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COBPEMEHHBIE B3I'/Is11bl HA YIYYINEHUE TUAI'HOCTUKH U
OHEHKA TAXKECTU HAUOIMATUYECKOMU JIETTOYHOU

I'MIIEPTEH3UU
Pe3rome: B 0030pe NpUBOAATCS JaHHBIE JIUTEPATYPHI 110 BECbMa CIOKHOU U
WHTEPECHOW TMpoOJeMe — HWIUOTATHYECKOM JIETOYHOW TumnepTeH3uu. J[aHHBIN

TEPMHH UMEET MHOKECTBO CHHOHMUMOB, HO CaMbIii paclipOCTPaHEHHBIN — CHHAPOM
Asp3a — Apwmnaro. PaccmaTtpuBaroTcst knaccudukanus, pacupoCTpaHEHHOCTh U
dakTopbl puCcKa BO3HUKHOBEHHs 3a0oneBanus. Tak kak cuHapoMm Asp3a —
Apwiiaro sBIS€TCS OJHUM W3 BapHAHTOB JICTOYHOW THUIEPTCH3WH, MPUBOIATCS
HEKOTOpPbIE JAHHBIE U O IPYTUX €€ BUAAX.

Knrouesvie cnosa: cunapom Ansp3a — Apunaro, JieroyHasl TUIIEPTEH3US,
UAMONATHYECKasl apTepuanbHas JIETOYHAas TUIEPTEH3Ms, KiaccU(uKalus,
(bakTophl pUCKa.

S.T. Bahramov, A.A. Khikmatov, Nazarova G.U.
Andijan State Medical Institute,
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MODERN VIEWS ON IMPROVING DIAGNOSTICS AND EVALUATION
OF THE SEVERITY OF IDIOPATHIC PULMONARY PULMONARY
HYPERTENSION

Resume: This overview summarizes the literature on a very complex and of
interesting issue — idiophatic pulmonary hypertension. This term has a lot
synonyms, but the most common among them is a Ayerza-Arilago syndrome. In
the first report discusses the various types of classification of pulmonary
hypertension, adduce data on the prevalence and suspected factors that play a role
in causing the diseases. Since syndrome Ayerza-Arilago is one variant of
pulmonary hypertension, and we provides some about it’s other forms.

Keywords: syndrome Ayerza-Arilago, pulmonary hypertension, idiopathic
pulmonary hypertension, classification, suspected factors.

AKTyaJbHOCTh. Muomnartuueckas JeroyHasl apTepuaibHasl TMIEPTEH3Us
(MJIAT") oTHOCHTCS K YMCTY PEKUX 3a00JIeBaHUN CEP/IEYHO-COCYAUCTON CUCTEMBbI
HEYCTAHOBJICHHOM  JTHOJIOTMH,  XapaKTEPHU3YIOIIHECsS  IMPOTrpecCUpOBaHUEM
MOBBIIIIEHUsT 001Iero JierouHoro cocyaucroro conportusieHuss (OJICC) wu
naBienuss B jerouHod  aprepun  (JJIA)  BcimeacTtBue  BBIPAXKEHHOIO
pEeMOJICTUPOBAHUS MEJIKUX JIETOYHBIX apTepuil W apTepHoJ, YacTO HUMEET

MPOTPECCUPYIONIEe TEYCHHE C OBICTPHIM Pa3BUTHEM JEKOMIICHCAIIUU TIPABOTO
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xemynouka (ITDK) [2,6,10,12,25,36]. OteuecTBeHHBIE W 3apyOe)KHBIC YydYCHBIC
BHOCSIT 3HAYMTEIBHBIN BKJIAJl B U3YYCHUH NPOOJIEMBI, XOTS M Ha CETOTHSAITHUN
JIEHb OCTAETCS LIETBIM psiJi BOPOCOB, TpeOyronux pemenus. Llens npepmaraemoro
0030pa-npoaHaIu3upPOBaTh BO3MOKHOCTH COBPEMEHHBIX METOJOB JTHATHOCTHUKH
UIMONATUYECKON JIETOYHOM TUNEPTEH3UMM IO JAHHBIM  CIEHUAIbHON H
MEPUOANYECKON JTUTEPATYPHI.

