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JIMarHOCTHUKA M JIeYeHHe JerOYHOM runepTen3um ™ **

PabGouas rpymnmna mo noaroToBke TeKcTa peKoMeHIalui

IIpeacenarenn: mpod. Yazosa U.E. (Mocksa)

3amecTuTeb Mpeacenarens: K.M.H. MapteiHiok T.B. (Mocksa)
npod. AsmeeB C.H. (Mocksa), mpod. ApyrionoB [.I1. (Mocksa), k.M.H. Boikos A.B.
(Mockga), k.M.H. HakoneunukoB C.H. (Mocksa), 1.M.H. [IpuBanosa E.B (Mocksa).

OO1ecTBa

BCGpOCCVIﬁCKOC Hay4YyHOC 00111eCTBO KapanoJioroB

BBenenue

B ocHOBY 3THX peKOMeHIALMil I10JIO-
JKEHbl PEKOMEHIALUMMU 110 JUATHOCTHKE U
neyenuio JII, mpungreie EOK B 2005t
OIHOBPEMEHHO B 3TOM IPOEKTE YUMThI-
BalOTCsS HaLMOHAalbHble OCOOEHHOCTU B
00CcIeT0OBaHUY M JICUCHUU TaHHOM KaTero-
pUU MALMEHTOB.

OmnpeneneHue

Jlerounast runepteH3usa — rpymnmna 3adosne-
BaHMIiA, XapaKTePU3YIOIIUXCs MPOrPecCcupylo-
M nosbieHueM JICC, KkoTopoe MPUBOAUT
K pa3BUTHIO NpaBoxenynoukoBoit CH u npex-
JIEBPEMEHHOM TMOEe/IU MalMeHTOB.

Hauunonanbubie PekoMmenmauuu «/uar-
HOCTHMKA U JIeUeHNE JIETOYHOM TUIIepTEH3UN»
MpeaHa3HaYeHbI IS IIMPOKOTo KPyra CIrielm-
aJMCTOB — KapAWOJIOTOB, IYJIbMOHOJIOTOB,
pPeBMATOJIOTOB, TepalleBTOB, Bpaueil oOIei
MPAKTUKK, B TIOJie 3PEHUS KOTOPBIX MOTYT
oka3zatbcst 0obHbIe JIT.

JIT auarHocTupyeTCs pu CpeaHEM AaBiie-
Huu B JIA > 25 MM pT.CT. B Iokoe U > 30 MM
PT.CT. Ip¥ (PU3UYECKOI HArpy3Ke.

* CocrapiieHbI ¢ yuetoM PekomeHmatmii EBporieiickoro Kapamoiornieckoro o0IIecTBa o AMarHocTrke u iedermto JIT, 2005
** PekoMeHIALIMK ONYOIMKOBAHbI B XXypHaste “KapmvoBackysipHast Tepartist 1 ripoduiaktiika” 2007; 6 (6), [putoxerye 2.
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Knunanueckas knaccugukanus JIT

Knunuueckas xknaccupukauusa JIT
HeoOXoauMa mJIsi CTaHAApTU3alMKM Iuar-
HOCTUYECKUX METOMOB U JIEYeOHBIX MEpO-
NPUSTUI, TPOBEICHUS KOHTPOIUPYEMBIX
WCCICIOBAHUI Cpear OTHOPOIHBIX TPYIII
nauuMeHToB (Tabauua 1).

DakTopbl PUCKA H ACCOUUMPOBAHHBIE
KJIMHHYECKHE COCTOSTHUSA

®OP JIT — m1060i 3K30TeHHBIN 16O
SHIOTEHHBIN (haKTOp, COCTOSTHHE WU 3260~
JIeBaHWe, KOTOphIe MOTYT UTpaTh Ipeapac-

MoJIaTalolyl0 pojib WA CIOCOOCTBOBATh
passutuio JII. ®P moryT OBITH (heHOTHUITH-
YyeckMe TMpM3HaKu (BO3pacT, IMOJ), JeKap-
CTBEHHBIC TpeIapaThl, XAMUYECKHE BeleC-
TBa, MH(MEKIMOHHbIE areHThl W Op. Tep-
MuH AKC ucrnonb3yeTcst A 0003HaYeHUS
TaKUX KJIMHUYECKUX COCTOSHMIA, HaIudue
KOTOPBIX CBSI3aHO CO CTaTUYECKU TOCTOBEP-
HBIM YBEJIMYEHUEM BEPOSITHOCTU Pa3BUTHS
JT.

AOcoNoTHBIM puck passutusa JII' npu
Hanuuuu u3BecTHeIXx ®OP mocrarouHo

Taomuua 1

Kinnnunyeckas knaccuduxkauus JIT (Beneuus, 2003)

1. Jlerounas aprepuasibHas runeprensus (JIAD):
1.1.  Wmuomarmyeckas JII' (UJIT)
1.2.  Cewmeiinas JIAT
1.3.  AccouumnpoBaHHas c:

1.3.1. KONIareHOBBIMHU COCYIMCTHIMU
3200JIeBAaHUSIMU

1.3.2. BpOXXI€HHBIMU TTOPOKAMU CepILia
(CUCTEMHO-JIETOYHbIE ILIYHTHI)

1.3.3. moprayibHOIt runepreH3uei
1.3.4. BUY-unbexuueit

1.3.5. 1eKapCTBEHHBIMU U TOKCUUECKUMU
BO3IENCTBUSIMU

1.3.6. npyrumu (TopaxkeHus! IIUTOBUTHOM
KeJne3bl, 6ose3Hb [omepa,
60J1e3Hb HAKOTUICHHUS TJIUKOTEHA,
HacJIeICTBEHHAs FfeMopparuyueckast
TeJIeaHTM3KTa3usl, FeMOITIOOMHONATHH,
MMEJIONPOIrhepaTUBHbBIC OONIE3HU,
CIUIEHIKTOMMSI)

1.4, AccommupoBaHHasi CO 3HAYMTEbHBIM
MOpaXeHNEM BEH MM KATMJLISIPOB:

1.4.1.JlerouHast BEHO-OKKJIIO3MOHHAsI 00JIE3Hb
1.4.2. JlerouHblif KanLISIPHBIN TeMaHTOMATO3

1.5.  Tepcuctupyomias JIAI HOBOpOXIEHHBIX

2. Jlerounasi runepreH3us, aCCONMUPOBAHHAS C
MOPaKeHHsIMH JIEBbIX OTIEJI0B CEpIaua:

2.1. mopaxXxeHue JIEBOTO XeMylouKa
2.2. nopaxeHus KJIalaHoB JIEBOTO XelyJouKa

3. JIT, acconuupoBaHHas ¢ NaTOJIOTHel
JIbIXaTEeJIbHOI CHCTEMbI U /MJIH THIIOKCEeMHei

3.1.XxpoHnYecKass 0OCTPYKTUBHAsI OOJIE3Hb JIETKUX
3.2. MHTepCTULIMATIbHBIE 3200I€BaHUS JIETKUX
3.3. HapylIeHMs IbIXaHUST BO BpeMsl CHa

3.4. anbBeosIpHas TUTIOBEHTUIISLIAS
3.5.BbicokoropHas JIT

3.6.HapyILeHUsT pa3BUTHSI JIETKUX

4. JIT BciaencTBue XpOHHYECKUX TPOMOOTHYECKUX
WIH 3MOOIMYECKUX 3200IeBAHMIL:

4.1.TpoM0603MbOIMYECKast OOCTPYKIIUS
MPOKCUMAaJIbHBIX JIA

4.2. TpoMb03MbOIMIecKast 00CTPYKIIUS
IHCTaIbHOTO pycia JIA

4.3. HeTPOMOOTHYECKKE JIETOYHBIC IMOOTII
(omyxoJu, mapa3uTapHbie 3a00IeBaHMS,
WHOPOJHbIE TeJa)

5. CmemanHbie opMbl

CapKou103, TUCTUOLIUTO3 X, TUM(paHTUOMATO3,
KOMIIpECCHSI JIETOYHBIX COCYIOB (aIeHOMATHsI,
OTIyX0JI1, (PUOPO3UPYIOIINI MEAUACTUHHUT)
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Tadmna 2
®axropsl pucka JIT' n AKC
ornpeneeHHbIe BEPOSITHBIC BO3MOXHBIE MaJIOBEpOSITHBIE
Jlexapcmeennvte npenapamot u MoKcuHbl
AMUHOpEKC AmbetamMuH Meta-amdbeTaMuHbI AHTHIETIPECCAHThI
DeHbpypaMuH L-tpuntodan Kokann OpajbHble KOHTPALIETITUBBI
lexkchendaypamux XumuoTepanust DCTPOreHbl
ParicoBoe macio TabaxkokypeHue
Jlemocpagpuueckue u meduyunckue yciogus
o bepemenHoCTh - OxupeHue
CucreMHasi TUIepTOHUs
3aboaesanus
ornpeneeHHbIe BEPOSITHBIC BO3MOXKHBIE

BUY-undexuus [NopranbHast runepTeH3ust
/ 3a00s1eBaHUs TIEYEHU
CucteMHbIe 3a00/1EBaHMSI
COEIMHUTENIbHON TKaH!
BpoxieHHBIe CUCTEMHO-JIe-
TOYHbIE LTYHTbI

— 3a00/1eBaHUs IUTOBUAHOM
Kee3bl

— 3a00y1eBaHUS KPOBU

— COCTOSIHUE ToCJie
CIUIEHIKTOMUU
CEPIOBUAHO-KIECTOYHAS
aHeMUSs
B—ranaccemus
XPOHUYECKHE
MuesonpoaudepaTuBHbIe
3a00sieBaHUs

— pelnKue reHeTUYEeCKIe
3a00sieBaHUsl UM OOJIE3HU
obmeHa
60Je3Hb Tore
6oJe3Hb GoH Ibepka
HacJIeICTBEHHAsS
reMopparuyeckas
TeJeaHrnakrasus (60J1e3Hb
Ocnepa-Bebepa)

HM30K, IO3TOMY WHIWBHIOYyaJIbHAs JyBCT-
BUTCJILHOCTh, TEHETWYECKasl IIpeIpacrio-
JIOXXEHHOCTh, ITO-BUAWMOMY, MTPAIOT TPH-
opuretHele ponu. Bce ®P u AKC mox-
HO KJIacCU(PUUMPOBATh B COOTBETCTBUU CO
creneHblo accoumanuu ¢ JII' 1 Haauuuem
YCTAaHOBJICHHON TPWYMHHON CBSI3U (Ta0-
nuua 2).

Pasznuuaror «ompenenernnsie» ®P JIT u
AKC, mpu Hanuuum B3aMMOCBS3€il, IMOMI-
TBEPXICHHBIX HECKOJBKMMM HE3aBHCH-
MBIMU HaONIOACHUSIMH, BKIIOYasl KOHT-
ponupyeMble WMCCICIOBAaHMS M IOKa3aH-

HbIe STUIEMUHU; «BEPOSITHBIE», O KOTOPBIX
CBUJIETENIBCTBYET Psll HE MTPOTUBOPEUYAIINX
JIPYT APYTY HAOJMIOJEHNUIA, B T.4. CEPUU CITY-
YyaeB, OIHAKO UM He MPUTKNCHIBACTCS POJIb
YCTAHOBJIEHHOU TMPUYMHBI; «BO3MOXHBIE»,
KOTrna TPUYMHHO-CJIENCTBEHHAs CBSI3b
MpearnojaraeTcs Ha OCHOBAaHUM CEpUU
KIMHUYECKUX HaONIofeHNl, PeTucTpos,
MHEHUHU DKCIIEPTOB; «MaJIOBEPOSATHBIE», C
HaJMYUEM KOTOPHIX CBSI3BIBATUCH CIyYaul
JIT, HO B KOHTPOJIUPYEMBIX UCCIETOBAHUSIX
MIPUYNHHO-CJIEICTBEHHAsI CBSI3b HE OblIa
J0Ka3aHa.
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Jlerounas BeHO-OKKJII03MOHHAS
00J1€3Hb ¥ JIETOYHBIA KAWL PHBIIA
reMaHruoMaro3

JIBOb — penkoe 3abojieBaHUE HE yCTa-
HOBJICHHO# 3THOJIOTMM, TIPM KOTOPOM pa3-
BUTHE M TporpeccupoBaHue JII' cBsizaHO
C TOpaXCHUEM MEJIKMX JIETOYHBIX BEH M
BEHYJI, B T.4. TPOMOOTHYECKOTO XapaKTepa.

Panee JIBOb paccmaTpuBanach Kak moj-
tun I1JIT, ogHako, ¢ y4eTOM BEPOSITHBHIX
pasnuyuii B maroreHese u jgeyeHuu JIBOb
u IJIT, B 1998r JIBObB 6bta BKiIIOYEHA B
kateroputo JIBI' Hapsimy ¢ 3abojeBaHuUsI-
MU JIEBBIX OTIEJOB CEpAlla, KOMIIpeccuei
JIETOYHBIX BeH, (DUOPO3UPYIOIIUM Meauac-
tuHutoM. B 2003r na III MupoBoM cum-
nosuyme no JII' B Beneuun (Mtanus) Ha
OCHOBAHUU CXOITHBIX MAaTOMOP(OJIOTHYEC-
KMX TMPU3HAKOB, KIMHUYECKON KapTUHBI 1
BO3MOXHOIO Pa3BUTHS OTEKa JIETKUX IpPHU
Ha3HaueHuW TmpocTtarnaHauHoB JIBOb u
JIKI' — mobpokayecTBeHHOE HeMeTacTa3u-
pylolliee cocynuctoe obpasoBaHue, MPUBO-
nsuiee K pa3putuio JII' — Oblin 06beanHe -
Hbl B OJWH TMOATHII KJIMHUYECKOTO KJjacca
JIAT.

Knaccndukanus BpoKIeHHbIX
CUCTEMHO-JICTOYHBIX IIYHTOB

B ocHoBe kmaccudukauuu jnexar TUM
" pa3Mmepsl aedexrta, HAIUYUE WU OTCYT-
CTBUE 9KCTpaKapAUaJbHBIX aHOMaNWil u
CTaTyC KOPPEKIIMU BPOXIEHHOTO IMOpOKa
cepana. Bece atu akTopsl BHOCAT BKIaJ B
paszsutue JII, cunapoma DiizeHMeHrepa u
OTIPEAENSIOT TPOTHO3 OOJbHBIX.

CuHopoM Di3eHMEHTepa MOXET OBITh
KaK MPOCTHIM, TaK M CIOXHBIM (~ 30%
00bHBIX) TTOpoKOoM cepaua. Cpenu mpoc-
THIX TIOPOKOB CJIE[yeT OTMETUTh Haubosee
gactele — JAMXII, IMIIIT u OAIl. Cun-
npom DiizeHMeHrepa Habmomaetcsa y 10%
HEOTepUPOBAHHBIX OOBHBIX cTapIie 2 JIET C
AMIXII moboro pasmepa, npu AMIIIT — y
~ 4-6-% GONBHBIX.
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JIT pa3BuBaeTCs MOYTH Y BCeX OOJBHBIX C
AOII, y 50% 6oabHbix ¢ AMXII npu nua-
MeTpe nedexkta > 1 cM u 10% GOJIBHBIX C
JOMIIIT npu auametpe nedexra > 2 cM. Y
OOJIBHBIX C MaJILIMU M CPETHUMM pa3Mepa-
mu nedexroB JII' pa3BuBaeTcs ToIbKO y 3%
OOJIbHBIX.

