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CMNCOK COKPALLEHUI

BMPR2 - (bone morphogenetic protein receptor
2) peuenTopbl TMNa 2 6enka KOCTHOro Mopo-
reHesa

BNP/ NT-proBNP - M03roBoit Hatpuitypeti-
yeckuin nentug/ N-koHueBoW doparmeHT BNP
(diffuse lung carbon dioxide) anddy3noHHas
CMOCOBHOCTb NErKIUX B OTHOLLEHUN MOHOOKCU-
Jayrnepoga

Pa0,/ PaC0, - napumanbHoe AaBeHue Kucno-
pofa/ yrnekmcnoro rasa

NO - okcupg a3oTa

NYHA - ppm - (New York Heart Association)
Hbto-lopkckas accoumaums cepaua

(parts per million) — yactuy NO Ha MUnMoH B
ra3oBoil cMecu

Sa0,/ Sv0, - catypauus O, apTepuanbHoi / Be-
HO3HOIi KPOBM

SMM - nnowanb npaBoro npeacepans

AP3 - aHTaroHMCTbI PELIeNTOPOB 3HA0TENNHA

BAIT - 6annoHHas aHrmonnacTuka

BUT - 6noK MHTEHCUBHO Tepanuu

BKK - 6nokatopbl KanbLueBbIX KaHanoB

BV - Bupyc uMMyHoZeuumTa Yenoseka

BKT - BeKkTOpkapanorpadus

BJ1I - BbicokoropHas JII

BIMC - BpoxaeHHble NOPOKM cepaLa

}6'1,6MX - INCTaHLKA B TECTE 6-MUHYTHOM X0[ib-
bl

JOJTA - anactonuyeckoe 1aBneHUe B NEro4HON

apTepum

J3NA - paBneHue 3aknUHWBAHUS B NIErOYHON

apTepum

ONA/ cp.[INA - naBnexue B Nero4Ho aptepuun/

CpefHee AaBNIEHME B JIEr0YHOI apTepuu

OMXKTT - nedbekT MeXOKenyaouKkoBON nepero-

poaKm

OMMM - pedvekT mexnpeacepaHoid nepero-
pOAKM

[N - gasneqne B NnpaBom Npeacepanu

ELl - eanHnupl

W - nouonarnyeckas neroyHas runepreHamns
WN® — uanonatnyeckuin neroYHblin ouopos
KMNOC - kaTeTepuaauus npasbiX 0TAEN0B Cepf-
La

KT - komnbtoTepHas Tomorpadus

NAT/ NI - neroyHas apTepuanbHas runepreH-
3/ NeroYHas runepTeHsuns

JIBOb - neroyHas BEHO-OKKMHO3WOHHAsA 60-
ne3Hb

JIKTA - nIero4Hblii KanunnspHblii reMaHrmoma-
103

J1A - neroyHas aptepus
JDXK - neBbIii xenynoyek
JICC - neroyHoe cocyamcToe ConpoTMBIEHME

MHO - mexpayHapoaHOe HOPMann30BaHHOE
OTHOLLEHME

MPT - marHuTHo-pe3oHaHCHas Tomorpadgus
HINAT - Hacnenyemas JTAT

HIB - HUXHAS nonas BeHa

OAK - opanbHble aHTUKOAryNsHTbI

OATT - OTKpbITbIV apTEPUANbHBIA NPOTOK
0®I - ocTpas hapmakonoruyeckas npoba

O®B1 - 06bem hOpCMPOBaHHOIO BbiA0Xa 3a 1
CeKkyHay

MI/NFET — npocTarnayauHbl/ npocTarnaHanH
E1

[X/MN - npaBblid XXenyao4ek/ npasoe npef-
cepave

[Tl - nepBuYHas neroyHas runepTeH3ns
noptoJIl - NopTONeroYHas runepTeH3mns
ML - npocTaumknuH

prLl - pacTBOpUMAs ryaHUnaTumuKnasa

PKW - paHoomu3upoBaHHOE KOHTPONMPYemMoe
nccnenoBaHune

CB/CW - cepreyHblit BLIGPOC/ CEpLEYHBbIA WH-
IeKC

C1A - cuctonnyeckoe AaBfneHue B NIETOYHOM
apTepumn

C3CT - cuctemHoe 3a6oneBaHne CoOeaNHNUTENb-
HOM TKaHW

COAG - cuHapom 06CTPYKTMBHOIO anHoa CHa
CCL - cuctemHas cknepogepmust

T6MX - TecT 6-MUHYTHOR X0[b0bI

TP - TpukycnugansHas peryprurauus

T3NA - TpoM603M60NUA NErOYHON apTepun
T3 - TpOM6O3HAAPTEPIKTOMUSA

OB - hyHKLMSA BHELLHEr0 AblXaHus

®XEJT — dhopcupoBaHHas XWU3HEHHAA eMm-
KOCTb Nerkmx

OK - (DYHKLMOHANBHBIN KNnacc
®P - thakTop pucka

XOBJ1 - xpoHuyeckas 06CTPYKTUBHAS 60N1E3Hb
Nerkux

XCH - XxpoHuyeckas cepfedHas HeLoCTaToy-
HOCTb

XTAIT - XpoHuyeckas TpOMO03IMOONNYecKas
NeroyHast runepTeH3ms

YCC - yacToTa cep/aeyHbIX COKpaLLEHN

LBJ - ueHTpanbHoe BEHO3HOE JaBreHune
UIM® - uuknuyeckuii ryaHosauHMoHodocdar
9KI - anekTpokapamorpadgus

IKMO - aKcTpakopnopanbHas Mem6paHHas
OKCUreHauus

9T-1 - 3HgoTenuH-1
9xoKT - axokapamnorpacus
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EBPA3VIVICKUI KAPOWOIIOMMYECKU XKYPHATT
EURASIAN HEART JOURNAL

1. BBEAEHUE

Neroynas runepteHsus (J1IN) aBnsetcsa TsHXeNoW naronoruei
CEpAEYHO-COCYAMCTON CMCTEMbI, KOTOPAs NpW OTCYTCTBUW Jleye-
HUA MMEET KpaiHe HebaronpuATHbIA NPOTHO3.

B 2007r. B P® 6biin NpUHATbI NepBble HaLWOHAMNbHbIE pe-
KOMeHAaumn no auarHoctuke u neyveduio JI, nanee 8 2013r. u
2016rr. paspabartbiBanucb HoBble Bepcuu JokymeHta [1,2,3]. B
2015r. poccuiickumMmn 3KcnepTamm pa3paboTaHbl HaUWOHaNbHbIE
PEKOMEHJALMM N0 AMArHOCTMKE W NEYEHUI0 XPOHUYECKON TPOM-
603am6onunyeckonn JII (XTI [4,5]. [lo HacToALLEr0O BPpEMEHN B
CTpaHax EBpasniicKoro coapyxecTsa 0TCYTCTBOBaNN efiuHbIe pe-
KOMEHAaLUMW No anarHocTtuke 1 nedeHuto JI.

OcHoBHOWM 3afa4ei npu pa3paboTKe HACTOALLEr0 AOKYMEHTa
SBUNCA aHANM3 HALMOHANbHbLIX W MEXAYHapOdHbIX PeKOMeHaa-
UMIA 1 pykoBoAcTB no npo6nieme JIT', faHHbIX COBPEMEHHBIX peru-
CTPOB, MHOFOLIEHTPOBbIX PaHAOMMU3NPOBAHHbIX KOHTPONUPYEMbIX
nceneposaHuii (PKIM), KOHCEHCYCHBIX [JOKYMEHTOB, 0Ny61KOBaH-
HbIX 3a NOCNeAHUe rofbl, C LEnblo ONTMMU3ALNA ANArHOCTNYE-
CKOro NpoLecca 1 NeYeHns JaHHOR KaTeropun 60MbHbIX.

[unarHocTudeckne u nevebHble MepPoONPUATAS PasnmnyanTcs no
Knaccam U YpOBHAM [0Ka3aTeNbHOCTU PEKOMEHAALMA B COOTBET-
CTBME C pyKoBOACTBaMW EBpOnenckoro 06LLECTBO KapAwonoros
(ESC) 1 Esponetickoro pecnuparopHoro o6iiectsa (ERS) (tabn. 1.1.).

Ha VI BcemupHom cumnosuyme (Huuua, ®padums, 2018 r.)
NPeanoXeHo U3MEHWUTb AuarHocTudeckuin kputepuin JII B Buge
CHUDKEHUS BESIMYUHbLI CPELHEro AaBSIeHUsS B JIErOYHOW apTepuu
(cp.LN1A) >25 mm pT. CT. 8o >20 MM pT. CT. [6]. BmecTe C Tem,
B nnaHe agnarHoctuku XTAJIT — rpynnsl IV NpUHATO peLLeHue o
COXpaHeHun BenmymHbl cp.[J1A 6e3 n3mMeHeHun. YuuTbiBas TOT
(hakT, YTO MHOrVMe NpPeAnoXXeHWs IKCMepTOB NoKa HaxoAAaTcs B
nonie AUCKYCCUM U HE HALLNKN OTPaXEHUS B EBPOMENCKUX PeKo-
MeHJauunax, B HaCTOALEM AOKYMEHTE 3a OCHOBY B3STbl YTBEPX-
LEeHHble NOJIOKEHNA N NPUHATbIE PAHEe KOHLENLMK.

B paHHOM [oKymeHTe, pa3paboTaHHOM 3kcneptamu EBpasnii-
CKOW accoumauunn Kapauonoros, Y4TeHs! HaLUoHanbHble 0Co6eH-
HOCTU B MOAX0JaxX K 06CNef0BaHUI0 U nevYeHunto naynenTos ¢ JIT.
PekomeHzauum npussaHbl yNy4qlwnTs PaAHHIOK LUATHOCTUKY 3TOM
TAXKENON NaTonorun, CBOEBPEMEHHO BbISIBUTL OnepabenbHbIX na-
LMEHTOB U BbIGpaTL ONTUMANbLHYIO Ne4e6HY0 cTpaTernio. MNpak-
TUYECKOE PYKOBOACTBO MNpejHa3Ha4YeHO ANA LUMPOKOro cnekrpa
CneunanucToB — Bpader 06LLei NPAKTUKKW, TepanesToB, Kapamo-

Tabnuua 1.1. Knaccbl M ypoBHM 10Ka3aTENbHOCTH PEKOMEHAALMA
Knacc pekomenpaumi

I
BUA NeYeHns ABNAOTCA 3COEKTUBHLIMU U MOJIE3HBIMM.

NI0r0B, MYNbMOHONOrOB, PEBMATONOr0B, (hTM3NATPOB, FreMaTono-
roB, UHEKLIMOHUCTOB, XUPYPrOB.

2. ONMPENENEHUA

Jleroynas runepTeHsus — 31o rpynna 3abonesaHunii ¢ remogu-
HaMWUYeCKON KapTWUHOI NPOrpeccMpyoLLero noBbILEHWS Neroy-
Horo cocyaucrtoro conpoTusnenus (JICC) u fasneHns B Nero4Hoi
aptepum ([N1A), 4T0 NPMBOAUT K AUCHYHKLIMN NPABOr0 XKENyno4-
ka ([MK) n passutuio npasoXxenyno4KoBOA CepAevHON HeLoCTa-
To4Hoctu [1-3,7].

OnarHoctuyeckum  kputepuem JII'  aBNAeTCA MOBbILUEHUE
CpefHero faBneHns B nero4Hon aptepum (cp.JJ1A.) >25 mm pr.
CT. B NOKOE N0 JaHHbIM KaTeTepu3auum npasbIiX 0TAEN0B cepaua
(KMOG) [2,7]. B Hopme 3TOT Nokasaresb B NOKOe, B CPEIHEM, CO-
cTaBnseT 1443 MM pT. CT. 1 He npeBblLaeT 20 Mm pT. cT. [7]. MpK
nosblweHun cp.AJ1A B anana3oHe 21-24 mm pT. CT. Bcerga Tpe-
ByeTca TILATENbHbIA AUHAMUYECKNI KOHTPOMb B rpynnax pucka —
Mpu CUCTEMHbIX 3a60MeBaHNAX coeanHNTeNbHOM Tkanu (C3CT), y
POACTBEHHMKOB 60NbHbIX ¢ Hacnegyemoi JIAI (HITAM) nT.4. [1.3].

Jleroynas apTepuanbHas runepTeH3us — 3T0 NpekanuansapHas
thopma J1I', KoTOpas pa3BMBAETCA NPW OTCYTCTBUM 3a60J1eBaHNIA
NErknx, XpoHN4eckon TpOM603MOONUN B CUCTEMY JIErO4HOI ap-
Tepumn (TAJTA), opyrux peakux 6onesHel (rpynna V) B KayecTse
BO3MOXXHbIX Npu4uH nosbiweHus AJ1A [1-3,7].

LnarHocTu4ecknmmu KpuTepuamm fero4Ho aptepuanbHoil ru-
nepteHsuu (JIAl) aBni0TCA CnegytoLne reMoauHaMn4eckme na-
pameTpbl B MOKOE MO faHHbIM MaHomeTpuun npu KIMOC:

« cp.4JTA >25 mm prT. CT.,

* [LaBJIEHNE 3aKNWHWBAHUSA B Nero4Hon aptepum (O371A) <15 mm
pT. CT.

 NieroyHoe cocyguctoe conportusnexne (/1CC)>3 EO. Byna
[3,7,8].

3. KNIACCU®UKALIUK

KnuHnyeckas knaccucpmkauus J1T Heobxoauma ans ctaHaapTu-
3aLuK ANarHoCTUYeCKNX 1 NneYebHbIX MOAX0J0B W BKIHOYAET MsATh
rpynn (taén. 3.1.).

lpynna | npeactasnena uanonatuyeckon J1T (UIr), Hacnenye-
mow coopmoit (HIAT); JTAT, uHAYLUMPOBAHHO NPMEMOM f1eKapcTB
1 TOKCUHOB, a TAKXXe acCOLMUPOBAHHbIMK (hopMaMi BCReACTBME
BPOXAEHHbIX NOPoKOB cepAaua (BMC) (CMCTEMHO-NErOYHbIX LUYH-

[lokasarenbCcTea U/unm efuHOe MHEHUe, Y4TO ANarHoCTMYecKas npoueaypa unu

Il MpoTMBOPEYMBLIE AAHHbIE U MHEHUS 06 3D EKTUBHOCTW/ MOMb3E JIeHeHus

lla  CoOTHOLUEHME JaHHbIX/ MHEHWUIA B NONb3Y 3MEKTUBHOCTI/ NOSb3bl NEYEHUS

b CooTHOLEHWE faHHbIX/ MHEHWIA B OTHOLIEHUM 3 (EKTUBHOCTM/ NOSb3bI HE YCTAHOBMEHSI.

1
YpoBeHb 10Ka3aTeNbHOCTH PEKOMEHAALHNA

A

[laHHbIe UK eauHOe MHEHUE, YTO feYeHne/ NpoLeaypa He SBNSeTCs NosiesHbIM,
3(DMEKTUBHBIM, @ B PAAE CIy4aeB MOXET ObITb AaXe 0NaCHbLIM.

[laHHble Noy4YeHbl N0 pe3ynbTataM MHOXECTBa PaHLO0MU3MPOBAHHbIX
KOHTponmpyembix uccnegosanuin (PKI) nnm meta-aHanusos.

[laHHbIe nosiyyeHbl N0 pesynbTatam ogHoro PKI unm maclutabHbIX MCCnefoBaHWiA C HeonpeaeneHHbIMU PesynbTaTamu.

EOnMHOEe MHeHMe 3KCnepToB W/uin He60IbLUNE HEKOHTPOMPYEMbIe UCCIeA0BaHNSA, PETPOCMNEKTUBHbIE NCCIIEA0BAHNA, PETUCTPbI
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T08), C3CT, noptansHoi runepteHsumn, BUY-undekunu, wmcro-
comosa [3,7].

[inq yctaHoBneHns AnarHos3a Heo6X0LMMO BbIBUTb KPUTEPUM
JIAT, UCKNOYUTb HACNeACTBEHHbIN aHAMHE3 U BO3MOXHble ac-
couumpoBaHHble dopmbl [7,8]. HIAT gmarHocTupyercs npu Ha-
NNYUM CEMENHOTO aHaMHe3a 1/ UNn BbISIBNIEHWUI MyTaLWii FeHOB,
KOOUPYIOLLMX peLenTopbl TUna 2 6esika KOCTHOro MopdhoreHesa
— BMPR2 (bone morphogenetic protein receptor 2) (80% cny4a-
€B), pexxe 06HaPYXMBAKOTCA MyTaLMKU aKTUBUH-NOLOBHON KNHA3bI
— ALK1 unu ENG (sHgornuHa), a Takxe Smad9 [7]. B nocnegHue
rogbl npumepHo y 20% cemeit ¢ JIAI 06HapyXeHbl MyTaLuu reHoB
CAV1 (kaBeonuH-1) n KCNK3, KOTOpbIe KOLUPYIOT, COOTBETCTBEH-
HO, MeMOpaHHbIA 60K 3HAOTENNANbHbIX KITETOK 1 6eN0K Kanu-
eBbIX KaHanos [3].

lepeyeHb NeKapcTBEHHbIX NPenaparos 1 TOKCUHOB, KOTOPbIE pac-
CMATpMBAOTCH B Ka4eCcTBe (PakTopoBs pucka (OP) UHAYLMPOBAHHOM
JIAT npeacrtasneH B Tabnuue 3.2. P MOXHO KnaccuguumpoBaThb
Mo cTeneHn accoumaumm ¢ J1I, Hanuyuem YCTaHOBAEHHOW UNW Npea-

Ta6bnuua 3.1. Knunuyeckas knaccucpmkaums

|. JleroyHas apTepuanbHas runepTeH3ns:
1.1. Nononartnyeckas (AJT)
1.2. Hacnenyemas (mytauuun BMPR2, npyrue)
1.3. VHayumpoBaHHas npuemom JIeKapcTs U TOKCUHOB
1.4. AccouumpoBaHHas c:

nosiaragmoil MPUYUHHO-CeACTBEHHON cBA3n [8,9]. Pasnuyaior
«onpepeneHHbie» OP npu Hann4uu B3aMMOCBA3€EN, NOATBEPXKAEH-
HbIX B PAfle HE3aBUCUMbIX HAOMOEHWIA, BKNIOYAsS KOHTPONMUPYEMbIE
UCCNEA0BaHNsA 1 [OKa3aHHbIE ANUOEMUN; «BEPOATHbIE», B NMONb3Y
KOTOPbIX CBUAETENbCTBYET HECKOMbKO HE MPOTUBOPEYaLMX Apyr
Jpyry HabnoaeHni, B TOM YUCNE CEPUK Cy4aes.

CornacHo npeasioXXeHnto akcnepTos, Ha VI BcemupHom cumno-
3uyme, B rpynne | o6cyxxaanace pyopuka «J1AI ¢ cOXpaHeHHOM
BA30PeaKTUBHOCTbIO» [9]. Simonneau G. 1 COABT. B Ka4eCTBe Kpu-
Tepues AANTENbHOrO OTBETA Ha Tepanuto 6110KaTopamn KanbLue-
BbIx kaHanos» (bKK) ykasanu: poctuxeHue/ coxpaHeHue ®OK I/11
B COYETAHWM CO 3HAYUTENbHBLIM YAYYLIEHNEM FeMOLUHAMNYECKIUX
napaMeTpoB B TEYEHUE HE MEeHee OJHOro rofa nevyeHus - coxpa-
HeHue/ yny4lleHne nokasaresnemn N0 CPAaBHEHMIO C JOCTUTHYTLIMU
BO Bpems 0CTPoro grapmakonormyeckoro tecta (OPI) ¢ goctu-
xenuem cp.[I/1A<30 MM pT. CT. 1 HOpManM3aumnen/ yny4LeHmem
cepneyHoro Bei6poca (CB). Mo gaHHbIM Poccuitckoro perucrpa,
nonoxutensHas 0@ (cHmxenne cp. J1Acp. >10 mm pT. CT. C

1.4.1. BpOXJEHHbIMU NOPOKaMu CepALa (CUCTEMHO-NEr0YHbIE LUYHTbI)

1.4.2. cuctemMHbIMK 3a60M1€BaHUSIMN COEANHUTENbHON TKAHW

1.4.3. nopTanbHOW runepTeH3nen
1.4.4. BUY-uHdekumen
1.4.5. Wwucrocomosom

1.5. JII ¢ npu3HaKkamu nopaXkeHWs JIEro4HbIX BEH/ KanunnsapoB (1ero4Has BeHo-

OKKNIO3MOHHAsA 60/1€3Hb/ IEr04HbIN KanuaiapHbIi reMaHrmomMaros)

1.6. Mepcuctupytowwas JII HOBOPOXKAEHHbIX

2.1. Cuctonunyeckas ouchyHKLms
2.2. [Inactonunyeckas AncgyHKLns
2.3. KnanaHHble nopoku

. JleroyHas runepTeH3uns BCELCTBUE NATONIOrNK JIEBbIX OTAEN0B CepALa:

2.4. BpoxpeHHas/ npuobpeTeHHas 06CTPYKLMA NPUHOCALLEr0/BbIHOCALLENO TPAKTA JIEBOTO XKenyno4ka

2.5. BpoXaeHHbIi unu npuobpeTeHHbIA CTEHO3 NIEr04YHbIX BEH

[Il. JleroyHas runepTeH3us BCreAcTBME 3a60S1EBAHIUIA JIErKUX W/UK FTUNOKCEMMN:

3.1. XpoHuyeckas 06CTPYKTMBHAA 60NE3Hb NErkux
3.2. HTepcTuumanbHble 3a60neBaHnsa Nerkux

3.3. [ipyrue 3a60neBaHmMs NErkux co CMeLIaHHbIMI PECTPUKTUBHBIMU U 06CTPYKTUBHBIMIA HAPYLLEHNUSIMM

3.4. Tunokcmsa npu 0TCYTCTBUM 3a60MEBAHNUIA NIETKNX
3.5. HapyLueHus fpixaHus BO BpeMs CHa

3.6. CHAPOM anbBeONSAPHOI MMMOBEHTUNSALIMM

3.7. BoicokoropHas J1I

3.8. AHomanuu paseuTiA Nerknx

IV. JTT BcrnefcTBue 06CTPYKLMN NEr0YHbIX apTepuil:
4.1. XpoHuyeckas Tpom6oambonuyeckas JIr

4.2. [lpyrue 06CTPYKLMM JIErO4HON apTepuin (aHrnocapkoma, Apyrue BHyTPUCOCYAMCTbIe
0nyXonu, apTepuuT, BPOXXAEHHbIE aHOManuK, napasnTapHble 3a60neBaHus)

V. JIIl Hen3BECTHOrO NN CMELLIAHHOTO reHesa:

5.1. Fematonornyeckue 3abosieBaHuns (XPOHUYECKAsA FEMOSTUTNYECKAA aHEMUS,

MUenonposndgepaTuBHble 3a60sieBaHNs, CreHIKTOMMSA)

5.2. CMCTEMHbIe HapyLLEHMS (CapKOWUL03, NEroYHbIA MUCTUOLMTO3, IMM(AHTNOENOMIUOMATOS, Helipodubpomaros, BaCKyUTbl)

5.3. MeTtabonunyeckue HapyLleHnUs (rMMKOreHo3bl, 6051e3Hb [oLLe)

5.4. [ipyrue (onyxonesas 06CTPYKLMA, (PUOPOINPYIOLLMA MELMACTUHWT, XPOHUYECKAs NOYeYHas Hel0CTaT04HOCTb, cermeHTapHas JiIn)

5.5. CnoxHble BPOXXAEHHbIE MOPOKM cepaLa
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LOCTUXeHWemM abCONOTHON BennYuHbl <40 MM pT. CT. Npu OT-
cytctBun cHxkenus CB) Bbissnena y 8,6% naumentos W n
HITAT [10]. OfHaKo HepeaKo KIMHUYEeCKOoe YXYALLeHWe Y 60MbHbIX
HabNI0AaeTCA He TONbKO B NEPBble MeCALbI, HO W CMYCTA rOf OT
Havana nevenuns BKK, 4to TpebyeT ackanauuu cneuucny4eckon
Tepanuu u, CnefoBatenbHo, NO3BOMAET paccMaTpusarb 3T0 [0-
NOSTHEHWE He LienecoobpasHbIM.