Yacmoma u namonozuueckas anamomusi. 1lo  gaHHBIM = JHTEpaTypHI,
pacnpoctpanenHoctb WMJII' cocraBiaser 15 cioydaeB 3abojieBaHusT Ha OJMH
MWJUIHOH HaceneHus. B crpanax 3anmagHoit EBpomnbel m CIIIA yacToTa HOBBIX
cinydaeB uauonatuyeckoit JIAIL cocraBnsier 1-2 Ha 1 MITH B3pOCIOTO HAcEICHUS B
rox [13,15,39,40].

Pacnpoctpanénnocts WJII' Bo @panumm 1o JaHHBIM psiia aBTOPOB
UJECHTUYHBl C MHUPOBBIMM CTATUCTHYECKMMH TOKa3aTEIsIMH: COCTaBisAeT 15
ciyyaeB Ha | MIIH B3poclioro HacelieHus, €€ yactota — 2,4 ciayyasd Ha | MIH
yenoBeKk B ropa [36]. Bo ®panuysckui peructp Briatodanuch ciaydan MIIAT,
acconuurpoBannbie ¢ BUY-undekmueit (6,2%), c npuémom anopekcureHos (9,5%),
noptanbHOU runeprensuent (10,4%), BpoxxkaéHubiMu nopokamu cepana (11,3%) u
kosutarenozamu  (15,3%) NO3TOMY €ClIM He yuuThiBaTh ciydau JII,
aCCOIIMMPOBAHHBIE C JAPYrUMHU 3a0oJieBaHUAMH, pacnpocTpanéHHocTh WIIAT
OyJeT cCOCTaBJsATh OKOJO 8 ciiydaeB Ha 1 muiH uenoBek. Ecnu ke He yduThIBaTh
cnyyau JII', cBA3aHHbIE C TPUEMOM AHOPEKCUTEHOB, PaCHpPOCTPAHEHHOCTh
uauonaruueckux u cemernbeix ¢opm JIAIT cocraBut Beero 6,5 cinyyas Ha 1 MiH
B3pocCioro Hacenenus [5,9,31].

Nnuonaruueckas JIAIT MOXeT IPOSIBUTHCS B JIFOOOM BO3pacTe M OOBIYHO
yalie BCTpevyaeTcsl y KeHIIUH. [lo pa3HbIM JaHHBIM, COOTHOILICHHE MEXKIY
KEHIMHAMU U MYyxX4nHamu cpenu 6onpHBIX ¢ MJIAIT cocraBnser 2:1.HauGonee
yacTo Haudajo 3a0onieBanusi orMeuaetcs B 20-30 net y »xeHuH u B 30-40 ner- y
myxunH][ 13,6,25]. TIpeobiagaHre )KEHITUH YBEINIUBACTCS C BO3PACTOM, TOCTUTAS
B TPEThEM M YETBEPTOM JeCATUIETUIX )Ku3HU 3-4:1. Ilo nanasiM HanpronanbHOTO

peructpa CIIA, B 80-e roasl mpouuioro Beka BospacT 0oipHbIX ¢ WMJIAD npu
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IIOCTAaHOBKE JMArHo3a KoJyie0ajics B OY€Hb IIMPOKUX npeaenax — ot 1 go 81 roxa (B
cpenneM 36+5 net). Cpenu 60mbHBIX Tpeobaaganu xeHuHbI (73%) [5].

ITo ganaeim  SNAP  (Surveilance of North  American Pulmonary
Hypertension), ormy0aukoBaBIiee CBOE HCCIICIOBAHUE, KOTOPOE MPOBOJIUIIOCH B
CHIA B cepenune 90-x ronioB, Bo3pact 6onbHbIX ¢ MJIAT konebasncs ot 35 1o 59
jeT, coctaBisisi B cpenHem 47 ner. [lpeoOnagaHue 4acTOThl — JKEHIIMH Haj
My>K4MHaMu coctaBisuio 4,1:1 [38, 41].