OOBIYHO paHHSST XUpypruveckas Kop-
peKkUuMdA TOpOoKa cepAala IMpefoTBpalia-
et passutue JII. OgHako y psaa OOJbHBIX
Tsxenas pesuayanbHas JII' pazBuBaeTcs
Tocjie XUPYPrUYecKoil KOPPeKIUU TOopo-
Ka. B Takux KJIMHUYECKUX CUTYyallMsX 4yac-
TO HEsSCHO, TPUCYTCTBOBAJIO JU Heobpa-
TUMOE TIOpaXeHHEe JIETOUYHBIX COCYIOB IO
OTIEpPaTUBHOTO JIEUEHUsI TOPOKa Cepia Uin
JIETOYHOE COCYIUCTOe 3abojieBaHUE MpPOr-
peccupyeT, HECMOTpPSI Ha YCIIEITHO TPOBE-
JIEHHYIO OTIepalltio.

Knaccugurkayus epoxcoennvix cucmem-
HO-1€204HbIX NOPOK08 cepoya:

1. Tun

— IIpocroit

JMIIIT

JMXII

OAIl

AHOMaJus JTeToOYHbIX BeH

— KoMOUHUpPOBaHHBI

EnuHCTBEHHBII Xenymodek

JMIIIT u AMXIIT

Truncus arteriosus

2. PazMepnl

— Manblit (mpu AMIIIT < 2 ecm u IMKIT
<1cm)

— Oonpmoi (mpu AMIIIT > 2 cm n
JMXII > 1 cm)

3. AcCOlIMMPOBaHHBIE 3KCTpaKapaAUab-
Hble aHOMaJIUU

4. CraTyc KOppeKlMM1 TopoKa cepila:

— HEONepUPOBAaHHBIN TTOPOK

— YaCTMYHO CKOPPEKTUPOBAHHBIN MOPOK
(mara)

— CIIOHTaHHO WJIM OTIEpaTUBHO KOpPpeK-
TUPOBAHHBIN MOPOK (/1aTa)
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ITaTtorenes JIT'

B narorenese JIT yuacTBYIOT 4YeThIpe OCHOB-
HBIX TaTO(PU3UOJOTHIYECKUX (DeHOMEeHa:

— Ba30KOHCTPUKIIUS

— penykuus JICP

— CHUXXEHME 3JaCTUYHOCTHM JIETOUHBIX
COCYIIOB

— 001MTepaLys JETOYHBIX COCYI0B: TPOM-
003 in situ, mpoaudepauus 'MK.

Jlo HacTosIIEero BpeMEHM TOYHO HE YCTa-
HOBJICHBI IIPOLIECCHI, UTPAIOIINE TPUITEPHYIO
POJIb B pa3BUTUU IIATOJIOTMYESCKUX U3MEHEHUIA
B JierouHbix cocygax npu JII. CoBpeMeHHbIE
Teopuu naroreHesa JII' poxkycupyior BHMMA-
HYe Ha TUCHYHKIIMY WA TIOBPEXICHUY SHI0-
TeJIsl, IPUBOASIIMX K HapylIeHUIO OalaHca
MEXIy BA30KOHCTPUKTUBHBIMU 1 Ba30IMJIaTH -
PYIOLIMMHU CyOCTaHLIMSIMU M PAa3BUTUIO Ba30-
KoHCTpUKIMK. OcBOOOXIEHNE HEUIEHTUDU-
LIMPOBAaHHBIX XEMOTAKCUYECKUX areHTOB M3
MOBPEKICHHBIX KJIETOK SHIOTEIMS BbI3bIBACT
murpauuio 'MK B MHTUMY JIeTOYHBIX apTepH-
oi1. Cekpelys JIOKaJIbHO aKTUBHBIX MEIMATO-
POB C BBIPAXEHHBIM Ba30KOHCTPMKTOPHBIM
3¢ deKTOM CITOCOOCTBYET Pa3BUTUIO TPOMOO-
3a in situ, TpaHchopmupyst cocrosiHue JICP
13 00BIYHOIO aHTUKOATYJISTHTHOTO COCTOSIHUS
BCJICICTBUE OCBOOOXICHMS IPOCTAIMKIMHA
M MHrMOMTOpa TKAHEBOrO aKTUBAaTopa IUla3-
MUHOI€Ha B IPOKOoary/issHTHoe. B pesyibrare
0o0Opa3yeTcsl IOPOYHBIM KpYT: IOBpeXIeHUE
BHIIOTE/IMS HEYKJIOHHO IPOrPecCUpyeT U IpK-
BOIUT K PEMOICIUPOBAHUIO JIETOYHBIX COCY-
JIOB, HApacTaHMIO COCYOUCTON OOCTPYKLIMM
u oburepauuu. [Ipu 3TOM MaTonoruyecKue
MPOLIECCHI 3aTPAaruBaiOT BCE CIIOM COCYIUCTOMI
CTEHKH, Pa3JIMYHBIC TUITbI KJIETOK — SHIOTE/IM-
anbHble, IMK, ¢puodpodaactel. B anBeHTHLIIM
Ha0JII01aI0T TIOBBIIICHHYIO MPOAYKIMIO 3KC-
Tpalle/UII0ISIPHOTO MaTpUKca, BKIIIOYash KOJI-
JlareH, 3/1acTUH, (PUOPOHEKTUH U TeHACIMH.
BocnanurenbHble KIETKU U TPOMOOIIUTHI TaK-
K€ MIPalOT CYILECTBEHHYIO POJib B Pa3BUTHU
JIT. B mna3zme kpoBu 0071bHBIX JIT' MOBBIILIEHBI
YPOBHM IIPOBOCIAJIUTEIBHBIX LIUTOKUHOB, B

TPOMOOLIMTAX HApYLLIAETCs] METa0OIU3M CEepO-
TOHHMHA.

IIpu uccnegoBaHuMM Ba30aKTUBHBIX CYO-
CTaHIIMI OBLIM OTMEYEHBI IMOBBILIEHHAS IIPO-
JYKLUsT TPOMOOKCaHA M MOILITHOTO Ba30KOHCT-
PUKTOPHOTIO IENTUIa SHA0TEINATILHOTO ITPO-
MCXOXICHUSI C MUTOTCHHBIMU CBOMCTBAMU B
otHoiieHuu I'MK — 9T-1, nedunur Bazonu-
JlaTatopa npocraiukinHa 1 NO.

V 6onbimmHcTBa 60sbHBIX ¢ CJIT, a Takxke
y psifa O0JIbHBIX CO CITOPanUIECKUMU CIydasi-
mu JII' — WJIT oOHapyXMUBaOT accoLMaLUIO
C MyTallUsIMM TeHa, JIOKaJIM3YIoIIerocs Ha 2
XPOMOCOME ¥ KOAMPYIOLIETO PELIENTOp THIIA
I1 k mpoTenHy KocTHOro MopgoreHesa. OgHa-
KO JI0 CUX IIOp HE YCTaHOBJIEHA IIaTOOMOIOTH -
yecKasl B3aUMOCBSI3b MEX/Ty TeHETUUECKUMU
HapyumieHussMu 1 pasutueM JII. OOpamaer
Ha ce0s BHMMaHME, 4TO BbICOKas 4acToTa
WIIT u vuskas nenerpauus npu CJT (~ 20%
MYTalUil IPUBOAMT K MaHU(ecTaluu 3a001e-
BaHUs1) YKa3bIBAIOT HA TO, YTO [UIS Pa3BUTHS
3a200J1eBaHUSI HEOOXOAMMBI JOIOJTHUTEIbHBIE
TPUITEPHl. DTO MOXET OBbITh MOJUMOPPU3M
reHoB, Komupymomux NO-cuHTa3zy, Kapou-
MuJI-ocar CUHTaA3y, CUHTE3 IIEPEeHOCUYNKOB
CEPOTOHUHA, WIU APYIUe CTUMYJIbI, OTBETCT-
BEHHbIE 3a KOHTPOJIb POCTA JIETOUHBIX COCY-
JIUCTBIX KJIETOK. Y OTIENbHBIX IallMEHTOB, a
TakXe B CEMbSIX C HACJIEICTBEHHO reMoppa-
T'MUYECKOii TeneaHrnsKTasueit (oonesns Ocre-
pa-Bebepa-PaHmi0) onucaHbl MyTalluy TeHOB
pelienTopoB (akTopa Hekposa omyxonu [,
aKTHUBUH-II0N00HOM KMHA3bI 1, 3HIOIIMHA.

TakuM 06pa3oMm, OTAEIbHbIE TaTOOMOJIOTH-
YyecKMe MPOLECChl B KJIETKAX U TKaHSIX 00Jib-
HbIx JIT' ycraHOBJIEHBI, OIHAKO B3aUMOAEHCT-
BUSI 9TUX MEXaHM3MOB B Pa3BUTUU U ITPOIPec-
CUPOBaHMHU 3a00JICBaHMS TOUHO HEM3BECTHABI.
TeopeTHYeCcKM MOXHO IIPEAIOJIOXUTh, YTO
HacJIeACTBEHHAs IIPEIPACIIONIOXEHHOCTD pea-
mu3yercs mon BosaeiictBuem ®P, BbI3biBast
M3MEHEHMS Pa3IMYHbIX TUIIOB KJIETOK (TPOM-
oouutsl, MK, sHpoTenMaNbHbBIE, BOCHAIN-
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TeJbHbIE KJETKH), a TaKXKe B 3KCTpalesUlo-
JngpHoM Matpukce JIMIIP.

HucbanaHc Mexny TpoMOOTUUYECKUMU,
MUTOT€HHBIMU, TIPOBOCTIATTUTEIbHBIMU, BA30-
KOHCTPUKTUBHBIMM (DPaKTOpaMM W MeXaHM3-
MaMM 00paTHOTO AEMCTBUSI — aHTUKOATYJISIH -
THBIMM, aHTUMUTOTCHHBIMU, Ba30IIATHPY-
IOLIMMM, CITOCOOCTBYET Ba30KOHCTPUKIIUU U

JlvarHoctuka

Crpaterus auarHoctuku nipu JII' npeayc-
MaTpMBaeT KOMIUIEKCHOEe 0OcCiea0BaHue
MaIMEeHTa C LIEJbI0 YCTAaHOBJICHMSI TMarHo3a,
OLIEHKU KJIMHMYeckoro kjiacca u tuna JII,
a Takke (YHKIIMOHAJIBHOTO Y FeMOIMHAMMU-
yecKoro craryca 0ojbHbIX. llenecoodpazHo
BBIICIUTD CICAYIOLINE 3TAIbl JUATHOCTHYEC-
Koro u 1uddepeHIIMalbHO-IMarHOCTUYECKO-
ro mnpoiiecca (pUucyHoK 1):

I. momospeHue Ha Hanuuue y 6oabHOrO JII
(JIT — npeaBapuTeIbHBIN IUATHO3);

II. Bepuduxauus nuarnosa JIT;

II1. ycraHoBneHue kimHuYeckoro kiuacca JIT;

IV. ouenka JIT (tum, ®K).

Dtansbl guaraocTuku JIT

1. mono3penue Ha Hamuuue y 6onbHOrO JII

*  KJIMHUYECKHE CUMIITOMBI,

* (busMKaNbHOE 00C/IeIOBaHKE,

* MpOLEIYyPhl CKDUHUHTA,

*  Clly4aillHbIC HAaXOOKU

I1. Bepuduxauusa auarHosa JIT'

+ OKT,

+ peHrreHorpadud OpraHoB TPyLHON

KJIETKH,

* TpaHcTopakanbHast DxoKI,

*  TeMOAMHAMMYECKME T0Ka3aTe M — Karte-
Tepu3aLus MPpaBbIX OTAEIOB CePILa, TeC-
Thl Ha Ba30PEaKTUBHOCTh

II1. yctanoBneHue kanHuueckoro kinacca JII'

+ OB,

* aHaJIM3 Ta30BOI0 COCTaBa apTepHaNbHOMI
KpOBH,

*  BEHTWISLIMOHHO-MepQy3uOHHAsI CLIMH-
TUrpadus Jerkux,
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TpoM003aM, MPoIrhepaTUBHEIM U BOCIIAI-
TeJbHBIM U3MeHeHusIM B JIMIIP.

M3BecTHO, YTO 3TH MeXaHU3MBI OTBETCT-
BEHHBI 3a pa3BUTHE U IIPOTPECCHpPOBAHUE
MMATOJIOTMYECKUX OOCTPYKTUBHBIX ITPOIIECCOB
B JIeToyHBIX cocymax mpu JII, yBenudeHue
JICC, mneperpy3ky u nekommneHcauuioo ITXK,
ruoesb 00JIbHbIX.

IV. ouenka JIT'

* TuM (00U ¥ OMOXMMUYECKUIT aHATU3bI
KPOBY, MMMYHOJIOTMYECKOE MCCIIeN0Ba-
Hue, Tect Ha BUY, Y3U BHyTpeHHuUX
OpraHoB)

* (pyHKLMOHAJbHASA CIOCOOHOCTh 0O0Jb-
HBIX: TecT 6-MX, KapauomyJbMOHaJIb-
HBIA TecT (nmkoBoe morpednenue O,
aHa’POOHBIH OpPOT)

Oran 1. Ilogo3penne Ha HATMIHE Y 0OJHHOTO
JIT' (JIT' — npeaBapuTeIbHbIIA TUATHO3)
KianHuyeckue Mpu3HAKU W CHUMIOTOMBI,

ykasbiBatome Ha Hanuuue JII Bee kamHu-
yeckue cumnTombl JII, BeIsIBASeMBble Npu

paccrpoce U 0OCMOTpe OOJIbHBIX, HE SIBJSIOT-
¢l TaTOTHOMOHUYHBIMU, YTO 4YacTo 3aTpym-
HSIeT paHHIOI IUarHocTuky. KinumHuyeckue
CHMIITOMBI — OJIBIIIKA, C1a00CTh, TTOBBIIIEH-
Hasl yTOMJISIEMOCTh, O0JM B 00JIaCTU cepi-
11a, TOJIOBOKPYXEHUSI U CUHKOIAJIbHbIE COC-
TOSIHUSI, OOYCJIOBJEHBI, TJIABHBIM 00pa3oM,
JIBYyMsI OCHOBHBIMHM TPUUYMHAMU: HapyIleH-
HbIM TpaHcnoptom O, u cHuxeHuem CB.
XapakrtepHbiMu cumntomamu JII' aBisiiorest
Kallejab 1 KpOBOXapKaHbe.

Ha nHavanbHOM 3Tame 3a0osieBaHUE MOXKET
MpoTekaTb OECCUMIITOMHO, TeM HE MeHee
ofIbIIIKa TIPpY (PU3UUYECKON HArpy3Ke SBISETCS
Hau0oJiee YacTbIM 1e010TOM 0O0JIe3HU.