B knaccudpukaumn JAT, accounmnpoBanHoi ¢ BIC — BpoxaeH-
HbIMWU CUCTEMHO-JIErOYHbIM LUYHTAMW, Y4UTBIBAKOTCA TUM U pas-
Mepbl fedekTa, Hanu4ne Wi OTCYTCTBME 3KCTPaKapAWanbHbIX
aHomanui u cratyc koppekuun BMG (tabn. 3.3). B kKnuHuyeckoi
Knaccudukaunm BoI4ensoT YeTbipe 0CHOBHbIe rpynnbl JIAT-BIC:
1) cuHgpom Jii3eHmenrepa, 2) JIAT, accounmnpoBaHHas ¢ npenmy-
LLIECTBEHHO CUCTEMHO-JIEro4HbIMM WyHTamu, 3) JIAT npu manbix,
cnyyaiiHbix gedpekrax, 4) JIAT nocne xupypruyeckomn Koppekunu
nopokos (Taén. 3.4.) [3,7,8].

3.2. JlexapcTsa v TOKCMHbI - (hakTopb! pucka JIAT

OnpepeneHHbIA BeposTHbIA

» AMUHOPEKC « KokauH

« DeHdnopammuH « ®eHMNNPONAHONAMUH

« [lekcheHdpnopamuH  « AMcpeTamnHONo06HbIE Mpenaparbl
« TOKCUYECKOE * MIHTepdhepoH a n B

parncoBoe Macno
« beHnoopekc

« [1a3atuHn6
 MeTamdeTamuHbl

« ANKUIMpytoLLmMe npenaparbl

« JKCTPAKT TpaBbl 3Bep060s
MPO/bIPABIEHHOMO

« bo3yTMHNG

 AHTMBMPYCHbIE Mpenaparbl NpoTUB
Bupyca renatuta G npsamoro AeicTems
« [lechntoHomup

o VInaupy6uH

Cpeawn npoCTbIX NOPOKOB CNeayeT OTMETUTb Haubomee 4acTble
— [iedpeKTbl MeXOKeNy04KoBoii neperopoaku (AMXKIT), nedekTb
mexnpencepaHoi neperopogku (AMITM) n OTKPbITLIA apTepuanb-
Hbli npoToK (OAIM).

06b14HO paHHAs xupypruyeckas koppekuus BIC npepotspa-
waet passutne JII. Y paga 60MbHbIX TsXenas pesnpyanbHas
JNAT pa3BuBaeTCs nocne XWpypruyeckom Koppekuuu nopoka. B
TaKUX KSIMHUYECKNX CUTYyaLMaX BO3HMKAET MOXHO N0J03peBaTh
Hanu4me HeobPATUMOro NOPAXKEHNA NIEroYHbLIX COCYAOB [0 One-
PaTUBHOrO NeYeHNs Nopoka cepaua. Hemb3s UCKNYUTB, YTO pe-
MOZESIMPOBaHUE NIero4HbIX COCYA0B NPOrPeccMpyeT, HeCMOTPS Ha
YCMELIHO NPOBEJEHHYIO onepaLuio. B COBPeMEHHbIX PeKOMeHAa-
LMAX NponNuUcaHbl Kputepumn onepadensHocTH y 60bHbIX BI1C, 4To
N03BOSET MUHUMU3NPOBATL PUCK Pa3BUTUA pe3uayanbHoi JTAT
(Tabn. 3.5.) [3,7].

AT, accounupoBanHas ¢ G3CT (JTAT-C3CT), passusaetcs npu
cuctemMHoi cknepogepmun (CCL), cuctemMHON KpacHoil BoNYaHke,
CMeLIaHHOM 3ab0JieBaHNK COeLMHUTENbHOW TKaHu, 6onee pea-
KO - pPeBMatoMHOM apTpuTe, AepMaTOMWUO3UTE UMK CUHAPOME
LWerpeHa. Yactota JIA[ HagexHO yctaHoBneHa Tonbko npu CCL
—7-12% [2,3]. Y 60nbHbix co cp.AJ1A 21-24 mMm pT. CT. uMeeTcs
BbICOKMI puck passutmsa JIAI B 6nmxailune 3 roga, 4to Tpedyet
TLLATENbHOrO UHAMUYECKOro HabnoaeHus [7].

MoBbIlWEHNE [ABNEHUS B CMCTEME BOPOTHOW BEHbl MPUBOAUT
K Pa3BWUTMIO NOPTOMEro4HON runepteHsun (noptoflr). Memoam-
HaMu4yeckue uccnenosaHus nokasanu, 4to JIAI npu nopTansHoi
rUnepTeH3nn BhifBNseTcs y 2-6% 60MbHbIX [3,7]. Puck ee pas-
BUTWUA HE 3aBMCUT OT TSHKECTW natonorun nedenu. JIAT ssnsercs
peskuM OCnoXHeHuem BUWY: pacnpocTpaHeHHOCTb COCTaBnser
0kono 0,5% [8]. JIAl pa3BuBaeTCs UCKIHOYMTESILHO NpW renaro-
NeHansHo Yopme LUINCTOCOMO3a NPUMEpPHO B 5% crnyyaes [7].

Jlero4Hasi BEHO-OKKNO3NOHHAsA 60ne3Hb (JIBOB) u neroyHbIi
KanunnapHeln remadruomaros (JIKM'A) (rpynna 1.5.) — penkue
¢hopmbl natonormn, KoTopble UMeKT cxodHble ¢ ST ructonoru-
YecKue, KIIMHUYECKNEe U reMonHamMmmyeckne 0CO6eHHOCTH, MOTYT
Bo3Hukatb npu G3CT, B4, npumeHenun aHopekTukos [2,7,11].
B HacTtosiee Bpems B kadectBe ®OP yka3blBaeTcs BO3[JENCTBUE
OpraHM4yecKnx pacTBOPUTESNIeil, B YACTHOCTW, TPUXIOPITUIIEHA,
“MeeTcs 3Ha4uTeNbHOe CHKeHne DLCO <50% 0T JOmKHOro npu
OLeHKe AnMddY3NOHHON CNOCOBHOCTM NErkux, BbIpaXXeHHas -

Tabnuua 3.3. AHaTOMO-naTohu3noNoruyeckas KnaccuthukaLmus BPOXKAEHHbIX CUCTEMHO-
NEroYHbIX LWYHTOB, aCCOLUMPOBAHHDIX C JIErOYHON apTepuanbHOM rMNepTeH3uen

1. Tun

1.1. [pocTble NPeTpuKycnUaanbHbIe LLYHTbI
1.1.1. [ledbekT MexxnpeacepaHoOn neperopojkm
1.1.1.1. BropnyHoe coyctbe
1.1.1.2. BEHO3HbIN CUHYC
1.1.1.3. [epBMYHOE COYCThE
1.1.2. TToNHbIA UK YaCTUYHbIA aHOMASTbHbINA
APEHAX NEeroYHbIX BeH

1.2. [pocTble NOCTTPUKYCNUAANbHBIE LLYHTbI
1.2.1. [ledheKT MeXOKeny04K0BOIA Meperopoaku
1.2.2. OTKpbITbIA a0pTanbHbIiA NPOTOK

1.3. KOMOUHWUPOBAHHBIE LLYHTbI

1.4. KomniekcHble BPOXIEHHbIE NOPOKK cepaua
1.4.1. NonHbIN feeKT aTpMOBEHTPUKYNISPHON NEperopoaku
1.4.2. ApTepuanbHblid CTBON
1.4.3. ®3n0N0rnNs eIMHOr0 Xenynoyka ¢
HEOBCTPYKTUBHBIM JIErO4YHLIM MOTOKOM KPOBM
1.4.4. TpaHcno3uuns MarncTparnbHbIX apTepun
¢ AMKI1 (6e3 nero4Horo cteHo3a) u/unm
OTKPbITbIM apTepUarbHbIM MPOTOKOM
1.4.5. [Ipyrue

2. Pasmep

2.1. TemogmHammuyeckue (ykasarb Qp/QS)
2.1.1. PeCTpuKTUBHbIE (TPafMeHT AaBsieHns yepes AedexT)
2.1.2. HepecTpukTnBHbIE
2.2. AHaTommnYeckume
2.2.1. o1 Manbix 40 ymepeHHbIx (AMIM
<2,0 cm 1 OMXI <1,0 cm)
2.2.2. bonbwwue (AMMMN >2,0 cm n AMXKI >1,0 cm)

3. Hanpasnenue wWwyHTa
3.1. [penMyLLeCTBEHHO CUCTEMHO-/1IEr04HbIN
3.2. [penMyLLeCTBEHHO JIEr04HO-CUCTEMHBbIN
3.3. [1ByHanpaBneHHbIi

4. AccoLuupoBaHHbIe KapanoJIoruyeckue u
JKCTpaKapauanbHble HapPYyLUEHKUSA

5. CTaTyc BOCCTAHOB/EHMS
5.1. Heonepa6esbHblii
95.2. MNannuatusHbIN [yKasatb TUN onepawmuu(i),
BO3pAcT npu NpoBeAeHNN onepawmm]
5.3. BoccTaHoBUTENbHBIN [yKa3aTb TUN onepauuu(i),
BO3pAcT npw NpoBeAeHNN onepawmm]
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NoKceMus B apTepuanbHom Kposu, KT-kapTuHa B BUAE YTONLLEHMS
MeXINI06yNApHbIX CenT, (DEHOMEH «MaToBOr0 CTeKNa», yBennye-
HUe pa3MepoB IMMATNYECKMX Y3N0B cpegocTenmns [9]. NMopaxe-
HIE NeroYHbIX BEHYI/ KanunisapoB acCcoLMUpYeTcs ¢ Hebnaronpu-
ATHbIM NPOrHO30M, PUCKOM Pa3BUTUS OTeKa NErkux B OTBET Ha
Ha3Ha4eHue unu ackanauuto JIAT-cneundpuyeckon Tepanuu [11].

Tpynna . Tlopaxenns nesoro xenygodka (JIXK) mnu knanan-
HOro annapara fieBbiX OTAEe/0B CepALa NPUBOAAT K NOBbILLEHMIO
[aB/eHNs B IeBOM Npeacepaun; naccusHoe nosbiwenne AJ1A sB-
nsercs cneacTeuem o6patHoit nepeaayn fasnenus. JICC 06b14HO
B npefenax HOPMbl WIW HE3HAYUTESIbHO MOBbILLIEHO, TPagueHT
mexay cp.[JTA u O3N1A otcytcTeyert. Mpudunamu JIT rpynnb I
ABNAIOTCA: CUCTONMYECKAA WM AMACTONMYecKas OUCKYHKLUA
JDK, nopaxeHne KnanaHoB J1eBbIX 0TAEN0B cepaLa, BpoXaeHHas/
npuobpeTeHHas 06CTPYKUUS MPUHOCSLLEro/BbIHOCSLLEr0 TpakTa
JDK (taén. 3.1.) [3,7,12,13].

B TeyeHne ANMTENbHOrO BPEMEHM NOAAEPXKUBAETCA HOPMASlb-
Hasl BESIMYMHA TPAHCNErOYHOr0 rpaiMeHTa AaBneHns 1, cneosa-
TenbHo, JIGC (<12-15 mm pT. ¢T. 1 <3 E[l. Byna cooTBeTCTBEHHO)
[7]. Mpwn BbIp2XXEHHOM MOBbILLIEHWI 4ABNEHUSA B JIErOYHbIX BEHAX
(=25 MM pT. CT.) 0TMEYaeTca AMCNPONOPLUOHANBbHOE MOBbLILIEHNE
[J1A 3a CYET NpUCoeaNHEHNs peakTUBHOIO KOMNOHeHTa. Ero Bbl-
PaXXEHHOCTb MOXXET BapblPOBATLCS C AOCTUXKEHNEM TPAHCNEroY-
HOro rpagueHTa gasnexus >15-18 mm prt. c1. n JICC>3 EL. Byna
[12,13]. TemogmHamuyeckmne HapyLienus, nofo6Hble JTAT, pa3su-
BaloTca y 19-35% 60nbHbIX [7].

Tpynna Ill. Nipn JII, accounmpoBaHHO! C NapeHXMMaTo3HbIMU
3a6051eBaHMAMM Nerkux, nosbiwenue cp. /1A 06b14HO yMepeHHOe
(<35 mm pr. cT1.) [14]. Y paga 60nbHbIX 0TMEYaeTC AMCNPONnop-
LMoHanbHoe nosbiweHne [J1A, He COOTBETCTBYIOLLEE CTEMEHW
rUNoKcu. B peTpocnekTMBHOM uccnefosaHnn y 998 60MbHbIX €
XPOHMYeCKOi 06CTPYKTMBHON 60ne3Hbo nerkux (XOBJT) npu npo-
BegeHun KMNOC Tonbko B 1% cnyvaes BbisBnsnach Bbicokas JII

¢ BenmymHoi cp.JJT1A >35 MM pT. CT. 3T BOSbHBIE UMENN yMe-
PEHHO BbIPAXEHHYIO UMW TKENY 06CTPYKUMIO AblXaTenbHbIX
NyTen, TAXKEeNy rMNoKCEMUI0, TUMNOKAMHWUIO, HU3KYIO BEIUYUHY
AN dy3nMoHHON CNOCOBHOCTU NIErKMX B OTHOLLEHMWN MOHOOKCMAA
yrnepopaa DLCO [7,8,14].

Y MHOruX ntofen LnuTeNibHOe (Mecsaubl W rogsl) npebbiBaHne
UMW NOCTOSIHHOE NMPOXWBAHWE HA BbICOKOTOPbE NPUBOAUT K Mo-
BbllweHnto cp.A/TA >20 mMm pt. cT. O4HAKO Y HEKOTOPLIX L,
3Ha4YuTeNbHOE noBbllweHne [JTA MOXeT NPUBOLUTL K Pa3BUTUIO
runeptpodouu MK, npaBoXenymo4koBOM HEJOCTAaTOYHOCTU U
NpeXAeBpemMeHHOoi CMepTK, MHOTAA BHE3AMHON M3-3a HapyLUeHWii
cepredHoro putma [15]. Mpu OTCYTCTBUM APYrUX NPUYUH MOBbI-
weHua 1A guarnoctupyetcs BbicokoropHas JII (BJIT), koTopas
oTHocutea K rpynne Ill. ®P BJI sBnaiTca HacneAcTBEHHOCTb,
rMNeppeakTUBHOCTb JIErOYHbIX COCY[I0B Ha FMMNOKCUIO, KYpeHue,
TSXeNble (PU3NYECKIE HArPY3KU U CUHLPOM 06CTPYKTUBHOIO an-
HO03 cHa (COAC) [16].

lpynna IV. B aTy rpynny BKOYAtOTCA pasnnyHble ()OpMbl 06-
CTPYKLWU JIErOYHbIX COCYA0B: TPOMObI/ 3MOOJbI, OMYXOMN, UHO-
poaHble Tena [4,7,8]. B 3aBucMmocTi OT npuyuHbl passutua JII
KNUHMYecKas 1 Mopdonornyeckas kapTuHa 60ne3Hn pasnmnyaet-
€, 4TO TpebyeT AndpdepeHUMPOBaHHbIX NOAXOA0B K neYe6HON
TakTuKe. Kaxabin nauneHT ¢ XTAJT omKeH HanpaBnsaTbCa B 3KC-
NEePTHbLIA LIEHTP AN PeLLeHNs BOnpoca 0 BO3MOXHOCTU XMpypru-
YEeCKOro Nie4eHus, 4To 3aBUCUT OT SI0KANM3auum 06CTPYKTUBHBIX
NOPXEHUNA, THXKECTU remMOANHAMUYECKUX HAPYLUEHWIA, HANU4us
COMYTCTBYKOLLMX 3260NEBAHMI, XKEeaHUsa 60JIbHOr0, OMNbITa XUpPyp-
ra[5,17].

lpynna V. CepnoBuaHO-KNETOYHAA aHEMUS, Tanaccemus, BPOX-
JEHHbIA CcdepounTos, CTOMATOLMTO3, MUKPOAHruonaTmyeckas
reMonMTUYeckas aHeMus MOryT NPUBOAWTL K Pa3BUTUIO Npeka-
nunnapHon I [2]. Oxa otnuyaetcs ot JIA Kak no ructonarosno-
rMYECKMM NPU3HAKAM U FeMOAMHAMUYECKUM XapaKTepucTukam,

Ta6nuua 3.4. Knunnyeckas knaccuchukauus JIAT, accouuupoBanHoil ¢ BIC — cUCTEMHO-NEr0YHbIMM LYHTaMK

1. Cuuppom 3ii3eHmeHrepa

Bkro4aet BCe 60JIbLUNE MHTPA- W 3KCTpaKapAnanbHble fedeKTbl — CUCTEMHO-NIEr0YHbIe LUYHTbI, KOTOPbIE NPUBOAAT K
3HaumuTesIbHOMY noBbiweHuto JICC n aByHanpassieHHOMY Ui 06paTHOMY (J1Er04HO-CMCTEMHOMY) COPOCY KPOBH.
[TpnCyTCTBYIOT LiNaHO3, BTOPUYHBIA SPUTPOLIUTO3 U NOSIMOPraHHbIE HAPYLLIEHUS.

2. J1AT, accouuupoBaHHas ¢ npeo6naaaroumMm CUCTEMHO-NEr04YHbIMM LUYHTAMK

KoppekTtupyemblie (C MOMOLLbI XMPYPruYecKoro Uim YpeckoXXHOro BMeLIaTeNbCcTea)

HekoppekTupyembie (BKMt04aeT cpeanme u 6onbiune Aedrektol; TIICC — 0T HE3HAYUTENLHOTO 0 YMEPEHHOTO,
npeo6nafaeT CMCTEMHO-NEr04HOE LYHTMPOBaHMe. LInaHo3 B MOKOE He XapaKTepeH).

3. JIAT ¢ manbimu/ cnyyaitHbiMK gedhektamu (Ans B3pOCNbIX 6071bHbIX)
3nayutensHoe T JICC npu Hanuyun Hebonbumx Aedektos (AMXKM <1 cm u AMMMN <2 cm).
KnuHnyeckas kaptuHa naentuyHa WIT. Koppekums BINC npoTnBonokasaHa.

4. JIAT nocne XMpypru4eckoi Koppekuun nopoka

B atux cny4asx nocne xupypruyeckoii koppekuumn BI1C JIAI coxpaHseTcs nocne
onepauuu (nepcuctupytowwas JIAI) unn pasBuBaeTcs 4epes HeCKObKO MECSLIEB UK NET nocne onepauumn (pesuayanbHas
JIAT) npm OTCYTCTBMM 3HAYMMBbIX NOCNEONEPALMOHHbIX 0CTaTOYHbIX MOPAXKEHWIA UV BPOXKAEHHbIX Ae(DEKTOB.

Ta6nuua 3.5. Ouenka onepabenbHocTi y 60nbHbIX ¢ BIC

PekomeHpauuu )
5 Knacc pekomeHpaLumii/ ypoBeHb 10Ka3aTeNbHOCTH
Wupeke JICC, EX. Byna/m? JICC, EZl. Byna Koppektupyembiii BIC?
<4 <2,3 Ja lla-C
>8 >4,6 HeT lla-C
4-8 2,3-4,6 ViHnouBmayanbHas oLeHKa lla-C
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EBPA3VIVICKVIVI KAPOUOJSIOMNYECKVI XKYPHAJT
EURASIAN HEART JOURNAL

TaK 1 no oTeTy Ha JIAT—cneunduryeckyto Tepanuto. B Tpex remo-
OVHAMWYECKMX ncenenoaHusax npu JlI BCneaCTBME XPOHUYECKOIA
reMOJSIUTUYECKO aHEMUN MPU YMEPeHHOM noBblweHun cp.JJ1A
(30-60 mm pT. cT.) 0TMeyancs Bbicokuin CB (8-9 n/muH), a Benu-
4uHa J1ICC okasanoch B 3-4 pa3a MeHblUe, YeM MpK accoLMnpo-
BaHHbIX dhopmax JIATl [7].

B rpynny V Bknto4aetcsa cermeHtapHas J1I, BbigBnsemas B 04HON
1 6onee Aonsx 0fHOroO Unu 06omx nerkux [7,9]. Hekotopbix 60/b-
HbiX ¢ JII GbIBAET TPYAHO KnaccuuuuposaTb, Hanpumep, nocne
PEKOHCTPYKTMBHbLIX onepaumit npu BIC ¢ TpaHcnosuumeir KpynHbIx
COCya0B. B KaxaoM cnyyae He06X0AMMO YTOYHSATb aHATOMMUYECKNe
1 NaTtodnN3nosornyecKne 0CO6eHHOCTM NOPAXXEHUs cepaLa v cocy-
00B, oLeHmBaTh TshxecTb J1T, cTeneHb nobliweHns JICC, 0C06eHHO
y 60MbHbIX Nocne onepaunii MOHTEHA, KOrga co34a0Tes aTpuo- 1
KaBarnynbMOHJIbHbIE @HACTOMO3bI, KaK NannaTtMBHOe BMeLLaTeNb-
CTBO MPW HANUYNK eMHCTBEHHOT0 Xenyaouka [8]. Xupypruyeckue
BO3MOXXHOCTY NPM TAKOM NMOPOKE KpaiHe OrpaHuyeHbi.