TeM He MeHee, PErHCTpPbl BBIIOJHEHHBIE B MOCIEAHUE TOJIbI IMOKAa3alo,
M3MEHEHHE JeMOrpauyeckux XapakTepucTuk. Hampumep, B crtpaHax EBporbl
Bo3pacT OonbHBIX ¢ MJIAI' Ha MOMEHT YCTaHOBJEHUS AMAarHo3a COCTaBUJI B
cpeaHeM 52 rojaa, COOTHOIIICHUE KEHITUHBI/ MY»K4uHbI 1,6:1 [31].

B.1.bypakoBckuii # €ro COTPYJHUKH ONMUCBHIBAJIM, YTO OCHOBHBIC
MOP(OJIOTUYECKHE MIPU3HAKH MIEPBUYHOU JIETOYHOM TUNIEPTEH3UU
OOHapY>KUBAIOTCS TP MUKPOCKOMHH JIeTKUX. OHU COCTOST TJIaBHBIM 00pa3oM u3
NaTOJIOTHYECKOT0 W3MEHEHUS CTEHOK apTepHil CPEeIHEro W MENKOro Kamuopa,
apTepHoJl U YMEHbIICHUS auamerpa ux mnpocBera. CamMHu cOCynbl YTOJIIEHBI, a
IIPOCBET CYKEH 3a cUeT TUHepTpoPuu U GruOPO3HOTO NEPEPOXKICHUS BHYTPEHHEN
000y10uKkH. MBIIIEUHBIN CIION CTEHKHM Takke rurnepTpodupoBaH. B mone 3penus
MHOTO COCY/IOB C OOJIMTEPUPOBAHHBIM MPOCBETOM M TPOMOHUPOBAHHBIX COCYJIOB C
pa3IMYHOM CTEMEHBI0 peKaHadu3aluu. BceTpeuaroTcs cocyabl ¢ W3MEHEHUSIMU
CTEHOK MO0 THUIY HEKPOTHYECKOTO apTepUHTa, OOJIUTEPUPYIOIIECE TMOPAKECHHE
JISTOYHBIX BEH W BEHYJ. ApPTEpUU DJIACTHUECKOTO THIIA aTePOCKICPOTUUYECKU
u3MeHeHbl. Bce 3T0 0OyClIOBIMBAET 3HAYMTEIbHOE YMEHBIIEHHE CYMMAapHOTO
MPOCBETA COCYAMCTOr0 pycia JIeTKUX. MUKpPOCKONMYECKH OTMEYAETCs AUiaTaius
JISTOYHOM apTepuM W €€ KPYNHBIX BETBEM, HA HHTUME HUMEIOTCS
aTepockiiepornueckue ok, Cepilie yBeIudeHo B pa3Mepax IIaBHBIM 00pa3omM
3a cueT TMIepTPOoPUH U IUIATAIIMU TIPABOTO JKeIMyI04YKa 1 peacepaus. B ciayuasx
OCOOEHHO  BBIPQKEHHOTO  YBEJIUYEHHUS  TOJOCTH  MPABOrO  KEIyJouKa
00HapyKUBACTCS OTHOCHTENIbHAS HEIOCTATOYHOCTh TPEXCTBOPUATOrO KiamaHa [8].

Knaccugpuxayus. B pasHple  TOOBI  TpeIarajiocb  MHOXECTBO

"JIxoHomuka u coumym" Ne5(72) 2020 WWW.Iupr.ru



knaccupukanuit  UJII'. Tlocnemuss akrtyanmpHas kiaccudukamuss WJIIT Obiia
npenioxkeHa Ha MeXIyHapOJAHOM CHUMIIO3UYME IO JIETOYHOM THIEPTEH3UH,

KOTOpBIi coctosicst B Huttie B deBpae 2013 roga [32, 35, 44].

Puc. 1. Knuuunyeckan knaccuduxaumn JIN. @ panums, Huyua, 2013 r. (BbigeneHbl UIMEHEHHA, BHECEH Hble B Knaccud ukauumo B despane
2013r.).