O0bliuka VHCTIMPATOPHOTO XapakTepa pas-
JIMYHOM CTENeHU BBIPAXEHHOCTU: OT MMHMU-
MaJIbHOM , BOSHUKAIOLLIEW JTU b ITPU 3HAYUTEI b-
HOM (hu3MIecKoii Harpyske, 10 UMEoLIeH Mec-
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TO maxe B Mokoe. Kak rpaBuiio, ¢ TedeHueM
0OJIe3HM OJBIIIKA TPOTPECCUBHO HAPACTAET.
[TpucTynoB yayiibs 00bIMHO HEe HAOMIOOAETCS.
boau 6 epyonoir kaemxe y manuenton JII'
OOBIYHO HOCST HEONpe/eeHHbI XapakTep:
JIaBSININE, HOMIINME, KOMOIINE, CXUMAIOIINE;
0e3 YeTKOro Hayaja; TMpONOJIKUTETbHOCTHIO
OT HECKOJIBKUX MUHYT JIO CYTOK; YCUJIMBAIOTCSI
py (GU3UUYECKOI Harpy3Ke; OOBIYHO HE KyIU-
DYIOTCSl TIPUEMOM HUTpOITIMIEPUHA. Y psiaa
nauueHToB ¢ JII' HabmomaloTcss TUMUYHBIE
TIPUCTYITHI CTEHOKApIUU: MHTEHCUBHBIC TIPUC-
TyooOpa3Hble 00U CXMMAIOLIETO XapakTepa,
JIOKAJIM3YIOIIMECS 3a TPYIMHOM, WHOTIA Uppa-
JMMPYIOIIME B JIEBYIO JIOTIATKY M JIEBYIO PYKY,
yto MoxeT Mackuposatb MBC u naxxe OUM.
Bbonee yem y nonoBuHbl 60bHBIX JIT' 0T™Me-
YalOTCS 204080KPYXHCEHUs U 00MOPOKU, TIPOBO-
Lyupyemble pu3nyeckoil Harpy3koi. OObIYHast
MIPONOJKUTENILHOCTh OOMOPOKOB 2-5 MUHYT,
nHoraa 20-25 MUHYT. BoJIbIIMHCTBO OOJBHBIX
KaJyeTcsl Ha cep/LieOueHus U nepedou B pabo-
Te cepaua, mpu 3toM Ha DKI 310KayecTBEH-
HbIE HAapYILIEHUsT PUTMa, KaK IPaBUJIO, HE PEeTu-
CTPUPYIOTCSI, Yallle — CUHYCOBast TAXUKAPANSI.
Ha xaweav xanyercst tpetb 60bHBIX JIT,
TI0-BUIMMOMY, OH CBSI3aH C 3aCTOMHBIMU sIBJIE-
HUSMHU YW TIPUCOSTUHEHNEM BOCITAATEIBHBIX
U3MEHEHMI B JIeTKUX U OpoHxax. Kpoeoxap-
kauve (<10% 6ombHBIX ¢ JIT) 0OBIMHO BO3HU-
KaeT OTHOKPaTHO, HO MOXET IPOIOJIKAThCS
HECKOJIBKO JIHEM, CBSI3aHO Kak ¢ TO B MenKue
BeTBM JIA, Tak M BCJIENCTBHE pa3pbiBa MENKUX
JIETOYHBIX COCYIIOB B CBSI3U C BbICOKO¥ JIT.
Tlpu gusuxasrvrom ocmompe MALUUEHTOB C
JIT" Hanbonee yacto obpaiaer Ha ce0s1 BHUMA-
HUE aKpoIMaHO3, TIPY UTUTEJIbHOM TeYeHUH
Oone3Hn — M3MeHeHMe (ajaHr TajbLEB IO
TUITy «0apabaHHbIX TTAJIOYeK» Y HOTTEH B BUIE
«JaCOBBIX CTEKOJI», U3MEHEeHNe (HOPMBI TPYI-
HOM KJIETKH, ¥ OOJIbHBIX C 9M(DU3EMOit JIETKIX
— «bouykoobpa3Has» TpymHas Kietkas. [lpu
pa3BUTUM ITpaBoxeTynoukoBoil CH y 601bHbBIX
OTMeYaloTCsT HAOyXIIue IeitHbIe BEHBI, TeNaTo-
Merausl, nepudepudeckue oteku, acuut. [Tpu
AyCKYJIBTAlMY C OOJBILON T0JIEN BEPOSITHOCTH

Oran 1. JIT - npeaBapuTe bHbI AMATHO3:
* AHAMHECTMYECKUE CBEICHMUS
» KimHnyeckue npuszHaku 1 cuMntomst JII
+ Cumnromsl iporpeccupoBanust JII

* CHMIITOMBI, CBSI3aHHbIE C COMYTCTBYIOLIMMMU
3a00JIeBAHUSIMUA

. HaHHbIC OCMOTpa

Oran 2. Bepudukamusa anarnosa JIT:
» OKT
+ BKI, ®KT
 PenrreHorpadusi. rpynHoi KJIeTKu
* OxoKTI'
* OrieHKa TeMOIMHAMUKY (KaTeTepr3atiust
TpaBbIX OTHEJI0B ceprna u JIA, ODIT)

Oran 3. YcTaHoB/IeHHe KJIMHUYecKoro Kiacca JIT':
*« OBJ]
* BEHTWISLIMOHHO-TIEphY3UOHHAs
CUMHTUTrpadust IErKMx
* KT nerkux
* MPT cepuiia 1 KpyImHbIX COCYI0B
« ATl

Oran 4. Ouenka JIT' (Tvn, TOJIEPAHTHOCTD K
(usmueckoii Harpy3ke):

* AHanu3bl KpOBU: OOIIMii, GOXUMUYEC-
KA, UMMYHOJIOTUYECKUIA; KoaryJlorpaMMa
KPOBU, TOPMOHBI 1IMTOBUAHOM Xene3bl, TTT,
ceposiornyeckuii tect Ha BUY

* Y3 BHyTpeHHUX OPraHOB

* Tect 6-MX/KapIuoIyIbMOHAIbHBINA HArpy-
304YHbIii TeCT

* Ouenka OK

* buoricus nerkux

Puc. 1 Drarnbl AMarHOCTUYECKOTO MyTH Y 60bHBIX JIT.
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MOXHO YCTAHOBUTb HaJM4YU€ TMATOJOTHM JIET-
KUX M CcepAlla, a Takxke BbIpaxkeHHoCTb JIT.
XapaKTepHbIMU ayCKYJILTaTUBHBIMU MPU3HAKA-
mu JIT cnyxat akueHt II Tona Han JIA, maH-
CUCTOJIMYECKUI, CUCTOJIMUECKUIA 11IyM TPUKYC-
MUIATBHONM HEIOCTaTOYHOCTH, IyM Ipexema
Crwuna.

CUMIITOMBI, CBS3aHHbBIE C COMYTCTBYIO-
MMy 3aboaeBaHusIMU. OPTOMHO? M MapoOK-
CU3MalbHOE HapacTaHWE OJBIIIKKA B HOYHBIE
yachl YKa3bIBae€T Ha MOBBILIEHUE BEHO3HOIO
naBJieHUs U 3acToliHble siBiieHns B MKK u3-3a
MOpaXeHUs JIEBBIX OTAENOB cepaua. ApTpai-
MM, KOXHbIE MPOSIBJCHUS, TMXOpaaKa U Ipy-
M€ CUMIITOMbI MOpaXeHUs COeNMHMUTEbHOMN
TKaHU, yKa3bIBaloT Ha CcBA3b JII' ¢ cucTeMHBbI-
MU 3200J1€BaHUSIMU COEUHUTEbHON TKaHMU.
Xpan ¥ HOYHOE arHOo3, HaJuuue HapylleHWit
(OCTaHOBOK) NbIXaHWSI BO BpeMsl CHa TpedyeT
MPOBENEHUS MOJIMCOMHOIPaPUIECKOro ruccie-
JTIOBaHUSL.

CuMOTOMBI IpOrpeccupoBaHus 3a601eBa-
Hug. OTeKM HUXHUX KOHEYHOCTEH, acuuT,
CHIXEHUE amnmneTuTa, BhIpakeHHas c1abocThb
cBuIeTeNbCTBYIOT 0 AucyHkumu IT2XK, Hapac-
TaHUU CTeNEHU TPUKYCIUAAIBbHONW HeaocTa-
TOYHOCTU. 151 OLEHKM TUHAMUKU TeYeHUs
3a00JeBaHUS U 3G@PEKTUBHOCTU Tepanuu
HEOO0XOMMMO KOJUYECTBEHHO OLIEHUBAThH
TOJIEPAHTHOCTh K (U3MUeCcKOl Harpyske
(DK, tect 6-MX).

AHaMHecTuyeckue cBefaeHus. biaromaps
YCTaHOBJIECHHOW TEHETUYECKOW Tpeapaco-
JIoXeHHOCTH K JII' HEoOXOAMMO HCKITIOYUTh
HaJIMuue XapaKTepHOM KIMHUYECKOM CUMIITO-
MaTHKW Y PONCTBEHHUKOB OojibHOTO. Crienyer
YUUTBIBATh MOTEHUWATbHBIA PUCK Pa3BUTHUS
JIT' npu npuMeHeHU! JieKapCTBEHHbBIX Mperna-
paroB, TOKCUHOB (aHOPEKTUKU, PATICOBOE Mac-
J10), xuMHoTepanuu (LukiaodocdaH, 6ieomMu-
LIMH U 1p.).

JMarHo3 BBICOKO BEPOSITEH y OOJBHBIX C
cumrtoMamu JII, BozHMKawIIMMU Ha (oHE
CUCTEMHBIX 3a00JIeBaHUNl COEAUHMUTETbHOMI
TKaH!, TOpTajbHON runepreH3uu, BUY-uH-
(exuu, BpOXIAEHHBIX MOPOKOB Cepala Co
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cOpocOM KpOBU ClieBa HAIpaBoO, BEHO3HBIX
TPOMOO30B.

Oran II. Bepudukanus anaraosza JIT

[Ipu oOHapykeHUM TeX WM MHBIX MaToJIo-
TMIECKUX M3MEHEHMIA, YKa3hIBAIOIINX Ha HAJTH-
yue JII, HEOOXOAMMO BBIMOJHUTL OOJIBHOMY
PSIl UHCTPYMEHTAIBHBIX METOAOB 00CIeN0Ba-
HUSI.

OKI'  BbBISIBISIET NpPU3HAKU TUIEPTPO-
dum u neperpyzku 12K, npunaraimu u T'TIIT
(p-pulmonale), OTKJIOHEHHE BJIEKTPUUYECKON
ocu cepaua BrpaBo. I'TIZK mpucytcTByeT y
87%, OTKIIOHEHME DIEKTPUYECKOI OCH cepaLa
BrpaBo y 79% GonbHbIx WJIT. YautsiBasi, 4to
yyBctBUTebHOCTE DKI' mpu JII' cocTtaBnser
TONBKO 55%, a crnetmduunocts 70%, oHa He
BCeraa SIBISETCS METOJOM CKPUHWHTA B IUar-
Hoctuke JIT. Y 6onbHbIX ¢ Tsokenoii JIT MoxxHO
perucTpupoBarb HensmMeHeHHy0 DKI.

Eciu usmeHenHuss Ha 3DKI Bo3HUKaIOT
JIVIITh TIPY HATMYMU JOCTATOYHO BHIPAKEHHOM
TUNEPTPoGUK MpaBbIX OTAETOB CEpAlld, TO C
nomoIibio BKT' MOXHO TUarHOCTUpOBaTh 3TU
u3MeHeHus B 6osee paHHUX cTamusx. KT mos-
BOJISIET HE TOJBKO AuMarHocTuposathb JII' wiun
runepojemuio B MKK, Ho 1 oTHOcUTENTbHYIO
HEIOCTaTOYHOCTh TPUKYCIUAAIBHOTO KJIaNlaHa
U KianaHa JIA, a Takxke 0OHapyXuUTh Ipuoope-
TEHHbIE U BPOXXIIEHHbIE TOPOKY CEP/LIA, COMTPO-
BoXaarouecss BropuyHoi JIT.

PentreHorpaduiss opraHOB IpyaHOM KIE€TKU
MO3BOJISIET YTOUHUTH ATHojoruio JII obHapy-
KUTh UHTEPCTULIMATIbHBIE 3a00JIeBaHUS JIETKUX,
TPUOOPETEHHBIE U BPOXIEHHBIE TIOPOKU CEPII-
11a, a Takke cyauTh o TsokecTu JIT. OCHOBHBIMM
PEHTreHONOrMYecKUMy nipusHakamu JIT -
10TCSl BbIOYXaHME CTBOJA U JieBOil BeTBU JIA,
KOTOpble (hOopMUPYIOT B MpsiMoil mpoekiviu 11
JyTy IO JIEBOMY KOHTYpY CepLa, paclIMpeHue
KOpHEil JIETKMX, YBETMYEHUE MPaBbIX OTIEIOB
ceprua. Y 90% GonbHbix MJIT Ha MOMEHT ycTa-
HOBJIEHUSI IuarHo3a, rpu msrkoit JII' Bcien-
CTBUE 3a00IeBaHU JIeBbIX 0Tes 0B, pu JIBOb
PEHTIEHONOTNYECKAs KAPTHHA JIETKUX U Cepl-
11a MOXET OBbITh He U3MEHEHA. Y OOJBIIMHCTBA
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Tabmuna 3
O®II 15t O1LIEHKM Ba30peaKTUBHOCTH 0OMbHBIX JIT
npenapar  MyTb BBEIEHUS T1/2 cTapToBasl 103a JeyeOHas 103a IUTUTEIBHOCTD
PGE, B/B 3 MuH. 5 HT/KT/MUH. 10 30 Hr/KT/MUH. 30-40 mMuH.
NO MHTaJILIMOHHBII 15-30 cek. 10 ppm 20-40 ppm 5 MMH.

6onbHbIX MJIT' oTMeuaeTcsl MOBbIILIEHUE MTPO3-
PaYHOCTH JIETOYHBIX TI0JIel Ha nepudepuu 3a
cyeT 00eIHEeHMsI JISTOYHOTO PUCYHKA.

TpancropakanbHass JOxoKI cuutaercs
HanOoJ1ee IIEHHBIM HEMHBAa3MBHBIM METOIOM
nuarHoctuku JII, T. K. He TOJIbKO MO3BOJISIET
oueHuThb ypoBeHb CIJIA, HO U 1aeT BaxkHYIO
MHMpOPMALIMIO O MPUYUHE U OCIOXHEHUIX
JIT. C moMo1iib1o 3TOro MeToaa IMarHoCTUKU
MOXHO MCKJIIOYMTD IOPaXEHUSI MUTPAIbHO-
r0, a0pPTaJbHOIO KJIAallaHOB, OOJIE3HH MHUO-
Kapja, BPOXICHHbIE IIOPOKK C IMYHTUPOBA-
HMEM KpPOBHU CJICBa HAIpaBo, MPUBOISIINE K
pasButuio JIT.

ITpu orcyrcTBUM OOCTPYKLIMU BBIHOCALLETO
TpakTa I12K mo cTemeHu TpUKYCIUAAIbHOI
PerypruTaiyy MOXXHO pacYeTHBIM ITyTEM OITpe-
neauth BenmarHy CJIJIA ¢ momortibio Mmonudu-
LIMPOBAaHHOTO ypaBHeHus bepHymmm: AP=4V2,
rie AP — rpamueHT aaBleHUs Yepe3 TPEXCTBOP-
YaThlid KJIanaH, V — CKOPOCTb TPUKYCIIMIAb-
Hoil peryprutauuu B M/c. Ecim AP<50 mMm
pr.cT., To CIJIA = AP. ITpu AP < 85 MM pT.CcT.
CIJIA = AP + 10 MM pr.cT.,, ipu AP > 85 MM
pr.ct. CIIJIA = AP+15 MM pT.cT.

