMAIbHOIT
3abonesaemoctu JIAT, To oHa cocrasnser ot 15,0 fo 2,4 ciy-
vasg Ha 1 MJIH B3pOC/IOTO HaceneHus B Tof. [Io COBOKYIHBIM
€BPOIIEIICKNM JaHHBIM (OCHOBaHBI Ha perucrpe llormangum u
APYIUX CTpaH), peabHas pacnpocrpaneHHoOCTh JIAT ceropus
Konebnerca B muanasoHe ot 15 7o 50 yenosek Ha 1 MIH B 00-
et momyAnym (7, 8].

CoBpemenHas knaccuduxanusa JII Bkaodaer B cebs Bce
BO3MOXXHBIE COCTOSIHMSI, IPUBOJsALIME K Pa3BUTHUIO JAHHOI
IATOJIOTUM, U COCTOUT 13 5 OCHOBHBIX IPYIIIL, 6a3MpyOMnXcs
Ha IpUYMHE ee BO3HMKHOBeHus [9]. Ita knaccudukanys na-
tupoBaHa 2008 r. 1 6b1a yTBepxKeHa Ha MeX/AyHapogHOM
cummnosuyMe 1o JIT' (CIIA, mrat Kamudopunus, Jana IToiHT).
Opnaxo Ha nocnefHeM Becemmuprom cummnosuyme 1o JIT', koro-
paiit cocrosuics B Hute B despae 2013 r., 6112 Ipeioskena
HoBas Bepcus Knaccuduxaruu JIT [10, 11]. OcHoBHbIe U3Me-
HeHVA KOCHY/IVCh TIOATPYIIIbI HacnefcTBeHHol JIAT B cBA3M ¢
OTKPBITMEM HOBBIX F€HETUYECKMX (AaKTOPOB, CBSI3aHHBIX C
Mopdorenesom gansoit naronorun (SMAD9, CAV1, KCNK3)
[10-13], a Taxoke JIT, accOLMMpPOBAaHHOI C pasHbIMU 320071€Ba-
HUSIMU, B YaCTHOCTU BPOX/J€eHHBIMM ITOpOKaMM ceppLa (CUH-
opoMoM OJiiseHMeHrepa, mocronepanuonHoit JIAT) [14, 15]
ITo HoBOII Bepcun Knaccubukanyy K 5-i rpymne JII' orHeceHa
XpOHMYecKast reMonuTudeckas anemus [10] (puc. 1).

Knunanueckas kmaccubukanms MpenronaraeT BbIfe/eHNe
5 TumoB JII' B 3aBUCKMOCTY OT IIPMYVH €€ BOSHUKHOBEHMUS U
naTo(pU3NOTOTMIECKNX MEXaHN3MOB pas3Butus [15]. B 60ib-
MIMHCTBe cay4aeB Habmopaercs JIAT. JIAT mMoxeT ObITh UAMO-
HaTUYeCKOIl MIN aCCOLMUPOBATHCA C APYTUMMU ITaTONOTMYe-

Ta6nuua 1. dyHKunoHanbHaa Knaccudpukauma JIr (BO3)

Knacg | MaumenTsl ¢ JTT, Ho 6e3 orpaHnyeHnA puanyeckor akTuBHoCcTU. OBbIYHAA hM3NYeckan akTUBHOCTb HE BbI3bIBAET OAbILKM UK YCTano-
cTu, 60nK B rpyAHON KNeTKe Wnn CUHKone

Knace Il MaumnenTbl ¢ JIT, umetowmne HebonblIoe orpaHnyeHne pusanyeckon akTMBHOCTU. MauneHTbl cTabunbHb B MOKOE, HO 06blvHan dnsnyeckan
Harpyska BbI3blBaeT OAbILIKY WY YCTanocTb, 60/b B FPYAHON KNETKE Un CMHKOMNe

Knace IIl MauuenTol ¢ JTT, umetowme 3HaunTeNbHOE OrpaHnyeHne Prusnyeckomn akTMBHOCTK. NauneHTbl cTabunbHbl B MOKOE, HO HebonblaA unan-
Yyeckan Harpyska Bbi3blBaeT ObILLKY WX YCTanocTb, 60/b B rPyAHON KNEeTKe UM CUHKOMNe
MaumenTbl ¢ JIT, xapakTepuayoLmeca HeCnoCOBHOCTbIO BbIMOHATL TI0OYI0 (OM3UNYECKYIO HArpy3Ky, UMetoLLMe NPU3HaKN NpaBoXKennyAoy-

Knacc IV KOBOW HepocTaToqHOCTW. OfbllKa U/mnmn ycTanocTb MOryT NPUCYTCTBOBATL B MOKOE, U AMCKOMAOPT HapacTaeT npu nobon hnanyeckom
Harpy3ske
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2013 r.).

1. NAT

1.1. Mononatuyeckan JIAI

1.2. HacnenctBeHHan JIAT
1.2.1. BMPR2
1.2.2. ALK1, ENG, SMAD9, CAV1, KCNK3
1.2.3. HensBecTHble

1.3. JIAT, nHayumpoBaHHanA NekapcTBaMun/TOKCMHaM1

1.4. NAT, accounmpoBaHHan:
1.4.1. C 3aboneBaHNAMN COEANHUTENbHOW TKaHN
1.4.2. BUY-uHdpekumen
1.4.3. MNopTanbHom runepTeH3nen
1.4.4. BpoxpaeHHbIMM 3aboneBaHnAMM cepaua
1.4.5. lUnctocomo3som

1’. BeHOOKK/TI031OHHAaA 60N1e3Hb NErkKNX/NeroyHbIn Kanunnap-
HbIi remaHrnomatos (JIKI'A)

1”. Mepcuctupytowan JII HOBOPOXKAEHHbIX

2. JIF, cBA3aHHaA ¢ naTosiormen NeBbiX OTAENOB cepaua

2.1. Cuctonuueckasa auceyHkuma JIXK

2.2. inactonunyeckanA aucdyHkuma JIK

2.3. MaTonornaA knanaHHOro annapara

2.4. BpoxxaeHHana/MpnobpeTeHHanA 06CTPYKLUMA BbIHOCALLEro

TpakTa JDK

Mpumeyanme. JTXK — neBbIi xenypoyek.