V MexayHapoaHbiit cumnosuym no JiM: uameHeHuA B Knaccudm Kauuu.

1.1AT
1.1. Mamnonatwseckan JIAM
1.2. Hacnepcreeunan JIAI
1.21. BMPR2
1.22. ALK1, ENG, SMADS, CAV1, KCNK3
1.2.3. HonasacTHme
1.3. AT, vHAYUAPOBAHHEA NEKAPCTEAMW/ TOKCHHAMM
14. JIAT, accoumnpoBaHHan:
1.4.1. C 3a60n68aHUAMK COBAMHUTENLHON TKaHK
1.4.2. BM-undexumen
1.4.3. NopTansHoit ruNepTeHanen
1.4.4. BpoxaenHuimu 3ab0nesaquAnm capaua
1.4.5. Wwerocomozom

1", BEHOOK KNIOAMOHHAR GONB3HL NErknx/Nero4HLn Kanunnap-

Hulit remadrnomaTos (JIKFA)
1" MepcucTnpyowan JIm HOBOPOX ABHHLIX
2.7, ceAR3anHan ¢ NATONOMMER NEBLIX OTRENOB cepaua
2.1. Cucronuseckan ancd yskuma K
22. Onacrommyeckan guedynxkumna JIX
2.3. Narcnora KNanasHore annapara
24. BpoxaauHaanprobpaTesHan 00CTPYKUMA BuHOCAWEro

3. /I, censauman ¢ 3a60NEBAHMAMMK NErKUX UMK rMNTOKCH B
3.1. XO0Bn
32. Murapermumansysie Gona3Hm nerkx
3.3. Opyrve 60ne3Hn NErKmx CO CMEWAHHLIM DECTDUK THEHLIM W
O6CTPYK THEHLIM NATTEPHOM
3.4, HapyweHuA AsIXaHnA B0 BPEMA CHA
3.5. CuHapom ansee0APHOR MMNOBEHTUAALMN
3.6. XpoHn4acKan sucoxoropHan Jilr
3.7. NMopoxun Pa3BUTHA NErkux
3.7.1. Bpoxageuusie sabonesanna auadparms
3.7.2. BpoHxoNarouHan Aucnnasua
4. XTanr
5. 117, ceAsanHan ¢ passbimg 3abonesannAmK
5.1. FaMaronona, XPOHUHECK AR raMONUTUHECKAA AHEMWA, MHE-
nonponudapariaHse 3a50N8BaHUA, CINIEHIKTOMUA
52. Cucremunie 3a60N108aHnA; CAPKONA03, MMCTHOUNMTOS X,
NMDaHrHoNROMUOMATOS
5.3. Merabonuuecxkue 23a60n08aHMA: GONE3HA HAKONHKUA MNn-
Koreda, 6onesus MNowe, 3a50N8B8aHKA WNTOBMAHOR XENaas!
54. ODpyrme: onyxonu cpenocTexma, Guipoanpyioupit megua-
CTUHUT, XPOHUHECKAA NOYE4HEA HEQOCTATOHHO TS, H2ANUPO-
sauman JIl

Tpaxra JK

Mpumedanue. JDK — neasiin xanyao4ex.

Taxxe JII' noapaznensercs BecemupHoOU opranusanneit 31paBOOXpaHeHus Ha
4 (pyHKUIHMOHANBHBIX KJIacCa, B 3aBUCUMOCTU OT CTENEHU BJIUSHUS HAa KayeCTBO
YKU3HU MMAIIMEHTOB U TOJIEPAHTHOCTH K (PU3MUYECKUM HArpy3Kam.

Knunuka u  ouacnocmuka. Ilpu WIIAI' B OONBIIMHCTBE Clly4aeB
KJIIMHUYECKUE MPU3HAKU CTEPThIC, CHMITOMBI HECTICIIU(DUYHBI.