TpukycnunanbHasi peryprutanus OIpeae-
nsieTcst 'y GonbiunmHceTBa 00mbHBIX JIT (74%).
B uccnenoBaHusIX ycTaHOB/IEHA KOPPEJISLIMOH-
Hasi cBs13b (0,57-0,93) Mmexxny naBieHrEM, U3Me-
peHHbIM Tipu IxoKI™ 1 Bo BpeMsl KateTepusa-
LIMU TIPaBbIX OTIEN0B cepaia u JIA.

CIITX y 3nopoBbIx jtofeit B Bospacte 1-89
JeT cocTapisieT 2815 mm pr.er (15-57 mm
PT.CT.) U YBEJIMYMBAETCS C BO3PACTOM M POCTOM
HUMT. Markast JII' MmoxeT OBbITb yCTaHOBJIEHA
ripu 36-50 MM PT.CT. WJI CKOPOCTH TPUKYCITH-
JaTbHOM perypruraiuu 2,8-3,4 M/cex.

VY manuenros ¢ JII' umeer Mecto paciu-
penue monocteit IIIT u ITXK, yrommeHue
nepenHeii creHku ITK, uameHseTcs: xapakrep

nerkeHnst M2KIT: B cuctony oHa cMmelaercst
«mapagokcaabHo» B cTopoHy IIK. B/B BBe-
JeHue (hU3MOJOTMIECKOr0 pacTBOpa IT03BO-
JISIET OMpeAeIUTh OTKPHITOE OBaJbHOE OKHO,
JMIIIT Tuna BeHo3HOrO cuHyca. [{is moarse-
DXIEHUST HATUYUST OTKPHITHS OBAJIbHOIO OKHA
wm Heoosbioro JAMIIII, ¢ 1eablo oLeHKU
TOYHOTIO pa3Mepa TpedyeTcst MPoBeIeHME Ypec-
nuuieBogHon OxoKI.

KareTtepu3aiins IpaBbIX OTIEJIOB cepiila
U TeCThl Ha Ba30PEAKTUBHOCTb BBITIOJIHSIOT
¢ uenblo Bepudukauuu avardHosa JII, oieH-
KM TSDKECTU TeMOIVMHAMUYECKUX HapylIeHUi
U TIPOBEACHUSI TECTOB Ha Ba30PEaKTUBHOCTb.
HeobxoaumoaHann3upoBaThcaeayonme napa-
meTpsl: gaBneHue B I111, u JIA (CIJIA, JJIA,
IJTAcp), A3JIA, CB meTonom TepMOAUTIOLII
Wiv MeTooM 110 UKy B CITydasix HATMYMs CUC-
TeMHO-JierouHbix 1myHtoB, AJl, JICC u CCC,
HacpleHue O, apTepualbHOM M BEHO3HOM
KPOBHU, a TAKKE KPOBU U3 BEPXHEN I10JIOM BEHBI
MPY CUCTEMHO-JIETOYHBIX IIIYHTaX.

JIAT ompenensiercs npu dJIAcp > 25
MM PT.CT., B Iokoe 1 > 30 npu pu3nyeckoi
Harpy3ke, gapieHun JI3JIA < 15 MM pr.cT,
JICC > 3 MM pr.cT./n/MuH. (emuHuisl Byna).
Karerepu3zaiiust JeBbIX OTIEIOB cepalia He00-
XOOMMa B PEIKUX CIydasx, KOria He ymaeTcs
u3meputhb [3J1A.

Bepudukanua auartosa JII' ¢ momolisio
KaTeTepu3alMy IpaBbIX OTIEIOB cepilia He00-
XonuMa ajist 60bHbIX Msirkoit JII' o maHHBIM
JOTIUIEPOBCKOTO MccaeaoBaHus, umeronmx 11
n III ®K (BO3) misa onpeneneHust TaKTUKA
JieyeHus1. Y OOJIbHBIX C YMEPEHHOM 1 TSDKENOi
JIT" xaTeTepuzauus MpaBbIX OTIAEJIOB Cepalia C
ornpeeIeHueM reMOAMHAMUYECKUX TToKa3aTe-
Jieil HeoOXoarMa 1711 OLIEHKM TIPOrHO3a.

[oBrbiieHHoe cpeanee mapieHue B I1I u
HJIAcp, Huskuii CB u carypauusi BeHO3HOI
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kpoBu O, CBUNETENBCTBYIOT O Xy/ILLIEM IIPOTHO-
3e y 6obHbIX WJIT.

C nomoripio ODIT Bo BpeMst KaTeTepm3a-
LMY TMpaBbIX OTAENOB cepaua u JIA MoxHO
OMpENENUTh MOTEHIUATbHBIA YCIeX JeYeHUs
AK. Ing O®DII ncronb3yloTcsi KOPOTKOEi-
CTBYIOIIIME Ba30IMIaTaTOPbI, BO3AECCTBYIOIINE
Ha MKK: PGE, u unransunonssiii NO (ta6-
jiua 3).

MonoxwurensHass ODIT onpenensiercs: pu
cHkeHuu JIAcp Gonee yueM Ha 10 MM pT.CT.,
JOCTXKEHUU abcomoTHOM BeauuuHbl JJIAcp
< 40 MM DPT.CT. IpM YBEJIMYEHUU WJIU OTCYT-
ctBuM auHaMuku CB. Tonbko yeTBepTh 00Jb-
Hbix WJII, KOTopble MMEIOT MOJOXUTETbHYIO
OOII, MOXHO C YCITeXOM JJINTEIIbHO JICUYNTh
AK. M3-3a BO3BMOXHBIX CEPbE3HBIX OCJIOXHE-
HUI He chenyeT Ha3HayaTh AK sMIupryecku,
6e3 poseneHns OPII.

V 6osbHbIX ¢ xpoHuueckorr TOJIA, Bpox-
JEHHBIMU IIOPOKAMU CepALia HEOOXOIUMO TaK-
ke orieHuBath ODIT 1151 oripenesieHust MoTeH-
nuagpHoro yernexa tepanuu AK.

Ortan I11. Ycranolienne KIMHHYECKOTO
knacca JIT

Crenmyronuii 3Tar AMarHOCTUKY HaIpaBjieH
Ha ompezaeneHue kKirHudeckoro kimacca JII' ¢
Y4ETOM KJIMHUYECKOH KilacCUbUKALUK, TTPEIC-
TaBJIEHHOU B Tabnuue 1.

Ha sTtom »3Tame Heo0XOAMMO MPOBECTU
TpaHcTopakanbHy0 Dxo KT, nerouHble yHKLIM-
OHaJIbHBIE TECTHI (TA30BbBIil COCTAB apTepUaIb-
HOI KPOBM), BEHTWJISILIUOHHO-TIEPQY3MOHHYIO
cuuHturpaduio aerkux, KT, ATIT

HccrnenoBanne ®BJI mo3BojseT ompene-
JIUTh BKJIQJl TIOPXEHUS JIBIXATEIbHBIX ITyTei
WIN TIapeHXMMATO3HOTO 3a00JIeBAHMUST JIETKUX
B pasButue JII: BbISIBUTH OOCTPYKTMBHBIE WU
PECTPUKTUBHbBIE U3MEHEHUS C 1ebio nudde-
peHimaibHoOi muarHocTuku JII' 1 yrouHeHust
TSDKECTH TIOpaXeHWs JeTKuX. [l OOMbHbIX
JIT XxapakTepHbI: yMeHbllIeHUue TP GhY3MOHHON
CHoCcoOHOCTU MOHOOKcHIa yriaepona (40-80%
OT HOPMBI), HEOOJIBIIIOE WA YMEPEHHOE CHU-
KEHUE JIETOYHBIX 00BEMOB, HOPMaJIbHOE WA
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HE3HAUUTENBHO CHIDKeHHOEe p,0, U 00BbIYHO
CHUKEHHOE M3-3a AJTbBEOJISIPHOM TMIIEpBEHTH -
saumu p,CO,. Hannune HeobpaTuMoii 00CcTpyK-
LMW ABIXaTeNbHBIX MyTE€H CBUIETEIbCTBYET B
noab3y XOBJI kak mprYMHBI TUITOKCUYECKON
JIT. CHUXeHHBIE JIETOYHbIe 00beMbl U T dy-
3MOHHAs CIOCOOHOCTh JIETKMX MOTYT yKa3bl-
BaTh Ha HAJIMYME UHTEPCTULIMATBHOTO 3a001e-
BaHusl. [TomcomHorpacdus mo3BossieT UCKITI0-
YUTh OOCTPYKTHUBHbIE HApYILIEHUS BO BpeMs
CHA 1 3MU30[IbI IecaTypaliu.

BeHTnnsunoHHo-nepy3MOHHAs CHMHTHI -
padus gerkux. Y 6oabHbIX JIT' MOXXHO OOHapy-
KUTb KaK a0COTIOTHO HEM3MEHEHHYIO KAPTUHY,
TaK ¥ HeOoIblIKME eprudepryecKue cyocerMeH-
TapHble nedekThl nepdy3un 6e3 HapyleHHOH
BEHTWJISLIMU. DTOT METO HauboJiee nH(popma-
TUBEH B IMATHOCTHKE KIIMHUYECKOTO Kiacca 4
— xpoHnyeckoii TOJIA u ee BetBeid. [1pu aTOM
nedeKThl neppy3ur 0OHAPYKUBAIOT B TOJIEBbIX
M CEerMEHTapHbIX 30HaX. B muddepeHLManb-
Hoit nuarHoctuke WJIT u xpoHuueckoit TOJIA
YYBCTBUTEJIBbHOCTh BEHTWISLIMOHHO-TIEPPY-
3MOHHOW CLIMHTUTpadUu JIETKUX COCTaBISET
90-100%, a cneuuduaHocts 94-100%. Y 6oib-
HBIX C TAapeHXMMATO3HON OOJIE3HBIO JIETKUX
nep@y3uoHHbIE Ae(heKThl COBIANAIOT C Ae(eK-
TaMU BEHTWISLIUU.

KowmnbiotepHasa tomorpadus. KT wurpaer
BAXHYI0 pojib B AuddepeHIanbHON auar-
Hoctuke JII. ObecrneurBas aetasbHOE U300-
pakeHWe JIETOYHOU MapeHXUMBbI, MO3BOJSET
JIMarHOCTUPOBATh UHTEPCTULIMATIbHBIE 3a0071e-
BaHUs Jierkux U aMmobusemy. [lpu 3actoitHoi
JIEBOXETYJOYKOBOI HEIOCTATOYHOCTU MOXHO
OOHAPYXUTh (DEHOMEH «MaTOBOTO CTEKJIa» U
YTOJIIIEHHE UHTEePIOOYIApHBIX cenT. Auddys-
HOE JIByCTOPOHHEE YTONIIEHUE UHTEPI00YISIp-
HBIX CEMT, HAJIMYUe MEJKUX, TUI0OXOOYepYeH-
HBIX OYAroBbIX TeHel yka3biBatoT Ha JIKTA.

KT mo3BosisgeT OUeHUTh COCTOSIHUE JIETOY-
HBbIX TOJIEM, a TaKXe cepAla U COCYIOB C
MTOMOILBIO KOHTPACTUPOBAHUS MOJIOCTEN CeplI-
1la ¥ TIPOCBETa COCYNOB IpU B/B BBEIEHUMN
80-120 mn KoHTpactHoro BemiectBa. KT-kap-
TUHa XpoHuyeckoir TOJIA: monHas OKKIT03Us
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JIA viim ee BeTBe, HATMYKE SKCIIEHTPUIECKUX
JeeKToB BCAEACTBYE TPOMOO30B WM peKaHa-
JIM30BaHHBIE TPOMOBI.

MPT wucnonwsyercss y 6ombHbIx JII' mist
OIIEHKM TIaTOJOTUYECKUX W (DYHKIIMOHAb-
HBIX M3MEHEHMIA cepalla M JIETOYHOTO Kpo-
BOOOpallleHUsI, OOBIYHO HE WCIONb3yeTCs B
PYTUHHOM TIpakTHKe. [JIaBHBIMU TIperMyIiie-
CTBaMM METOJIa CITY>KUT TPeXMePHBIH (00beM-
HBI) crmocod mojydyeHus: u3obpakeHuil 6e3
apTe(akToB OT KOCTel M JIETOUHBIX IOJIEH,
BBICOKOE MPOCTPAHCTBEHHOE pa3pelieHue, a
TaKXe OTCYTCTBHE JIy4eBOM HArpy3kKu, HEWH-
Ba3UBHOCTb, €CTECTBEHHBIN KOHTPACT OT JIBU-
XKymeicst kposu. Yame Bcero MPT ucnoib-
3yeTcs npu obcenoBaHuu nauueHTos ¢ UJIT,
TOJIA, BpoxXaeHHBIMM TIOPOKaMHU cepiia co
cOpOCOM KpOBHU CJIeBa HATPABO.

AIIT TpagWIIMOHHO CYNTAETCS HAWTYUIINM
METOJIOM, TIO3BOJISTIOIINM YCTAHOBUTD TIOKA3a-
HUS K SHIAPTEPIKTOMUU. Y OOJIBHBIX C TTOI03-
peHueM Ha XxpoHuueckyo TOJIA, He monTBe-
PXIEHHYIO TIpM BEHTWISILIMOHHO-TIepdy3MOH-
HOW CUMHTUTpadUM JIETKUX, JUIS AUaTHOCTUKHI
nuctanbHbIX 0ocTpykuuit JICP nenecoobpazHo
nposeneHue AIIT.

IIpouenypa mnpoxoauT 06€3 OCIOXHEHUI
MIPY HAJIMYMK BBICOKOCTIEIIMATM3MPOBAHHOTO
TiepcoHasia, MPUMEHEHUN COBPEMEHHBIX KOHT-
pacTtoB, TMpPU 3TOM BO3MOXHO CEJIEKTUBHOE
KOHTpacTUPOBAHUE TIPaBOil M JIEBO OCHOB-
HBIX BeTBeil JIA M aHaMM3 B MHOXECTBEHHBIX
TIPOEKIIUSIX.

Oran IV. Onenka JIT': Tumn, T0I€PaHTHOCTD
K (hu3uyeckoii Harpy3Ke

boabHbM JII' HEOOXOAUMO BBIMOJHSTH
DPYTUHHBIE JJAOOPAaTOPHBIE TECTHI: OUOXUMU-
YeCKUI 1 oOLIMii aHalM3bl KPOBU, HUCCIe-
JIOBaTh Koaryjorpammy, ypoBHU D-mumepa,
antutpom6buHa 111, mpotenna C pjig uckio-
YyeHUs TpoMOOGbUINU, OLIEHUBaTh TOPMO-
HaJbHYI0 (GYHKIMIO IIUTOBUIHOUN Xese3bl,
OTpENeNITh TUTP aHTUTE K (hochoaunuaam
(BOJTYAHOYHBIM AHTUKOATYJISIHT, aHTUTeda K
KapauoaunuHy). IprumMepHO TpeTb OOJBHBIX

WJIT' uMeIoT MOBBIIIEHHBIA TUTP aHTUHYK-
nykieapHbix aHtuten (< 1:80). bonbHbie JIT'
C CYIIECTBEHHO TOBBIIIIEHHBIM TUTPOM aHTH-
TeJ WIK MTOI03PEHNEM Ha HATMYUE CUCTEMHO-
0 3200JIeBaHUS COEAMHUTETbHON TKAaH! HYX-
JIAl0TCSl B KOHCYJIBTAIlMKM peBMaTosiora. Beex
OOJIbHBIX B 00S13aTEIbHOM MOPSIAKE CIEAyeT
tectupoBath Ha BUY-uHbexumo.