CornacHo remMoAWHaMUYeCKON Knaccuukauum BbIAENSAOT
npekanunNApHyo 1 noctkanunnapHyo dopmel J1T (Taén. 3.6.).

Kpurepuamun npekanunnapros JII no paHHeim KIMNOC B nokoe
ABNAKOTCSA:

o cp.ANA >25 mm pT. CT,;

« 13/1A <15 mm pT. CT.;

« JICC>3 EL. Bygna [3,7].

Takoi reMogMHaMUYeCKNiA BapMaHT MOXHO BbISiBUTL npu JIAT
(rpynna 1), NI scnegcteue natonoruu nerkux (rpynna ), JIT

BCNEACTBME OOCTPYKLWW NErOYHbIX apTepuii, B 4acTHOCTU, Npu
XTAJT (rpynna V), cmewanHbix dpopmax ST (rpynna V).

Ta6nuua 3.6. FTemogMHamuyeckas kKnaccugukaums

Onpepenenne XapakTepueTuku
el Cp.ONA > 25 mm pT. CT.
rMnepTeHamns

Cp.AJ1A> 25 mm pT. CT.
O3J1A<15 mm pT. CT.
NCC>3 EA. Byna

lMpekanunnapHas JIT

Cp.[J1A>25 Mm pT. CT.

MocTkanunnsapHas JIr N3MA>15 Mm pr. cT.

M3onupoBanHas noctkanunnsapHas Jir NCC<3 E. Byna

Kom6uHupoBaHHasa noctkanunnapHas J1CC>3 EL. Byna
1 npekanunnspHas JIr

Linactonnyeckni rpaguedTt = anactonnyeckoe /1A - 43/1A

Tabnuua 3.7. DyHKUUOHANbHAA KnaccuhuKauus

NMoctkanunnapnas ¢hopma JII onpepensaercsa npu cp. JJ1A >25
MM pT. ¢T. n [13JTA>15 MM pT. CT., XapaktepHa ans JII BcneacTeue
natonormi nesbIx OTLENOoB cepfua (rpynna Il), a Takxe mMoxer
Haénogarsca npu JII rpynnb V.

[nactonuyecknin rpagueHT paccMaTpuBasncs B KayecTBe Hau-
6onee WHGOPMATUBHOIO MOKa3aTens, onpeaenstoLwero remoam-
HaMUWYeCKNiA BapUaHT NeroYHoi cocyaucton 6onesnu [3,13]. B
HOpPMe OH HaxoauTcs B npepenax 1-3 MM pT. CT., ¥ NaUWEHTOB
c 3abonesaHnsMK cepaua — Ao 5 MM pT. cT. BenuyuHa gmacto-
NUYECKOro rpaieHTa Kak pasHuua mexay auactonnyeckum O71A
(OONA) n O3J1A nossonseT BbIAENUTb NOATUNLI NOCTKANUANAP-
Hom JII [18]. Mpm n3onuposaHHoi nocTkanunnspHoi JII Benm-
yuHa JICC <3 E[. Byna v AMactonnyeckun rpagueHt <7 mm pr.
cT. KoM6UHMpOBaHHasa nocTkanunnsapHas u npekanunnapxas Jr
xapakTepuayetcs nokasarensamu JICC >3 E[l. Byna n anactonuye-
CKOro rpagmeHTa >7 Mm pT. CT. [7].

@yHKuMoOHanbHaa knaccudukauma JII npeacTasniser Co6oM
ajanTMpOBaHHbIA BapuaHT knaccudukaumn Hoto-Mopkckoil acco-
umnaumn ceppua (NYHA) ans 60nbHbIX C XPOHWYECKOW CepLeYHOl
HepocTaToqHocTbio (XCH) (taén. 3.7.) [1,2,7].

4. 3TUOJIOrA N NATONEHE3

lpynna | (neroyHas apTepuanbHas rmnepTeH3ns). B naToreHe-
3€ UrparoT posib reHeTUYeckne, MONEKYNAPHbIE U TOPMOHASbHbIE
Hapywenus [1,19]. OnMchyHKUNA 3HAOTENNA JIEr04HbIX COCYLO0B
paccMaTpuUBaeTCs B KA4YECTBE MHTErpanbHOro natogmanonoruye-
CKoro haktopa. He3aBMcuMMo OT BUAA MHWULMMPYIOLLErO CTUMYyNa
BOSHWKAKT BA30KOHCTPUKLMSA, PEMOENMPOBAHNE W HApYLUEHME
3N1aCTUYHOCTU CTEHKU NEroYHbIX COCYL0B, a TakXe TPOMO603 in
situ [2,7]. Mpouecchbl BA30KOHCTPUKLMK CBA3aHbI C AMCHaNaHcoM

Knuuuyeckue rpynnbl
Bce rpynnsl

. Jlero4Has apTepuansHas runepteH3uns

IIl. JII BcnepcTBue 3a60M1€BaHWIA IEFKNUX W/UAN TUNOKCEMMI
IV. JII BcnefcTBMe 06CTPYKLMM NIEFOYHbIX apTepuit/ XTAJT
V. JII HEM3BECTHOrO U CMELUAHHOMO reHe3a

II. Jlero4Has runepTeH3uns BCeaCcTBUE
naTosiorum NieBbIX OTAEN0B cepaua
V. JIl HeN3BECTHOrO MK CMELLAHHOO reHe3a

[lnactonnyeckui rpaueHT <7 Mm pr. CT.

[lnactonnyecknit rpagueHT >7 Mm pr. CT.

OTCYTCTBYIOT OrpaHn4eHns om3n4eckomn akTMBHOCTW. OBbI4HbIE (DU3NYECKME HArpPy3KM He BbI3bIBAKOT

Knacc | » y 9
MOSBAIEHNA 0AbILLKN, CNA60CTW, GOSN B rPYAHON KNeTKe, Npefo6MOPOYHbLIX COCTOSHUA.
OTmMeYaeTcs HeKOTOPOE CHIDKEHWE (DU3NYECKON aKTUBHOCTI. B NOKOE NaLmMeHTbl YyBCTBYIOT
Knacc I ce6s KOMOPTHO, 0HAKO 00bI4HbIE (HU3NYECKIE HArPY3KIU COMPOBOXAAOTCA NOABSIEHNEM
0JlbILLIKK, cnabocTy, 60Men B rpyaHON KNETKe, NpeaobMopOYHbIX COCTOSHUA.
Knace II @u3nyeckas akTMBHOCTb 3HAYMTENBHO OrpaHnyeHa. He6onbLune U3NHeCcKme Harpy3Ku Bbi3blBaKOT
NosIBNIEHNE ObILLKN, cnabocTy, 60Nei B rpyaHON KNeTKe, NpesooMOPOYHbLIX COCTOAHUNA.
Knace IV [TauueHTbl He cnoco6HbI NePeHOCUTb JIH06YH0 (ON3NYECKYIO HAarpy3Ky 6e3 NosBNEHNSA BbiLLEYKa3aHHbIX CUMMTOMOB.

CMMNTOMbI MOFYT MPUCYTCTBOBATH aXE B MOKOE, AMCKOMCOPT BO3PACTAET MPU MUHUMAIIbHOI HArpy3Ke.
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EBPA3VVICKVIE KITMHNYECKWE PEKOMEHOALMV MO QUAMHOCTUIKE U JTIEHYEHWIO JTEFOYHOW MMEPTEH3UI

BA30aKTMBHbIX MEANATOPOB W AMCHYHKLWEHA KanneBblX KaHanoB
B rMagKOMbILLEYHbIX KNeTkax. [pu nccnefoBaHmi Ba30akTUBHbIX
CyO6CTaHLMIA NMOKa3aHa MOBbILIEHHAA NPOAYKUWUS TPOMOOKCAHA U
aHgotenuHa-1 (3T-1), aecomumuT Ba3oAMNATaTOPOB — NPOCTAL-
knuHa (ML) v okenpa asota (NO), 4To 0603HaYaeT MULLIEHN ANs
TEpaneBTUYECKOr0 BO3JEICTBMS MPOCTAHOMOB, aHTarOHMCTOB
peuentopoB anfoTenuHa (AP3) u ap. [19,20]. PemoaennpoBaHue
NeroYyHbIX COCY0B SABMSETCA Pe3ynbTaToM nponudepaunmn sHao-
TenuanbHbIX U rNagKkoMbILLEYHbIX KNEeToK, oubpoobnacTos. B ag-
BEHTULMM OTMEYaeTCs MOBbILWEHHAA BbIPabOTKA BHEKNETOYHOro
MaTpuKca, BKN0Yasa KonnareH, anacTuH, UOPOHEKTUH W TeHac-
UuH. Y 60nbHbIX JIAT 06HapyX1BAOTCA TPOMOOTUYECKME M3ME-
HEHMS B AUCTANbHbIX NEr0YHbIX apTEPUAX U apTepuonax, a Takxe
NEeroyHbIX apTepusx anactuyeckoro Tuna [3,8,21].

Y 60nbLunHCTBA 60NbHbIX JIAT ¢ cemeitHbiM aHamuesom (HI1AT)
Ny paga 60sbHbIX €O crnopagnyeckumm cnydaamu (W) Bbisens-
eTCs accoumaLms ¢ MyTaumsamMm reHa, KOAMPYOLLLEro peLenTop Tuna
[l K 6enKy KocTHOro mopdporeHe3a BMPR2 (bone morphogenetic
protein receptor 2) (2 xpoMocoma), KOTOPbIA y4acTBYET B KOHTPOI1E
nponudepauun cocyamncTbiX KneTok [1,7]. XapakTepHo ayTocoM-
HO-AOMWHAHTHOE HAacnefoBaHUe C HU3KOM NeHeTpaunen: Nullb B
20% cny4aes MyTauuu NPUBOAUT K MaHUecTaLmn 3ab6osieBaHns.
l'eTepo3urotHble MyTauum BMPR2 BbisBnsaoTca y 75% naumeHToB
¢ cemeliHbiMu chopmamu JIAT n 1o 25% cropagnyeckux cny4a-
eB. Hu3kaa neHetpauus ykasblBaeT Ha TO, 4TO [N PasBUTUA 3a-
6oneBaHNs Heo6X0AUMbI JOMONHUTESNbHbIE TPUrrepsl. OnucaHbi
nonMMopu3Mbl reHos, kKogupyrowmx NO-cuHTasy, kapbumun-
hocat cuHTa3y, CMHTE3 MEPEHOCHWKOB CEPOTOHWMHA, a TaKXe
Apyrue CTUMYJbl, OTBETCTBEHHbIE 32 KOHTPONb POCTA NIErOYHbIX
COCYAMCTbIX KNeTok [19]. Y nauneHTOB C Hacne[CTBEHHON remop-
parnyeckomn TeneaHrnaktasnei (6onesHb Ocnepa-Bebepa-PaHato)
OMMCaHbl MyTaLMM reHOB PeLLenTOPOB hakTopa HeKpo3a Omyxosnu,
aKTUBMH-NMOJO6HON KWHasbl 1, aHAornuHa. Mpyu ceKBEHMPOBaHUM
3K30Ma onpeaeneHbl pefkue reTepo3uroTHbIe MyTaluu B reHax,
KOZMpYoLLMX Takne 6enkn, kak kaseonuH 1 (CAV1) n anemeHT 3
nogcemerictea kannesoro kanana (KCNK3) [3,7].

HenaBHO yCTaHOBJIEHA MyTaUmMs reHa, KOAMPYIOLLEro aykapuo-
TUYECKNIA UHNLNUPYIOWNIA 2-i1 (DakTOp TPaHCNALMN o-KiUHa3bl 4
(EIF2AK4), koTopas onpejensieT M3MeHeHWe 3KCNpPeccum reHos B
OTBET Ha [ienpuBaLui0 aMMHOKMUCNOT. bu-annenbHas mMytauns Bbl-
ABNAETCA Y BCEX 60NbHbIX C ceMeliHbiMu popmamm JIBOB/NTKTA n
25% NauueHTOoB C rMCTONOMYECKM NOLTBEPXAEHHbIMU Cropaau-
Yeckumu chopmamu [7].

OCHOBHbIMW  NATOPU3NONOrMYECKUMU  (PaKTOpaMu  pasBuTUS
JIAT-BIIC sBnseTcs yBenuyeHne KpOBOTOKA U JaBNIEHNS B NEroYHbIX
apTepusx (NoBPeXaeHWe 3HOOTEeNUs, 3HAOTENUaNnbHaa AUCHYHK-
LM, 3anyck Kackaga 6MoXMMUYECKUX peakLmin U peMOoAeNnpoBaHme
NEero4HbIX COCYL0B), BbICOKOE HANPsXXeHWe KMCNopoaa B JIEr04HbIX
apTepusax (NOBpexaeHNe 3HA0TeNus), NOANLUTEMMUSA C NOBbILIEHN-
€M BABKOCTU KPOBU (J1Er0Y4HbIE MUKPO3MO0/INK), @ TAKXKE MOBbILLE-
HWe [aBNIeHNs B NIeroYHbIX BeHax (noctkanunnspHas J1) [22-24].

Mexannambl passutud JTAI npu npe- 1 NOCTTPUKYCNMAANbHbIX
nedpektax pasnuyatotcs. Mpu HePeCTPUKTUBHBIX MOCTTPUKYCNN-
panbHbix pedpextax (OMXKM, OAM n pedekT aopTo-Nero4Hom
neperopoaku) eoicokas JIAI CyLLeCTBYET C POXAEHMS W Bbi3BaHA
MaCCWBHbIM apTepUOBEHO3HbIM COPOCOM KPOBW. [1aTonoruyeckoe
BO3/e/iCTBME HA NEroYHble COCYAbl 0Ka3bIBAKOT KaK NErovHas rv-
nepBofieMus, TaK 1 Npsamas nepejada AasneHns U3 NeBbIX Kamep
cepaua [3]. HekoTopble NaLWeHTLI C HEKOPPUTMPOBAHHBIMMN Hepe-

CTPUKTUBHBLIMMW MOCTTPUKYCNUAANbHBIMI AedDeKTaMU [OXWNBAOT
[0 B3POCNOro Bo3pacTta. Mpu 3ToM, Kak NpaBuio, y HUX UMeLTCS
TSXKeNble HeoBpaTUMble M3MEHEHMS NEroYHbIX COCYA0B, C Pa3Bu-
TWEM CMHAPOMa 3n3eHMeHrepa. Mpu pecTPMKTUBHBIX MOCTTPUKY-
cnupanbHbIX AedekTax Nero4yHo-cocynucras 60nesHb y B3poc-
NbIX MOXET HOCMTb 06PaTUMbI XapakTep, a yCTpaHeHne cbpoca
KpOBW CONPOBOXAAThCA HOPManu3aauuen unu cHmxkennem AJ1A.

Mexanuam passutus JIAT npu cnoxHbix BIC, BKAloYaoLwmx no-
CTPUKYCNNAANbHBIA COPOC KPOBU B Ka4eCTBE KOMMOHEHTA NOPOKa
(06LLUwit apTepuanbHbIA CTBOJ, NOSIHAA hOPMa aTPUOBEHTPUKYNAP-
HOrO KaHanau 4p.), B LeIoOM COOTBETCTBYET TAKOBOMY NPM NPOCTbIX
NOCTTPUKYCNNAANbHbIX aedpektax. Mpu umaHoTuyHbIX BIC ¢ JIAT
(TpaHcno3mums MarucTpanbHbIX COCYA0B, (YHKUMOHANBHO eAnH-
CTBEHHbI XeNy04eK cepaua v ap.) Nero4Ho-cocyancras 60nesHb
MOXXET YCYryonaTbCs 3a CHeT MUKPOIMOOIUIA, a NPYU TPAHCNO3ULNY
MarncTpasbHbIX COCY0B — 32 CYET NOBPEXAAOLLEro BO3eACTBUS
KMCNopoLa Ha 3HAOTENNIA NeroYHbIxX apTepuin [22].

Mpu npeTpukycnupanbHeix gedekrax (MMM, yactuyHas dop-
Ma aTPMOBEHTPUKYNAPHOIO KaHana WM 4acTUYHbIA aHOMASbHbIi
[PEHAX NEeroYHbIX BEH) NaTosnormyeckoe BO3AENCTBME HA Neroy-
Hble COCY/ibl 0KA3bIBAET UCKITHOYMUTENIbHO rMNEepBOoeMus, B TO Bpe-
M# KaK hakTop npsMoil nepesfayu BbICOKOrO JaBIIEHUS U3 JIEBbIX
Kamep cepfua otcytctayert. JIAT yacTo pa3suBaertcs no3aHee, He-
PelKo Ha TPETbEM-YETBEPTOM JECATUNETUN XIU3HW, 0JHAKO Npo-
rpeccuposaHue JIAI npoMcxoauT COOTBETCTBEHHO YCYryOsieHNo
Nero4YHo-coCyancToil 605e3Hn. YcTpaHeHue apTepuoBEHO3HOro
cbpoca KpoBM Npu COXpaHeHun noBbiweHHOro JICC MoXeT He
NPUBECTU K 3HAYMMOMY CHuKeHuto AJ1A [8].

leHe3 JII y 60NbHLIX C LIMCTOCOMO3OM MHOTO(AKTOPHbINA 1
BK/THO4AET MOPTAIbHYI0 TMMNEPTEH3NI0, MECTHbIA BAaCKYNWUT, Bbl-
3BaHHbLIA ANLAMW TeNbMUHTOB. [eMOAMHAMUYECKNE U3MEHEHUS
nofo6HbI TakoBbIM npu noptoSll [7,8].

Tpynna Il. Y 6onbHbIX ¢ JII Ha dhoHe 3a60neBaHUN NEBbIX OT-
[IeNnoB cepaua He 06HApPY)XMBAeTCs TeHeTUdYeckoro cybcrtparta
3a6oneBaHus. MexaHn3mbl, OTBETCTBEHHbIE 3a MOBbIWeHne OJ1A
NpyW NaTonorum nesbix OTAEN0B CepAua UK KnanaHHoro annapa-
Ta N1eBbIX OTAEN0B CepALa BKMOYALOT, NPeX[e BCEro, NacCUBHY
06paTHyto nepedayy NoBbILLEHHOrO AaBfieHUs (NOCTKanunApHas
JIN). Mos.biweHwne JICC 06ycnoBneHo yBennyeHnem Ba3oMOTOPHO-
ro TOHyca Nero4yHon apTepum u/unu UKCMPOBAHHLIM CTPYKTYP-
HbIM PEMOAENNpoBaHunem neroyHbix aptepuin [12,13]. o HacTo-
SILLLEro BPEMEHN He YCTaHOBMEHO, Kakne (hakTopbl OTBETCTBEHHbI
3a passutne Txenon JII'y psaga 60/bHbIX C pa3BUTHEM 06CTPYK-
TUBHbIX U3MEHEHUI NIEr04HOr0 COCYANCTOro pycna.

Tpynna lll. Npwn pecnupaTtopHbIX 3a601eBaHUAX OCHOBHOMN Npu-
quHom JII aBnsetca apTepuansHas runokcemus [1,7]. OHa Bbl-
3bIBAET JIEr0YHYI0 Ba30KOHCTPMKLMIO MOCPELCTBOM NPAMbIX W
0noCPeoBaHHbIX MeXaHU3MOB. [JMCAYHKLMS 3HOOTENNSA JIeroy-
HbIX COCY[0B MOXET ObITb CBfi3aHA HE TOMbKO C XPOHUYECKOU
runokcemueil, Ho u ¢ socnanexuem [14,23]. K gpyrum cTpykTyp-
HbIM (DAKTOpPaM OTHOCATCA COKPALLEHWe NOLWaamn KanunnspHoro
pycna, ConpoBOXfatoLee LeCTPYKLUIO NapeHXUMbl JIerkux, 4To
XapakTepHo ansg amdusemsl n gubposa. Mpu JII BcneacTeue na-
TONOrMK NErkux U/uam runokceMun ToNbKO B OAHOM MCCeaoBa-
HUK 'y 60nbHbIX ¢ XOBJ1 onucaH nonumMopduram reHa cepoToHuHa
[2].

Tpynna V. TouHas pacnpoCTPaHEeHHOCTb 3Ton popmbl JII He
ycTaHoBneHa. Guutaercs, 4to XTIJIT oTMeyvaeTcs NpMMEpHO Y
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0,1-9,1% 6onbHbIX, nepeHeclunx octpyto TAJIA [7,8]. O6CTpykK-
LMs NEroYHbIX COCYA0B MOXET 6bITb BbI3BAHA HE TOJIbKO 3M60-
namu (XTI, HO 1 onyxonsmu, UHOPOAHbIMU Tenlamm n ap. [3].
Mpu XTSI reHeTu4eckoro cybeTparta 3a60neBaHNs He 06Hapy-
xmuBaetcsi. OCHOBOM NAaTo6MONOrMYECKUX NPOLECCOB SBNSAETCA
hopmupoBaHue TPOMOOTUYECKINX MACC, HE NOABEPTLLMXCA NN3N-
Cy, KOTopble aanee ubPO3NPYIOTCSA, 4TO NPUBOAUT K MEXaHUYe-
CKOil 0OCTPYKLMUM Nero4Hbix aptepuii [4,8]. TIJIA unu Tpom60-
3bl in Situ MOryT BO3HMKATb BCIIEACTBME HAPYLLEHWII B Kackaje
CBEPTbIBAHWA KPOBW, B TOM 4KCIe AUCHYHKLUN SHAOTENNANbHbIX
KneTok n TpoméouuTos [17]. Matonorus TpoM6OLMUTOB M NPOKO-
arynaunoHHbIe U3MEHEHMS MOTYT Urpath NOTEHUMANbHY POJb
B hOpMUPOBAHUN NOKANTbHBIX TPOMO030B. B 60/bLIMHCTBE CRy-
4aeB OCTAETCH HEe ACHbIM, ABNAKTCA NI TPOMOO3 U AUCHYHKLUSA
TPOMOOUMTOB MPUYKMHOA UnKM cnefcTemem 3abonesaHus. Boc-
nanuTenbHble MHAUNBTPATLI, Kak NPaBufio, 06HAPYXMBAOTCS
B MOPChONOrnyeckom matepuane, nonydyeHHom npu T33. Mpw
N3Y4eHMN KOAryNALMOHHbIX N3MEHEHWIA BONYAHOYHbIN aHTUKOA-
rynaHT o6Hapyxusaetca npumepHo y 10% nauueHToB, aHTUAOC-
honunupaHble aHtutena - y 20% 6onbHbix [4]. VY 39% naumeHToB
XTAJIT 06HapyX1BaeTCA MOBbILEHHbLIA NNA3MEeHHbI YPOBEHb
tbakTopa VIII. Hapywenus cubprHONn3a He xapaktepHbl. 06-
CTPYKTMBHbIE MOPAXXEHWA B AWUCTANIbHbIX NEroYHbIX apTepusx
MOryT OblTb CBSI3aHbI C TaKUMW (DAKTOpPaMM, Kak HanpsHKeHue
CL1BUra, NOBbILIEHHOE [laBJIeHWEe, NPOLLECCHl BOCMANEHUS, BbICBO-
60X/JeHue LMTOKUHOB 1 MeuaTopoB, CNOCO6CTBYIOLLMUX KNETOY-
HOM Nponundepaniu.

lpynna V. Yacto natodmsnonorunyeckme 0CO6eHHOCTM OCTa-
0TCS HE YCTAHOBMEHHbIMW UMM BbISBASIOTCA MHOXECTBEHHbIE
MexaHuamsbl [3]. Hanbonee 4acTon oopmMoii 3Toi rpynnbl ABNAET-
ca capkompos. JII agnsetcsa cneacTsuemM puopPo3HO-KMCTO3HOIO
NOPaXXeHWUs NapeHXUMbl NIErKUX U r1NOKCeMUN, 0HAKO B PeAKMX
CNyyYasx pa3BuBaeTCs CApKOMIHOE NOPAXKEHME Nero4HbIX COCYA0B
C pa3BuTUeM npekanunispHoro sapuanta J1r [7]. TmctuouuTos X
MOXXET NPUBOAMUTL K NOPAXKEHUIO NIEr0YHbIX COCYA0B, KOTOPOE He
3aBMCMT OT CTENEHM NOPAXKEHNA [bIXaTeNbHbIX NYTel 1 NapeHxu-
Mbl nerkux [8]. JIM MOXeT Takxxe pa3BuBaTbCA BCNELCTBUE KOM-
MPEeCcCum NIEroYHbIX COCYA0B, KOTOPAs BbIABAAETCS NPU PEHTIEHO-
NOrMYecKOM UCCNe0BaHNK rPYAHONR KNETKM.