Puc. 1. Knununyeckana knaccudmkauma JII. PpaHuma, Huuua, 2013 r. (BbigeneHbl 13MeHEHUA, BHECEHHbIe B Knaccudukaumio B heBpane

V MexxayHapoaHbi cumnosuym no JI: usmeHeHuAa B Knaccudpukaumm.

3. JIl, cBA3aHHaA ¢ 3a60neBaHUAMMU NErKux W/unm runokcuen
3.1. XObn
3.2. IHTepcTmumanbHble 601e3HN Nerkmx
3.3. [Ipyrve 601e3HM Nerknx co CMeLlaHHbIM PeCTPUKTUBHBIM 1
06CTPYKTMBHBIM NaTTEPHOM
3.4. HapyweHuA abixaHuA BO BpEMA CHa
3.5. CvHOpOM anbBeosIAPHOM MMNOBEHTUNALMA
3.6. XpoHnyeckan BbicokoropHaa JT
3.7. lNopoku pasBuTna nerknx
3.7.1. BpoxaeHHble 3ab6oneBaHua anadparmbl
3.7.2. BpoHxoneroyHaa gucnnasuna
4. XTONr
5. JIl, cBA3aHHaA ¢ pa3HbiMU 3a6o51eBaHNAMMU
5.1. FemaTonorunsa, xpoHM4yeckan reMonMTnyeckan aHemua, mme-
nonponudepaTrBHble 3a6oneBaHnA, CNIEHIKTOMMA
5.2. CuctemMHble 3ab6oneBaHnA: capkongos, rmctnoumnTos X,
nMmdaHrmonerioMmmomaTos
5.3. MeTabonuyeckne 3abonesaHvA: 601€3HWN HAKOMNIHWA rn-
KoreHa, 6onesHb lMowe, 3a6oneBaHnsA LUMTOBUOHON YKeneabl
5.4. [pyrue: onyxonu cpefocTeHna, hmbposvpytowmin megna-
CTUHUT, XPOHMYECKaA No4Ye4Han HeJoCTaTOYHOTb, U30/IMPO-
BaHHaA JII

Puc. 2. MporHos nauveHToB ¢ uanonarmyeckon JIAI B 3aBUCUMO-
cTn ot PK.
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cKuMM mporieccamu. AccoruupoBanHbiMu ¢ JIT 3aboneBanmsi-
MU MOTYT ObITh 60JIE3HV COEVHUTEIbHOI TKaHM (CHCTeMHast
CKJIEpPOJiepMILS, CICTeMHast KpacHast BOM4aHka) [16, 17], Bpox-
IeHHble IOPOKM Ccepjlia, MOpTanbHasA runepTensus, JII, nuu-
yuuposanHas B/Y 1 npueMoM HEKOTOPBIX /1eKapCTBEHHBIX
cpenctB. Taxoke K 3TOMY TUITy OTHOCAT IepcucTupyougyto JIT
HOBOPO>XJ€HHBIX U PelKo BcTpedarouuecs supbl JII, Takue
KaK BEHOOKK/II03MOHHasA 60/1€3Hb JIETKUX M JIETOYHBII KA~
JUIPHBIIT reMaHruomMaros [18-20].

K ppyrum tunam ornocar JII', acconumpoBaHHYIO ¢ IaTOIO-
Vel IEBBIX OT/IEIOB CepAL, IAPEeHXMMATO3SHBIMM 3a00/1eBa-
HUSIMM JIETKNX, a Takoke JII' BeregcTBre TpoMO0aMbOOINN B CO-
CyZiBI MQJIOTO KpyTra KpOBOOOpAIeHNs ¢ pa3sBUTIEM XPOHMYe-
ckoli Tpomboambommyaeckoit JII' (XTIJIT) [21-23].

Taxoke JIT moppasaensercs Ha 4 PYHKUMOHANBHBIX KTacca
(®K) no BecemupHoit opranusanumu 3gpaBooxpanenns (BO3) B
3aBMCUMOCTY OT CTENEHN BIMSAHNA Ha Ka4eCTBO XKM3HU Tal[-
€HTOB ¥ TOJIEPAHTHOCTD K (pusmIeckuM Harpyskam (QyHKIMO-
HanpHas knaccudukanys). JII I OK He okasbIBaeT CylecTBeH-
HOTO BJIMAHNA Ha TIOBCEJHEBHYIO >KU3HD IAI[VIEHTOB. Y IalyieH-
ToB II-1V @K ormevaroTcs usmMeHeHMUs TOBCEJHEBHO JKM3He-
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Puc. 3. BnuaHne ®K Ha BbDKMBaeMOCTb NaLUeHTOB C uanonaTuye-
ckoi JIAT.
KannaH—-Mefiep, oueHka Bb)XMBAeMOCTH
B 3aBMCMMOCTM OT ucxogHoro ®K

Yucno WUcxoaHbin 3a Bpema Ha-
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BpewmA, mec