AHaJIM3bI KPOBU ¥ IMMYHOJIOTUYECKHUE TIOKA-
3aTequ. AHATM3bI KPOBU: OOLIUIA — cofepXKaHVe
Hb, spurpouuros, Ht, nelikouuToB, TpoMOO-
LIUTOB; OMOXMMUYECKUNA — OLEHKA (DYHKIMU
TOYEK, TIEYEHU, COIEpKaHUs OeNIKa; UIMMYHOJIO0-
TMYECKUIA — OTIpeNie/IeHUe aHTUTEJT K KapIUOIu-
TTMHY, BOTYaHOYHBII aHTMKOATYJISTHT; KOaryJior-
pamMma KpOBH; TOPMOHBI IITUTOBUIHOM KEJe3bl,
TTT; ceponoruueckuii tect Ha BUY.

Y31 BHYTpEHHUX OpPraHoOB MO3BOJSIET
HaJieXKHO WMCKJIIOYMTH IIUPPO3 TMeYeHu u /
WY TIOPTAJIbHYIO TMIepTeH3uto. Mcmomib-
30BaHME 1BETOBOU momrmuieporpacduu Mmo3-
BoJisieT AupQGepeHIMPOBaTh IMACCUBHYIO
MOPTAJbHYIO TUMIEPTEH3UIO BCJIEACTBUE Mpa-
BoxeaynoukoBoit CH wiu BO3HUKHOBEHUSI
TPaHCIMEYEHOYHOTO BEHO3HOr0 TpagueHTa
MpU IIUPPO3e TeYSHU.

OmnpenencHre (YHKIMOHATBHOM CHOCO0-
Hoctu GoabHbIX JII. OOBbEeKTMBHAs OLiEHKA
(DyHKUMOHATBLHON CIOCOOHOCTU  OOJIBHBIX
JIT' HeoOxomuMma it ougHKM Tspkectd JII' u
JIMHAMWMKH KJTMHUYECKOTO COCTOSTHYST Ha (poHe
TIPOBOAMMOTO JiedeHus1. [Ipy u3ydyeHuu Tosne-
PAHTHOCTU K (hU3MYECKOI Harpy3ke Haubosee
YacTo UCIOJIb3yeTcs TecT 6-MX 1 KapauoIyJib-
MOHAJIbHBII HArpy304HBI TECT C OILIEHKOM
razoobMeHa.

Tecm 6- MX—T1ipocTast, AeleBas poba, mMe-
Io111asl MPOTHOCTUYECKOE 3HAUYEHUE JUTS Malu-
enros JII. lucranuus B tecte 6-MX 00paTHO
koppempyet ¢ @K (BO3) (ITpunoxenus 1 u
2). TecT 0OBIYHO TOMOIHSETCS OLIEHKOM OTbILL -
ku o Borg G 1982. CHikeHMe HaCBILIEHUS
O, apreprabHOi KpoBu 6osee ueM Ha 10% Bo
BpeMst Tecta 6-MX yKka3bIBaeT Ha TIOBBIIIEH-
HBIII PUCK JIeTAIbHOCTH. [IMCTaHIMS B TecTe
6-MX sBisieTCs] MePBUYHOI KOHEUHOM TOUKOIA
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B OOJIBIITMHCTBE MHOTOIIEHTPOBBIX MCCJIENOBa-
Huit y 60bHbIX JIT.

Kapouonynvmonanvhwiii Haepy3ounwiii mecm
JIaeT BO3MOXHOCTH OILIEHUTh BEHTWISIIIUIO W
ra3000MeH BO BpeMs JJO3MPOBAHHOM (hu3dec-
KO} Harpy3Ku: MHAEKC ITMKOBOTO MOTPeOIeHUSI
O,, aHaspoOHbIi nopor. ¥V GonbHbIX JII' cHU-
’KeHa BeJIMYMHA aHa3POOHOTO 1Opora 1 TMKO-
Boe norpednenue O,. KapauonynbMoHaIbHbII
Harpy304YHBII TECT paHee WCIONb30BAICI B
MHOTOLIEHTPOBBIX MCCIIEIOBAHUSIX, HO HE TOKa-
3aJl OUYEBMIHBIX MPEUMYIIECTB TIepel TECTOM
6-MX, T. K. TeXHUYECKHU OOJIEE CTIOXKEH, HE 1103~
BOJISIET OLEHMBATh 3P GHEKTUBHOCTL Teparuu,
a TIONy4eHHBIE PE3YJIETAThl 3aBUCST OT OIbITa
MEIMIIMHCKOTO TTepcoHara.

Ornenka Tspkectu JIIT — @K, i xapak-
TepuCTUKM Tsaxectu JII' wucnonb3yercs
(yHkunoHanpHas kiaccupukanus BO3
— MOIUOUIIMPOBAHHBIN BApUAHT KiIacCU(U-
kauy Heto-Mopkekoit Accormammu Cepana
(NYHA) o @K, ipetoske HHBIIM TS TTAIeH-
TOB C HEIOCTATOYHOCTBHIO KPOBOOOPAILICHMST:

Knacc I — GonbHble JII' 6€3 orpaHUYeHMS
(usnveckoit aktuBHOCTU. OOBIMHas U3M-
Yeckasl aKTMBHOCTb HE BBI3BIBAET ITOSIBIIEHME
OJIBILLIKU, cJ1abOCTH, 00U B TPYIHON KIIETKE,
TOJIOBOKPYKEHMSI.

Knace II — Gonbnbie JII, mpuBonsiiei K
HEKOTOPOMY CHIDKEHUIO (DM3NYECKOIl aKTUB-
HOCTH. B mokoe oHu oliy1ator cedst komdopr-
HO, OTHAKO 00bIYHAS (hPU3NYECKasi aKTUBHOCTD
COTIPOBOXKIAETCS TIOSIBICHUEM OJIBIIIKM, Clla-
0ocTu, OoJiell B IPyIHOI KJIeTKe, TOJOBOKpY-
KEHUSI.

Knace III — Gonwueie JII, mpuBoasmeit
K BbIpaXX€HHOMY OTpaHWYEHUI0 (u3nyec-

Jleuenue JIT'

Ha mporsskeHMu MHOTUX JecATHIIETUH B
JneyeHun O6oapHbIX JIT' Habmonancs KpaiiHe
MeJIeHHBII mporpecc. CUTyalust CylecT-
BEHHO MU3MEHWJIACH B TIOCJIEAHUE TONbI, O1a-
romapsl 3HAYMTEIBHOMY YBEIUYEHWIO YHC-
Jla KOHTpOJMpPYeMbIX uccienoBaHuii. AK,
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Kol akTuBHOCTU. HebGonbluas ¢usndeckas
AKTHBHOCTD BBI3BIBAET IOSIBJICHHME OJIBIIIKH,
cj1abocTtu, 60U B TPYAHOM KJIeTKe, FOJ0BOK-
PYXEHHUS.

Knacc IV — GonbHbie JII' He crmocoOHBI
BBINIOJTHSIT JTI00YI0 (PM3UUYECKYIO Harpy3Ky 0e3
TTOSIBJICHNSI BBIIIETIEPEUNCIICHHBIX KIIMHIYEC-
KX CUMITTOMOB. OJIBIIIIKA WK C1a00CTh MOTYT
TIPUCYTCTBOBATh JaXe B IMOKOE, AUCKOMGbOPT
BO3pacTaeT MpY MUHUMATBHON (PH3NUeCKOI
Harpyske.

Buonicug nerkux. BeINoNMHEHNE OTKPBITOI
¥ TOPAKOCKOITMYECKOM OMOTICUM JIETKUX COTI-
PSKEHO C PUCKOM OCJIOXHEHUI. B pyTuHHOI
KIIMHUYECKOU TIPAKTHKE 3TOT METOI OOBIMHO
HE UCTIONb3YeTCsl.

DakTopbl, BIUIOIINE HA MPOrHO3 00 bHbIX JIT:

+ ®K (BO3)
*  Hanuuue npu3HaKoOB MPaBOXEIyd0Y-
koBoit CH

*  TonepaHTHOCTb K (DPM3MYECKOIA HATPY3KE

«  JlucraHums B Tecte 6-MX

*  YposeHb nukoBoro norpebieHus O,

+  OxoKTI-mapametpsl

+  Hanuuue nepmkapauaibHOTO BBITIOTA

+  Pazmep IIIT, JLK

+ IemoavHamMuyeckue mapamMeTphl: 1aB-
nenue B I1I1, IJTAcp, CB

*  VpoBeHb caTypalyy BEHO3HOW KPOBU

*  Jannsle ODIT

*  Hanuuwue runepypukeMun

*  VpoBeHb MO3rOBOTO HaTpUilypeTuyec-
KOro menTuaa

+  ConepxaHue TPONOHMHA, HOP3MUHED-
PVHA TI1a3Mbl KPOBH

*  Konuentpanus 9T-1 B miazme KpoBU

aHTukoaryiasaHtel, CI, xuciopomorepamnus,
HECMOTpsSI Ha OTCYTCTBUE COOTBETCTBYIO-
IIUX PaHIOMU3UPOBAHHBIX HUCCIEI0BaHUI
B HACTOSIILIEe BpeMsI, COCTABISIOT CTaHIApT-
HYIO Tepamnulo, MPOKO Ha3HaYaeMylo 00JIb-
HeiM JII. BMecTe ¢ TeM mosiBUIMCh HOBBIC
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TPyINBl  JIEKAPCTBEHHBIX  IPEMNaparos,
3¢ PEKTUBHOCT U 0E€30MACHOCTb KOTOPBIX
JIOKa3aHa pe3yJbTaTaMyd KOHTPOJUPYEMBIX
HCCIIeTOBaHMI.

O0mue peKoMeHIaun

Jnsg Bcex 0e3 uckioueHuss 6onbHbIX JIT
aKTyaJIbHbl 00IlMe peKOMEHJAlUU, COOII0-
JIEHUE KOTOPBIX TO3BOJISIET YMEHBIIUTD PUCK
BO3MOXHOTO yXyIIIEHUS TeYeHUs 0O0Je3HU
BCJIENICTBUAE OINpPENEIeHHBIX OOCTOSITEIbCTB
U BHeIIHUX ¢GakTopoB. B moBceqHeBHON
XKU3HU manueHThl ¢ JII' momxHbl n3berathb
BO3HUMKHOBEHMS TAKUX MOTEHIIMAJIBHO OTac-
HbIX CUMITOMOB, KaK BBIpaXX€HHAs OfbIII-
Ka, CHUHKOTME, 00JM B TPYAHOW KJIETKE;
3amnpelarTcs Gpusndeckre Harpy3ku nocie
€Ibl, MPU HEOJAroMpUsTHOM TeMIepaTyp-
HOM pexume. OqHoBpeMeHHO 00JbHBIM JIT
clenyeT MOAJAEepKMBaTh aleKBaTHOE COCTO-
SIHAE CKEJIEeTHOU MYCKYJaTyphl, BBIMOJHSIS
€XelHEeBHbIE NO3MPOBaHHBIE (PuU3nMUYecKue
Harpy3ku, He BBI3bIBAIOLIME BBILIEYKA3aH-
HbIX CHUMITOMOB, YTO CIIOCOOCTBYET YJIy4-
meHuto KK 1 yMeHbIIEeHUI0 KIMHUYEeCKON
CUMIITOMATHUKHU.

Tunoxcus ycyryb/sieT Ba30KOHTPUKIIMIO
nipu JIT, mosToMy Bo BpeMs MOJIETOB Ha aBUa-
TpaHcropte 11 6onbHbIX JIT' Heobxoaumo
00CyIUTh BO3MOXHOCTb MPOBEAEHUS AOMO -
HUTEJIbHON KUCIOPOJOTEPATIUH.

ITpodunakTka MHMEKIIMOHHBIX 3a00J1e-
BaHUI SBJISIETCS KpaiHE BaXXHOW 3amadeit
s 6onbHbIX JIT. CnenyeT peKOMeHIOBaTh
MalyeHTaM BaKIIMHUPOBAaHUE OT TPUIINA U
IMHEBMOKOKKOBOI MH(MeK1I1U. Bo3HUKHOBE-
HM€ THEBMOHUU YCyTy0JIsIeT TeueHue 60Je3-
HU W SBASETCS NMPUYMHOU CMepTeTbHbIX
ucxonoB y 7% 6oapHbIx JIT.

bepemenHocTb, poasl, 3T BmocTMeHOMa-
y3aJIbHOM MEePUOJIE CBSI3aHbI C TOBBIIIEHHBIM
PUCKOM YXYAIIEHUSI TeYyeHUs 3a0osieBaHUs
U CMEPTHOCTU Y 3TON KaTerOpuu OOJIbHBIX.
Bcem manuentkam ¢ JII' penpoayKTUBHOTO
BO3pacTa AOJIKHBI OBITh PEKOMEHIOBAHBI
COOTBETCTBYIOLIME METOABI KOHTPALICTIUU.

Taxensle CC3 no nanHsiM EOK BBI3BIBaIOT
MaTepHUHCKYI0 cMepTHOCTD B 30-50% ciyya-
eB. B3aumocBs3u Mexay MCIOJIb30BaHUEM
OpaJbHBIX KOHTPALIETITUBOB U BO3SHUKHOBE-
HueM JII' B 3HAYUTEILHOM UYMCIIE UCCTENO0-
BaHUI H0Ka3aTh He yaaaoch. Y OOJbHBIX
JIT' 6onee mpeanoYTUTENbHO MCIOJIb30BaTh
3CTPOreH-HecoAepXallie KOHTpaLeNTUBbI,
GapbepHBIC METOIBI KOHTPAICTIIINM, XUPYP-
rudeckyto crepunusanuio. I'3T mokazaHa
manueHTkaM JII' B mocTMeHomayse JHINb
MIPY BEIPaKeHHBIX KIIMMAKTE PUIECKUX CUMIT-
TOMax M yCJIOBUU JOCTUXKEHUS aleKBaTHOTO
KOHTPOJISI CUCTEMBI CBEPThIBAHUS KPOBH.

boabHble JII' BBICOKOYYBCTBUTEIbHBI K
CHIXeHMIO ypoBHSI Hb B KpoBH, IO3TOMY
Jaxe cjiabo BbIpaxkeHHasi aHeMusl TpebyeT
OnIcTporo, 3¢deKTUBHOTO JieueHus. Y 6071b-
HeIxX JIT' ¢ BEIpakeHHOM TMITOKCUEH, HaTIpH-
Mep Ha (hoHE JITOYHO-CUCTEMHBIX ITYHTOB,
BO3HUKAET BTOPUYHBIM 3puTporuTo3. Ipn
ypoBHe Ht > 65% u Hajnuuuu CUMIITOMOB,
VKa3bIBAIOIINX Ha ITOBBIIMICHHYIO BSI3KOCTh
KpoBU (TOJOBHBIE 0OJIM, HapylLIEHWE KOH-
LIEHTpallu¥ BHUMAaHUSA) TIOKa3aHH KpPOBO-
ITyCKaHMUS.