B OonpmumHCTBE cnydaeB KIMHWUYECKUE TIPOSIBIICHUS Y MAIMEHTOB
pa3BUBAIOTCS Mociie (POPpMHUPOBAHUST HEOOPATUMBIX U3MEHEHUH B COCyAax JIETKUX
[14]. OtmeuaroTcst ¢naboCTh, yCTaIOCTh, OJBIIIKA, KPOBOXapKaHbE, aHTMHO3HAS
0onp B oOnacTu cepiia, TOJOBOKPYXKEHHE, a0JOMUHAIBHBIA JUCKOMQOPT.
3a4acTyr0 OTMEUAIOTCSl CHHKOTAJIbHbBIE COCTOSHUS JJIUTEIBHOCTHIO OT HECKOJIBKUX
CEKyHJ 10 2-5 MUH, HO €CTh CIIy4au, KOrJa MpOJOIKUTEIHLHOCTh 0OMOPOKA MOKET
nocturatb 20-25 wmmu  [7,13,22,]. [Ipy OOBEKTUBHOM HCCIIEAOBAaHUU
ONPENCIISIIOTCST  MyJIbCallksl CjieBa OT TPYAUHBI B UYETBEPTOM Mexpebdephbe,
YBEIMYCHHE TIPABOTO IKEIyJouka (MpU 3HAYUTENIbHOW TUnepTpoduu W/
nunatanuu). [lpu ayckymnpTanus cepiiia XapakTepHbl aKIEHT BTOPOTO TOHA Ha

JIETOYHOM AapTEepUeH, NAHCHUCTOJIWYECKUMM IIyM B Ciydae TPUKYCIIHIAIBHOU
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HEJIOCTATOYHOCTH, TUACTOJIMYECKUH ITyM, OTMEYAIOIIUKACS TPU HEAOCTATOUYHOCTH
nerouHblx knanaHoB (myM I'pexema—Cruiuia). Pa3Butre W mporpeccupoBaHHe
MIPABOXKETYI0YKOBOM HENOCTATOYHOCTH CONPOBOKIAOTCSA IMYJIbCALMEN IIEHHBIX
BCH, TelaToOMeTaIneH, mepudepuaecKuMH OTeKaMu, acuToMm [6,7,13,22].

Jlns mocranoBku nuarHoza WMJIADIT HeoOXOIWMO OCYIIECTBUTH IOJIHBIN
KOMILJIEKC ~ MCCIICJOBaHUM, HEOOXOAUMBIX i1  BepUPHUKALUMU  JIMArHO3a,
YCTAHOBJICHUSI KJIMHUYECKOTO KJIacCa U UCKIIIOYEHHUS BCEX BO3MOKHBIX TMPUYUH
pasButus [6, 25,26, 36].