[esITeNIbHOCTY PasHOM CTEMeHN BBIPAXEHHOCTH (0T He6O/IbIINX
OrpaHMYeHuil (pU3NIeCcKoil aKTUBHOCTU O MaHubecTauu
CUMIITOMOB 3a00JIeBaHMA [TaXKe B COCTOSHIM TIOKOs1); TabL. 1.
ITpencraBnenHas kaaccuuKanysi He TOIBKO UTPAeT BaXK-
HEJIIIYI0 PO/Ib B KIIMHIYECKOM OIIpefie/ieHnI PYHKIIMOHAIBHO-
TO CTaTyca MAIVIeHTOB, HO 1 B/IUAET Ha IIPOTHO3 U OIIpefieieHe
TaKTUKU Me[MKaMeHTO3HoI1 Tepanuu [10-12]. B aT0i1 cBsA3M
0Cco0Dblil MHTEpeC MpefCcTaBIsieT paboTa PPaHIIY3CKIX UCCIEH0-
BaTeJielt, Tie M3y4asach BbDKMBAEMOCTD ITaLlMEHTOB ¢ UAMONa-
tudeckoit JIAT B saBucumocty ot ucxoguoro OK (puc. 2). Tak,
nanuenTsl, nmetonine I-II OK, nemoncTpupyror 90% BbLKMBae-
MOCTbD B 32 2-JIETHUI IEPUO], HabmogeHnsa. YTo e Kacaercs
[IALVEHTOB C Hanbosee cepbe3HbIM (PYHKLMOHAIBHBIM CTATy-
COM, X BBDKMBaeMOCTb cocTaBsieT okoso 70 u 60% s 111 n
IV ®K cooTBeTCTBEHHO 3a TaKoe XXe BpeMst HabmofeHust [7].
CxopHble 110 CBO€J 3HAUMMOCTY pe3yNbTaThl IPOJEMOH-
CTpUpPOBaHbI IPYTOIi IPYIIIIOit aBTOpOB [24]. B Heit usy4anoch
B/IMsAHME KaK MICXOTHOTO (PyHKI[MOHAIbHOTO YPOBHS MallMeH-
TOB ¢ uauonarnydeckoi JIAI' Ha BBDKMBaeMOCTb, TaK U €TO U3-
MeHeHe 3a IIepUOJ JOBOIBHO IUTEIbHOTO HAOMIOJeH IS, B
tedenue 5 et (puc. 3). IlanueHTsl, MMeroLIe M3HAYATBHO
I-1I ®K u coxpaHuBiMe CBOJ QYHKIMOHAAbHBIN CTAaTyC,
MMEIOT 5-7eTHIOI0 BbDKMBaeMoCTbh okono 90%. Hamporus,
BBDKMBAEMOCTb IareHToB, uMmeoiux III-1V ®K u He usme-
HUBIINUX €70 B T€YEHIE BCET0 BPeMEHN HAOMIOfeH s, COCTaB-
nser nmumb 50%. YTo ke KacaeTcs MalMeHTOB, MCXOTHO
nmemomyx HauMenbumit @K (I-1I), Ho He cyMeBIINX ero co-
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Ta6nuua 2. BepoAaTHocTb JIM Ha ocHOBaHUM AaHHbIX AxoKI

CkopocTb TpuKycnuaanbHou peryprutauum, m/c | Hannune pononHutenbHbix AxoKr-npusHakos BepoAaTHocTb JII no aaHHbIM dxoKI
<2,8 nn He n3mepAeTcA Het Huzkana
<2,8 nnn He namepnaeTcA [a CpepnHsan
2,9-34 Het CpepnHsan
2,9-3,4 Oa Bbicokan
>3,4 He TpebyeTtca Bbicokan

XPaHUTb B TEYEHIE BCETO MTEePMOfA HAOIOEHNS, TO MX BBDKM-
BaeMOCTb ropasfio Hike (0komo 60%), B OT/M4YMe OT MaleH-
toB, uMetomux Hausbicmuit PK (II1-1V), Ho ynydmmBIINX
€ro — X BBIKMBAEMOCTDb COCTaBmIa oKomo 80% [24].

Crparerusa guarnoctuxy npu JII' npefnonaraer nposefeHme
KOMIUIEKCHOTO 00C/Ie[JlOBaHN C 1Ie/IbI0 YCTAHOBJIEHMI JUATHO-
3a, OIIeHKM KIMHIYecKoro Knacca u tuma JIT, pyHKumnoHannb-
HOTO U TeMOAMHAMMUYECKOTO CTaTyca narueHTos [25]. Peko-
MEHJYeTCsl COOMPATD IOMHBIN MEJUIMHCKII U CeMEeIHBII
aHaMHe3 Y BceX OOJIbHBIX ¢ ITOio3peHneM Ha Hammdue JIT' [26].

Bce xnuHmyeckue cumntomsl JII', BbIABIsAeMble IIPU pac-
CIipoce u 0CMOTpe OOJIBHBIX, He SIB/ISIOTCS TATOTHOMOHMYHBI-
MM, 4TO 4acTO 3aTPyAHAET PaHHIOK AMArHOCTUKY [27, 28].
CroekTp KIMHIUYECKUX CMITOMOB — OfIBILIKA, CTTaO0CTh, TOBbI-
IIeHHasl YTOM/IIeMOCTb, 60/II B 06/1aCTI CepyiLia, TOTIOBOKPY-
JKEHVISI ¥ CUHKOIIa/IbHbIE COCTOSIHMS — 00YC/IOB/IEH ITTaBHBIM
06pa3oM ABYMsI OCHOBHBIMI IIPUYMHAMU: 9TO HAPYLIEHHBII
TPAHCIOPT KUCTOPOJA U CHIDKEHME cepiedHoro Beibpoca. Ha
HAavyaJbHOM 9Tale 3ab0/IeBaHNe MOXeET IPOTEKATh GeccuMII-
toMHO. OpbIiiKa Ipy PUSMIECKUX Harpy3Kax sIB/IseTcsl Hanbo-
JIee 4aCTBIM CMIITOMOM fiebroTa 3abomeBamst. IIpusHaku npa-
BOJXKE/TYOYKOBOII CepAEYHOI HEJOCTATOYHOCTY (OTeKH, yBe-
NMYeHNe TIeYeH, aCIIUT) MOAB/IAITCA Y YacTy Mal[IeHTOB B
CTajy IIPOTrpeccUpoBaHys 3aboneBanus. Y OT/e/IbHBIX O0Ib-
HBIX CMIITOMBI MOTYT OBITH CBSI3QHBI C OC/TOKHEHMSIMH, 00-
YCIIOBJIEHHBIMU KOMIIpeCCHUell I aHOMA/IbHBIM pacIipefierie-
HJeM KPOBOTOKa B Jierkux. [unatarus JIA MOXXeT IPUBOSUTD
K OCHIUIOCTY FOJIOCa BCTIENCTBIE CAB/IEHNSI BO3BPATHOTO rOp-
TAHHOTO HEpPBa, XPUIUIOMY [BIXaHUIO 113-32 KOMIIPECCUI [{bIXa-
TeJIbHBIX ITyTeil ¥ AaHTMHO3HBIM OOJISIM BC/IE[ICTBME KOMIIpec-
cuu N1eBoit KOpoHapHoIt aprepun. KpoBoxapkaHbe y maryeH-
T0B ¢ JIAT MOXeT OBITh CBSI3aHO C paspbIBOM OPOHXMATBHBIX
aprepuit cIusucToit 06omouku 6pouxos. K cummnromam, cssi-
3aHHBIM C COITYTCTBYIOIINMM 3a60/IeBAHUAMM, MOXKHO OTHECTHU
OPTOIIHOS U MapPOKCKU3MaTbHOE HapacTaHMe ObIIIKY B HOUHBIE
9achl, YTO YKa3bIBaeT Ha IOBBIIIEHNE BEHO3HOTO NaB/IeHUA U
3aCTOIHBIE SIBJIEHNSI B MaJIOM Kpyre KpOBOOOpaleH st BCIEH-
CTBUE TOPa’KEeHNs JIEBBIX OTHENOB cepaua [27]. Aprpanruu,
KOJXHbIE IPOABJICHN, IMXOPajIKa U JPYTIe CUMIITOMBI 3a6071e-
BaHMII COENVHUTETBHOI TKaHM YKa3bIBAIOT Ha CBsI3b OBIIIKY C
CUCTeMHBIMY 3200/IeBaHNSIMY COENVHUTEIBHOI TKaH!. Xpal U
HOYHOE aI[HO3, CBA3b OJBIIIKI C HAPYLIEHNsMY AbIXaHUS BO
BpeMsi CHa TpeOyIOT MpOBefeHMsI OMUCOMHOrpadguIecKoro
UCCIIENOBAHMSL.