MeaukamMeHTO3HOE JiedeHue

AHTHKOATYJISTHTHI ¥ Ie3arperaHTel. [Toka-
3aHusd aaa HasHaueHus OAK y GosbHBIX
JIT cBsa3anbl ¢ TpaguiinoHHbIMU PP BeHO3-
HbIx TO, Takumu kak CH, MaionoaBUXXHbBII
00pa3 XU3HU, a TaKXke MpeapacroOXeH-
HOCTBIO K TPOMOOTMYECKUM U3MEHEHUSIM B
JIMIIP u anactuueckux JIA.

bnaronpustHeie addextei OAK mokaza-
Hbl B OJHOLEHTPOBBIX, PETPOCIEKTUBHBIX
ucciaenoBanusix y 6onsHeix UJIT uJIT Been-
CTBUE MpremMa aHOpeKTUKoB. LleneBoit ypo-
BeHb MHO npu WIIT cocraBaser 1,5-2,5.
ITpu npyrux popmax JIT pemeHre o Ha3Have-
Huu OAK 101KHO B KaXI0M cilydyae MpUHU-
MaThCs MHAMBUAYAIbHO HAOCHOBAaHUM OLIEH-
KU COOTHOIICHUST pUCK/3(h(HEKTUBHOCTS.

B kauecTtBe anbrepHaTuBbl BapdapuHy y
psiaa nmauueHToB JII' ¢ TIOBBILIEHHBIM PUC-
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KOM KPOBOTEUEHUIl WJIM HEMepeHOCUMOC-
ThIO Mpemnapara, paHee Npeajiarajy UCMob-
30BaTh HeOOJbIIME [03bl TremapuHa (1o
15000-20000Ed/cyT.) mo moBeimenus AYTB
B 1,5-1,7 pa3a no cpaBHEHUIO C KOHTPOJIEM.
B mociaenHue rombl yCHEIIHO BHEAPEH B
KJIMHUYECKYIO MPAaKTUKY HOBBIN KJ1acC aHTU-
KOAryJISIHTOB — HU3KOMOJIEKYJISIpHbIE remna-
pPUHBL. DTO (hparMeHTHl CTAHIAPTHOTO rema-
puHa ¢ MoJeKkyasapHbM BecoM oT 1000 mo
10000 maneroH. 3MeHEeHME MONEKYISAPHON
MacCChI CyIIECTBEHHO U3MEHUJIO0 (hapMaKOKU-
HETUKY TpernapaToB: OOJbUIMHCTBO OEIKOB
IJIa3Mbl C HUMU HE CBSI3BIBAIOTCS, a 3TO CIY-
KUT OTJIMYHON OUMOMOCTYMHOCTHU MPU MPU-
MEHEHUU HU3KOMOJIEKYJISIPHBIX TeMapuHOB
B HEOOJNBIIUX 03aX M «IPEeICKa3yeMOCTU»
AHTUKOATYISHTHOTrO 3 dekTanpu GUKCUpo-
BaHHOU no3e. Hanbosee 1OCTYyMHBIMU HU3-
KOMOJIEKYJIAPHBIMUA T€MTapuHAMU SIBISIIOTCS
Hanpomapun u DHokcamapuH. B TeuyeHue
I-ro Mecsilla Tepanmuu MPUMEHSIOTCS J03bI
Hanponapuna 15000 UAXa IC 2 pasa B cyT-
KU WX DHOKcalmapuHa 1 MT/KT Beca 2 pasa
B CYTKHU, B TIOCJEAYIOIEM — MEHBIIIUE MPO-
(punaktuueckue no3bl: Hagpomapun 7500
UAXa IC 1-2 paza B cyTku U DHOKCanmapuH
20-40 mr 1-2 pa3a B CyTKH.

BaxHO MOMHUTH O BOBMOXHOCTH Ha3Ha-
YyeHus ae3arperaHtoB y O0onbHbiX JII. Hau-
Oojiee TOMYJSIPHBIM TpPEMapaToM M3 3TOH
TPYIMNbl  SBASIETCS  aleTWICATUIIUI0BAS
KUCJIOTa, MPOCTOM B MPUMEHEHUU Tpemna-
paT, Ha3HaYeHUEe KOTOPOTO HE COMPSIKEHO
C HE0OXOAMMOCTBIO JIaDOPAaTOPHOTO KOHT-
pond. IIpeanoyTuTeIbHO Ha3HAYEHUE CIie-
MaJbHOW (opMBbl ACNUPUHA, MOKPHITOrO
KUIIEYHOPACTBOPUMOI 000JI0UKOM, BBICBO-
00X/aeMoro B IIEJOYHON cpele KUIIeYHU-
Ka, 4TO CBOJUT K MUHUMYMY PUCK YJIbLIEPO-
TeHHOTO NeHCTBUS.

JIuypetviku. MouyeroHHble TpenapaThl
MO3BOJISIOT yJIyYIIUTh KTUHUYECKOE COCTO-
sHue 6onbHbIX JII U peKoMeHAylTCS BO
BCEX Clydyasix pa3BUTUS AEKOMIICHCAIUMU,
XOTS CIElMaJbHble PAHIOMU3UPOBAHHbBIC
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KCCEN0OBAHUS 00 HACTOSIIEr0o BPEeMEHU
He mnpoBoauauck. IlpaBo BbrIOOpa KOHK-
PETHOTO TMpenapaTa OCTaeTcs 3a KJIMHU-
nuctamu. J103bl IUYPETUKOB CIEAyeT aKKYy-
paTHO TUTPOBATh BO M30exXaHUE PE3KOTo
naneHuss OLIK u cHUXEHUS CUCTEMHOTO
AJl. IIpuMeHSI0TCS MeTJIeBble JUYPETUKU:
®ypocemun 20-120 mMr/cyT., DTakpuHOBas
kuciora 50-100 mr/cyr., Topacemun 5-10
Mr/cyT. Llenecoobpa3Ho MOMOTHUTETbHOE
Ha3HaYe€HUE aHTAarOHUCTA aJlbJAOCTEPO-
Ha: CnupoHonakToH 25-150 mr/cyr. Bo
BCEX CllyyasiX MPUMEHEHUS OUYPETUKOB
HEeoOX0IMMO THIATEJIbHO KOHTPOJUPOBATH
coliepXaHue 3JEKTPOJUTOB B KPOBU, a TaK-
X€ COCTOSIHME (PYHKIUU MOYEK.

Kucnoponorepanus. boabuHCTBO 601b-
HbIX JI[' UMEIOT HE3HAYUTETbHYIO apTepu-
aJIbHYIO TUITOKCUIO B Mokoe. MckioueHueM
apistoTcs nanueHTsl ¢ JIT Ha doHe Bpoxk-
JEHHBIX TOPOKOB CepJlia, Y KOTOPhIX BCIE -
CTBUE€ IIYHTUPOBAHUS KPOBU CIpaBa-Haje-
BO pa3BMBaeTcs pedpakTepHas K KUCIOPO-
JoTepanuu TUIOKceMuUs. Y psifa O0JbHBIX C
BbIpaxk€HHOU TUMOKCceMuUel 00HapyK1BaOT
BTOPUYHOE OTKPBITOE OBAaJIbHOE OKHO.

DhheKTUBHOCTb AIUTEAbHBIX (H0 12-15
4acoB B ¢yT.) UHranauuit O, (2 1/MuH.) moxa-
3aHa y 6onbHBIX JIT' Ha done XOBJI. Ilpu
5TOM BaXHO MOIAEPXMUBATh caTypalyio Ha
ypoBHe He MeHee 90%.

CepneyHble TJIMKO3UIbl U WHOTPOIHBIE
npenapatbl. CHUXeHue cokpatumocTtu [12K
npu JIT sBaseTcd OOHUM M3 BaXHEHIIUX
MEXaHU3MOB pa3BUTUS U MPOIrpeccupoBa-
Hust CH, mosToMy MHOTPOIHBIE MpenapaThl
MOTYT OBITh TMoOKazaHbl GojbHBIM JII. B/B
Ha3HauYeHue AUrokcuHa y OonbHbIXx WJIT
cnocobcTByeT HEKOTOpOoMY ToBbIlIeHUI0 CB
U COMPOBOXIAETCS CYHUIECTBEHHBIM YMEHb-
IIEHWEM YPOBHSI HOpaJpeHaluHa B IJIa3Me
kpoBu. CI' MOryT Ha3HayaTbCid B PEIKHUX
cinyyasx MA y 6onbHbix JIT' mis ypexeHust
XeJIyaIouyKoBOro putMa. J{odyTaMuH y 60Jb-
Hbix JII' ucrnosb3yeTcs JAulllb B TEPMUHATIb-
HOWi cTanuu 3a00JIeBaHUs U B psifie CIyyaeB
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Taoimua 4

AK misa nedyenunst 0oabHBIX JIT

JlekapcTBEHHBII Hayaib - [Tpupoct 1036t CyToyHas 103a CyroyHas 103a CyTouHas 103a

npemnapar Has 103a Kax[Ible (CHJTA< (COJTA (COJTA>
3-5-nHei 50 MM pT.CT. 50-100 MM prt.cT.) 100MM pT.CT.

HUDeAUTUH 20-40mr Ha 20MT 40-60mr 80-120mr 120-180mr
HUCPaIUIH 2,5-5Mr Ha 2,5-5mr 7,5-10mr 10-12,5mr 12,5-15mr
AMJIOAUITMH 2,5-5mr Ha 2,5Mr 10mr 12,5mr 15mr
JTAlMAMITAH 2-4Mr Ha 2Mr 4mMr 4-8mr 8mr
TAITHA3EM 30-60Mr Ha 30Mmr 120-180mr 180-240mr 240-360Mr

MO3BOJISIET AOCTUYb CTAOUIU3AIUU COCTOSI-
HUS.

AHTaroHUCTHl Kaabliug. Ba3zoKoHTpUK-
TUBHasg Teopus matoreHe3a JII' 6azupyercs
Ha MPUCYTCTBUU Tuneptpoduu meauu B JIA
U apTepuosax, a Takxe ymeHblieHuu JICC
MpY Ha3HAYEHU U Ba3ouIaTaTopoB. OueBuI-
HO, TOJIbKO Y MeHblIell yacTu 00JbHBIX JIT'
MpY Ha3HAYEHWM Ba30qUIaTaTOPOB, B YACT-
Hoctu AK, BO3BMOXHO 1OCTUYD KJITMHUYECKU
3HauuMoro cHuxkeHus JJIA.

biaronpusiTHele KJIMHUYECKUE W TPOT-
HocTtnyeckue 3¢ dextol AK, Ha3HaUaeMbIX B
BBICOKUX 103aX y 00JbHBIX JIT' ¢ mosToXKuTe b-
HOI 0CcTpOii Mpo0OOoiA, ObUIN MMOKA3aHbI B OTHO-
LIEHTPOBBIX, HEPAHAOMU3UPOBAHHBIX UCCIIE-
noBaHusIX. K ynciay peKOMeHIOBaHHBIX ISt
nedenus JII' B HacTosiliee BpeMsi OTHOCSITCS
nuruaponvpuanHoBbie AK u JIuntuazem.

Bribop mpemnapata ompeaensercss UCXo.-
Hoit YCC. IMammentam ¢ YCC < 80 yn/mMuH
B [TOKOE clieayeT pekomeHaoBaTh AK nuru-
POMUPUAMHOBOTO Psifa. AMJIOIUNUH SIBIISI-
€TCs TIpernapaToM BbIOOpA 1T MallMEHTOB C
JIT npu Hanuyuu npaBoxenynoykosoir CH.
CyTouHbIe 03Bl MpemnaparoB, AOKa3aBIIUe
3 (HEeKTUBHOCTD, JOCTATOYHO BHICOKUE (Ta0-
nuua 4). Ipyu oTHOCUTENbHOM TaXUKapauu
(4YCC > 80 yn/MUH B TIOKOE) CIIeAYET OTIATh
npeanoyTeHue Juntuazemy.

BaxHo moguepkHyTh, uTo Tepamuio AK
clefyeT HaYMHATh IOJ CTPOTUM TeMOAMHA-
MUYECKUM KOHTPOJIEM TOJNBKO 60ibHBIM JIT,
OTBEYAIOIIUM Ha TPUMEHEHUE Ba30AIaTaTO-

poB. [ mpoBeneHus] MpoObl KCIONb3YIOT
cJeaylolle HavyajlbHble O3Bl MPEnapaToB:
20 mr Hudenununa wiu 60 mr Junruasema,
3aTeM KaXIbIi Yyac Ha3HayaeTcs Ta Xe J103a
1m0 20% camxenns CIJIA, ompemeneHHOTO
MPU KaTeTepu3allly MPaBbIX OTAEIOB Cepalia
nu OXoKI. 50% ot 3¢ beKTUBHOI B OCTPOI
npode 103bl HEOOXOAMMO Ha3HayaThb Kax-
Ible 6-8 4acoB exeqHeBHO. TUTPOBATh HO3Y
npenapara CjiefyeT MOCTENEHHO B TEYEHUeE
HECKOJIbKMX HENeb 1O MAaKCUMAaJbHO Mepe-
HOCUMBIX. MHOTrma cucTeMHasi TUIIOTOHWMS,
OTEKH TOJICHE! M CTOII MPETSATCTBYIOT YBEIM-
yeHUIo no3bl. Haznauenune CI' u/wnm nuype-
TUKOB B HEKOTOPBIX CITy4asiX O3BOJISIET CIIpa-
BUTHCS ¢ TOOOYHBIMU 3 dekTamu AK.

Tepanus AK nmokazana: manueHtam ¢ CAU
> 2,1 1/MuH/M?, M/WUK caTypalyei BEHO3-
HOi1 KpoBU > 63%, u/unm nasnenuem B I1I1
< 10 MM PT.CT. ¥ C MOJOXUTEIbHBIM OTBETOM
Ha OCTpoe Ha3HauyeHMe Ba3oAMJIaTaTopa.
ITanmeHTHl, HAaUTYYIIUM 0Opa3oM pearupy-
folve Ha HaszHaueHue AK, Kak mpaBuio,
nemMoHcTpupytoT cHuxenue JJIA u JICC no
50% oT UCXOmMHOTO, a YaCTO — 10 HOpMaJlb-
HBIX 3HAYCHUN.

Y nmauuenros ¢ CU > 2,1 a/mMun/m?, u/
WM caTypalueil BeHO3HOU KpoBu > 63%,
u/wmm gasierueM B IIIT < 10 MM pT.CcT. 1
C OTpULIATENbHOU OCTpoil mpoboil ycmex
Ha3HaYeHUS Ba3oauIaTaTopa MajloBepOsITEH
1 MOXET BbI3BaTb MOOOUYHbBIE 3 (HEKTHI.

Ipu CHU < 2,1 n1/MuH/M?, M/UM caTypa-
ueil BeHo3Hou Kposu < 63%, 1/vin nasie-
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Huem B IIIT > 10 mm pT.cT. AK abGcomoTHO
TIPOTUBOTIOKA3aHBHI.