MexaHnam JIAI npyn XpOHWYECKOM remMonnu3e CBA3aH C UHTEH-
CMBHbIM NoTpebneHnem okeuaa asota (NO), 4To NPUBOANT K CHY-
YKEHUI0 ero 61oNornYecKor akTuBHOCTU. I3BECTHO, 4TO NpK XPo-
HUYECKO reMONUTUYECKON aHEMIM TAKXXe CHMXKAETCA NPOAYKLNS
1 aKTUBHOCTb MecceHmpxepa NO — UMKNUYECKOro ryaHO3UHMO-
Hogboccpata (LMM®) B rnafikoOMbILLIEYHbIX KIETKaxX SIero4HbIX CO-
cynos [2].

MocTkanunnsapHble dopmbl JIT BCneacTBme naTtonorun NeBbix
OTAeN0B CepAaua Npu remMatonornyeckux 3aboneBanHusax BcTpeya-
toTca Yaule (3,3-6,3%) no cpaBHEHMIO ¢ NpekanuansapHbLIMK op-
mamu (2,9-3,7%) [9]. MexaHusmbl pazsutus JII MOTyT BKNOYaTh
XpOHN4eckyto TAJIA, cOCTOsHWUE NOCe CNNEHIKTOMUM, HacTO Bbl-
ABNAETCS BbICOKMIA CB, nopaxxeHus NeBbIX OTAENO0B cepaua v no-
BbILLIEHHAA BA3KOCTb KPOBY [3].

Takum 06pasom, aucbanaHc Mexxay TPOMOOTUYECKUMN, MUTO-
FEHHbIMW, MPOBOCNANMTENbHLIMUA, Ba30KOHCTPUKTUBHLIMK (PaK-
Topamy U MexaHu3mamu 06paTHOro AencTBUSA-aHTUKOArymnsHT-
HbIMW, aHTUMUTOrEHHbIMI, Ba30ANNATUPYIOLLUMK, CNOCO6CTBYET
BA30KOHCTPMKLMM 1 TpOM603aM, NponnucepaTMBHLIM U BOCNanu-
TeNbHbIM U3MEHEHMAM B NIEFOYHOM MUKPOLMPKYISATOPHOM pyche.

PasBuTne 1 nporpeccupoBaHue nNaTonornieckux 06CTPYKTUBHbIX
NPOLECCOB B JIEr0YHbIX COCYyAax NpuBoAuUT K nosbiweHunto JICC,
neperpyske u gekomneHcauum MK [1,2,7]. ®yHKums nocreaHero
onpefenseT PyHKLNOHANbHYK CNOCOBHOCTb U NPOrHO3 60MbHbIX
JIT. He gcHo, no4Yemy y HeKoTopbIX 60MbHbIX MK AnnTeNbHO co-
XpaHseT CNOCO6HOCTb NOALAEPXKMBATL (DYHKLUIO, B TO BPEMSA KaK Y
Jpyrux 6bICTPO pa3BuUBaETCA LeKOMNeHcauns, Kotopas npossns-
eTCA KaK UCTOHYEHWE CTEHKMW, funatauns nonocTi, yMeHbLIeHNe
(hpakunm Bbi6poca. MK HOBOPOXAEHHOr0 nyyLle afanTtupyercs
K nosblweHnto JICC, 4T0 MOXET 06bACHWTL N4y BbIKKBae-
mocTb npm J1AT Bcneactsue BIC [8,22].

5. ANAEMUONOrua n NPOrHo3

B HacTosiLee Bpems TOYHbIE 3NUAEMUONIOrMYECcKUe AaHHbIe 0
pacnpocTtpaHeHHocTy JIT B Mupe oTCYTCTBYIOT. I3BECTHO, YTO B
Benuko6bputaHum oHa coctasnifer 97 nauMeHTOB HA MUJIMOH B
nonynAaLMN NPU COOTHOLLEHUN XeHLMHbI/ MyXy4mnHbl 1,8:1 [3,7].
[To [aHHbIM 3apy6exXHbIX HaOMOLEHWA, NPW CKPUHUHIE C TMo-
MOLLbO 3axokapamorpadum (3xoKr) y 4579 60nbHbIX NPU3HAKN
NI (cuctonuyeckoe OJTA (COMA) >40 MM pT. CT.) 06HAPYXEHbI Y
10,5% 60nbHbIX [8]. N3 HUX 78,7% naumeHtoB umenwu J1I' Bcnea-
CTBME NaToONOrnuK NIeBbIX 0TAEN0B cepaua, 9,7% — Ha oHe naTo-
noruu nerkux, 4,2% wn 0,6% — JIAI n XT3JIT coOTBETCTBEHHO, B
6,8% cnyyaeB yCTaHOBUTb NPUYMHY NaTOMOMMU He NPeacTasns-
nocb BO3MOXHbIM. Takum o6pasom, JII BCnencTBMe Natonorumn
neBbIX 0TAEN0B cepaua (rpynna ll) aBnseTcs Hambonee pacnpo-
CTpPaHeHHOM hopMoii naTonoruu.

Tpynna 1. NAT — opdhaHHoe 3a60neBaHne ¢ pacnpoCTPaHeHHO-
CTbl0 B 06Len nonynauum 15-60 cnyvaeB Ha MUANUOH Hacene-
HUsA 1 3a60neBaeMocTbio 2,4-10 cry4aeB Ha MUNAIMOH HACeNeHus
B rog [3]. PacnpoctpanenHocts W coctaBnset 5,9 cnyyaes Ha
MWUJIMOH HaceNeHns, a 3ab0neBaemMocTb - He 6onee 1-2 cnyyaes
Ha MUITINOH Hacenexnus B rog [7].

VNI mMOXeT BO3HWKHYTL B JI06OM BO3pacTe He3aBUCUMO OT
nona v pacbl. CornacHo aaHHbIM nepsoro peructpa NIH (CLLA),
BbInosHeHHom B 1981-1985rr., cpeanuit Bo3pact y 187 60/bHbIX
cOCTaBMN 36 NeT, COOTHOLUEHWNE XXEHLUMHbLI/ MyX4uHbl — 1,7:1
[24]. Hanbonee 4acTto fe6ioT 3a6onesaHus otmevancs B 20-30
net y XeHwuH, B8 30-40 net — y MyX4uH. 9% nauneHToB ObIIN
crapwe 60 net, 8% — monoxe 20 net. CpeaHuit nepuog oT no-
SIBJIEHWUS! CAMNTOMOB [10 YCTAHOBIEHWS IMAarH03a COCTaBNAN OKO-
no 2 net. 3a nocnefHue rofpl faHHble 3apy6exHbIX PerncTpos
YKa3bIBAT HA W3MEHEHWe AeMOorpaddUyecknx XapakTepucTuk.
Tak, B EBpone cpefHuit Bo3pacT 60nbHbIX UJIT Ha MOMEHT ycTa-
HOBJIEHMS AMarHo3a cOoCTaBuN 52 rofa, COOTHOLIEHME XKEHLLM-
Hbl/ MyX4uHbl — 1,6:1 [3]. M0 AaHHbIM Poccuiickoro perucrpa,
y nauueHToB ¢ U BO3pacT Ha MOMEHT YCTaHOBNEHWS AMarHo3a
coctasnset 41,0+12,8 ropa, 3a nocnegHee 10-neTne oTmevaeTcs
BO3pacTaHne COOTHOLUEHUS XKEHLUMHbI/MY>X4uHbl o 5,4:1 [25].
[Tepnoj BpeMeHU C MOMEHTA NOSABNEHUS Xanob 40 YCTaHOBNEHUS
JMarHo3a coxpaHseTcs 0Kono 24 mec.

B cTpyktype JIA[, no LaHHbIM PErucTpoB, OKOJIO MONOBUHbI
nauuenToB umetot U, Hacnegyemyto NNAT unu J1AT BCneacTteme
npuema nekapcTs U TOKCMHOB. 10 faHHbIM Poccuickoro peru-
ctpa, rpynna Wl coctasnsiet 41%, 36,6% — JNAI-BMGC, 19,3%
- NNAr-G3CT, 1,8% — noptoJ1l, 0,6% — JIAT-BUY, 0,4% — HJAT,
0,4% — AT BcnepcTBUe npuema nekapcTs/TokcmHoB [8,10].

Mo AaHHbIM 3apy6eXXHbIX PErUCTPOB, CPEAN aCCOLMMPOBAHHbIX
dopm JIAT Han6onee yacTon npuyuHon asnatotca C3CT u BIIC
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— CUCTEMHO-/1ero4Hble WyHThI [26-28]. MNauueHTbl ¢ CUHAPOMOM
Jin3eHmeHrepa ctape 18 net AeMoHCTpUpyOT 60nee 6aronpu-
ATHBIA remMoMHaMUYeCcKniA NPotnIb U NYYLLYID BbDKUBAEMOCTb
no cpasHeHwuto ¢ rpynnon W [22]. NAT npu CCL xapakTepusyeT-
s Hanbornee HebnaronpUATHLIM NPOrHO30M: TakK, ECNW roAnyHas
cmepTtHoCcTb npw WNT coctasnseTt 15%, 1o npu JIAT npu CCL -
30% [7]. PaHHAS OMAarHOCTMKa N CBOEBPEMEHHOE Havaro Jie4eHus
CMOCOG6CTBYIOT YYHLIEHNIO NPOrHO3a.

B nuTeparype 06HapyXu1BatTCA NPOTUBOPEYMBLIE CBEAEHMUS O
BbXMBaemMocTh 605bHbIX ¢ nopToJIr. B peructpe REVEAL (CLUA)
3-NeTHAR BbDKMBAEMOCTb 3TUX 60NbHbIX cocTasuna 40% B cpas-
HeHuun ¢ 64% npu W [27]. HanpoTus, BO (hpaHLy3CKOM peru-
CTpe 3-NeTHAS BbDKMBAEMOCTb NMauueHToB ¢ noptoJil 6bina He-
CKONbKO nydile, yem npu UIT (68%) [26]. Paznu4ns moryt 6bITb
CBSA3aHbI C PA3NIMYHON BbIPAXKEHHOCTLH0 NOPXEeHUs neveHu. Ecnu
B peructpe CLUA 60nbwIMHCTBO 60MbHBLIX ¢ MOpTOJIT Hanpasns-
NNCb B LEHTPbI TPAHCMIAHTALWN, TO BO DpaHLLy3CKOM peructpe y
60/bHbIX 0TMEYancs LUMpPO3 NeveHn Nerkom cTeneHu.

[lo nosiBneHUs BbICOKOI(PAEKTUBHON aHTUPETPOBUPYCHON Te-
panuu n BHeapeHns JTAT—cneunduyeckux npenapaTtoB roguyHas
BbDKMBAEMOCTb nauueHToB ¢ JIAM-BUY cocTtaBnana okono 50%.
Mo paHHbIM OpaHLY3CKOro peructpa, B 9py COBPEMEHHOI Tepa-
MAN BbDKNBAEMOCTb OO0JNIbHbIX B Te4eHne 5 net gocturaeT 70%.
Hopmanu3auus nokasatenen reMoAMHaMUKKU NOCE HECKOMbKMX
neT nedeHns Haobngaerca npumepHo B 20% cnyyaes [7,26].

CmepTHOCTb 60NbHbIX ¢ JIAI BCReAcTBUE LUUCTOCOMO3A CO-
cTaBnfeT 0kono 15% B TeyeHne 3 net. HeKOHTpoMpyemble Uc-
cflefloBaHns nokasanu, 4to JTIAI—cneunduyeckas Tepanms moxer
YAYYLWNTL KNUHUYecKne nexodbl [3]. MporHos 60nbHbix ¢ JIBOB v
JIKT'A cyLLecTBeHHO xyxe no cpasHeHuo ¢ U [11].

Tpynna Il. Tlo 3annaeMnonornyeckumM AaHHbIM, y 75% 60MbHbIX
JII obycnosneHa natosiorueit nesbix otaenos cepaua [3,12]. Pac-
npocTtpaHeHHocTs JIT npu XCH Bo3pacTaeT no mepe yxyaLeHns

OK. Mpusnaku JT Boisastotcs y 60% 6onbHbix ¢ XCH BCneg-
CTBME cucTonmyeckoinl aucyHkumm JIK u go 70% nauueHTos,
VMEIOLLMX U30NIMPOBAHHYKD AMACTONNYECKY0 AMcAYHKUuo JTIHK
[13]. PacnpocTtpaHeHHOCTb JII Mpn Hanu4um KnanaHHbIX NOPOKOB
NeBbIX OTAENOB CepALa 3aBUCUT OT TSHKECTU reMoUHaMNYeCcKuxX
HapyleHui. JII pa3BrnBaeTCcs NPakTUYECKU BO BCEX Chy4asx no-
paXeHUN MUTPaNbHOro KrnanaHa u o 65% cnyvaes npu cTeHo3e
YCTbA 20PThI [7].

Tpynna Ill. PacnpoctpaneHHocTs JIT npu XOBJT npu Hanu4um,
Mo MeHbllUen Mepe, OAHOW rocnMTann3aunn BCNeACTBUE AbIXa-
TEeNbHON HefocTaToMHOCTU cocTasnser fo 20% cny4aes. B pas-
BepHyToit ctagum XOBJ1 vactota J1I BospacTaet (>50%), npu uH-
TepPCTULMaNbHbIX 3a60/1eBaHMAX NErKUX pacnpocTpaHeHHOCTb JIT
pocturaet 32-39%. He6onbwoe nossiweHne OJTA yacto BCTpe-
Y4aeTcs Npu TAKESIOM MHTEPCTMLMANBHOM 3260/1eBaHUN NTETKUX 1
Tshxenon XOBJ1 [7,14]. CodeTanune oubposa u ampusembl ferkux
Crnoco6CTBYET 60/1ee YaCcTOMY BO3HUKHOBEHMIO 1T, npu aTOM OT-
meyaetcs Taxkenas JI.

lpynna 1V. PacnpoctpaHeHHocTs XTAJIT cocrtasnser 8-40
CNy4aeB Ha MUNNIMOH HaceneHusa. B MicnaHckom peructpe pac-
NpOCTPaHeHHOCTb M 3abonesaemocTb XTAJIT cocTaBunu cooT-
BeTCTBEHHO 3,2/ 1 mnH. 1 0,9 cnyyaeB Ha MUNAUOH B rog [4].
[MpeanonaraeTcs, YTO UCTUHHAA pacnpocTpaHeHHocTb XTI mo-
XKET BbITb 3HAYUTENIbHO BbILLE.

XTONI aBnsetca oTAaneHHbIM 0CnoXHeHMeM octpoi TIJTA ¢
yactoTon pa3sutns 0,1-9,1% B Te4YeHWe NepBbIX ABYX NET nocne
nepeHeceHHoro anusopa [4,7,17]. o gaHHbIM MeXAYyHapoAHOTo
pernctpa, y 50-75% 6onbHbix XTAJII B aHamMHe3e OTMeyvanacb
nepeHeceHHas TAJTA unm TPOMB03 ry60KNUX BEH HUXKHUX KOHEY-
Hocreit [3]. Mo gaHHbIM Poccuiickoro peructpa, y 205 60NbHbIX
C BMepBble BbisiBieHHOR XTSI yKa3aHus Ha TPOMO03bl BEH HUX-
HUX KOHEYHOCTEN B aHamHe3e umenuch y 38%, HacneaCTBeHHbIe
Tpombopunun —y 25% [28].

JTAMbI ANATHOCTUYECKOI0 NOMCKA

Coop xanob, aHamHe3a, 0CMOTP,

IKT, peHTreHorpacms OpraHoB rpyaHONA KNEeTKW, CNMpoMeTpus,
06LMA 1 BUOXMMUYECKIMIA aHANN3bI KPOBU, 9X0Kapauorpadus

OMPENENEHWUE BEPOATHOCTW JT:

WCKNHOYEHUE HAUBOJEE YACTbIX MPUYWH JT:
KT nerkux, 6ogunnetuamorpadus / oueHka DLCO,

[ynnekcHoe ckaHMpoBaHue BeH, Y3 BHYTPEHHIUX OpraHoB, racTPOCKONUS, OLiEHKa
(PyHKLMM LWMTOBUAHOI Xenesbl, TecTbl Ha B/Y 1 renatnTbl, aHTUHYKeapHbIe aHTUTeNa

Katetepnsaums npasbix otaenos cepaua (KMOC) u nero4Hoin aptepum
(0N y 6onbHbIX U /Hacnenyemoit JIAT/NAT Ha hoHe npuema NekapcTs/ TOKCUHOB),
BeHTMNALNOHHO-NEpdY3NOHHARA CLUIMHTUTPAdNA JIETKNX,

CKPUHWHT:
[onuknuHuka
Ixokapamnorpadus
CrauuoHap
BEPWOUKALUA QUATHO3A NAT:
9KCMEepTHbIIi LEHTP <

KT-aHruonynsmoHorpadus, cenekTueHas anronynsmoHorpadpus (XTaJr)
OLEHKA PUCKA NAT:
Cumntombl, @K (BO3), T6MX, axokapauorpadus, KapanonynsMOoHaNbHbINA

. TecT, 61omMapKepbl (MO3roBoW HaTpuitypeTuyeckuit nentua), KNoe

PucyHoK 1. tanbl AMarHocTHHECKOro Noucka
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JAVATHOCTUYECKUIA AITOPUTM

ITAN I. NOJO3PEHUE HA HAJIMYME Nr
CumnToMbI, NPU3HaKKM, aHaMHe3, AaHHble KT, Rg

y

CPOYHOE
HAMPABNEHME . GPEOHASA/ dxokapaunorpadus HU3KAS [pyrve npuynHbl
B 3KCNEPTHbIA [ BBICOKAS Ouenka BeposiTHocTM JTT (Tabn. 6.3.2.) —— UM HabneHue
LEHTP
BA | Nevenue ocHosHoro
Mpn3Haku nopaxeHus > 32607eBaHIS
NeBbIX OTAENOB cepaua
rpynna ll) (taén. 8.4
— ) ) Tskenas
3TAN II. NICKNHYEHUE HAUBOJIEE HET ¢ ancahyHakumeit MK
YACTbIX NPUYUH NI
—_—
[Mpu3Haku nopaxeHns
A TIErKnx W/unu runokcemun A
(rpynna lll) (Ta6n. 8.6) JleyeHne ocHOBHOTO A
> 3a60neBaHus A
HET
BeHTMNALUMOHHO-Nepdy3N0HHAA CLMHTUTPAdUs Nerkux
TAN L.
JA i Hecbextsl nepgpysumm i HET 3KCNEPTHBIiA
LEHTP
06¢Tpykuus J1A (rpynna 1V) CLLLL
XTI ? (1a6n. 8.8.) SKCMEPTHbIA
LIEHTP

/

v

+ CenekTuBHas

3TAMIIL aHTMONYIbMOHOPachUs KaTeTepuaauus npasbix 0TAEN0B
3KCNEPTHbBIN OnpeaeneHue > cepaua (taosn. 6.3.8.)
LEHTP onepa6esibHOCTK +
Cp.ONA > 25 MM pr.CT. HET
AT N3N1A <15 Mm pT.CT. | [pyrue npuinHbI?
JIBOB/ JIKTA | N (rpynna ) < A JICC > 3 E[l. Byna *
+ pynna V

+ 00N (LT, Hacneayemas unu JIAT,
WHLYyUMpOBaHHas nek/T (tabn. 6.3.9.)

PucyHOK 2. [luarHocTUYECKUiA anroputm

lpynna V. Y4uTblBas reTeporeHHOCTb Fpynnbl, OLEHUTb pacnpo-
CTPAHEHHOCTb W 3a60NeBAEMOCTb HE NPEACTaBNAETCS BO3MOX-
HbIM. Y 6,2-10% nauneHTOB CEPNOBMAHO-KNETOYHON aHeMuen
nmeetcs nosbiweHue cp. JJT1A >25mm pr. cT. [8].

6. IMATHOCTUKA

Ctparerusi gmarHoctuku npw JII npegnonaraeT npoBegeHue
KOMIMIEKCHOrO 06CNefi0BaHUs C LieSIbl0 YCTAHOBMEHUA AnarHosa
W KITMHWYECKO rpynnbl, (OYHKLMOHANBHOMO U reMOANHAMUYECKO-
ro cratyca nauuentoB [1,2]. OCHOBHbIMM 3afa4yaMmn ABNAOTCA:
onpeferneHne BePOATHOCTM Hanuyma y naumeHta JII ¢ wcknto-
YEHWEM Hanboree 4acTbiX NPUYUH (MATONOTUA NEBbIX OTAENOB
CepAaua, XpOHWYecKue pecnupartopHble 3a60neBaHus, nepeHe-
ceHHas TAJ1A); Bepucpukauma amarHosa JIAT npu KMNOC; oueHka
®K (B0O3) u cTpatucbukaums pucka ¢ Lienbto BbI6opa afekBaTHO
cneumdmnyeckoii Tepanun [3,8].