DnexTpokapanorpadus He odecnieunBaeT TouHOTO auarnoza MJIAT: kak mpaswuiio,
MOYTH y BCEX OOJIbHBIX BBISBISIIOTCS MPU3HAKU THUOEPTpopuu u auiaTanuu
MpaBbIX OTJ/ENIOB CepAlla, HAPYIICHHS CEPJIEYHOro puTMa. PeHTreHorpaduuecku
BBISBJISIIOTCSL  TIOBBIIIIEHUWE TMPO3PAYHOCTH JIETOYHBIX TOJIe Ha mnepudepuun
BCJIEZICTBUE OO€IHEHHUS JIETOYHOTO PHUCYHKA, BHIOyXaHHWE CTBOJA M JICBOW BETBU
jgeroyHout aprepuu, opmupyromux Il gyry mo neBomy KoHTypy cepana (mpsimas
MPOEKIIMS), PACIIUPEHUE KOPHEH JIETKUX, YBEJIMYEHHUE MPaBbIX OTIENIOB CEpla.
[16,29]. TpancropakanbHas 3Xokapauorpadus B COYETAHMM C TKaHEBOU
UMITYJILCHOM 3XOKapauorpadueil BBIMOTHAETCS BCEM MAIlMEHTaM C MOJA03PEHUEM
Ha UJIAT [24,40, 48]. TpancTopakajibHON 3X0OKapauorpaduell ycTaHaBIMBACTCS
HaJIM4Me TUNEpTpodur W JUJIATAllMKd TPABBIX OTIEJIOB CEpAIa, YBEITUYCHHUE
TOJNIIUHBI TMEPEIHEN CTEHKU TIPaBOTO KEIyJouyka, H3MEHEHUE XapakTepa
JBIDKEHUS MEXOKEITyI0OYKOBOM TMeperopoaku  (mapajoKcalibHOE CMEIICHHE B
CHUCTOJly B CTOpOHY TpaBoro jkemymouka) [1,25,28]. Cpennee naBieHue B
JISTOYHOM  apTepuUu  paCCUUTHIBACTCS IO CTENIEHU  BBIPAKEHHOCTH
TpUKycnuaanbHOW peryprutanuu [11]. Jlomnmmeposaxokapauorpadus y 100%
OOJIbHBIX BBISIBJSIET HEAOCTATOYHOCTh TPEXCTBOPYATOro KjamaHa u y 86%-
HeJocTaTOuHOCTh kianana JIA. Kpome Toro, mOmImiepoBCKOE HCCIEAOBaHUE
Hapsay ¢ karerepusanuend JIA, mo3BOJseT ONpeNeNuTh AAaBICHUE B JIETOYHOMU
apTepuu, 6€3 KOTOPOTO HENb3s MOCTaBUTh auarHo3 [28]. Karerepuzarus npaBbix
OTZIEJIOB CEpJilla U TECT Ha Ba30PEAKTUBHOCTb- OCHOBHON METOJ JAHArHOCTHKU

JIETOYHOW apTEepUaJbHOM THUIEPTEH3UHM, 3aKIOYAIOIIMNUCA B OJHOBPEMEHHOM
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NpSIMOM U3MEPEHUU [IaBJICHUS B JIETOUYHOW apTepud U CHCTEMHON apTepuu B
pexxkuMe On-line B pasmuvHBIX (PU3MOJOTHYECKUX COCTOSHUSAX OpPraHu3Ma W IpH
BBEJICHUM JIETOYHBIX BazoauiatatopoB [7,17,33,42,46]. Jlerounyro TUNEPTEH3UIO
JAATHOCTUPYIOT B CJIy4ae IMOBBILICHUS CPEAHETO JIABJICHUS B JIETOYHOM apTEpUU >
25 MM pT. cT. B Iokoe u/uiu 6omaee 30 MM pT. CT. pu pusznueckor Harpyske. [Ipu
NJII" cucrtonuueckoe JaBjIeHWE B JICTOYHON apTepuu, Kak mpaBuiio, 6osee 50 mm
pT.CT., cpenHee- 6ospuie 30 MM PT.CT.

Ecmecmeennoe meuenue u npocnos. llpornoz mnpu WIIIT kpaline
HEOIaronpusITHRIN (B CPETHEM CPOK BBDKUBAHHS COCTAaBIIsIa MEHBIIE 3 JIET TTOCIIe
ycraHoBjeHus nuaraosa) [8]. ITo muenuro G.E.D’Alonzo et al., BepkuBaeMocCTh
naruenToB npu WIIT 6e3 cnenuduyeckoit MEANKaMEHTO3HON Teparuyd B TEYCHUH
1 rona cocrabmsier 68%, 3 net- 48%, 5 net- 34% [21]. OtkpbITHE 3P PEKTHBHBIX
MEJIMKAMEHTO3HBIX CPEJICTB U HAJIMYME MAIUTMATUBHBIX XUPYPTHUECKUX ONEpalui
YIIYUIIHIO Ka4eCTBO KM3HU U MOBBICWIIO BRIKUBaeMOCTh narueHTos ¢ MJIIM no 5-7
JIET, @ UHOT'1a U 0oJiee TOCIIe YCTAaHOBJIEHUS TUAarHO3a.