CUMIITOMBI IPOTPECCUPOBAHMS 3a00/IEBAHNS: OTEKM HIK-
HUX KOHEYHOCTE, aCI{UT, CHIDKEHIe allleTUTa, BhIpaXKeHHAs
CaboCTb — CBUAETENbCTBYIOT O AMCHYHKIINM IPABOTO JKEy-
nouka (IDK), HapacTaHMM CTelleHN TPUKYCIUAAIBHON HelO-
CTaTOYHOCTU. [/ OLIEHKM {UHAMUKY T€YE€HNs 3a00/IeBaHNUSA U
3¢ GeKTUBHOCTY ITPOBOAUMOII TepaIny HeOOXOMMO KOJII4e-
CTBEHHO OIIEHMBATb TOJNIEPAHTHOCTD K (PM3MYECKMM Harpys-
kaM (OK, rect 6-MunyTHOI X0760bI - T6MX). Pexomennyercs
VCKTIOYNTH B aHaMHe3€e HaIuuMe KIMHUYECKOI CUMITTOMATH-
KI Y POJCTBEHHUKOB OOJIbHOTO, YYUTBIBAsA YCTAHOBIEHHBIN
HacnencTBeHHsiin acriekT JIAT u XTOJIT [1-3].

ITpu ¢pusuxamrpHOM ocMoTpe maruentos ¢ JII' Hanbosee da-
CTO BBISB/ISIETCS AKPOLIMAHO3, P [JINTETIBHOM TedeHuu 60-
JIe3HU — M3MeHeHMe (ajaHT NalblieB 0 TUIY «6apabaHHBIX
[a7loyek» U HOTTEN B BUJMlE «YACOBBIX CTEKOJ», U3MEHEHME
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Puc. 4. lnarHocTuyeckuin anroputm npu XTI

CumnToMbI/>Kanobbl/aHamHes,
xapakTepHble gna JII

V=

OKT, peHTreH rpyAHON KNneTku, yHKLMOHanbHoe
TeCTUPOBaHMe NIerkunx, radbl KpOBU, TpaHCTOpaKasib-
HaA OxoKTI, KT BbICOKOro paspeLueHns

Y

JII Hen3BeCTHOro NPOUCXOXAEHNA

Y

OueHka BeHTUnAUMn/nepdy3nm nerkmx

HexapakTepHbie
uanuiiataa nandival
Hopma Hapywienua nepdgyaumn
P CHweHue nepdysum B =1/2 cer-
MeHTa
XTaNr KarteTtepusauma MK,
MCKoYaeTcA aHruorpadcua JIA
Ha-
' npas-

neHve
B cne-
umnans-
HbliA

+ LeHTp

PeweHwve cneunanuctos no
XTONT 06 onepabenbHOCTH

[ononHuTenbHble faHHble
no KT n MPT-aHrnorpadum

dbopMbl IpyHOI KIeTKM y OONbHBIX ¢ 5M(bU3eMOIl TerKux
(«60uK00bOpasHasa» rpymHas Kinerka). [Ipu pasBuTUM IpaBo-
JKETy/IO9KOBOJ CEP/IEIHO HEJOCTaTOYHOCTH Y 60/IbHBIX OT-
MeJaloTCsl HaOyXIle [IelfHble BEeHBI, TellaToMeranus, nepude-
pudecke oTeKu, acuuT. IIpu ayckynbraium ¢ 60/IbIIOIN Foseit
BEPOATHOCTM MOXXHO YCTAaHOBUTD HajIM4uyMe NMaTOIOT UM TETKUX
U CepAlla, a TAKXKe BhIpakeHHOCTD JIT'.

Hanuyne fononHNUTeNbHBIX KIMHINYECKUX IPU3HAKOB MO-
>KeT ITOMOYb IpeAnonoXuTb npuunny JII'. Teneanrunsxrasun,
cunzipoM PeliHo 1 OTeK NanblieB KUCTeN XapaKTepPHBI /A CH-
CTEMHOIJ CKJiepoJiepMUM, KPEMUTALMA IPY ayCKyIbTallUM Xa-
paKTepHa /I MHTEPCTULIMATBHOTO 3a60/IeBaHNs JIETKIX, CO-
CY[IUICTbIE 3B€3J0YKY 10 TUITY IAyTUHKM U Ma/IbMapHas 3puTe-
Ma ITpeAnonaraiT 3aboeBanne nedenn [27].