6.1. KNUHWYECKWUE NPN3HAKW N CUMNTOMbI

Bce knuHuyeckne cumntombl J1T, BbIsiBNSAEMble MpWU ONpoce W
0CMOTpe 60NbHbIX, HE ABASKTCA NAaTOTHOMOHWUYHBIMM, 4YTO 3a-
TPYOHAET PAHHIO AMarHoCTMKy. Ha HayanbHOM 3Tane 3abone-
BaHWE MOXET MpOTeKaTb 6eCCUMNTOMHO. CnekTp KNUHWUYECKMX
CUMNTOMOB (OfbILLIKA, MOBbILWEHHAS YTOMASIEMOCTb U CNabocCTb,
60711 B 06MaCTW CepAaLa, rofoBOKPY>XEHMA U CUHKONANbHbIE CO-
CTOSHMSA) 06YCNOBSEH, rMaBHbIM 06pa3oM, ABYMS NpUYMHaMK -
cHmKeHnem GB n HapylieHnem TpaHcnopta kucnopoga u [1,3].
XapakTepHbiMu cumnToMamu JII ABNSIOTCA Kallenb U KpoBoXap-
KaHbe.

OfbiLlIKa MHCMIMPATOPHOrO XapakTepa BbIPaXXEHa B PasnuyHoi
CTEMNeHn: 0T MUHUMAITLHOI, NPU BbINOJTHEHUU 3HAYUTENBHON (hK-
3N4ECKOM Harpy3km, L0 BO3HUKAIOLLEA JaXe B NOKoe, Npu BOM-
HEHWUWU UMW pasroBope, NPU He3HA4YNUTeNbHbIX ycunuax [1,25].
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OJbllwKa npu PU3NYECKUX HAarpy3Kax sBnSeTca Hanbonee 4acTbim
nepBbIM CUMNTOMOM 3a60neBaHuns. Kak npasuso, ¢ Te4eHnem 60-
Ne3HW 0JpllLIKA NPOrpeccuBHO Hapactaet. [pu 3TOM NPMCTYNoB
yAYLLbA 06bIY4HO HE HABMAAeTCA.

bonu B rpyan y naunenToB ¢ JII 06bI4HO MMEIOT HeonpeaeseH-
HblIli XapaKTep: AaBslLMe, HOWLLWE, KOMOLLWe, CxXumatlLLmne; 6e3
YETKOr0 Hayana, NPOAOSKUTENbHOCTbIO OT HECKOMbKUX MUHYT
00 CYTOK, YCUNIMBAKOTCSA NPU (PU3MYECKUX HArpy3Kax, 06bI4HO He
KYynNupytoTca NpUEeMOM HUTpOrnuuepunHa. Y psga nauneHToB 0T-
MEYaKTCsA TUMUYHbIE NPUCTYNbI CTEHOKAPAMN- UHTEHCUBHbIE NPU-
CTYNbI CXXUMAKOLLMX 60161 3a rPYANHON, C MppaguaLmnein B NeBy0
nonaTtky W pyKy, 4T0 MOXXET MacKMPOBaTb ULLEMUYECKYIO 60NE3Hb
cepiLua u Jaxe 0CTPbIA MHPAPKT MuoKapaa [2,25].

bonee 4em y NonoBUHbI 60JIbHBIX C JIT 0TMEYaKTCA ro/10BOKPY-
JKeHUs M 06MOPOKM, NPOBOLUPYEMbIE (PU3UYECKON HArpysKom.
O6bl4Has NMPOAOMKMTENBHOCTL 06MOPOKOB COCTaBAAET 2-5 MU-
HYT, uHorga o 20-25 MuHyT [29]. BONbLIMHCTBO 60NbHBIX Xany-
eTCA Ha cepaLebneHns v nepebon B pabote cepaua. Npn aTom Ha
IKT 3/710Ka4eCTBEHHbIE HAPYLIEHMA PUTMA, KaK NpaBuio, He peru-
CTPUPYIOTCA, YaLLle UMEeTCs CUHYCOBas Taxukapaus.

Kaiene otmedaetcs y Tpetu 60nbHbIX ¢ JII, cBA3aH, no-
BMAMMOMY, C 3aCTONHLIMU ABMIEHUAMMW U NPUCOELUHEHUEM BOC-
NanuTenbHbIX U3MEHEHWI B Nerkux u 6poHxax [8].

KpoBoxapkaHbe 06bIY4HO BO3HWKAET OAHOKPATHO, HO MOXeT
NPOA0MKATLCA HECKOSTbKO AHEN, CBA3AHO Kak ¢ TPOM603IMO0SM-
eil B MefKne BETBU NIEr04HON apTepun, Tak 1 BCNecTBUeE paspbiBa
MENKNX GPOHXUANbHBLIX apTEpUin CIM3UCTON 0601104KU GPOHXOB
[1,25].

CumMnToMbl, CBA3aHHbIE C CONYTCTBYIOWMMH 3a60/1EBAHNAMM,
YKa3blBaIOT HA BO3MOXHYIO KnuHuyeckyto rpynny JIT. OpTonHoa
W NapoKCU3ManbHOE HapacTaHWe OfbILIKW B HOYHbIE Yachbl yKa-
3bIBAET HA 3aCTOMHbIE ABIEHUS B MANIOM KpYyre KpOBOOGpALLEHUs
BCNeACTBME NOPaXeHWs NeBbIX OTAenos cepaua [1,2]. Aptpan-
TUW, KOXHbIE NPOSIBIIEHUS, NUXOpafKa W Apyrue CUMNTOMbI 3a-
60MeBaHUN COEAMHUTENbHON TKAHU YKA3bIBAKOT HA CBA3b 0JbILLIKY
¢ C3CT. Xpan 1 HOYHOE anHO3, CBA3b OAbILUKM C HAPYLUEHUAMN
ObIXaHWs BO BPEMSA CHA TpebyeT NpOoBeLeHUs NoNUCOMHOrpadu-
4eCKOro UCCnepoBaHms.

CumnToMbl NporpeccupoBanns 3a60seBaHna. OTEKU HUKHUX
KOHEYHOCTEN, aCLMT, CHDKEHNE anneTuTa, BblpaXKeHHas cnabocTb
CBUIETENbCTBYIOT 0 AUCHYHKUMM DK, HapacTaHuu CTeneHu Tpu-
KycnuaansHon Hefoctato4HocTu [8].

AHamHecTnyeckne cBEAEHHMA. YinNTbIBas YCTAHOBNEHHbIN FeHeTH-
yeckuin acnekT JTAI, He06X04MMO UCKNIOYUTL HANIUYNE XapaKTepHO

Tabnuua 6.1. PekomeHaauu1 no NepBUYHON AUArHOCTHKE Y 60nbHbIX ¢ JIT

KMMHWYECKOI CUMMTOMATIKM Y POACTBEHHUKOB 60nbHOr0. Cnefyet
Y4UTbIBATb NOTEHUMANbHBLIA PUCK passutua JIAT npu npumeHeHUN
NIeKapCTBEHHbIX MpPenapaTtoB, TOKCMHOB (AHOPEKTMKMW, PancoBoe
macno), xumuotepanuu (umuknodpocaH, 611eoMULMH 1 ap.) (Tabn.
3.2.,6.1.) [1,3]. OnarHos J1Al BbICOKOBEPOSATEH Y 60/BHbIX C KNNHU-
YeCKUMW CUMMNTOMaMI, BO3HUKaOLWUMK Ha dpoHe CG3CT, nopTans-
HOWM runepTeH3un, BY-nndpekumn, BINC, BeHO3HbIX TPOMB030B. Y
MHOMMX 60MbHbIX XTAJT NpOCNeXnBaeTcs CeMeliHblii aHamHe3 BHe-
3aMHOI CMepTU, CepAeYHO-COCYAMCTOI NaToNori U NoBbILLEHHON
HAKMNOHHOCTY K TpOM6006pa3oBaHinio [4,28,29].

K He3aBucumbim hakTopam pucka passutus XTIJIT oTHoCATCS:
nepeHeceHHas CnieHIKTOMMS, BEHTPUKYNIO-BEHO3HbIE LYHTbI ANns
nevyeHus rnapouedanum, ycTaHoBKa LEHTPabHbIX BHYTPMBEHHbIX
KaTeTepoB UMK 3N1EKTPOAOB 3N1EKTPOKAPANOCTUMYMATOPOB, 3amMe-
CTUTENIbHAA Tepanus ropMOHaMu LLNTOBUIHON Xenesbl, OHKONO-
TMYECKME U XPOHUYECKIE BOCNANUTENbHble 3a60nesaHus [3,4].

6.2. ®U3UKATbHbIN OCMOTP.

Mpu husnkanbHOM ocMOTpe Y naumeHToB ¢ J1I Hambonee 4acTto
BbISIBNIAETCA aKPOLMAHO3, NPU AAMTENBHOM TeYeHUN 6ONe3HN — 13-
MEHeHUs panaHr nanbLes no Tuny «6apabaHHbIX NaNoYeK» U HOTTel
B BUJE «4aCOBbIX CTekon» (1aén. 6.1.) [1,8]. Y naumenTos ¢ amdu-
3eMOW Nerkux UMeeTcs USMeHeHWe opMbl rPYLHON KNETKM («604-
Koo6pasHas» rpynHas knetka). Mpu pa3sutun npaBoXxenya04KoBoi
Cep/AeYHOI HeAOCTATOYHOCTM OTMEYAIOTCS HABYXLLINE LLEIHBIE BEHbI,
renaromeranus, nepudepnyeckne oteku, acunt. Mpu ayckynostauuu
C 6ONbLLOI A0NeN BEPOATHOCT MOXHO YCTAHOBUTb Hanmyue naro-
NIOTWN NIErKNX U CepALa, a TAKXKE BbIPXEHHOCTb J1T. XapakTepHbiMu
ayCKyNbTaTMBHLIMK npuHakamu J1I aBnsoTcA akueHT |l ToHa Hag
NEroYyHoil apTepueil, NAHCUCTONNYECKUIA CUCTONIMYECKNIA LLYM TPU-
KycnmaanbHOM HeA0CTaTOMHOCTH, lym Fpaxema Ctunna [2,7].

6.3. N(HCTPYMEHTANbHbIE METO/1bl ObCJIE[IOBAHUS.

6.3.1. ANEKTPOKAPINOrPA®USA.

BbisBnatoTCA npusHaku runeptpodun n neperpysku MX, guna-
Tauun v runeptpocun npasoro npencepaus (M) (p-pulmonale),
OTKNOHEHWe 3MeKTPUYeckoin ocu ceppua snpaso (tabn. 6.3.1.).
MpusHaku runeptpodomn MX BbigBNATCA Y 87% 60MBHBIX, OT-
KNOHEHWE 3N1eKTPUYECKON OCK cepaua Bnpaso — Yy 79% 60NbHbIX
¢ VT [8,24]. Y4uTbiBas, 4T0 YyBCTBUTENIbHOCTb 3NEKTPOKAPANO-
rpacouu (3KT) npu JTAT cocTaBnseT nub 55%, a cneuugu4HocTb
— 70%, 3KI' He MOXEeT paccMaTpuBaThCsl B KayecTBe MeTofa
cKpuHuHra J1AT, nocKonbKy Y 60MbHbIX MOXET 06HapYXWUBaThCA
HenameHeHHas KT [1,30]. Y nauneHToB ¢ JII MOryT pa3BuBaTh-
CA HA[PKeNyLOoYKOBble HApYLUEHWUs puTMa, Yalle mopunnauus
npefcepavin. 4actora pasBuTia MepLaTenbHON apuTMun 4OCTU-

Knacc YpoBeHb
Pekomexpauuu p
pEKOMeHjauuMu  [0Ka3aTeNnbHOCTH
PekomeHayeTcs 0CyLLEeCTBNATL COOP XKanoob, NoMHbIX CBeAEHW MeaULIMHCKOrO 1 | C
CeMelHOro aHamHe3a y BCex nawueHToB ¢ Nogo3peHuemM Ha Hanuyue JIT [1,7,29].
PekomeHayeTcsa UcknioyaTb Hanm4me KNMHMYeCcKon cumntomatuku JIAI y poACTBEHHUKOB | c
MaLMEeHTOB, Y4UTbIBAas BOSMOXHbI HAacneayeMblil xapakTep 3abonesanus [2,7,8].
PekomeHayeTcs y4nTbIBaTh NMOTEHLMANbHbIA puck pa3suTus J1AT npu
NPUMEHEHNN NEeKapCTBEHHbIX MpenapaTos, TOKCUHOB (AHOPEKTUKM, pancoBOoe | C
Macno), XxumuoTepanuu (LUmknodocdan, 6reomuuut u ap.) [1,7].
PekomeHayeTcs npoBecTn u3nKanbHbIA 0CMOTP (HAPY>XHbIA 0CMOTP OLiEHKA POcTa U Macchl | C

Tena, ypoBHA (hM3NYHeCKOro pa3BmTIA) Y BCEX NaLMEHTOB C NO403PeHnem Ha Hanuyme J1T [3,8].
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Tabnuua 6.3.1. PekomeHaaLmMm1 N0 MHCTPYMEHTANbHOW AUAarHocTuke y 6onbHbIX ¢ JII

Knacc YpoBeHb
LIV peKOMEHJauMu  [0Ka3aTenbHOCTH
PekomeHayertcs nposefeHne anekTpokapavorpadun y Beex 6onbHbix JIT [1,7,30]. I C
PekomeHayeTcs npoBefieHne CUHTE3MPOBAHHON BEKTOPKApANorpacum lla C
y 6071bHbIX C nofo3pexnem Ha JI [30,32].
PekomeHayeTcs npoBefeHne peHTreHorpadoum 0praHoB rpyaHON KneTku y Bcex 60nbHbIx JII [3,4,7]. la B
PekomeHAayeTcs NnpoBefeHne TpaHCTOPaKaibHON 3X0Kapanorpagum | C
y BCex 60JIbHbIX ¢ nogo3peHvem Ha JIT [1,7,36].
PekomeHayeTcs npoBefieHne NeroqHbIX (OYHKLMOHAMBHBIX TECTOB AMS BbISB/IEHUS
06CTPYKTUBHbIX UK PECTPUKTUBHBIX M3MEHEHUI C LieNblo AuddepeHLuansHoi C
OUArHOCTUKM JIT 1 YTOYHEHMSA TAXXECTU NMOPaXEHNA nerkux [7,34].
PekomeHayeTcs npoBefieHNe BEHTUIALMOHHO-NEPY3NOHHON CLUMHTUrpacpum | C
NErknx y Bcex 60MbHbIX C N0J03peHneM Ha Hanuyune XTI [2,4,40].
B cnyyae HeBO3MOXXHOCTY NPOBEAEHNS BEHTUNALUOHHO-NEPY3NMOHHOM CLMHTUrpacdnm lla C
peKOMeH/lyeTCcs CO4eTaHHOe UCCIeloBaHme nepysnoHHoN cumHTurpadoum n KT [4,8].
PekomeHayetcs nposefeHne KT-aHrnonynbMoHorpacoum y

I C
BCeX 60/1bHbIX C MOA03peHnem Ha XTI [4,7].
PekomeHayeTcs npoBefeHne MarHUTHO-pPe30HAHCHOM ToMOrpaduu y 60nbHbIX ¢ JII Ans oLeHKN lla C
MaToNorMyeckux n OYHKLUMOHANbHbBIX U3MEHEHNA CepfLa 1 NEeroYHbIX cocynos [7,42].
Y31 opraHoB 6PIOLLIHON NOIOCTW PEKOMEHAYETCA 60sbHbIM ¢ JIT ans | C

UCKMKOYEHNs NaToNorum neveHn u/unn noptansHoil runepteHsum [3,7].

raet 25% B 5 Teyenue net [8,31]. ApuTmMuUa NPMBOANT K CHUKE-
Huto CB, ycyry6nss remoguHaMnyeckue HapyLeHus. Y nauneHTos
c xanobamu Ha cepauebuenmns, nepebomn B paboTe cepaua Heob-
XOAMMO NpoBefeHNe CyTo4HOro IKM-MOHUTOPUPOBAHUS.

Ecnu nameHeHns Ha KT BO3HMKAKOT NpU HaNM4Mi AOCTATO4HO
BbIPOXXEHHON rMNepTpoun npasbIx OTLENOB CepAaua, To C Mo-
MOLLbIO CHHTE3HPOBAHHOMH BEKTOpKapanorpaghun (BKI) atn ns-
MEHEeHUs MOXHO AMarHoCTUpoBaTh B 601ee paHHux cragusx. BKI
BbISIBMISIET NPU3HAKW runepTpochun 1 neperpysku MX ¢ 6onbLiei
ANAarHOCTUYECKO TOYHOCTBIO, YeM 3K (4yBCTBUTENBHOCTE 70%,
cneunguyHocTb 83%); NMO3BONAET OPUEHTUPOBOYHO OLEHWBATbL
TSKECTb neperpy3kn MK, a Takxke MOXeT UCM0Sb30BaThbCA Kak
AONOSTHUTENbHBIA NPeaUKTOp NporHosa (Taén. 6.3.1.) [32,33].

6.3.2. PEHTTEHOTPA®WSA OPTAHOB I'PYIHOM KJIETKW.

MeTo4 no3BoNseT YTO4HUTL NpuynHy J1T: BbISBUTL MHTEPCTULN-
anbHble 3a6onesanus nerkux (rpynna ll), npno6bpeTeHHbIE U BPOX-
[ieHHbIe NOPOKM CepALa; BEHO3HbIN 3aCTON B NErkux npu natonaorum
neBbIX 0TAENOB cepaua (rpynna Il), a Takxe cyautb o Taxectn JIT.
I3MeHeHUs npu peHTreHorpadomm OpraHoB rpyaHON KNETKN He 3a-
BUCAT OT cTeneHn J1T, N03TOMY HEM3MEeHeHHas KapTuHA He UCKMH0-
yaet Hanuyue JII (ta6bn. 6.3.1.) [1,8]. OCHOBHbIMU PEHTrEHONOMNYe-
CKMMK npudHakamu JTT aBnatoTcA BblOyxaHue CTBoJIa U J1EBOI BETBU
nero4Hon aptepun (JTA), KoTopble DOPMUPYIOT B MPAMONA MPOEKLUM
[l ayry no neBoMy KOHTYpY CepfLa, pacluMpeHne KOpHeii Nerkux, B
6oree No3aHen CTaguu — yBenudeHue npasblX 0TAENOB cepaua. Y
NaLmMeHTOB ¢ TAXKenon J1T 06HapyK1BAETCA NieBpasbHbIA BbIMOT.

Y 6onblnHCTBA 60MbHLIX UJIT 0TMevaeTcs aunartauus LeH-
TpanbHbIX JIA ¢ NOBbILEHWEM MPO3PAYHOCTU JIETOYHbLIX MONei
Ha nepudepuu 3a cHeT 06eLHEHUS Nero4Horo pucyHka [24,25].
Y 60nbHbiXx ¢ XTAJIT MOXHO BbISIBUTb NPM3HAKM, YKa3bIBAKOLLME
Ha HalM4Yme TPOMOOB B KpYNHbIX BeTBAX JTA- pacLumpeHue cTeona
W FMaBHbIX BETBEW, CUMNTOM JedhopmMaLmn N YKOPOUEHUS KOPHS
[4]. Cneumndm4eckum NPU3HAKOM ABNAETCA 06eHEHNE NEro4YHO-

r0 PUCYHKA B 30HE HAPYLUEHHOr0 KPOBOCHABXXEHMA.

6.3.3. UCCNIENOBAHWNE ®YHKLIUN BHELLHETO AbIXAHUA/
AHANN3 TA30BOI0 COCTABA APTEPUAJIbHOI KPOBU

OueHka oyHKUMK BHewwHero AbixaHus (OBL) nossonser Bbl-
SIBUTb BKNAj MOPAXEHUA AbIXaTebHbIX NYTEA WA NapeHXUMbl
nerkux B pa3sutiie J1: BbISBUTb 06CTPYKTUBHbIE UM PECTPUKTMUB-
Hble n3meHeHus (rpynna lll) ¢ uenblo gudydepeHumansHoin ana-
FHOCTUKM JIT 1 YTOYHEHWA TSHXKECTU JIero4HOM natonoruu (Taén.
6.3.1.) [1,7]. Nockonbky y naunenToB ¢ JII 06bI4HO OTMEYaeTcs
YyMEpeHHas rUNoKCeMUs U3-3a HapyLIEHUA BEHTUASLMOHHO-Nep-
(hy3MOHHOr0 COOTHOLLEHMS, aHann3 ra3oB apTepuanbHON KpoBm
ABNAeTCA 0693aTenbHbIM TecTOM. OLeHKa rMnoKceMin 0CO6EHHO
BaXKHa Ans amarHoctukm JII rpynnsi 1.

BbisiBneHne HeobpaTMmoil 06CTPYKLMN AbIXaTeNibHbIX NyTen B
COYETaHWUN C YBENMYEHMEM OCTATOYHOTO 06BLEMA M CHIDKEHUEM
DLCO ykasbiBaet Ha XOBJ1 B Ka4yecTBe NPUYMHBI TUMOKCUHECKON
JII [34]. Mpwn aHann3e ra3oBoro cocraBa apTepuarnbHO KPOBM Y
00nbHbix XOBJ1 BbiSBNsAETCA CHMKeHMe Pa0, B cO4eTaHMM C HOP-
ManbHbIM 1N noBbileHHbIM PaCo, [2,3].

CHWXeHHble nerovHble 06bembl M ymeHbllieHne DLCO moryt
yKa3blBaTb Ha HaNMU4uMe UHTEPCTULMANBLHOTO 3a60/1eBaHNS Nerkux
[8]. B cny4asx coyetaHus nero4Horo prubposa 1 amgmsembl vatle
pasBuBaetcs JII, 0fHaKO CNUMPOMETPUYECKME MOoKasaTenn MoryT
OblTb B HOPME WU HE3HAYUTENbHO M3MeHeHbl. lceBjoHopMa-
nn3aumsa CBA3aHa C BAWAHWEM HA NIErOYHYI0 (DYHKLMIO NEro4HONA
3AMPU3EMbl B BEPXHUX JIETOYHbIX NONAX U UHTEPCTULMANBHBIX NO-
PaXEHWIA B HIKHUX NIErOYHbIX NONAX. B aTuX cnyyvasx Bcerga 3Ha-
YuTENbHO CHKeHa BennymHa DLCO, 4To yKa3biBaeT Ha HeobXxoam-
MOCTb NPOBEAEHMS KOMMbIOTepHON Tomorpadun (KT) nerkux [8].