Jleuenue. Konuenius neuenus MJIAI Ha ceroaHsIIHUN IeHb 3aKJII0YAETCS B TPEX
HanpaBieHusX [3,7,27,]: KOHCepBaTUBHAs TEpaIvs, XHPypruueckoe (HaJIOKCHUE
anacromo3a Ilorrca, TpaHCIIaHTaUMs JIETKMX) M 3HAOBACKYJISIpHOE (CO31aHUE
aJICKBaTHOTO MEXKIMPEJICEPAHOrO0 COOOIICHUs) JedyeHne.  MenukaMeHTO3HOe
nedyenue 6osbHBIX ¢ MJIAT HampaBieHO Ha CTaOUIIU3AIUI0 COCTOSIHUS TAlIUCHTa U
perpecc Ba30KOHCTPUKIMM M PEMOJCIMPOBAHHUS JICTOUHBIX aptepuid [6,25,36].
[Tanmentam ¢ MJIAD' Ha3HayaeTcs cTaHOapTHAs WM MOMIEPKUBAIOLIAS TEpAus
JII', BrirOHaromass KHCIOPOJOTEPANUI0, AHTUKOATYJISHTBI, a IIPU Pa3BUTUHU
SBJICHMA HEJAOCTAaTOYHOCTH KPOBOOOpAIlEeHUsI — CepJeYHbIC TIUKO3HUABI U
auypetuku [13, 25]. B mocneanue ropl NOSIBUIMCH JIEKAPCTBEHHBIE MPENapaThl

- QHTaroOHUCTHI  PELENTOPOB  DSHIOTENIMHA, MPOCTAHOWILI, HUHTUOUTOPHI
dochommdctepazpl V. THMA W aKTUBATOPHl TyaHWIATIUKIA3bI, KOTOPHIC
BO3J/ICHCTBYIOT Ha TATOI€HETUYECKHUE MEXaHW3Mbl pa3BUTUs 3abosieBaHus Ha
CETOMHAITHUN NeHb nanuenTaM ¢ nJIAI' HazHayaeTcss Kak KOMOMHUPOBaHHAS, TaK

U TIocjiejoBaTeIbHAss KOMOMHUpOBaHHas Tepanus [13, 25,26,36].
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AHAcTOMO3 MEXAy aOpTOW M JIEBOW JIETOYHOM apTepuel- 3TO aHACTOMO3
[ToTTCa, KOTOPHIN OBLT BIIepBhIe onucanubii B 1940-50-x rT., ero hopmupoBanue
IPOBOJMIOCH B KaueCcTBe NAJUIMATUBHOIO BMENIATENbCTBA Yy TMAI[UEHTOB C
nuranotnueckumu BIIC [37]. 3a mocienHee AECATUIIETHE HAIOXKEHHE JaHHOTO
aHacToMO3a CTajo MNpuMeHATbcs y mnamueHtoB ¢ WJIAIT kak xupyprudeckas
anbrepHatuBa  arpuocentoctomun (ACC), mnpuBojsimasi K  YBEJIUYEHHUIO
CHCTEMHOT'O BBIOpOCa M JICKOMITPECCHH TTPaBoro xemyaodka [18,19].
TpancmianTanus KOMILUIEKCA Ceplle-JIeTKue sBJsSeTcs (UHAIBHOM TOUYKOU
neuerns 6ombHBIX NIIAT (DK) [20,30]. [lokazanusiMu K TpaHCIUTAHTAIIMH JICTKUX
y 6onbHbix ¢ MJIAD - III mmm IV ¢ysxunonansusiii kinacc (®PK), orcyrcTBue
CHW)KEHHS JIETOYHOTO COCYJMCTOTO compoTuBiieHus: Oosnee yem Ha 30% Ha ¢one
TEepanuu npenapaTaMu MOCIEAHEr0 MOKOJEHUs (3MOIMPOCTEHO, OO3EHTaH U JIp.)
MPOJOJDKUTEILHOCTEI0O HE MeHee 3 Mec [23,47]. 1lo maHHBIM MEKIyHapOIHOIO
perucTpa TpaHCIUIAHTAIlMU CepJilla U JerkuX, y 6onpHbiX ¢ MJIAI' BeKHBaeMOCTh
MOCJIE TPAHCIUIAHTAallMM COCTaBIIIET B cpeaHeM 3,8 roxa. JlecaTtwieTHss
BBDKMBAEMOCTh y OosibHbIX ¢ WMJIAIDT mocne TpaHCIUIaHTAlMM JIETKUX HaMHOTO
HUKE, YeM Mpu Jpyrux 3aboneBanHusx (42 npotuB 70%). Ecnu xe mamueHT c
NJIAT" BbDKMII B TeueHHE | roja mocie TpaHCIJIaHTAIUHU, H0JTOCPOYHBIN MPOTHO3
y Hero yiydmaetcs [20, 23].