XapaKTepHBIMU ayCKy/IbTaTUBHBIMM IpusHakamy JIT' saB-
ns10Tca akieHT 11 Tona Hag JIA, MaHCUCTOMMYECKII CUCTOMM-
4eCKMI1 IyM TPUKYCNIN/AIbHONM HEJOCTaTOYHOCTH, yM ['pa-
xema Ctuna [1, 5]. AyckynbTaTuBHasA KapTUHA B JIETKUX Y
6onbHbIX JIAT, Kak IpaBU/IO, He M3MEHEeHa.

JlabopaTopHasi [UArHOCTVKA BKIIOYAET IPOBEfeHIe 001IIero 1
6UOXMMIYECKOTO aHAIM30B KPOBY IIPY IIePBUYHOI AUATHOCTH-
ke JIT u xaxxnpie 3-6 Mec [18, 19], a TaxKe HeoOXOMMMa OLieHKa
KoarynorpamMmsl, D-numepa, yposHeit anturpom6uHa I 1 mpo-
terHa C gst nckmoderus tpombodumnu [25]. Heobxogumo
IIOMHUTbD O IIPOBEAECHNN MMMYHOJIOTMYECKIX TeCTOB (aHTHUTe-
na K pochonnmmmaM — BOMTYaHOYHBIN aHTUKOATY/IAHT, aHTH-
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Tela K KapAVONUINHY) IPU UCKITI0Ye-
Hun XTOJIT u olleHKe TUTPA aHTUHYK-
JleapHbBIX aHTHUTe y OOTIbHBIX C IIOJ03pe-
HueM Ha JIAT crapuue 40 net a1 uckio-
JeHMS acCOLMAIUU C CUCTEeMHBIMU 3a-
60/1eBaHUAMY COEUHNTETbHON TKAaHN
[25]. iccnepoBanue ypoBHA N-TepMmu-
HAJIBHOTO ()parMeHTa MO3rOBOTO HATPH-
JTypeTn4ecKoro MpoIenTuaa B CbIBOPOT-
ke (mma3me) kposu y 6onpHbIX JIT' AB-
Js1eTCsl 00513aTeIBHBIM, TaK KaK JaHHbII
MapKep OTHECeH K OCHOBHBIM (paKkTopam
IIPOTHO3a TOANYHON JIETAILHOCTY IIPU
JIT [27, 28].

V3 MHCTpyMeHTaIbHBIX METOLIOB 00-
C/IelOBaHMs Ha IIEPBOM MecCTe Tpajlu-
L[MOHHO CTOUT 3/IeKTpoKappuorpadus
(3KT). OKT BbIsABIsAET IPU3HAKY TUIIEP-
tpoduu n neperpysku IDK, mymaranmm n
runepTpoduu MpaBoro Ipencepaus —
IIIT (p-pulmonale), oTknOHEHME 3TIEK-
TPMUUYECKON OCH cepflia BIpaBo. [umep-
tpodust IDK BoisiBsiercst y 87%, OTKIO-
HeHUe 37IEKTPIIeCKOll OCH cepplia BIIpa-
BO -y 79% 6onpabIx VJIT. YunTbiBas,
4TO yyBCTBUTENbHOCTb DKI cocrapiser
mib 55%, a cnenuduaHocts — 70%,
IKT He Bcerfa ABIAETCA METOIOM CKPU-
HuHra B guaraoctuke JIAT. Y 60nbHBIX
TspKernoit JIAT MoxxeT 0OHApY>KUBaThCs
HenmsmeHeHHas IKI' [29].

Penrrenorpadusi OpraHoB TPyAHOI
KJIeTKY [I03BOJIAET YTOUHUTD STUOJIOTUIO
JIT': BBIABUTD MHTEPCTUIMATIBHBIE 3260-
JIeBaHMs JIETKUX, NPUOOpeTeHHble U
BPO>XJieHHbIe IOPOKY CEPALIa, CYyAUTD O
TsxecT JII'. OCHOBHBIMM PEHTTEHOTIO-
ruyeckuMy npusHakamu JII' aBisaioTcA
BpIOyxaHMe CTBO/IA U /1eBOI BeTBU JIA,
KOTOpble POPMUPYIOT B IIPSIMOIL IIPO-
exuun II fyry mo neBomMy KOHTypy cepp-
11a, pacIlMpeHre KOpHell JIeTKUX, yBe-
MMYeHVe TIpaBBIX OTJENOB Cephla.
Y 6onbinscTBa 601bHBIX VIJIT 0T™MeUa-
€Tcs HOBbIIIeH)E IPO3PAYHOCTH JIETOU-
HBIX TI07IelT Ha nepudepui 3a cuer 0bef-
HEHVA JIETOYHOTO pucyHKa [30].

ViccnepoBanme (QyHKLMM BHEIIHETO
AbIXaHUA 00513aTEIBHO y BCeX OOTBHBIX
JIT pyist BBISIB/IEHVSI OOCTPYKTUBHBIX WM
PEeCTPUKTVBHBIX U3MEHEHNUI ¥ yTOYHE-
HIUA TsDKECTU IMOpakKeHMs JIeTKNX. Tax,
nnst 6onbHbIX JIT' XapaKTepHBI yMeHblIIe-
Hue A1upPY3NOHHON CIOCOOHOCTU MO-
HOOKCHUJA yI/Iepoja (40-80% ot HOp-
MBbI), He6O/IbIIOE MU YMEPEHHOE CHM-
JKeHUe JIeTOYHBIX 00beMOB, HOPMaJIbHOE
MM He3HAYMTeIbHO CHIDKeHHoe PaO,
O6GBIYHO CHVDKEHHOE ¥3-3a albBeOosIsip-
noli runepserTunAuunu PaCO,. Hanu-
41e HeoOpaTUMON OOCTPYKIUM [bIXa-
Te/IbHBIX IIyTeil CBUMIETENLCTBYET B
[0/Ib3y XPOHMYECKOi OOCTPYKTUBHO
6omnesnn nerkux (XOBJI) kak IpUYMHBL
runoxkcuydeckoit JII'. CHu»keHHbIe 1erod-
Hble 00beMbl U Auddy3MoHHAA CIOCOO-
HOCTD JIETKMX MOTYT yKa3bIBaTh Ha Ha-
Mn4ye MHTePCTULMATbHBIX 3a060/eBa-
Hui nerkux. Tak ske IMPOKO MCHONb3Y-
eTcA INpoBefieHNe IONUCOMHOTpadum

IJIsL MCKTIOYEHNUSA CUHAPOMa OOCTPYK-
TUBHOTIO amHo3 cHa [31, 32].