Y naumenTos ¢ JIAl cnupomeTpuyeckue napamerpbl (popcu-
pOBaHHas XW3HEHHas eMKOCTb Jierkux (OXKEJT) n o6bem dopcu-
POBAHHOIO BblA0Xa 32 0fHY ceKyHay (OMB,)) 4acTo HaxoaaTcs B
npefenax HopManbHbIX 3Ha4eHnid. [Ing 60nbHbIX rpynnbl | xapak-
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TepHo ymeHbLieHne DLCO (40-80% OT HOpMbI), HE6OSbLLOE MK
YMEPEHHOE CHUXKEHWE NeroyHbIX 06bemMOoB, HOPMANbHOE WK He-
3Ha4yuTeNbHO CHINKeHHoe Pal, 1 00bIYHO CHIXKEHHOE N3-3a anb-
BeonspHoi runepseHTunsaummu PaCo,. B cnyyasx JIBOb nnu JIAT-
C3CT, JITT npu napeHxumaTo3HbIx 3abonesaHusx nerkux DLCO
4acTO ObIBAET HU3KWUM. [1pK HANMYMN CUCTEMHO-NEMOYHBIX LLYHTOB
DLCO Bo3pacTaert, oTpaXkas yBenu4eHne Nero4Horo KpoBOTOKa.

Y naumneHtoB ¢ JIAl 4acTo BbISIBNSETCA HOYHAR TUNOKCEMUS U
LleHTpanbHoe anHod (70-80%) [35]. lMpoBeLeHne HOYHOW MyJib-
COKCMMETPUM W NOAUCOMHOrpacdin NO3BONSAET WUCKKYUTL 006-
CTPYKTUBHbIE HAPYLLUEHUS BO BPEMS CHA W TMMOBEHTUNALMIO.

6.3.4. TPAHCTOPAKANbHASl 3XOKAPIUOIrPA®USA

TpaHcTopakanbHaa 9xoKI c4uTaeTcs Hambomnee LEHHbIM HEUH-
Ba3WBHbIM METOLOM AuarHoCTUKU JII, NOCKOMbKY NO3BONSET He
TONbKO OUeHUTb JJTA, HO 1 AAaeT BaXHYI MHOPMaLW 0 npu-
qiHax u Tsxectu JIT. AxoKl no3BonseT UCKNOYUTL MOPAXKEHUs
KnanaHHoro annapara, natosioruo muokapgaa, BIC (ta6n. 6.3.1.)
[1,3,36]. Y nauueHToB ¢ JII' Bbisnserca gunatauus MM un MK,
yTonuieHne nepedHen cTeHku MK, napagokcanbHoe ABUXKEHWe
MEXOKeNnyn04K0BOi Neperopofku C ee CMELLEHUEM B CUCTONY B
ctopoHy K. Mposeaenne IxoKl pekomeHayeTtcs y Bcex 60Mb-
HbIX C MOA03peHMeM Ha Hanuyue JII, a Takxe B rpynnax ckpu-
HuHra J1AT (taén. 6.3.2.) OgHako ans Bepudpmkauun guarHosa u
Bbl6Opa TaKTUKK NeveHns Heobxoaumo nposeaeHue KIMOC.

C/TA MOXHO OLEHMTb PacyeTHbIM MyTEM MO MUKOBOW CKOPO-
CTW TpUKycnuaanbHom peryprutaumn (TP) ¢ nomoLLbio gonnne-
p3xoKI npwm 0TCYTCTBMN 06CTPYKLUM BbIHOCALLErO TpakTa MXK. o
MOAMGMLNPOBAHHOMY ypaBHeHU0 bepHynnu: AP= 4V? roe AP
— TpaflMeHT [aBreHus Yepe3 TPexcTBopyaThlil knanaH, V — cko-
pOCTb TPUKYCMMAANbHON peryprutauum B m/c [8,37]. Ona nony-
YeHus BennynHbl COJTA K NONy4eHHOMY FPAAMEHTY A0MKHO ObITb
no6asneHo fasnenne B npasom npegcepauu (M), kotopoe
OMNpenenstoT ¢ y4eToM auamerpa HuxHern nonon sexbl (HMNB) u ee
KonnabuposaHus Ha Baoxe [38].

Wceneposanme HINB no3sonser 06beKTUBU3MPOBATL 3aCTONHbIE
SIBNEHNA B GOMbLIOM Kpyre KpoBOOOGpaLLeHMs, a TakKe KOCBEHHO
OLIeHUTb YPOBEHb CMCTONUYECKOro AaBJieHNs B NPaBoM npencep-

Anu, TO eCTb LEHTPanbLHOro BeHO3HOro Aasnenus (LBM). Wccne-
[l0BaHWe NpOBOAAT U3 Cy6KOCTaNbHOMO JOCTYNa, AaTYMK YCTaHaB-
NNBAIOT NOJ MeYeBUIHbIM OTPOCTKOM M OPUEHTUPYIOT B NO3ULMN
anuHHon ocu HMB. [Ouametp HIMB ymeHbluaeTcsi Ha rny6oKom
BJOXe, KOT[la 0TPULLATENbHOE AaBNeHune B rpyAHON KITETKE Cnoco6-
CTBYET YBEJIMYEHUIO HarnomHeHus MK 13 cucTeMHbIX BeH. [Inametp
HIB 1 NpOLEHT YyMEHbLUEHNA AuameTpa Ha BAOXE KOPPENUPYIOT C
NN, B Hopme MMM He npesbilwaet 5 mm pT. CT., a guametp HMB
<1,7 CM 1 ymeHbluaeTcs Ha BAoxe 6onee yem Ha 50%. lNpn Hanm-
4um MK XCH, noBbILLEHUN KOHEYHO-AMACTONNYECKOr0 JABEHNS B
MK v [N, 3aTpynHaeTcs nputok Kposw K cepauy. Noatomy kon-
naéuposaxue HIB BO Bpems BOXa CYLLECTBEHHO YMEHbLUIAETCH,
YTO ABNIAETCA NOKa3aTesieM 3aCTONHbIX SBJIEHUIA B 6ObLLOM Kpyre
KPOoBOOOpALLeHns 1 CBUAETENbCTBYET 0 nosbiwenun AN (LBLO).

Mpu aunatauuu HMB >1,7¢cM 1 HOpManbHOM KOnnabupoBaHuu
HMB >50% Ha Baoxe npeanonaraetcsa ysenudedne OMNM 6-10 mm
pT. cT. Ecnu pecnupatopHbiil konnanc MeHee 50%, faBneHue B
[N coctasnset o1 10 go 15 mMm pr. cT. HakoHel, aunatauus HIMB
6e3 KonnabuposaHWa Ha BAOXe NpeanonaraeT 3HaYnTenbHoe yBe-
nuyenmne OMNMN >15 mm pT. ¢T. HanpoTuB, yMeHbLUEHUE AnameTpa
HIMB (<1,2 cMm) CO CMOHTaHHbIM KOMNabupoBaHUEM 4acTo Habsto-
[AaeTcs Npu yMeHbLUEeHN 06beMa LMpKyInpytoLwen kposu [7,8].

Mpu onpefeneHun BOCMPOM3BOLMMOCTM CRefyeT 06patuThb
BHMMaHMWE Ha JOCTATO4HO 3HAYMMYH OLWNOKY npu pacyete COJTA
(4,9-8 MM pT. CT.) METOAOM OMpefeneHns rpagueHTa aaBneHus
Yyepe3 TPUKYCNULANbHBIA KnanaH. 3T0 CBA3AHO C CYOLEKTUBHO-
CTbi0 CKOPOCTHbIX 3mepeHuit n Tem, 410 4acto KMOC n 3xoKl
NpOBOAATCA HEOLHOBPEMEHHO. BOCNpOM3BOANMOCTb U3MEPEHUS
CLJTA Yepe3 TpuKycnuAanbHbIA Knanad 3aBUcuT, B 0CHOBHOM, OT
KayecTsa 3anucy JonniepoBckoro cnektpa [36-38]. Cuctonuye-
ckoe pasneHue B MK y 300poBbIxX niogen B Bo3pacte 1-89 net
coctasnseT 2845 mm pT. CT. (15-57 MM pT. CT.) U yBENIM4MBALTCA
C BO3pacToM M yBenu4eHWeM WHaekca maccol Tena. TP onpefe-
nsaeTcs y 6onblunHCTBA 60MbHLIX € JII (74%) B mccnefoBaHusx
YCTaHOBNEHA [0CTOBEpPHas KoppenauuoHHas ceasb (0,57-0,93)
mexxay GIJTA no ganHbim gonnnepdxoKr n KMOG [8,38].

B Tabnuue 6.3.3. cymMUpOBaHbl AONONHMTENbHbIE NPU3HaKK JIT
Mo JaHHbIM 3X0KT.

6.3.2. BepoATHOCTb JIEr04HON rMNEPTEH3MM HA OCHOBAHUM AAHHBIX 3X0Kapauorpaguu

| CKopocTb TPUKYCNUAANBHOI peryprutauum, M/cex

<2,8 unu He n3mepseTcs HeT

<2,8 nnu He nsmepseTcs Ja
2,9-34 HeT

| Hanuune gononHutenbHbix IXoK-npu3Hakos | BepostHocTb JIIT no gaHHbIM IxoKI |

cpenHsis
cpenHss

29-34 a0 fewcoxsn |

Ta6nuua 6.3.3. [lononHuTENbHbIE 3X0KApAKOrpathuyeckue NPU3HaKN NEroYHoM runepTeH3uu

A: npaBbli Xenyaouex B: nero4Has aptepus

MX/IMK 6a3anbHbin guametp >1.0 y
CUCTONTNYECKIUN MUK

MapagokcanbHoe asuxeHne MXKII;
3 JIXK >1,1 B cucTony u/wnu guactony)

AT BTIXK <105 m/s unu cpeaxe

CKOpOCTb paHHEro nuka amactonnyeckoi
peryprutauum >2.2 m/c

- Inamvetp J1A >25 mm

C: HUXHSAA Nonas BEHa U NpaBoe Npe/icepane

HMNB>2,1 cm (<50%)
(<20% Ha CNOKOWHOM AbIXaHuWN)

nnowaab MM B cucrony
>18 cm?

lMpumeyanune: BepositHocTb JII npu oLeHKe pasnndHbix kamep n cocynos cepaua (A/B/C): A: XK — npaBoro xenyno4ka;
B: JIA — nero4Has aptepus; C: HIIB — HuxHaAsA nonas BeHa w [1[1 -npaBoe npeacepane. N3 — nHAeKc IKCLEHTPUIHOCTH,
AT BT — cuctonnyeckoe Bpems YCKOPEHNUS N0TOKA B BbIXOJHOM TPAKTE MPABOro Xesyn04ka.
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CyuTaetcs, 4T0 B nepuod ocTpoit TAJIA MOXHO 3anofo3puTb
Hanuyue y 60nbHoro XTI, ecnu perucTpupyrtoTcs 3Ha4UTeNbHO
nosblLweHHble undpbl GAJTIA >70-80 mm pr. cT. [4].

Ecnu npu 3xoKI BbisBNeHa HU3Kas BepoATHOCTL JI, anarHos
MOXeT OblTb UCKMOYeH (Tabn. 6.3.2.). Tem He MeHee, B TaKux
cnyyasx pekomenmyetcs 9xoKl B guMHaMuke, ecnn y 60MbHOIO
umeetca C3CT unu nepeHecénHaa TANA. Ecnu BepoaTHoCTb JIT
OLIEHMBAETCA KaK CpefdHss, Tpebyetcs AeTanbHoe 06CneaoBaHue
npwu Hanu4un OP T, Bkntovas KMOC. Ecnun BepostHocTb J1T oue-
HUBaeTCA Kak Bbicokas, KNMOC pekomeHayeTca Ans noaTBepxae-
HUSA AnarHosa [3,8].

Ecnmn no gaHHbIM 3xoKI nogospesaetcs Hanuyme BI1C — cuctem-
HO-NErOYHOr0 LUYHTA, AN NOATBEPXAEHWUS AMarHo3a Heob6xoaumo
nposefeHne KT unu marHuTHO-pesoHaHcHas Tomorpacoms (MPT)
cepaua, npu HeobxoaUMOCTH, 1oMKHa 6biTb BbinonHeHa KIMOC. MMpu
JII, cBsAzaHHOI ¢ gncdyHkumen JDK, 3XoKI ncnonb3yeTes ans oLeH-
K1 Juactonuyeckoin yHkumm JK. B Takux cnyyasx KMOC nokasaHa
ONs YTOYHEHWs [1arHo3a u OLeHKU reMoguHamMuyeckoro tuna Jr.

BHyTpuBEHHOE BBEEHME (PM3MONOTMYECKOro pacTeopa no3eo-
NAeT onpefennTb OTKPLITOE 0BanbHOE 0kHO, [AMIII TMna BeHO3-
HOro cuHyca. [na noATBePXXAEHNUS HANMYNA OTKPbITOrO 0BaNbHO-
ro okHa unu Hebonbworo AMIM, oueHKM ero TOYHOro pasmepa
TpebyeTcsa NpoBeeHne YpecnuieBogHon IxoKr.

6.3.5. BEHTUNALUNOHHO-NEP®Y3NOHHASA
CLUMHTUrPA®NA NETKNX

BeHTUNAUMOHHO-NepPy3NOHHas  cumHTMrpacms  ABNAeTCs
HE06X0LMMbIM METOLOM AWArHOCTUKWM [N YTOYHEHWA 3TWUOJIO-
rmn JII. Metop paccmatpuBaetcs B KadecTBe He06X0LMMOro
CKPUHWHIA Ons UCKNIYeHMs XpoHuyeckoi TAJIA u ee BeTBen,
OT/INYAETCA BLICOKOW YYBCTBWUTESIbHOCTbIO B CpaBHeHUM ¢ KT-
aHruonynbmoHorpaduent (taén. 6.3.1.) [3,4]. HyBCTBUTENbHOCTD
BEHTUNALMOHHO-NEPY3UOHHON CLUUHTUIPAdMK NErkux cocTas-
nset 90-100%, a cneundmyHocts — 94-100%. [4,8]. JedekTbl
nepchy3um 06HapYXMBAKOTCA B AOMEBbLIX U CErMEHTAPHbIX 30HaX
NpK OTCYTCTBUM BEHTUSLMOHHBIX JePEKTOB. BO MHOMMX LieHTpax
B HacTosLLee BpemMs nepdy3noHHas CUMHTMIpadus JononHseTcs
KT nerknx BbICOKOro paspeLueHus.

Y 60NbHbIX C MHTEPCTULMANBHBIMI 326051EeBAHUAMMN NErKnX
nepcy3nOHHbIe fedheKTbl COBMNAAAIOT C AeeKTamMu BEHTUNALNM.
Mpu npoBefeHNN BEHTUNALUOHHO-NEPEY3NOHHON CUMHTUTpadNK
nerkux y 60nbHbIx JIAI MOXHO 06HapYXWUTb KaK HEU3MEHEHHYIO
KapTuHY, TaK 1 Hebonblune nepudepuyeckne cy6CcerMmeHTapHble
nedekTbl nepdy3nmn 6e3 HapyLLeHUA BEHTUNALUK, 4TO 06YC0B-
NEHO HecoOoTBETCTBMEM BeHTMRAUMKM 1 nepdoysun [39,40]. Takue
nedekTbl MOryT BbisBNATLCA Npu JIBOB.

6.3.6. KOMMbHOTEPHAA TOMOIrPA®UA

KT nrpaet BaxHyto ponb B AndypepeHLnanbHONn gUarHocTike
JIT. [letanbHoe n306pakeHne NEro4yHon napeHXmmbl no3Bonser
LNAarHoCTUPOBATh UHTEPCTULMANBbHbIE 3260M1eBaHUA U IMPU3eMy
nerkux (taén. 6.3.1.) [1,2,7]. NMpu JIK XCH moxeT 06Hapyxnsatb-
cA (DeHOMEH MaTOBOro CTeKNa W YTOJLLEHNE UHTEPNOBYNAPHbIX
cent. [ndhdhy3Hoe [ABYCTOPOHHEE YTOSILLEHNE UHTEPNOBYNAPHbIX
CeNnT, Halmyme MesKMX, NIOXO O04YePYEHHbIX 04AroBbIX TEHEN,
yBeNN4YeHne NUMaTMHecKnx y3noe CpefoCcTeHMs yKasblBaeT Ha
JIBOB/JTKTA [41].

KT no3BonsieT OLEHUTb COCTOSHUE NIErOYHbIX NOMen, a TaKxe
cepaua M COCYAOB C MOMOLUbKO KOHTPACTUPOBAHWA MONOCTEN

cepfla 1 npoceeTa cocyaoB Npu BHYTpUBEHHOM BBeaeHuUn 80-120
MJ1 KOHTPACTHOTO BeLlecTa. OTMeYaeTcs KOppenaumua Mexay co-
OTHOWeHnem auametpa J1A u aopTbl 1 TSKecTbto JI, nokasartens
MMeeT NPOrHocTM4ecKoe 3HaveHue y naumeHtos ¢ X061 [7,8].

KT-kaptuHa XTI/ — nonHas okknto3ua JIA unu ee BeTBeil,
Hanuyme 3KCLEHTPUYECKUX AeeKToB BCMeAcTBME TPOMO030B
UNN pekaHanu3oBaHHble Tpom6bl [4,8]. lMpu BbISBNEHUM MpK-
3HaKoB XpoHudeckon TIJTA 6GOMbHBLIM MNOKAa3aHO NpPOBefAeHME
CEeNeKTUBHOM aHrmonynbMoHorpacpum B gononHeHune Kk KMOC.
KT-aHruonynbMoHorpacgouio pekoMeHayeTcs npoBOAUTL C MUC-
nosib30BaHNeM He MeHee yeM 16 cnupansHoro Tomorpada, ¢ Mu-
HUMaJTbHbIM LIAroMm (He >3 MM) 1 TOSILMHOM cpe3a (He >1mm) [4,8].
[inq oueHkn pa3mepos Kamep cephLa Heo6xo0AMMO UCNONb30Ba-
Hue OKI-cuHxpoHusaumn. [aHHble KT-anruonynsmoHorpadgun
CNneayeT 3anucbiBaTb HA 3MEKTPOHHbLIA HOCUTENb MKW KOMMAKT-
auck B Buae paiinos DICOM mnu mx aHanoros fans BO3MOXHO-
CTU JMHAMWYHOrO NOCPE30BOr0 NPOCMOTPA C MCMONb30BAHUEM
NepcoHanbHOro KomnboTepa. PekoMeHLyeTcs npoBefieHne apTe-
puanbHon asbl CKAaHUPOBAHWS Y BCeX BOMbHbIX cTapLie 40 ner,
0COBEHHO NMPU HANMYMN aHAMHECTUYECKMX JaHHbIX B NONb3Y ap-
TepuanbHbIX TPOM6030B [4].

6.3.7. MATHUTHO-PE3OHAHCHASl TOMOTPA®USA

MPT wucnonb3yetcqd Ansa OLEHKM NATONOrMYECKUX U (PYyHK-
LIMOHANbHbIX W3MEHEHWI cepaua U cocyaoB y 60nbHbIX ¢ JII.
[naBHbIM NPEMMYLLECTBOM MeTOAa ABNAETCA TPeXMepHbIil (06b-
eMHbI) Cnoco6 nonyvyeHus M3obpaxeHuin 6e3 apTeakToB OT
KOCTEM W NEeroyHbIX nonewn, BbICOKOE NPOCTPAHCTBEHHOE pa3pe-
LLeHe, OTCYTCTBUE JIy4EBOA HArpysku, HeWHBa3WBHOCTb, ECTe-
CTBEHHbIA KOHTPACT 0T ABMXYLLeAca Kposu (Tabn. 6.3.1.) [2,24].
Haue scero MPT ucnonb3yetcs npu o6cnefioBaHny NaLueHToB ¢
WNr, BNG, npu JTT BcneacTsue 06CTPYKLWN NErOYHbIX apTepuii, B
yacTHocTn XTOJT.

MPT nosBonsieT oueHUTbL 06LEMbI 060MX XeNyoo4KoB Cepj-
ua (KOHEYHO-AMacToNMYecknii 06bem, KOHEYHO-CUCTONNYECKNiA
06beM), 4TO NO3BONSET paccynTaTh yAapHble 06LEMbI, pakuum
Bbi6poca MK/ JIK, CB, oueHnTb xecTkocTb JIA [2,24]. 3Tn na-
paMeTpbl BXHbl /19 OLEHKW NPOrHo3a u 3hheKTMBHOCTM Npo-
Bogumon Tepanuu [42]. Busyanusauns JIA v OLEHKA Nero4Horo
KpoBoTOK npu MPT-anruorpadun u nepdysmonHon MPT BaxHbI
B gmarnoctuke XTI [4].

6.3.8. Y311 OPTAHOB BEPHOLLHOI NONIOCTH

Y311 opraHos 6pIOLLHOM NOOCTM NO3BONAET HALAEXHO UCKITIOYNTD
LMPPO3 NEeYeHN W/unm nopTanbHyo runepTexsuio (Taén. 6.3.1.). Uc-
nonb30BaHWe LiBETOBOW Jonnneporpadyun no3sonser AudaepeH-
LMpOBATL MACCUBHYIO MOPTanbHY runepTeH3uio Beneactene MK
XCH nnwn BcnefcTBue BO3HUKHOBEHNS TPAHCMEYEHOYHOTO BEHO3HO-
ro rpagveHTa npu LMppo3e neYeHu, OLEeHUTb KPOBOTOK Yepes NeByr
XKEeSYA04HYH BEHY, NapayMOuUnKanbHyt BEHY U CMIeHOPEHAbHbIN
WwyHT [1,43]. Mpn Y31 6piollHOA NONOCTM MOXHO OLEHUTbH MOp-
thonoruyeckme N3MeHeHNs B NeveHn (aTtpodus Npasoil [oau, KOM-
NneHcaTopHas runepTpodous Nesoi J0MM U XBOCTATON JOMW NEYeHN
HEPOBHOCTW MOBEPXHOCTW W Y3N0Bble U3MEHeHMs). B cnyyasax oc-
NOXXHEHWIA NOPTaNbHONA rMMNEPTEH3NMN BbISBAISETCA CIEHOMEraus,
XOPOLLIO pa3BuTble Kosnatepanu u acumr [7,8].