He 6onee 25% 6onbubix JIT mMetoT moJio-
KUTETbHYIO TPOOY C Ba30qMIaTaTOpPOM, U3
HUX JIMIIb Y TIOJIOBUHBI YAAETCS TTOAIEePKATh
KJIMHUKO-TeMOIMHaMUYeCKuii 3pdekT mpu
JUTUTebHOM HazHaueHuu AK.

Ilpocrarnanauuel. PG — nunuaHeie
COEIMHEHMsT YHUKAJIbHOM CTPYKTYpHI, 00pa-
3yeMble U3 eIUHOTO CyOCTpaTa apaxuaoHO-
BOIl KMCJIOTHI, MEIMATOPhl OMOJIOTUYECKUX
byHKUMIA, yuacTByOIIME B T.4. B PETYJISALNT
COCYIMCTOTO TOHyca. B Hactosimee Bpemst
PG paccmarpuBaloTcsl Kak MepcreKTUB-
Has Tpymma npenapatoB st gedenus JIT,
MTOCKOJIbKY TTOMUMO Ba30qUJIaTUPYIONIETO
00J1a1a10T aHTUATPETallMOHHBIM U aHTUTIPO-
nudepaTUBHBIM IEHCTBUSIMU.

PG E, — Basopunarupylomuii PG, xoro-
pBIil epBbIM 3P (HEKTUBHO UCTOIb30BAJICS
i nedeHus 6obpHbIX JIT. biarogaps oueHb
KOPOTKOMY MEepUOoAy MOJyBbiBenAeHUS (3-5
MUH) BO3MOXHO OBICTPO TUTPOBAThH A03Y A0
MaKCUMaJIbHOU 1 TIpU HEOOXOIMMOCTH TT0Y-
T MOMEHTAJIbHO OCTAHOBUTH IEHICTBUE TIpe-
napata. 90% PG E, uHaktuBmpyetcs B Jer-
KX, IO3TOMY €r0 MOCTYIJICHUE B OOJIBIION
Kpyr KpOBOOOpAIeHUsI HUYTOXHO Majio 1
BBIpaXEHHOW CUCTEMHON TMIIOTOHWM, Kak
MIPaBUIJIO, HE OTMEYAeTCsI.

Hanuuue anTuarperauimoHHoro 3¢ @ekTa
genaet PG E, mpuBieKaTelbHBIM C YYETOM
BbIpaXX€HHBIX HAPYIIEHW B CUCTEME TeMOC-
Ta3ay 6oapHbIX JIT. Hanbonee yno6Ha cxema
Tepanuu, TMPU KOTOPOW HeOoJbIIas cTap-
ToBast no3a 5-10 HI/Kr/MUH TIOCTENEHHO
YBEJTMYMBAETCS TOJl KOHTPOJIEM CHCTEMHO-
ro A/l o makcuMmanbHoit — 30 HI/KT/MUH.
Bo3MoxHble MOO0YHBIE d(PGHEKTH — TUIO-
TOHUSI, TWIIEpEMUsI JIMIIA, TOJIOBHBIE 0OJH,
6011 B 00MacTH cepilla HEONPENETEHHOTO
XapakTepa, 00JIM B XMBOTE, TOIIHOTA, TUa-
pest, BOBHMKAIOT PEIKO.

B 80-e rompl mponuioro Beka KJIMHUYEC-
koe ucnosnb3osanue PG E, 6but0 cBS3aHO ¢
MIPOBEIEHNEM OCTPHIX MPOO AJIsT ompeaee-
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HUST Ba30PEAKTUBHOCTH JIETOYHBIX COCY/IOB.
OnHako MO3[AHEE BBIICHUIOCH, YTO MO3M-
TUBHBIA 3(PDEKT ATUTENHHOTO Ha3HAYECHUS
PG orMmeuaetcs gaxe y Tex nauueHToB ¢ JIT,
y KOTOpPBIX OcTpasi mpoba ¢ Ba3onuIaTaTo-
poM Obu1a oTpullaTeabHOi. MHTEpecHO, YTOo
WMEHHO 3TU OOJbHBIE JEMOHCTPUPOBAIU
3HAYMMbIe KTMHUYECKOE ¥ TeMOIUHAMUYEC-
KO€ YJIy4lIeHUs TPU AJUTEIbHOM JIeUeHUU
JIT, mpu 3TOM HoCTUTasoch Goyiee CyIEecT-
BeHHOe 1Mo cpaBHeHMIO ¢ O®DII cHIKeHUE
JICC.

braronpustHele pe3ynbraThl JeueHus: PG
ObLIM MosydeHbl Kak y 60abHbIX WIIT, B T.4.
y neteii, Tak u nipu JII' Ha GoHe cucTeMHO
KpPacHOW BOJYAHKM W APYTUX CHUCTEMHBIX
3a00JieBaHU I COEMMHUTEbHOW TKAaHU, TOPO-
KOB Cep/illa C CHCTEMHO-JIETOYHBIMHU IIYHTa-
MM, U TTOCJI€ XUPYPTUYECKON KOPPEKIIUU UX,
npu BUY-undexkuuu, nopronaerounoii JII.
Bonpoc o nenecoobpa3HOCTM Ha3HAYEHUS
PG 60apubIM JIT BeenctBue TOJIA octaeT-
Cs HEPEIIEHHBIM, XOTS OTIMCAHBI YCTIEIIHbIE
€AVMHUYHBIE CITyYau JIEYeHU S TAKUX MallueH-
TOB.

AHTAroHUCTHI PELENTOPOB SHAOTEIMHA.
OT-1 — menTua >HIOTEIUATBLHOIO MPOUC-
XOXJEHUS, XapaKTepU3YIOUIUIACS MOIIHBIM
Ba30KOHTPUKTOPHBIM U MUTOT€HHBIM CBOIi-
ctBamu B oTHouieHuu I'MK. BT-1 cBsa3biBa-
eTcd ¢ AByMS TUIIaMu peuentopos — OT,,
nokanusytomumucs Ha I'MK, u 9T, noka-
JIU3YIOIIMMHUCS Ha SHAOTENUATbHBIX KIeT-
kax u I'MK. Aktusauus OT,- n 9T -penen-
TopoB I'MK BbI3bIBa€T Ba30KOHCTPUKTOP-
HbIA 1 MUTOTEHHBINA 3G PeKT. CTUMYIALMS
OT,-peuenTopoB CIOCOOCTBYET KIMPEHCY
OT-1 B JNerkux, yBeJUYECHUIO MPOAYKIIMU
NO u ocBoboxnenunio PGX. Hccnenosa-
Hus akcnpeccun DT-1 B JlerouHON TKaHU
MOATBEPXKIAIOT €ro pojb B matoreHese JII,
OJTHAKO HE YCTAHOBJIEHO, SIBJISIETCS JIU TOBBI-
meHHas npoaykuus OT-1 mpuuvHOU uau
cnencteueM JII. AxktuBauusi cucteMbl DT
y 60abpHBIX JII' CAyXWUT OCHOBaHMEM JJIs
HCMOJb30BaHUSI aHTAarOHUCTOB PELENTOPOB
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K SHIOTENINHY, 0jokupylomux 9T, — peuen-
TOPHI UJIM OTHOBPEMEHHO 00a TUTIA PEIIETITO-
pos — 9T, n OT,.

bozentan — mepBHIi Tpemapar u3
KJacca aHTaroHUCTOB peuenTopoB kK OT,
Onokupylomuid oba TUMA pPELENnTOPOB.
B paHmoMu3MpoBaHHBIX WCCIEIOBAHU-
sx y OonbHbiX JIT mpoaeMoHCTpupoOBai
CITOCOOHOCTh YIYYINIaTh TOJEPAHTHOCTh K
dusnueckoit Harpyske, @K, reMogrHaMu-
yeckue u OxoKI mapameTrpnl. B wuccre-
nopaHuu BREATHE-1 npu HasHaueHuUU
bosenrtana B no3ax 125 mr wim 250 Mr/cyT.
nanuenTaMm ¢ UJIT u JIT Ha oHe cuctem-
HBIX 3a00JI€BaHUI COEAMHUTENbHON TKAaHU
0TMEUaJoCh CYIIECTBEHHOE TTO CPaBHEHUIO
C Ipynmnoil mianebo ymydlieHWe TeMOIU-
HaMMYeCKMX IoKaszaTeneil, Tecra 6-MX,
KIMHUYIeCKUX UcXomoB. Y 10% OONBHHIX,
yalle TpW Ha3HAYeHWM MaKCHUMalbHOM
cyTouHoIt 1036l bo3eHTaHa, Ha (poHe Tepa-
MMM TIOBHIIIAJUCh YPOBHM TpPaHCaMUHAa3.
OtmeHa bo3eHTaHa mpuBoaMIIa K HOpMaJu-
3aIU1 TMeYEeHOYHBIX (hePMEHTOB.

HasnaueHnue mpernapara peKOMEHIyeTCs
6oapHbiM WJIT u JIT mpu ckiepoaepmuu
0e3 cyllecTBEHHOro JieroyHoro ¢ubposa c
IIT u IV ®K (BO3) B mo3e 125 Mr aBaxmbl
B CYTKM C €XeMeCSUYHBIM KOHTpojieM dep-
MeHTOB medyeHu. Y O6onbHbIX JII' bo3eHTaH
MOXET BBI3BIBATh Pa3BUTHE AaHEMUU U 3a/1€P-
KKY KUIKOCTH. Y XEHIIMH, TPUHUMAIOIINX
boszeHTaH, HeoOXoaMMa afeKBaTHAsI KOHTpa-
LIETMIUSI C YYETOM BO3MOXHOTO TepaTOTeH-
Horo 3¢ @dexTa. CylecTByeT MHEHUE O TOM,
YTO 3TOT KJIACC TperapaToB MOXET MOCTy-
KUTh IPUUMHON TECTUKYIISIPHOU aTpoduu 1
CTepUIIBHOCTH Y MYKUMH, TIO3TOMY HE00X0-
JIUM KOHTPOJIb CIIEPMOTPAMMBI.

OKcuI a30Ta ¥ WHTHOWUTOPHL pocdoam-
acrepasbl TMHa 5. NO — MOIIHBIA 9HIOTE€H-
HBII Ba30AMJIATaTOP, CEJIEKTUBHO NEHCTBY-
fomuii Ha cocyasl MKK. NO obpasyercs u3
L-apruHuHa rmon neiicTBUEM KalblUii-3aBU-
cumoii NO-cuHtassl. JuddyHnupys yepes
ajqbBeoJIsipHyl0o MeMmOpaHy, NO monagaeT B

I'MK aprepuii u aprepuos, MOBbIIIAS yPO-
BeHb Il M@, KOTOPBIf MHUIIMUPYET KacKal
peaxuuii, TpUBOASIINX, B KOHEYHOM CYeTe,
K CHUXKEHUIO TOHYCa TJIaJKON MyCKYIaTyphl
cocynoB. 3ateM NO mocTymaer B CUCTEM-
HBIl KPOBOTOK, T/ie¢ MHAKTUBUPYETCS MyTEM
CBSI3bIBAHUSI C OKCUTEMOTIO0MHOM C 00pa30-
BaHUEM METreMoTIoOnHa U HuTpaToB. [1pu
JIT napymaercsi cuHte3 NO. B kieTkax
sHaoTeaus 6onbHbix UJIT mpu uMMyHOTMC-
TOXMUMUYECKUX HCCIENOBAHUSX MOKa3aHO
CHUXEHUE SKCIPECCUU 3ISHIAOTEIUANTbHON
NO-cuHTa3HbI.

B 80-e ronbl mpouuioro BeKa MHrasu-
oHHbII NO ucnonb3oBacs € LEeAbIO BBIMO-
Henusi ODIT ansg oLEeHKM pPeaKTUBHOCTH
JIETOYHBIX COCYJIOB U BBISIBJIEHMS OOJIbHBIX
C TIOTEHLIMAJLHO TO3UTUBHBIM 3(PheKTOM
BazonuaaTatopoB. OmMucaHbl cilydyau -
TeJbHOTO0 3(P(PEKTUBHOTO U 0€30MacCHOrO
npuMeHeHus1 nHransauuii NO MakcuMallbHO
no 1,5 ner y 6oabHbix UJIT.

boabubM JIT ¢ Xopommm adpdhexToM mpo-
BOIATCST 2-3-HeleabHblE KYPChl MHTAJISIIN-
orHoro NO 20-40 ppm B TeueHue 5-6 yacoB
B CYTKH.

CunpeHadun — MOUIHBINM CENeKTUBHbBII
naruourop ul M®P-3asucumoit docdonu-
acTepasbl (TUIT 5), MpeaoTBpaliasl aerpaia-
o uI'M®, Bei3piBaeT cHukenune JICC u
neperpy3ky II2K. K HacTosimiemy BpeMeHU
yXe HaKOIUIeHbl NaHHbIE, NEMOHCTPUPYIO-
1€ XOPOIYI MEPEeHOCUMOCTh U 3 deK-
tuBHOCTh CungeHabuna y O6oabHbix JIT
pPa3IMYHON 3THUOJOTUU. B KIMHUYECKUX
ucciaenoBanusax CunneHabun MpUMEHSICS
B pa3oBbIX Ao3ax 25-100 mr 2-3 pasa B cyT-
KW WM BBI3BIBAJI YJIy4ylIeHHE TeMOIMHAMUKHI
U TOJIEPAHTHOCTh K (DU3UYECKOI Harpyske
y OonbHbix JII. OmucaHbl peaxkue Mmodoy-
Hble 3G@EKTH MpenapaTa: rojoBHas 00Jb,
3aJI0XKEHHOCTh HOCA, PWIKBBI, HAPYIIEHUS
3penus, pucnencus. CunneHapuia peKoMeH-
nyetcs 6oabHBIM JIT, y KoTOpbiX Headdek-
THBHA CTaHJAPTHAs MEAUKAMEHTO3Has Tepa-
s,
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KomOunupoBaHHas Tepanus

Wcnonb3oBanue s Je4eHUS MallMeH-
ToB ¢ JIT' KoMOMHAaIIMK JTeKapCTBEHHBIX Mpe-
1apaToB, BO3JCICTBYIONIMX Ha pa3IUYHbIC
MaTo(PU3NOJOTUIECKIE MEXaHU3MBI, SIBJISICT-
s YPE3BBIYAMHO MPUBJIEKATEIbHBIM ITOIX0-
noM. [1pu 3TOM BO3MOXKHO OJHOBPEMEHHOE
Ha3HayeHMeE ABYX IIPEapaToB JIMO0 IPUCOe-
JIUHEHNUE BTOPOTO MJIM TPEThEro IperapaTa
K MpeALIecTBYIONIEH Tepanun, KOTopasi OKa-
3aJlach HeA0CTaTOYHO 3(D(EKTUBHOM.

Bo3MoxXHOCTH UCTIOJIb30BaHMSI KOMOMHA-
uun boszentana ¢ PG wiu cunneHaduiom
y 06oabHbIx UJIT 1 JIT Ha ¢poHe CucTeMHBIX
3a00yieBaHUI coeqUHUTENbHOI TKaHu co 11
u 111 ®K (BO3) uccienyoTcs B paHIOMHU3H-
POBAaHHBIX UCCIIECIOBAHUSX.