Kommnbioreprass rtomorpadusa (KT)
JIETKUX UTPAET BAXKHYIO ponb B iudde-
peruuanpHoi guarHoctuke JII. Obec-
nevyyuBas AeTalbHOE M300paKeHMe Jie-
TOYHOJI [TAPEHXMMBI, OHa II03BOJISIET [M1-
arHOCTMPOBATDb MHTEPCTULMATbHbIE 3a-
6oneBanms nerkux u smousemy [33].
ITpu neBOXeTy[04YKOBOI CepAeYHOI! He-
JIOCTATOYHOCTHU MOTYT OOHAPY)XMBATbCs
(beHOMEH «MaTOBOTO CTEK/Ia» U YTOJILIe-
HUe UHTepnoOynaApHbIX cenT. Iuddys-
HOe IBYCTOpOHHEee YTOJIeHNe UHTep-
NOOYIAPHBIX CENT, Haan4dme MeTKUX
IUVIOXO O4YepYEHHDbIX OYaroBBIX TeHeil
yxaspiBaeT Ha JIKI'A. KT-xapTuHa xpo-
HUYECKOil TpoMO0IMOOMINUN BKIIOYAET
HOJIHYIO OKK/TI031I0 JIA mnu ee BeTBell,
HajM4yne 3KCLEHTPUYecKuX fedexros
BCJ/IE[ICTBYE TPOMOO30B MM PeKaHa/IU-
30BaHHbIe TPOMOBI [34].

MarHUTHO-pe30HaHCHast TOMOTrpadus
(MPT) ucnonbayerca y 6onpHbIx JII' gns
OLIeHKM MaTO/MIOTMYeCKUX U (PYHKLMO-
HaJIbHBIX M3MEHEHMIT Cep/ilia ¥ JIETOYHO-
r0 KPOBOOOpAIleH s ¥ OOBIYHO He MPI-
MeHseTCs B PyTMHHOM IpakTuKe. I'naB-
HBIM IIPEVIMYIeCTBOM MeTOJia ABTIACTCA
TpexMepHblil (00'beMHBIIT) CII0cob Hoy-
4YeHUst N300paxkeHNit 6e3 apTepakToB OT
KOCTeil M JIeTOYHBIX IOJIell, BBICOKOE
IIPOCTPAaHCTBEHHOE pa3pelleHle, a TaK-
JKe OTCYTCTBME JTy4eBOJ HAarpysKu, He-
MHBAa3UBHOCTD, €CTECTBEHHBII KOHTPACT
OT JBIDKYyIleiica KpoBu. Yamie Bcero
MPT ucnonbsyercs mpu 06c/Ie0BaHIN
nauuenTos ¢ VJIT, BpoxxieHHbIMY T10-
poxamu ceppaua, XTIJIT [34].

Ixoxapanorpadus (9xoKI') cunraer-
cs1 Hambosee IIEHHBIM HEeVHBAa3VBHBIM
MeTojioM auarHoctuky JIT, Tak Kak 1mos-
BOJIAET He TO/NbKO OLIEHUTb YPOBEHD
JJIA, HO U laeT BayKHYI0 MH(OPMALINIO O
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npudnHe u ocmokHeHwsax JIT [35]. Y manueHToB ¢ Hanu4neM
sHaynmont JII' BeraBnAoTcs pacumpenne nonocreit IIT n IDK,
yromnuenue nepegHeit crenkyu [1K, nusmensercs xapakrep gBu-
JKEHIA MEeXOKeTyT0IKOBOI ITeperopofKM: B CUCTOJTYy OHA CMe-
1aeTcA «I1apajoKcaabHO» B cTopony IDK.

Ina onpenenenus BeposaTHOcTH JII' y 60/IBHBIX C CUMOTOMA-
My 320071eBaHNs Ha STale CKPYHIHTA IIPENI0XKEHO MCIIONb30-
BaTb II0Ka3aTe/lb CKOPOCTY ITOTOKA HAa TPUKYCIUIATbHOM KiIa-
mane (Tabm. 2).

Jonmneporpadus M03BOAET USMEPUTDH CKOPOCTb KPOBOTO-
Ka B cepfilie, YTO, B CBOIO O4Yepe/b, laeT BO3MOXXHOCTb HEMHBA-
3uBHO onpegeants JJJIA [36]. ITo creneHu TpUKyCIMAANIBHON
perypruTanuy MOXKHO pacdyeTHBIM ITyTeM OIpefe/luTb Be-
MMYMHY cucTonmydeckoro JIJIA ¢ moMombio MOguGUIMpPOBaH-
HOTo ypaBHeHus beprymmn:

AP=4V?,

rie AP - rpaayeHT gaBleHuA 4epe3 TPeXCTBOPYATHIN K/IallaH,
V - cKOpOCTb TPUKYCHUAATbHON peryprutaunu (B M/c), Ipu
OTCyTCTBUY 06CTPYKLMHU BbIHOCsAIero TpakTa IDK u crenosa
JIA. Ina nopcdera cucronmmdeckoro IJIA merogoMm onpeperne-
HUA TpafyieHTa JaBJeHNs depe3 TPUKYCIMAAIbHBIIN KIalaH K
TpajiMeHTy JO/DKHO ObITh fo6aBneHo gasnenue B IITT (JITIT).
ITo coBpeMeHHBIM peKOMeHJALMAM, cucronndeckoe IIJIA
ONpeNeNAT C y4eTOM JaBJIE€HWUSA B HIDKHEN IIONION BEHe
(HIIB) n ee xommabupoBauus Ha Broxe. ViccnegoBanue HIIB
HO3BOJAET OOBEKTUBU3NPOBATh ABJIEHUA 3aCTOA KPOBU B
00/IBIIIOM Kpyre KpOBOOOpalleHNsI, @ TAKXKe KOCBEHHO Olje-
HUTb ypoBeHb cuctonuyeckoro [JIIIL, T.e. eHTpanbHOrO Be-
HO3HOTO JaBjeHus. VccenoBanue IpPOBOAAT U3 CYyOKOCTAb-
HOTO JIOCTYIIA, IaTYMK YCTAHABIMBAIOT II0J MEYEBUIHBIM OT-
POCTKOM ¥ OPMEHTUPYIOT B mosuuum aauuanoit ocu HIIB. [Tna-
metp HIIB ymenburaercst Ha r1y6OKOM BHOXe, KOTA OTPULIA-
TeJIbHOE [JaB/IeHe B TPYLHOI KIeTKe BefleT K yBe/TM4eHNIO Ha-
nonHenu DK u3 cucremusix Ben. [Inamerp HIIB u nponent
YMeHbUIEHNA JyaMeTpa BO BpeMs BJjoxa KoppemupyioT ¢ JIIII.
Y s3poposoro uyenosexka mpu HopmanbHoMm [IIII, paBHOM
00BIYHO 5 MM PT. CT., suamerp HIIB menbire 2,1 cM 1 OHa cra-
HaeTcs ocyie rIybokoro Broxa 6oee yeM Ha 50%. ITpu Hanu-
41K IPABOXKETYJ0YKOBO HEJOCTATOUHOCTH, HOBBIIIEHUN KO-
He4YHO-uacrommyeckoro pasnenus B IDK u [JIIIT nabmopmaer-
s 3aTpyAHEeHMe IPUTOKA KPOBMU K ceppiy. IToaTomy Kommabu-
posanue HIIB Bo BpeMs BIOXa CyllleCTBEHHO YMEHbILIAETCH,
YTO SIBJISIETCS IIOKA3aTeIeM 3aCTOSI KPOBY B BEHaX OOJIBIIOTO
Kpyra KpoBOOOpaIeHNs U CBUETENbCTBYET O IIOBBILIEHNN
JOIIIL. Ounatanus HIIB 6onee 2,1 cM pu HOpMaIbHOM PeCITi-
paTopHOM Koiance 6omee 50% Impefrnonaraer cpefjHee yBe-
mmuenue JOIIIT (6-10 MM prt. cT.). Ecnu pecniupaTopHbIit KO-
narnc meHnee 50%, JIIIT cocraBnser ot 10 mo 15 MM pr. cT. Iu-
natanus HIIB 6e3 kommamca Ha BAOXe HpeAIoaaraeT 3Ha4u-
TelbHOe yBenu4deHue gasnenn B [1I1 6omee 15 MM pT. cT.

ITposenenne upecnumesonnoit IxoKI pexkomenpyercsa y
6O0JIPHBIX C IOf{O3PEHIEM Ha HA/IN4e OTKPBITOTO OBA/IBHOTO
OKHa WIN HeOOBIIOro eheKTa MeXIIpefiCepAHOI Ieperopoy-
Ku [35, 36].

PexomeHplyeTcs poBefieHNE YIbTPa3ByKOBOIO MCCIENOBA-
HJSI BHYTPEHHMX OPraHoB y Bcex 6o/bHbIxX JIT' s nckmode-
HUA LUPPO3a MeYeHM /UK MOPTANIbHOI TuepTeHsun [3].
Vcnionb3oBaHye LIBeTOBOII fonIuieporpaduy No3BomsaeT anud-
(bepeHIMpPOBaTh IACCUBHYI0 IIOPTAJbHYI0 TUIEPTEH3UIO
BCJIE/ICTBYIE TIPABOXKENTYJOUKOBOI CEPJIEYHON HEJOCTATOYHO-
CTU WU BO3HMKHOBEHNUA TPAHCIIEYEHOUYHOTO BEHO3HOTO Ipa-
IMeHTa IIpY YPpO3e MeYeHN.

VckmounTenbHOe 3Ha4eHMe Ha COBpEMEHHOM 3Tale OTBO-
aurcs Bepugukanuu guarnosa XTIJIT, Tak Kak guarHocrude-
CKMIT QITOPUTM [JOBOJIBHO 0OBEMEH 1 BK/IIOYAET PSIJj METOLOB
UMUDK-IUATHOCTUKY (puc. 4).

be3 comHeHns, KI0UYe€BOE MECTO OTBOJUTCS MICCTIELOBAHNIO
BEHTWIALMOHHO- 1P y31OHHOr0 cooTHOIe N nerkux, KT u
MPT-auruorpaduu. B pesynbrate psafa McCIeTOBaHMII TOKA-
3aHO, YTO HOPMaJIbHble 3HAU€HMA COOTHOILEHM I BEHTU/IALIUN
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K nepdysun uckmodator Hamruue XTIJIT, a oTKIOHeHUA B
STUX TTOKa3aTe/lAX yKasblBalOT Ha BBICOKYIO CTeIleHb Bepo-
ATHOCTY JAHHOTO JIMarHo3a. Takyke OTMeYaeTcs, YTO B Pe3yiib-
TaTax OLeHKM nepQysnu, B OT/INYME OT BEHTUISLINI, OTKIIO-
HEeHMA MMEIOTCA MPaKTUYeCKM Y BceX manyeHTos ¢ XTOJIT
[37, 38]. Benuko 3HaYeHUe U IPAMOIT aHTMOTpaduM COCynoB
JIETKMX KaK Hambosee TOYHOTO METOMa OLeHKM IOPaKeHMs
MMCTaTbHbBIX OTHENO0B JIA.