6.3.9. IABOPATOPHbBIE TECTbI

[ns oueHkn npuymHbl U TxKecTn JIT y BCex 60SbHbIX HE0O-
XOAUMO NPOBOAUTb PYTUHHbIE NaBOPATOPHbIE TECTbl: GUOXUMU-
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4eCKUM (OLEHKA (PYHKLWUU MOYEK W NeveHu, CoaepxaHms 6erka,
3/1eKTPOSIMTOB) M 06N (YPOBEHb remMornobuHa, apuTpoLnToB,
remMatokpuTa, J1eikoumToB, TPOMOGOLUTOB) aHanNU3bl KPOBU, UC-
cnefoBatb Koarynorpammy (ta6n. 6.3.4.) [1-3]. Y Bcex 60/bHbIX
¢ JIAT pekomeHayeTcs npoBOAnTb TecT Ha BUY-undekumio. He-
obxoauma o6s3aTeNibHas OLEHKa (DYHKLUMOHANBHOMO COCTOAHUSA
LUMTOBMIHO XeNesbl, y4UTbIBas BO3MOXHY0 accoumauuto JiT ¢
ANCYHKUMEN LMTOBMIHOW Xenesbl [44].

PesynbTartbl aHanM30B 4acTo B HOPMe B Ha4anbHOW CTafum 3a-
6onesaHus; npu auccyHkumm MK n npusHakax XCH nosbiwa-
eTCA YpOBEHb MO3roBOro Hartpumypertnyeckoro nentuga (BNP),
N-koHuesoro coparmeHta BNP (NT-proBNP) n moueBoit Kucnotel,
NOABNAOTCA OTKNIOHEHUS MEYEHOYHbIX (DEPMEHTOB, MOBbILLIEHUE
KpeaTuHuHa [7,45]. Y NaUMeHTOB C HapyLIEHUAMI OblXaHWs 1 na-
umenToB ¢ JII Bcneacteue BMNGC MoXKeT BO3HUKATb MOMLUTEMUS.
Mpu noptoJIT He06X0LMMO OLEHUBATL (HYHKLMIO MEYEHN W HuC-
no TpPOM60UUTOB. AHaIM3bl KPOBM HEOOXOAUMbI 1 BbIABEHUS
No6OYHbIX peakunii psaa npenapatoB, Hanpumep, MOBbILIEHUE
TPaHCaMMUHa3 W aHeMUW NPU NPUMEHEHWN aHTArOHUCTOB peLien-
TOPOB JHAOTENUHA.

PekoMeH[J0BaHO MCCNefoBaTh TUTP aHTUHYKNEAPHbIX aHTUTEN
y Bcex 60nbHbIx ¢ JIAT ctaplue 45 net [46]. bonbHblie JIAT ¢ cy-
LLIECTBEHHO MOBbILUEHHbIM TUTPOM aHTUTEN UK NOLO3PEHNEM Ha
Hanuuue G3CT HypatoTcs B KOHCYNbTauun pesmatonora [1,7].
MpumepHo TpeTb 60nbHbIX U MMEOT NOBBLILIEHHbIA TUTP AHTU-
HyKneapHbix antuten (Mexee 1:80) [24].

[ns ncknoyeHns Tpoméocunum n nogo3peHun Ha XTI cne-

[yeT OueHWBaTb MapKepbl CUCTEMbl CBepTbiBaHWA — D-aumep,
antutpom6uH lIl, npotenn C unu S, onpegensTtb TUTP aHTUTEN K
thocponmnuaam (BOMYAHOUHbIA aHTUKOArYNSHT, aHTUTENa K Kap-
avonununy) [4].

6.3.10. OLIEHKA ®YHKLIMOHAJIbHOI0 CTATYCA

06beKTMBHAs OLEHKA (hYHKLIMOHAMbHOI CMOCOBHOCTI 60NbHbIX
¢ JTT Heo6xoamma Ans OLEHKN TSXKECTU HAPYLLIEHUA U QUHAMUKK
KNUHWYECKOr0 COCTOAHUA HA (hOoHe npoBoAuMoOiN Tepanuu. Mpu
U3Y4EHUN TONEPAHTHOCTW K (PU3UYECKMM Harpyskam Haubonee
4acTO WUCMONb3YeTcs TecT 6-MUHYTHOR x0Ab6bl (TBMX) n Kap-
ANONYNbMOHANbHBLIA HArpy304HbIA TECT C OLEHKON razoobmeHa
(Tabn. 6.3.5.).

Tect 6-MHHYTHOMH X08b6bI — NPOCTON, LOCTYNHbIA NWHCTPYMEHT
ANS OLiEHKN (DYHKLMOHANTbHOr0 CTaTyca, UMEIoLMIA NPOrHOCTUYe-
cKoe 3HaueHue [1,7]. QuctaHuma 8 TEBMX (O6MX) o6patHo Koppe-
nupyet ¢ ®K (BO3). TecT 06bI4HO AONOAHAETCS OLEHKOI MHAEKCa
oablwku no bopry u nynscokcumeTpuein [47]. CHUXEHME HACbl-
LLLEHNS KUCNOPOAOM apTepuarnbHon Kposu 6onee 4em Ha 10%
B0 Bpemsi TGBMX ykasbiBaeT Ha MOBbILUEHHbIA PUCK JIETaNbHOCTH.
[6MX saBnseTcs nepBMYHON KOHEYHOW TOYKOW B BOJSIbLUMHCTBE
MHOroLeHTpoBbIX PKW y 60nbHbIX ¢ JTAT n XTI [48].

KapgnonynoMoHanbHblii Harpy304Hbl TECT [aeT BO3MOX-
HOCTb OLIEHWUTb BEHTUNALWIO M ra3o06MeH BO BpemMs A03Mpo-
BaHHOW (PM3MYECKON HArpy3kn (MHOEKC MUKOBOro NoTpedrieHuns
Kncnopoza, aHaspobHeii nopor) (taén. 6.3.10.) [3,8]. Y 60nbHbIX
¢ JNAT cCHWXeHa BeNMYMHA aHa3PO6HOro Nopora 1 NMKOBOE NoTpe-

Tabnuua 6.3.4. PekomeHaaumu no nabopatopHomy o6cnefoBanuto 60nbHbIX ¢ JII

Knacc YpoBeHb
Pexomenpauum pEKOMeHfauuMu  [0Ka3aTenbHOCTH
PekomeHayeTcs NpOBOAMTbL 06LLMIA aHANM3 KpoBM Y Beex 60MbHbIX ¢ JIT [1,7]. ! C
PekomeHayeTcs NPOBOAMTL BUOXUMUYECKIIA aHanM3 KpoBM Y Bcex 60MbHbIX ¢ JTT [7,8]. | C
PekomeHAyeTcs OLeHKa Koarynorpammsl, onpegenedue D-aumepa, aHtutpom6éuHa lll, npotenHa | C
C ans mckntoYeHuns Tpom60dmnui y Bcex 60JbHbIX ¢ JII npy nepBuYHON AnarHocTuke [2,4,7].
PekomeHayeTcs npoBoauTb TecT Ha BUY-nHdekumto y Bcex 60bHbIX ¢ J1T [7,8]. | C
PeKkomeHA0BaHO UCCNEA0BaTb TUTP aHTUHYKYKIEAPHbIX aHTUTEN | c
y Bcex 60JbHbIX ¢ JTAT cTapue 45 net [7,46].
PekomeHayeTCs OLeHNBATb TOPMOHANBHYIO (OYHKLUIO

9 I C

LUMTOBMIHON Xenesbl, y BceX 60MnbHbIX ¢ JIT [2,44].
PekomeHayeTCs reHeTMyeckoe ucenejoBaHne ans UCKI4YeHNs HacneACTBEHHON | C
Tpom60ocmnumM Npu nepeuYHoi auardoctuke XTI [2,4].
PekomeHayeTcs UccnefoBaHne BONMYAHOYHOM0 aHTUKOArysHTa U TUTpa | C
AHTUTEN K KapAMONUNUHY NpK NepBuYHON anarHoctuke XTI [4].
Tabnuua 6.3.5. PekomeHgawmMu no oueHKe (hyHKLMOHANbHOIo cTaTyca y 60nbHbIX ¢ JIT

Knacc YpoBeHb
Pekomengauuu

pEKOMEHJauuMM  [0Ka3aTeNnbHOCTH
Y Bcex 60nbHbIX ¢ JIT peKkoMeHAyeTcs OLeHUBaTh OYHKLIMOHANbHbIA Knacc | c
(PK) B cOOTBETCTBMM C (hYHKLMOHANBHOM Knaccudpukauumen BO3 [1,7].
PekomeHpayetcs npoBefeHue Tecta 6-MuHyTHOM x0Ab6b1 (T6MX) vy Bcex 60nbHbIx ¢ JIT [1,7]. | C

lpoBefeHne KapaAMoNyAbMOHANbHOTO Harpy304HOr0 TECTA PEKOMEHAYETCS Y BCEX
60nbHbIX ¢ JIAI 4ns onpefeneHns pucka JieTanbHOCTM, PeLeHns Bonpoca o Bbibope/ | C
KOppeKLmn creundmyeckon Tepaniuu, OLeHKI ee adhdoekTUBHOCTY [2,7].
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6reHne kucnopoga [49]. KapanonynbMoHanbHbIA Harpy304HbIiA
TECT paHee UCNoNb30Banca B MHOroueHTpoBsbix PKU, HO He foka-
3an 04eBMAHbIX NpeumyLlecTB neped T6MX, Tak Kak TEXHUYECKM
60nee CIOXeH, He NO3BONSAET OLEHMBATb 3(PEKTUBHOCTL Tepa-
NuUK, a NONYYeHHbIe Pe3yNbTaTbl 3aBUCAT OT ONbITa MEAULMUHCKOTO
nepcoHana.

6.3.11. OLLEHKA TEMOAWHAMUWKI

KNOGC momkHa NpoBOAMTLCSA B 9KCMEPTHbIX LEHTPaX C LENbH
noaTeepXxaeHns y 60NbHbIX AnarHo3a JIAI, OUEHKM TSXKecTu
reMoJuHaMM4eckux HapyLleHWid, peleHns Bonpoca O Bbl6ope
NaToreHeTUYeCcKol Tepanun U OUEHKN ee adpdpeKkTuBHOCTK. [ns
KOMNNIEKCHOM OLEHKU TeMOAMHAMUKIA HE0OX0AUMO OLEHWUBATh
cneayowme napametpol: cpegree MM, OJTA (cucTonnyeckoe,
anactonuyeckoe, cpeaHee), A3/1A, CB (oueHka MeT0A0M TepMO-
aunounn unu no UKy B CAy4aax HanUuus CUCTEMHO-TEro4HbIX
wyHToB), CU, nero4Hoe W CUCTEMHOE COCYAWNCTOE CONPOTMBAE-
HUe, HACbILLEHNe KNCNOPOLOM apTepmanbHOM U BEHO3HON KPOBY,
a TaK)Xe KpOBW U3 BEPXHeil NS0 BEHb! A58 UCKSTHOYEHNA CUCTEM-
HO-NEroYHbIX WYHTOB (Tabn. 6.3.6., 6.3.8.) [7,8].

NAT onpegensetcs npu cp.JJTA >25 mMm pT. cT., O3J1A <15 Mm
pT. cT., JICC >240 mm. pt. ct./n/mnH (3 EL. Byga) npu maHome-
TPUM B NOKOE [7]. KaTeTepusaLms nesbix 0TAEN0B CepALa Heo6xo-
OUMa B pefikux cnyvasx, korga usmepenue J3J1A 3atpynHeHo. Y
OONbHbIX C MPU3HAKAMU CUCTONNYECKON W/ NN ANACTONNYECKOI
aucyHkumn JK no gaHHeIM 3xoKI, npu kateTepusaunm neBbix
OTAENoB cepfua U3MepseTcs KOHeYHO-AMACTONIMYecKoe AaBre-
Hue B JTXK AN UCKMOYEHNUS AUArHOCTUYECKMX OWn60K [50].

TwatenbHas KanubpoBKa AaT4yUKa AaBNEHUA: KaMepa AaBneHus
A0MKHA ObITb PAcnofnoXeHa Ha YPoBHE CpeaHen NOAMbILLEYHON
NUHWKA, 4TO COOTBETCTBYET YPOBHIO npencepans. HenpaBunbHas
NOJroTOBKA AaT4MKa MOXXET NPUBECTU K 0LLInOKe namepenus IJ1A.

lemoguHamuyeckme napameTpbl MO3BONAOT MPOrHO3MPOBATh
KNUHUYeCKue uexoapl. Tak, nosbilleHHoe cpeaHee OMM, Hu3kuii CB/
CW v catypauus BEHO3HOI KPOBU KCNOPOAOM CBMAETENLCTBYIOT O
BbICOKOM PWUCKE HACTYMNeHns hatanbHOro UCXo4a B TeveHue 6nm-
XanLwero roga u Xyawem nporyose y 6onbHblx JIAT (Tabn. 6.3.10.).

Mpu KMNOC y naunenToB ¢ UIIT, Hacnegyemon unm nHAyLnpo-
BaHHOW MpueMoM JieKapcTs/ TOKCUHOB JIA[ npoBOAATCA TECTbl
Ha Ba30peakTUBHOCTL (Tabn. 6.3.7., 6.3.9.) [8,51]. C nomouibio
O®IM MOXHO OLEHMBATb MOTEHLMANbHY 3(PAEKTUBHOCTL ne-
yenmna BKK. [na nposegeHus 0D ncnonb3yoTcs KOPOTKOAEN-
CTBYIOLUME BA30AMNATATOPbI, BO3AEACTBYIOLLME HA MambIA Kpyr
KPOBOOOPALLEHNS: MHIANALUNOHHBIA OKCUA a30Ta WKW WNOMNPOCT,
npocrarnangud E1 (NIET) [2, 7].

MonoxutenbHas O®I onpepenseTca npu cHmwkeHun cp.OnA
>10 MM pT. CT. C JOCTUXXEHUEM aBCOMOTHON BENUYUHBI <40 MM
PT. CT. B COYETAHUN C YBENWUYEHWEM UAN OTCYTCTBMEM AMHAMM-
kn CB [1,7]. 5-15% 6onbHbIX UIT umetoT nonoxutenbHyto 00T,
4TO YKa3blBaeT Ha JONTrOCPOYHY IP(EKTUBHOCTL NieveHns BKK
B MakcumanbHO nepeHocumbix gosax [1]. MonoxutensHas 0PN
npu Hacrnegyemon WNu WHOYLUPOBAHHOW MPUEMOM neKapcTs/
TokcuHOB JIAl onpefensetcs pexe. /13-32 BOSMOXHbIX CEpbe3-
HbIX HEXenaTeNbHbIX ABMNEHUA He cneayeT HasHadvatb BKK amnu-
pudecku, 6e3 nposefeHns O[T,

Y 60nbHbIx ¢ BI1C, XTI nposefenune ODI MoxeT ykasaTb Ha
06paTUMyto cTaguio 601e3HM M BO3MOXHOCTb NPUMEHEHUSA creL-
U nYecKon Tepanun ¢ Lenbto npeaonepaLmoHHONn NoAroTOBKN.
OAHakKo BONPOC 0 BO3SMOXHOCTW npumeHeHns BKK'y aToil katero-
puUM NaLWeHTOB NPeSCTaBNAeTCsa ANCKYTAOENbHbIM.

Y nauueHTtoB ¢ JIA[ pekomeHayeTcs MOBTOPHO NPOBOAWUTb
KMOC ang noAaTBepXAeHUs KNWHWUYECKOr0 YXYALIEHWUS W pelle-
HUS BOMpPOCa 0 HEOOXOAUMOCTU Ha3Ha4eHMS KOMOWHMUPOBAHHOIA
Tepanuu.

Mpu NpoBefieHN MHBA3MBHOI ANArHOCTUKM B 3KCMEPTHBIX LIEH-
Tpax, HaNM4yun BbICOKOCMELMANN3MPOBaHHOrO NepcoHana u npu-
MEHEHUN COBPEMEHHbIX KOHTPACTOB puck ocnoxHeHuii KMOG nped-
CTaBNAETCA MUHUManbHbIM. OfHAKO CRefyeT NPOsBNATb 0COOYH
0CTOPOXHOCTb Y naumneHTos ¢ OK IV. Hoeper M. 1 coaBT. coo6LLunn
0 76 TSXeNbIX 0CNOXHeHUAX, cBa3aHHbIX ¢ KMOC (1,1%) npu Bbl-
nonHeHun 7218 KIOC, B ToM uncne 29 HexxenaTenbHbIX ABNEHNI
ObINK CBA3AHbI C MYHKLMEN BeHbI, 22 c06bITUs ¢ npoLeaypoit KMOCG,
15 HeXenatesibHbIX ABNEHWIA C COCYAMCTON peakuuen u 6 - ¢ KOH-

Tabnuua 6.3.6. inBa3uBHOe fo06cnef0BaHUE 60NbHBIX B 3aBUCUMOCTH OT BEPOATHOCTW IEFOYHON MMNEPTEH3UK NO AaHHbIM 3X0Kapauorpadmm,
HanWU4us UNM OTCYTCTBUA (DAKTOPOB PUCKA JIEr0YHOI apTEpPUanbHOM FMNepPTEH3UN U XPOHUYECKON TPOMOOIMOONNYECKON NNEr0YHON UNEPTEH3UN

BeposTHoctb JII Mpu oTcyTcTBUM hakTOpOB Knacc pexomenpauum/ Tpu Hanu4um chakTopos Knacc pexomenpauuu/
no aauHbiM IxoKI  pucka JIAT/XTINT YpoBeHb i0Ka3aTenpHocT  pucka JIAT/XTINT YPOBEHb A0KA3aTeNbHOCTH
Huakas PaccmoTpetsb ) lla-C PaccmoTpeTb lla-C

IbTEPHATUBHBI AMarHo3 IXOKI-KOHTpONb
CoeaHsis PaccmoTpeTb anbTepHATUBHBIIA l1a-C lla-B

bea [MarHo3 1 IxoKr-KoHTponb Foo6eneposatiue,
Bknto4as KMoc

PaccmoTtpets goobeneaosanme  llb-C lla-B

BbICOKas JloobcnenoBaxme, IC [loo6cnenoBanue, IC

Bkntoyas KMNoc

Bkntoyasa KMNoc

Tabnuua 6.3.7. OcTpbie thapmakonoruyeckue npobbl Ans OLEHKM Ba30PEaKTUBHOCTH Y 6ONbHbIX

WIT, Hacnegyemoit unn MHAYLMPOBAHHOW NeKapcTBamu/ TokcHHamu JIAT

Mpenapar [yTb BBEfICHMA T1/2 CraproBas f03a JleyebHas go3sa InutenbHocTb
Mnrel BHYTPMBEHHbIN 3 MUH. 5 HI/Kr/MUH. 10 30 HI/Kr/MnH. 30-40 muH.
OKCKA a3oTa VHransLuoHHbIN 15-30 cek. 10 ppm 20-40 ppm 5 MUH.
UnonpocT VHraNLNOHHbINA 30 cek. 20 MKr 20 MKr 5 MUH.

PPIM — YacTuL Ha MUTISINOH B ra30BOV CMecH
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TPacTHbIM uccnegosaHuem [52]. 13 4 cnyvaes cmeptu (0,055%) asa
ObIIM HENOCPEACTBEHHO CBA3aHbI ¢ npoueaypon KIMOC.

Mpn nyHKUMM BHYTpeHHel spemHoi BeHbl BO Bpems KIOC
HeXenaTesibHble IBNEHUA OCNOXHeHUs onucaHel B 1,7 % (6 u3
349 KNOC) cny4aes — y 3 605bHbIX € JII M3-32 OCNOXHEHWIA MpK
NYHKLWKU COHHO apTepui, y 2-X 60/bHbIX 0TMeYanach CMHycoBas
Opaankapams, B OAHOM Cly4ae pasBuiach NosiHas aTpUOBEHTPU-
KynsapHas 6nokaga [52,53].

Y nauneHToB ¢ nofo3peHunem Ha XTAJI ana guarHocTukn guc-
TanbHbIX 06CTPYKLUWIA neroyHoro cocyauctoro pycna KIoG ue-
necoo6bpasHo [ONONHUTL CEJIEKTUBHOI aHrnonynbMoHorpaduen

npasoi 1 JIEBON OCHOBHbIX BETBEN JIErO4HON apTepun U aHanm-
30M B MHOXXECTBEHHbIX NPOEKLMAX AN ONpPeSeneHns nokazanui/
NPOTMBONOKA3aHWin K NPOBEAEHUIO Niero4Homn T3 [4].

6.3.12. BUOMNCUA NETKNX.

MpoBeaeHNe Kak OTKPbLITOW, Tak M TOPAKOCKONUYeckon 6uon-
CUM NErKNX COMPSKEHO C CYLLECTBEHHbIM PUCKOM OCNOXHEHWI,
B TOM 4mcne n datanbHbIX. B pyTUHHOM KNUHWUYECKOI NPaKTUKe
3TOT METO/ 00bI4HO HE UCMOSb3YeTCs.

He pekomeHpyeTcs NPOBEAEHME OTKPLITOM W TOpakocKonuye-
cKoit 6uoncuu nerkux y 6onbHbIX ¢ JIT. Knacc pekomenpauuu/
YposeHb gokasartenbHoctu: lll - C [2,3].

Tabnuua 6.3.8. PekomeHgauun no MHBa3NUBHON MArHOCTHKE Y 60nbHbIX ¢ JIT

Pekomenpaauum

Knacc YpoBeHb
PEKOMEHJAUMM  [0KA3aTeNbHOCTH

lpoBefeHne KaTeTepu3aaLmm npasbix oTaenos cepaua (KMOC) pekomeHLyeTcs B 3KCNEPTHbIX
LEHTPax ANs MCKNOYEHUS BOSMOXHbIX MpUYuH JIT, n3mMepeHmns KIto4eBbIX reMOAUHAMUYECKIUX B
napameTpoB, ONPeLenatoLnX NPorHo3 60nbHbIX, npoeaeHus OO [1,4,7].