DHI0BacKyJIsipHOE co3/lanue MexmpenacepaHoro coodmenus: (MIIC) takxe
paccMaTpHUBAETCS B KQUECTBE MAJUTHATUBHOTO JICYCHHS U MOCTa K TPAHCIUIAHTAIIUN
Jerkux y OONBHBIX C TSKEJIOW MPaBOXKEIyJA0YKOBOM HEIOCTATOYHOCTHIO.
[IpodunakTuka  BHE3aMHOW  CMEPTU  BCJECACTBUE  PA3BUTHSL  JIETOYHO-
TUIIEPTEH3UOHHOTO Kpu3a- 1eib co3fganus agekBaTHoro MIIC. Cozpanue MIIC
NPUBOJUT K  HOpPMaju3allid  KOPOHApHOTO  KPOBOTOKA, YTO  SIBJISIETCA
npoPIIIaKTUKON HWINEMHUHM MHOKap/la ¥ BHE3aITHOM CMEPTH, YMEHBIICHHUIO
MPU3HAKOB HEJOCTATOYHOCTH KPOBOOOpAIIEHUSI C HE3HAYUTEIBHBIM POCTOM

TUIIOKCEMHUH U UCYE3HOBEHUIO CHHKOIAIBHBIX COCTOSIHUM [4].
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[lepBas ycnemnas Gamnonnas nunatanus npu UJIAD Bemonnena B 1983 r. [43].
B 1995 r. 6buta omyOsimkoBana pabota Kerstein D. no co3ganuio MIIC myrem
OaJTTOHHOM HOXKEBOM aTpuocenTocTomuu (onepanus [apka) [34].

B nanHoit pabGoTe ObUT TpEACTaBICH CPABHUTEIBHBIA aHAIN3 OTIAJCHHBIX
pe3ynbTaToB OaNIOHHOW HOXKEBOM aTpuocentoctomuu (omepauusi [lapka) wu
KOHCEPBAaTUBHOM Tepamnuu, BKIoUaromei BaphapuH. ABTOPHI NPUIILIH K BBIBOAY,
YTO BBDKMBAEMOCTh B TEUYEHHUE MEPBBIX 3 JIET CYLIECTBEHHO HE OTIMYAJIaCh B
oboux rpymnmnax u cocraBuia 39 u 42% coorBerctBeHHo. B 2015 roxy Sandoval J.
U Apyrue 0600muan MupoBoil onbIT co3nanus MIIC u npunuim K 3aKII0YEHUIO:
JIOCTOBEPHO OIIEHUTH d(PHEKTUBHOCTh U OE30MACHOCTh ATPUOCETICTOMUU CIIOKHO B
CBSI3W HEXBATKM MHPOBOIO OIBITA, a TaKXK€ OTHOCUTEIBHOTO ycIexa
cnenupruyecKoil KOHCEpBAaTUBHOM Tepanuu [45].

B 3akitoueHun cienyer OTMETUTh, YTO HEOOXOAMMOCTDH IMOJIOKUTEIHLHOTO
pEeLIEHHUs] BONPOCOB TOYHOM JIMATHOCTUKUM U CBOEBPEMEHHOTO KOMILIEKCHOTO
neuenusi WJIAID tpynHo nepeouenuts. [loaromy panbHeiimas pa3zpaboTka 3Tou
po0JIeMbl UIMEET BAXKHOE MIPAKTUYECKOE U HAYYHOE 3HAUCHHE.
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