ITpu puarnocruxe JII' Hemb3s 3a0bIBaTh 1 00 olleHKe QYHK-
I[MOHA/IBHOTO CTaTyca. VI ofHUMM 13 Ba)KHEMIINX METOJJOB fAB-
nserca T6MX. Tucranmus B TEMX 06paTHO KOppenupyer ¢
OK (BO3). Tect 00bIYHO [OMONIHAETCA OLEHKONM OJBIIIKY 110
bopry. CHM>XKeHMe HachIlleHNA KUCIOPOJIOM apTepuanbHO
KpoBu 6ornee yeMm Ha 10% Bo Bpemst T6MX ykasbiBaeT Ha 1o-
BBbILIEHHBIN PUCK JleTanbHOCTH. [Jucranuusa B T6MX saBnserca
MEPBUYHON KOHEYHON TOYKOM B 60/IPIINHCTBE MHOTOLIEHTPO-
BBIX MccefoBanmii y 6onbHbIX JII. PekoMeHpyeTcs Takxe
IpoBeJieHMe KapAMOIyIbMOHATbHOTO Harpy304HOIO TecTa
IJISL OLIEHKY BEHTWISALMY U ra3000MeHa BO BPeMsI {O3MPOBaH-
HOJI pu3MYecKoil Harpy3kn (MHJIEKC MMKOBOTO NOTpebnIeHns
KMCIOPOfia, aHaspobHelit mopor) [39].Y 6onbubix JIT' cHmxKe-
HBI Be/IM4YIHA aHA9POOHOTO IIOpOra U MMKOBOe MoTpebieHne
Kucnopoja. KapauonynbMoHanbHbI HATPy30YHbI TECT UC-
I10/Ib30BAJICSA B MHOTOLIEHTPOBBIX MCCIeJOBaHNAX. B HacTos-
Ilee BpeMs MMUKOBOe MOTpebIeHMe KUCIOPOAa U BeIMYMHA
aHadpOOHOrO IMOpOra pacCMaTPMUBAIOTCS B Ka4ecTBe IPeANK-
TOPOB HeO/IarOIPYATHOTO IporHo3a [40].

«307I0TBIM CTaHAApTOM» AuarHoctuku JII' mo-mpexxHemy
OCTaeTcs KaTeTepu3alLusA MPaBbIX OT/AE/IOB CePHALa, UYTO UTPaeT
K/II0YEBYIO POJIb B MTOATBEP KIEHNM IMATHO3a U OIpefie/leHNM
TaKTUKM NedeHns [1, 11]. Bo Bpems npoBefeHus KaTeTepusa-
LY IPABbIX OTJENI0B CEPILIAa ONPENEATCA CIeAyIOLIMe -
pamerpor: JIIII, JJIA (cucronmyeckoe, AMACTONNYECKOE,
cpefHee), IaBjleHue 3aKIMHUBaHNA JIA, cepaedHbIit BIOPOC
(meTomom TepMopuiony uau MetofoM Puka Ipy Hamu4Inn
CMCTEMHO-JIETOYHBIX IIYHTOB), apTepyaNibHOE JaBJIeHIe, JIe-
TOYHOE U CICTEMHOE COCYAMCTOE CONPOTHUBIIEeHNE, HAChIIeHIe
KMCTIOpoioM aprepuanbHoii (Sa0,) u BeHosHOI kpoBu (SvO,),
a TaK)Ke KpOBY U3 BEPXHeIl 11071011 BEHBI IIPY CUCTEMHO-JIET0Y-
HBIX LIYHTaX. Taxke MPOBOASATCS OCTphIe (papMaKomIornde-
ckme npo6sl y 60nbHbIX VJIT, Hacnenyemoit JIAT, JIAT, unpy-
L[MPOBAaHHOJ IIpMEeMOM JIeKapCTB UM TOKCUHOB, [/ OIpefie-
JIEHUS TIOTEHIMAIbHON 3 ()EeKTUBHOCTY JIeYeHNsI aHTarOHM -
cramu Kanbuus. [Io coBpeMeHHBIM OTe€4eCTBEHHBIM U MEXIY-
HapOJHBIM PeKOMEHMIAlMAM B KauecTBe Ba3oAMaaTaTopa mpu
IPOBEREHNN OCTPHIX (PapMaKOIOINIeCKUX P06 MCIONb3Y-
€TCsA MHTAALMOHHBIN OKCUJ, a30Ta, a II0/I0XKUTENbHAs Ba3o-
IVIATUPYIOIIas peaKlys oNpefesAeTcs IpU CHYKEHUN Cpef-
Hero [IJTA 6osee yeM Ha 10 MM PT. CT., ZOCTVKeHUN abCOMIOT-
HoOIt BenmuMHbI cpefiHero JIJIA<40 MM pT. CT. IpU yBeIM4eHUN
WIM OTCYTCTBUY JUHAMUKM CepAedHoro Bbibpoca [13].

B saxmoueHe HeOOXOAMMO OTMETHTD, 4To JII' Ha coBpeMeH-
HOM 3Talle OTHOCUTCS K OHOMY U3 C/IOKHENMIINX U TPYRHO Y-
arHOCTUPYeMbIX 3a00/1eBaHuMit. JIMarHOCTUYECKUIT AITOPUTM
BKJIIOYA€ET B ce6s1 MHOXKECTBO Pas3/INYHbIX Ta00paTOPHBIX, VH-
CTPYMEHTA/IbHBIX, a IOPOII 1 KapAMOXUPYPIUYECKUX METOOB
uccnenoBanusa. OJHAKO TONMbKO TaKOJ MHOTOTPAaHHbIN MTOMUCK
MO3BOJIAET TOYHO BepuMIMpPOBaTh JUATHO3, ONpPeNeNTnThb
rpynmny JII', ouenutb (byHKuMOHaanbHZ CTaTyC, a ClIeJOBaTe/Ib-
HO, IIPaBWIbHO ¥ CBOEBPEMEHHO Ha3HAYUTD TepaInmuio.

Hacrosmtast cTaThs He IOALEP)KMBAETCsI HU OfHOI dhapma-
LeBTIYecKolt Komnanueii. Kondnukra nHTEpecos Her.
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