Xupypruueckoe jedeHne

Ilpencepanas centoctomus. Ilpeacep-
JHasl CeNTOCTOMMUs, T. €. CO3JaHue Iep-
popauuu B MIIII, ctana mpuMeHATbCA y
00JIbHBIX ¢ TIpaBoxeaynoukoBoir CH mocie
HaOoaeHui, uto 6onbHbe UJIT ¢ Bropuy-
HBIM OTKPBITBIM OBaJbHbIM OKHOM HMEIOT
JIY4IIyI0 BBIXKMBAEMOCTb, YEM Te€, Y KOTO-
pbix MIIIT coxpanena. Co3gaHue cOpoca
KpPOBU CIIpaBa-HajJeBO MO3BOJSIET CHU3UTH
napnenue B I1I1, yaydmuts ¢pynkuuio XK,
yBeIM4YuTh npeaHarpy3ky JIXK u CB, uto
MPUBOJUT K YMEHBIICHUIO T'OJOBOKPYXKe-
HMI, CUHKOIIE, TTOBBIIIEHUIO TOJIEPaHTHOC-
TU K (pusndeckoit Harpy3ke. OqHaKo ¢ yJye-
TOM PUCKa BO3HUKHOBEHUS XU3HEOTIACHOM
apTepuaJbHOM TUIIOKCEMUM M, KaK Clefd-
CTBUE, YBEJIMYECHUS] CMEPTHOCTH, OCOOCHHO
y OOJIbHBIX C TSIXEJOH MpaBOXeTyTI0uYKO-
BOIf HETOCTATOYHOCTBIO KPOBOOOpAIICHNUS,
NpeacepaHas CENTOCTOMMS ToKa3zaHa Ipu
He3(hGEKTUBHOCTH BCEX BUIOB MEAUKAMEH-
TO3HOTO JICUEHUS UJIU KaK MOATOTOBUTEIb-
HBIW 3TAIl Tepell TPaHCIUIAHTALIMEN JIETKUX.

[IpencepaHasi cenToCTOMUS PEKOMEHIO-
BaHa 0ombHEIM JIT ¢ 11T u IV ®K (BO3) ¢
YacThIMM CHHKOINE WU pedpakTepHOU K
Tepanuu npaBoxenaynoukoBoit CH. Cmeprt-
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HOCTb OOJIbHBIX NIPU MpPeIcepaHON CenToc-
TOMMHM cocTaBnseT 5-15%.

TpoMO3HAAPTEPIKTOMUS. DTOTBUAXUPYP-
rudyeckoro JjedeHuss 6oabHbIX JII' ¢ TpoMm-
0oTHYeCcKOil 00TypauMell MpOKCHUMaTbHBIX
otaesioB JIA mo3BoIsIeT YMEHBIIUTL 00IIee
JICC, yay4yumiuTh CUCTOJMYECKYIO (yHK-
muto I12K, TonepanTHOCTh K (usnyeckoi
Harpy3ke, YBEJIUYUTh MPOAOJKUTEIbHOCTD
KM3HU OOJIbHBIX.

TpoMO3HIAPTEPIKTOMUS [TOKA3aHA ALK -
eHTaMm ¢ TOJIA, UBC, ki1anaHHBIMM MOpOKa-
mu, UJIT' (mpu OTHOCUTETBHO HEBBICOKOM
JJIA). OCHOBHBIM MPOTUBOIIOKA3aHUEM K
TPOMO3JaPTEPIKTOMUU CIYXKUT BBIPAXKEH-
HoOe MopaxeHue napeHxumsl gerkux (OPB,
<30%).

TpaHcmIaHTalMS JETKMX WU KOMIIIEK-
ca cepaue-jerkue. B emMHCTBEHHOM, MIpocC-
MEKTUBHOM, HEKOHTPOJIMPYEMOM MCCIEN0-
BaHMU OBLIO MOKa3aHO, YTO 3- U 5-JeTHSS
BBXMBAEMOCTh MOCJE TpaHCIJaHTalUi
OTHOTO WU 0OOUX JIETKUX, KOMIUIEKCa Cep-
nue-nerkue y 6onsHex JII coctaBuma 55%
u 45% cooTBeTcTBeHHO. OTiepalluu TpaHc-
TJIAHTALMY OMHOTO UM 0OOUX JIETKUX, KOM-
IJIeKca cep/ue-Jerkue MpoBoasaTcs y 60yb-
Heix WJIT. TlIpu cunapome DiizeHMeHrepa
TPAHCIUTAHTAIIMIO OJHOTO WJIM O0OMX Jier-
KUX MOXHO KOMOMHMPOBATh C KOPpEeKIIUEH
JMITIT i IMKTI. Pe3ynbraThl BEIXXKMBae-
MOCTH MOCJ€ TPaHCIUIAHTALIMU OTHOTO WU
ob6oux jerkux y 6onpHbix JII' mpakTruuecku
OIMHAKOBBI, MO3TOMY B 3aBUCHMOCTU OT
KJIMHAYECKOU CUTYallUU OTTPABAAHO UCTIONb-
30BaHue J0boro noaxona. B 6onbiirHCTBE
LIEHTPOBMPEATIOYUTAIOT BHIITOTHSATh OUIaTe -
pPajJbHYIO0 TPAHCIJIAHTALMIO JIETKUX B CBA3U
C MEHBIIMM YMCJIOM MOCIeONepallMOHHBIX
OCJIOXKHEHUI.

TpaHcnnaHTaus KOMILJIeKca Ceplh-
1le-JIeTKUE TMOoKa3aHa OOJIbHBIM C CHUHIPO-
MOM Di3eHMeHrepa U TEPMUHAJIBHON CTa-
Qe HeTOCTaTOYHOCTU KPOBOOOpAIIEHUS,
B CJlyyae CJOXHBIX MOPOKOB Cepala, Mpu
JMKII.
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AnropuTt™ JiedeHus1 6oabHbIX JII' (pucyHOK 2)

ITocne ycraHoBneHust auartosa JII' Hauu-
HalT oO01IMe Meporpuatus u jeyeHue AK
(py OTCYTCTBUM MPOTUBOIIOKA3aHUI), AUY-
peTUKAMU TIPU 3aAePXKKe XKUIKOCTU, KHUCJIO-
ponotepanueit — rmpu runokcemun, CI' — mpu
pedpakTepHOil MpaBOXeTyI0YKOBON HeA0-
CTAaTOYHOCTU W/MIW CYMPaBEeHTPUKYISIPHOM
Taxukapauu. OcTpble MpoObl Ha Ba30peakTHB-
HOCTb JOJKHBI BBITTOMHSTHCSI BCEM 00JIbHBIM
JIT. Haubonee BepOSATHBIN MOJOXUTEIbHBIN
3¢ dexkT oT HazHaueHUs BbICOKUX 103 AK,
caenyet oxxuaathb y 6onbHbix MJIT u JIT Benen-
CTBUE MpHeMa aHOPEeKTUKOB. UMeHHO 3TUM
O0oabHBIM HazHavaloT AK B MakcuMalibHO
MEepEHOCUMBIX 103aX; CTONKOCTh 3¢ deKra
JIOJDKHA OLIEHMBAThCS Yepe3 3 M 6 MecsILeB OT
Hayvaja Teparum.

Hua mamuentoB ¢ JIT T u I ®K peko-
MEHJyeTCsl CTaHAapTHas Tepanusl aHTUKOa-
ryasHatamu, CI, auypeTwikamu, KUCIOPOAO-
Tepamnus, mpyu nojoxuteasHoil ODIT — AK.
VY 3Tux 00J1bHBIX BO3MOXHO MCIOJb30BaHUE
kypcoBoil Tepanuu PG E, wiu nHransauu-
oHHbIM NO. Bompoc o 1enecoo6pa3HOCTU
HaszHayeHus 3TUM OonbHbIM CuineHaduna
unn bo3eHTaHa OCTaeTcsl OTKPBHITHIM WU3-3a
OTCYTCTBHUSI CIelMalbHO 3aIllaHUPOBAHHBIX
nccnepoBanmii y manuenTtos ¢ JII I u 1T K.
OCHOBHO MTOMYJISIIMEH [T N3yIeHHSI HOBBIX
npenaparoB s JeyeHus: JII' B paHaoMusu-
POBaHHBIX HCCAEIOBAHUSIX ObLIM HauboJiee
Tsekenbie 0onbHbie JIT ¢ 11T u IV K.

[TaneHTHI ¢ OTpULATEbHOM MPOOOI Mpu
[-1T @K noXHBI TPOIOIXAaTh MEIMKAMEHTO3-

| JIAT ®K III-1V (BO3)
Y

(aHTHKOAryJsHTBI, JuypetHky, CI', KUCIOpOoaOTepanus

HewmenukamenTo3nbie MEPOIPUATHA, MEAUKAMEHTO3HasA Tepanus

Y

O®IT nmpu OxoKI" mnm xaTeTepu3aliu NpaBbIx
OTJIENIOB CepLa

TTonoxwuTensHas OrpunarensHas
! { | ¥
A \ \
CraOuipHblil KIMHUUecKni 3G dexrt | PGE, Bosentan

WK
Wuransuuonssiii NO
WK

WIIH
Wuransuuonnsiii NO
HIH

Cunpenadun PGE,
Ja Her —— WIn *
Bosenran
—>
l KomOunnpoBanHast
Tepanus
JlmurenbHas Tepanus AK Y

IpencepaHas cenTocToMus
WU
TpancnyanTauus Jerkux

Puc. 2 Anropurm sneueHust JIT.
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HYIO TepamnuIo Mo THIATEbHBIM JTUHAMUYEC-
KUM KOHTPOJIEM.

[Mammenram ¢ 111 @K, orpuniatenbHoO wim
ronoxuteabHOi OPII mokazaHO KypcoBoe
aedernre PG E, mnu mHrangumonHsiM NO,
HaszHayeHue bosenHTtana wiu CunmeHaduna.
B Hactosiiee Bpemst CuneHadun sBasieTcst
MpernaparoM BbIOOpa IS JiedeHUs] OOJIbHBIX
JIT' npu HeaHEKTUBHOCTU APYTUX JIEKAPCT-
BeHHBIX TpenaparoB. [lammentam ¢ IV ®K
PEKOMEHIYeTCsl PUMEHEHUE MPOCTAHOUIOB
i bo3eHTaHa, a Takxe KOMOMHALIMM 3TUX

IIpunoxenue 1

Metoauka BbINOIHEHHS TecTta 6-MX

Tect 6-MX cnenyeT MpoBOAMTH B YTpEHHUE
yackl. [TalMeHT JoIKeH JIeTKo T03aBTpakaTh
3a 3-4 yaca 10 Havaja TecTa, He MPUHUMATD
KapIuoJIOTMIECKUX TMpenapaToB, He KypWTh,
KakK MUHUMYM, 3a 2 4yaca A0 npoOsbl. s Tec-
Ta 6-MX B Kopumope mrHoi 30 M nenarorcs
He3aMeTHBIe IS TalMeHTa pa3MeTKu depe3
Kaxnplie 3 M nuctaHiuu. B reueHue 10 MuUHYT
1o Tecta 6-MX manueHT I0KEH CIIOKOWHO
nmocuzieTb. B aT0 BpeMsi HEOOXOAMMO 3a4u-
TaTh MY CJIEAYIOIIUI TEKCT:

«3a 6 MuHYT Bam He06XOIMMO MPONTH Kak
MOXHO 0OJIbIIIee PACCTOSTHUE, TTPY 3TOM HEJb3sT
OexaTh WK nepeMelarhbes nepedexkkamu. Bot
OyneTe XOMUTh IO KOPUIOPY Tyda U 0OpaTHO.
Ecnu mosiBUTCSl ompllika wWin cjaabocTb, Bbl
MOXETe 3aMeUTUTh TEMIT XOIbObI, OCTAHOBUTb-
s ¥ OTHOXHYTh. Bo BpeMsT OTIbIXa MOXHO MpU-
CJIOHUTBCS K CTEHE, 3aTeM HEOOXOIMMO ITPOI0JI-
kuTh Xonb0y. [TomHuTe, Bama wLenb: mpoiTu
MaKCHMaJIbHOE PACCTOSTHHE 33 6 MUHYT».

IIpnnoxenue 2

CpenCTB Y OOJNBbHBIX, Ha3HAYeHWE KOTOPBIM
TperapaTa TepBOro0 MJIM BTOPOTO BbIOOpa He
TO3BOJISIET NOOWTHCS TOJIOKUTEILHON TUHA-
MuKM. M3ydeHue Takoi CTpareruul JeuyeHUs
6osbHBIX JIT' sABJISIETCS 1IETBIO TIPOBOTUMBIX
B HacTosilliee BpeMsl PaHIOMU3MPOBAHHBIX
MCCIIENOBAHUA.

XUpypruyeckue METOIbl JIeueHUs: Tpel-
cepnHas OaJUIOHHAs CENTOCTOMUS U/MJIN
TpaHCIUTAaHTAIMs JIETKUX, TTOKa3aHbI IPU ped-
PaKTepHON K MEIMKAMEHTO3HOMY JIEYEHUIO
JT.

Bo BpeMst TecTa MOXHO MATH 3a TAIlACH-
TOM, He (popcupys Tem ero xonbonl. Kaxbie
60 cex ciemyeT MOOLIPSAThH HALMEHTa, IPOU3-
HOCSI CITOKOITHBIM TOHOM (pa3sl: «Bce xopo-
mo» wim «Monozen, mpomoiokaiTe». Hep3s
MHGOPMUPOBATh MalleHTa O IIPONICHHOMN
IUCTAaHIIMM M OCTaBIIeMcs BpeMeHH. Ecim
MALIMEHT 3aMeIjIsieT XOmb0y, MOXHO HAITOM-
HHUTb O TOM, YTO OH MOXET OCTaHOBUTBCS,
OTHOXHYTh, IIPUCIOHUTBLCS K CTEHE, a 3aTeM
KaK TOJBKO IIOYYBCTBYET, YTO MOXKET WITH,
MPOJO/LXKUTh Xoab0y. Ilo mcreueHun 6 MuH
CJIeMyeT TOIPOCHUTD TAaleHTa OCTAHOBUTBCS
M He JBUTATHCS, TIOKA He OymeT M3MepeHo
npoiineHHoe paccTossHue. Heodxommmo n3me-
PUTH PacCTOSTHUE C TOUHOCTHIO 10 1 M, 3aTeM
MPEUTOXUTL OOJTBHOMY IIPUCECTh M HAOJIIO-
JaTh 32 HUM, Kak MUHUMYM, 10 MuH. B ato
BpeMsI OH MOXET 3aIlOJIHUTH (DOpPMY OLIEHKU
ompimiky 1o Borg G 1982. He cnemyer coo6-
1ATh MAUMEHTY AMCTAHUUIO, TPOMAECHHYIO B
JIIOOOM U3 TECTOB.

IIkana oueHku oabliku 1Mo Borg G 1982

0 OTCYTCTBYET

0,5 OueHb, OUEHb cj1abast (eaBa 3aMeTHasT)
1 OoueHb cnabas

2 cnabast

3 yMepeHHast

4

OoJiee TsKenast

522

5 TsKenast

6,7  OdYeHb TIKeTas

8,9  oueHb, OUEHD TIXKeIasd
10 MaKcHUMaJbHas