KINOC pekomeHayeTcs y Bcex 60MbHbIX ¢ JIAI Ansg noATBEPXAEHNS AMArH03a,

OLIEHKU TSXKECTU, PELLEHNS BOMPOCa O BbI6OPe NaToreHeTMYeCcKOomn Tepannu

C
U OLLEHKM ee 3D(EKTUBHOCTU, MOATBEPXKAEHUS KMHUYECKOrO YXYALLIEHUS,
peLLeHns BONPOCa 0 Ha3HA4eHN KOMOMHUPOBAHHOI Tepanun [2,7].
Mpwn KMNOC pekomenayeTcs onpeaenstb CreayoLiMe napameTpbl: JaBNeHUe B NPaBoM
npefcepany, AaBNeHne B NEr04HON apTepum (CUCTONMYECKOE, ANACTONTMYECKOE,
cpenHee), [O3J1A, cepfieyHbli BbIGPOC (METOLOM TEPMOAUITIOLAN U METOAOM C
®uKa B CIy4asax HanM4YUA CUCTEMHO-NIErOYHbIX LLIYHTOB), SIEFOYHOE U CUCTEMHOE
COCYAMCTOE CONPOTUBIIEHE, HACKILLEHWE KNCIOPOLOM apTepuanbHoi 1 BEHO3HO
KPoBW (KPOBW M3 BEPXHEN MO0 BEHbI MPU CUCTEMHO-JIEr0YHbIX LYHTaXx) [8].
MposeneHne KMOGC pekomeHayetcs y 60nbHbIX ¢ BIC ans | C
peLueHns Bonpoca 06 onepabensHOCTH [7,22].
MposeaeHue KMNOC pekomenayetcs y 60nbHbIX ¢ JIT BCIIEACTBME NATONOMAN JIEBbIX | C
OTZeJI0B CepALa UK IErknx, eCnun peLlaeTcs BONpoc 0 TpaHcnaaHTauum [7].
MposeaeHue KMOC pekomenayetcs y 60nbHbIX C NOA03PEHNEM Ha Hanuyue JII
Mpy NaTofior1m fIeBbIX OTAEN0B CepaLa un nerkux ang ancdepeHLmansHoi C
ANAarHOCTUKM 1 peLLeHns Bonpoca o TakTuke nedequs [7].
MposeneHne KMOGC pekomeHayetcs y 60nbHbIX ¢ XTI ansg noATBEpXAeHUS C
[narHo3a u peLeHus sonpoca 06 onepabensHocTy [4].
lpoBefeHNe CENeKTUBHOM aHrNOMYNbMOHOrpaum peKOMeHAYeTCs Y BCeX 60JIbHbIX
¢ XTOJI ans onpefeneHns onepabenbHOCTH 1 TEXHUYECKON BO3MOXXHOCTM lla C
NpOoBefeHNs 6aNNIOHHO aHrMONIACTUKM JIErO4HbIX apTepun [4,7].
Tabnuua 6.3.9. PekomeHaaun1 no OLEHKE Ba30peaKTUBHOCTH Y 6onbHbIX ¢ JIAT

Knacc YpoBeHb
Pekomenpauuu p
PEKOMEHJaUuMM  [0Ka3aTeNnbHOCTH

Y naumeHToB ¢ uamonaruyeckoin/Hacnegyemoit JIAT, JIAI BcreacTsue npuema
nekapcTB/TOKCMHOB BO Bpems KIMOC pekoMeHAyeTcs npoBefeHne 0CTPbIX C
thapmakonoruyeckux npo6 (OPI1) ans oLeHKM Ba30PEaKTUBHOCTM 1 ONpefesieHns
NoTeHUMAbHO 3 EKTUBHOCTM 6JI0KATOPOB KamnbLMEBbIX KaHaNoB [2,7].
O®I1 pekomenayetcs npooants Npu KMOC B akcnepTHOM LieHTpe no npo6neme JII [2,7]. I C
MonoxutensHas 0PI onpegensercs npu cHwkeHnn cp.JJ1A >10 MM pT. CT. C AOCTUKEHNEM | C
a06CONIOTHOMN BENUYNHLI <40 MM PT. CT. NPU OTCYTCTBUU CHUKEHUS CEPAEYHOro Boibpoca [7].
[ns nposeaeHns 0PI pekoMeHAYeTCA UCMOMb30BaTh UHIANALMNOHHbIA oKcug asoTa [1,2,7]. I C
B kauecTBe Bazoaunaratopa ans nposeaeHus 0D pekomenayeTcs m C
MPUMEHSATb UHrANALUMOHHBIA UIonpocr [2,7].
[ns nposeneHns 0PI pekomeHIyeTCa NpUMeHATb npocTarnadaund E1 [1,2]. b C
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6.3.13. OLIEHKA PUCKA Y bOJbHbIX C JIAT

[N KOMNNEKCHOIA oLeHKKM cTaTyca naumeHToB ¢ JIAT UCXOAHO U B
JOMHAMUWKE BXXHO paccmaTtpuBarb KNWHUYECKUE JaHHbIe, pesynbTa-
Tbl KapaMonyfbMOHANbHOMO HArpy304HOro Tecta, 6UOXMMUYECKNE
MapKepbl, remoguHamuyeckme n IxoKr-nokasarenu u 1.4. [3,7,8].
B tabnuue 6.3.10. npucTasneHbl (HakTopbl, YKa3blBaloLLMe Ha CTa-
TYC HWU3KOro, MPOMEXYTOYHOr0 WK BbICOKOr0 pucka y 60MbHbIX
¢ JIAT, 4TO COOTBETCTBYET FOANYHOI NeTanbHOCTU <5%; 5-10% u
>10% COOTBETCTBEHHO. BaXXHO OTMETUTb, YTO Y KOHKPETHOIO 60/1b-
HOr0 NOKa3aTenn KIMHUKO-(OYHKLMOHANTbHOM0, reMOANHAMUYECKO-
ro cratyca, 1abopaTtopHbiX TeCToB, AaHHbIX AXOKI/MPT u T.4. Mo-

YT OTHOCUTbCS K Pa3HbIM KaTeropuam piucka. [pn Hanndum gaxe
€IMHCTBEHHOIO (PaKTOPa, YKa3blBAOLLEro Ha 605ee BbICOKUIA PUCK
NeTanbHOCTU, UCXOAHBIN U JOCTUHYTHINA PUCK Y 60MbHbIX ¢ JTAT 0TS-
rOLLAETCA, 4TO A0HKHO YHUTbIBATLCA NPU BbIGOPE TAKTUKU JIEHEHUS.

[ns oueHKM nNporHo3a Hanbonee 3Ha4NMbIMU TEMOJMHAMMUYE-
ckumu nokaszatenamu ssnatotcea GB, [MNM, a Takxke HacblllgHMe
KWUCIOpPOJOM BEHO3HON KPOBU, TO €CTb NapameTpbl, KOTOPbIE OT-
paxatT yHkuuio MK [54,56]. CnefyeT 06paTuTh BHUMaHME Ha
T0, 4YT0 3HaveHus COJIA unu cp.OJ1A He paccmaTpuBaloTCA B Ka-
4eCTBE 3HAYUMBbIX, C TOYKM 3PEHUS NPOrHO3a, reMOANHAMUNYECKNX
nokasarenei. CHWXeHUE COKpaTUTENbHOW cnocobHocTu XK,

Tabnuua 6.3.10. OueHka pucka npu NEroYHoil apTepuanbHON runepTeH3un

dakTopbl nporyHo3a *

Huskui puck <5 %

KnuHn4eckmne npru3Hakm npaBoxxenya04KkoBon

CepleYHON Heo0CTaTOHHOCTH

[porpeccnpoBaHine KNNHNYECKIX CUMNTOMOB MepnnexHoe

MpomeXyTouHbli
puck 5-10%

Bbicokuii puck >10%
[MpucyTcTBYIOT

Cuvone Her Peakre b
QyKmOHaTsHiA KaCG (BO3) [N

>440 m 165-440 m

V02nuk.11-15
MJT/MUH/KP

(35-65% nporHo3mp.)
VE/VCO2 slope 36-44.9

BNP 50-300 Hr/n
NT-proBNP 300-
1400 Hr/n

SIn 18-26 cm?

MepuKapananbHbii
BbINOT OTCYTCTBYET
NN MAHUMANbHBbIA

LM 8-14 mm pr. CT.
CW 2.0-2.4 n/MuH/Mm? CN<2.0 n/munH/m?
Sv02 60-65% Sv02 <60%

lpumeyanne: * — ykasblBatOT Ha NPEANOAaraeMyro 16TanbHOCTb B Te4eHne roga; Sv02 -catypauus cMeLIaHHOV BEHO3HOW KpPOBY;
V02nunk. — nukoBoe notpebrexne kucnopoda, VE/VCO2 slope — BeHTUAALUMOHHbINA 3KkBUBaneHT; STl — nnoiane npaBoro npeacepans;
NT-proBNP — N-tepmuHansHbIi MO3roBovi HaTpuiypetndeckuii nentug, BNP — M03roBoi HaTpuiypeTuyecknii nentug.

bHannyne pegkux cuHKoMe BO BDEMS TAXEII0i (on3nyecKout Harpy3ku niam PEAKNX 0DTOCTATUYECKMX CUHKOE,

VO2nuK.<11 mn/mMun/kKr
(<35% nporxosmp.)

JlucTaHums B Tecte 6-MUHYTHON X0AbObI

VO2nuk. >15 mMa/MUH/Kr
(>65% nporxosup.)
(VE/VCO2 slope <36

KapanonynsMOoHanbHbI Harpy304HbIii TeCT

VE/VCO2 slope > 45

BNP<50 Hr/n
NT-proBNP<300 Hr/n

BNP>300 Hr/n
NT-proBNP>1400 Hr/n

YposHu BNP/
NT-proBNP B nnasme kposu

SMM<18 cm?
MepukapananbHbIi
BbINOT OTCYTCTBYET

SMM>26 cm?
Hanuyve nepukapamanbHoro
BbINoTa

[aHHble AxoKI/ MPT cepaua

MM 8 mm pT. CT.
CW>2.5 n/muH/m?
Sv02 >65%

LONM 14 mwm pT. CT.
l'emofuHamMm4eckue napameTpbl

Tabnuua 6.3.11. Heo6xogumble uccnegosanusa y 60nbHbIx ¢ JIAT

Yepes 3-4
" Kaxnbie Kaxnbie Mec. nocne L]

WccnepoBsanne OXORHO 3-6 mec. 6-12 mec. M3MEHEeHUs x;’:::::;w

Tepanum
KnuHnyeckoe o6cnegosanue ¢ oueHkon ®K (BO3) v v v v v
KT v v v v v
TecT 6-MUHYTHOM X0Ab0bI C OLEHKON MHAEKCA OAbILKKM no Bopry v/ v v v v
KapanonynbMOHanbHbIi Harpy304HbIA TECT v v v
9xokapanorpacus v v v v
OCHOBHbIe TA60PATOPHbIE TECTHI v v v v v
[lononHuTensHbIe NabopaTopHbIe TECTbI v v v
['a30Bblif COCTaB KPOBM v v v v
KateTepu3aums npasbix 0TAEN0B cepaua v v v v
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KaK npasufio, NPUBOAUT K OTHOCUTENIbHOMY CHUDKeHMO cp.[J1A;
YNy4LWeHne KNMHUYECKOro COCTOAHMSA 60sbHbIX ¢ JIAT conpoBo-
KAAETCA NULLb HEOOMbLUUM CHUKEHUEM Ha 3-7 MM pT. cT. [7,8].
VickntoyeHne COCTaBNAT MaUMEHTbl ¢ NONoXuTenbHon O®I, y
KOTOpbIX Tepanus BKK MOXeT npuBECTU K 3HAYUTENIbHOMY CHU-
XXeHuo 1 Hopmanusauum cp.JJ1A [3,24].

Cpean nabopaTtopHbIX MapkepoB MpOrHosa HambonbLuee 3Ha-
YeHWe COXPaHAET MO3rOBON HATPUINYPETUYECKNIA NENTIL, YPOBHN
KOTOPOr0 HaZEXHO KOPPEnupylT C nokasatensmin (yHKUUO-
HaNbHOr0 1 reMOLMHAMUYECKOro CTaTyca, a Take CTPYKTYpHO-
(byHKuUMOHanNbHOro coctosaHua MX [3,7,45].

B aKcnepTHbIX LeHTpax pekomeHgyetcs nposefeHne KMNOC Ha
PerynspHoil OCHOBE, HE MeHee OfHOro pasa B rog. B page ne-
4eOHbIX YYPEXOEHUA TEeMOAMHAMUYECKAS OLEHKAa NPOBOAMTCH
Kaxzable 3-6 Mec. nocne W3MEHEHWs pexuma creumuyeckon
Tepanuu ¢ Lenbio JOCTUXEeHN He06X0AUMOro YPOBHSA reMOfIMHA-
MUWYECKNX NapameTpoB.

6.3.14. INHAMWYECKOE HABJIOAEHWUE 3A BOJbHbIMW C AT

B Tabnuue 6.3.11. npeacraeneH nepeyeHb 0643aTenbHOro obene-
L0BaHUA nauneHToB ¢ JTAT Npu yCTaHOB/EHUN [MArHo3a, a TakXe
npu OMHamu4eckom HabntopeHun Yepes 3-6 n 6-12 mec., cneayert
06paTUTb BHUMAHWE, 4TO NPM NOAO3PEHNUN HA KIIMHMYECKOE YXyaLLe-
Hue y naumeHToB ¢ JIAT creflyetT noBTOPUTL BECb NEPBUYHBIA KOM-
NNEKC 1CCef0BaHNA, HANPABIEHHbIN HA JETaNbHYI0 OLIEHKY (DYHK-
LMOHANLHOr0 M remMoAnHamuyeckoro craryca [3,7]. K OCHOBHbIM
NabopaTopHbIM TecTam OTHOCATCS OOLUMIA aHanu3 KpoBW, Onpefe-
NeHne KpeaTuHuHa, Hatpus, kanus, 6unnpybuHa n BNP/NT-proBNP,
a Takxe MHO (y naumeHToB, NOMyYatOLLMX aHTarOHUCTbI BUTAMUHA
K) u ACT/AITT (y nauueHToB, nonyyatowmnx AP3). JononHutenbHble
NnabopatopHble TECTbI BKIOYAIOT ONPeeNeHine TMPEOTPONHOro rop-
MOHa, TPOMOHMHA, MOYEBOI KCNOTbI, OLIEHKY HapyLLeHuiA o6MeHa
xenesa (Keneso, PeppuTuH, TpaHcdeppuH) u ap. [3,7].

Ta6nuua 7.1.1. PexomeHAaumMm no hu3n4ecKoin akTHBHOCTH

Pekomenpaumm

BonbHbIM JTAT peKOMEHAYIOTCSA XKeAHEBHbIE 103UPOBaHHbIE 1 Perynupyembie

7. NEYEHUE

[ns Bcex 60MbHbIX ¢ JII aKTyanbHbl 06LLMe PeKOMEHAALNK, CO-
6Nt0[eHNe KOTOPbLIX MO3BOSSET YMEHbLUIMTb PUCK BO3MOXXHOIO
yXyaweHus Teyenus 3abonesaHus [1,2,7,8]. AHTMKOArynsHTbl,
LNYPETUKN, CepPLeYHbIe TNUKO3WUABI, OKCUreHOTepanus, HeCMoTpS
Ha oTcytcTBMe PKW, COCTaBNAT CTaHAAPTHYIO Tepanuio 1 LWu-
pOKO npuMeHstoTca y nauneHTos ¢ JII. B nevenum JIAT Ha npo-
TSXKEHUN MHOTUX OECATUNETUN Habnoaancs KpanHe MeaneHHbIn
nporpecc. Cutyaums CywleCTBEHHO M3MeHunacb 3a nocnefHue
10-15 net, 6narogaps NosBAEHWIO CNeUMUYEcKOon Tepanum —
HOBbIX K/TACCOB NEKapCTBEHHbIX npenaparos, 9eEKTUBHOCTb U
6e30MacHoCTb KOTOPbIX Aoka3aHa B PKIA [8,57].

7.1. OBLLIUE PEKOMEHALIUN

HemeauKamMmeHTO3HbIe MEPONPUATMS UTPAKOT BAXKHELLYIO POnb
B BefleHMK 60bHbIX ¢ JI. YacTo AMarHo3 CTaHOBMTCS MPUYKUHOI
couManbHOMW W30NALUK, NO3ITOMY KpanHe BaHa MOTMBUPOBATb
60/bHbIX NPUHUMATb y4acThe B cO06LLeCTBAX GONbHLIX ANns 06-
LLIEHNS, NOBbILIEHNA YBEPEHHOCTM B Ce6e, YNy4LIeHUs HacTpoe-
HUS 1 06LLEr0 COCTOAHMS.

7.1.1. ®UNYECKAA AKTUBHOCTD.

BonbHbIE JOMKHBI BbINOMHATL HArpy3ku B npefenax 1ol m-
314ECKOI aKTMBHOCTN, KOTOPAs BO3MOXHA, UCXOASA U3 KNUHUYe-
CcKom cumnTomatukm [1]. B noscefHeBHON XW3HU nauneHTsl ¢ JIT
JOJKHbI N36eratb BOSHUKHOBEHUS TaKUX NMOTEHLMANbHO OMNACHbIX
CUMNTOMOB, Kak BbIp2XeHHas OfbllUKa, CMHKONe, 60K B rpypd-
HOW KneTke. 3anpeLiarTca PM3nHecKne Harpy3ku nocne efpbl,
npu He6aronpuUATHOM TeMMepaTypHOM pexume. B 10 xe Bpems
6onbHbIM ¢ JIT cnegyeT BbINOMHATL €XeAHEBHbIE 403UPOBaHHbIE
W perynupyemble (OU3NYECKUe Harpy3Kku, He BbI3blBaIOLLNE BblLLe-
YKa3aHHbIX CUMNTOMOB, YTO CMOCOGCTBYET YNYYLLEHWIO Ka4yecTBa
XKM3HU W KITMHUYECKON CUMNTOMATUKM. oKa3aHa posib cneumnanb-
HbIX MPOrpamm no peabunuTaumm 60NbHbIX B yNy4LLEHNU NOKasa-

Knacc YpoBeHb
peKoMeHAauMn  [0Ka3aTenbHOCTH
lla B

(hn3nyecKue HarpysKi, He Bbi3bIBatoLLMe YCyryoeHus CMMNTOMaTuKm [7,58]

BonbHbiM ¢ JIAT, nonyyatoLmum agekBaTHy0 Tepannio, peKoMeHA0BaHO NpoBeaeHne
peabunuTauun ans yny4weHus U3NHecKoro ctatyca B pamMmkax creLmanbHbix lla B
nporpamMm nof nNoCTOSAHHLIM KOHTPONEM MeULIMHCKOro nepcoHana [7,58]

bonbHbIM ¢ JIAT He peKoMeHAYTCS Ype3MepHble M3UYEeCKUe Harpysku [7] Il C

bonbHbIM JIAl He peKOMeHyTCH OM3NYecKne Harpy3ku, CoNPoBOXAALLNECS
MOSIB/IEHNEM BbIPaXKEHHOM ObILLKOW, CUHKOMNE, 605K B rpyau [2,7]

BonbHbIM JIAT He pekoMeHLYHTCA (DU3NYECKUEe HArpy3KKM nochne efbl,
Mnpu He6IaronpUATHOM TEMNEPATYPHOM pexume [2,7].

Tabnuua 7.1.2. PekomeHpaLum no 06LyuM MeponpuaTUaM
Pekomenpauum

PekomeHayertcs BakLmMHaLmMs 605bHbIX ¢ JIAT OT rpunna u NnHeBMOKOKKOBOM UHGheKuun [2,7]
Maumentam c JIAI pekomeHZ0BaHa MOMOLLb ncuxosnora/ ncuxuarpa [7]

HasHa4deHne 02 Bo BpeMs aBuanepesneToB nokasaHo 60mbHbIM JIAT ¢ ©K [I-IV (BO3) npu
napuuanbHom aasneHun 02 B aptepuanbHoit KpoBu meHee 8 KIMA (60 mm pT. ¢T.) [7,8]

lpu npoBefeHN XMPYPrM4ecknxX BMeLLIaTensCTB Y 60MbHbIX ¢ JTAT anuaypansHas
aHecTe3mns peKoMeHyeTCs B Ka4ecTBe NepBoro Bbi6opa [3,7]

1] C

Il C

Knacc YpoBeHb
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Tenei puanyeckoro cratyca M Kayectsa XuU3HU. Heo6xoaumbim
YCNOBUEM SBNIAETCS MOCTOSHHBIA KOHTPOSIb MEAULMHCKOrO nep-
COHara 3a npoBefeHuem Komnnekca peabunuraumum [1,58].

7.1.2. NYTELLECTBUA

[0 HacToALero BpeMeHN He MPOBOAUNMCL MUCCNEA0BaHUsA No
MOJEeNIMPOBAHMNIO aBManepeneTa c Lefbio N3y4eHns BOnpoca o He-
06X04MMOCTN OKCMreHoTepanuu BO BpeMs AJIMTENbHbIX NOSIETOB
y nauueHTos ¢ JIAI [1,2]. I3BeCTHO, 4TO rUnokcus ycyryénser
BA30KOHCTpMKLUMIO npu JII, N03TOMY MOXHO npeanonaratb, 4T0
AOMONHMTENbHAA KUCNOPOAOTepanus BO BPEMS aBuanepeneTos
LenecoobpasHa y 6onbHbIx ¢ OK IlI-IV (BO3) npu napumanbHom
nasnequn 0, B apTepuanbHoi kposu MeHee 8 klMa (60 Mm pr. cT.)
[7,8]. CKopocTb 2 n/MMH. fOCTaTO4HA ANS NOBbIWEHNUS AaBNEHUS
KWCNOpoAa A0 YPOBHA, COOTBETCTBYHOLLEr0 YPOBHIO MOpS. Takum
06pa3om, 60NbLHLIM CreayeT u3beratb NpedbiBaHMA HA BbICOTE
6onee 1500-2000m 6e3 okcureHoTepanuu. Bcem nauueHTam, co-
BEPLUAOLLAM NYTELECTBIS B APYrie CTPaHbl, BAXKHO UMETb Npu
cebe MeAULMHCKNE LOKYMEHTbI, MHOPMALMIO 0 MECTOHAX0X/e-
HUM BrvKanLlero LeHTpa no npoéneme J1T n KOHTaKTax.

71.1.3. BEPEMEHHOCTb/ POJ1bl; SAMECTUTENbHASA
FOPMOHAJIbHASA TEPANUA B MOCTMEHOIMAY3E

Y nauueHTok ¢ JTAT 6epeMeHHOCTb 1 pofibl CBA3AHbI C NOBbILLIEH-
HbIM PUCKOM cmepTHOCTM [1-3,59]. lMoABNAOTCA CO0OLLEHMSA 0 6na-
rOMonyYHbIX NCXoaax 6epeMeHHOCTM, B YaCTHOCTM Y 60MbHbIX UITT
C NONOXWTENbHbIM TECTOM HAa Ba30PEAKTUBHOCTb M MONYYAKOLLNX
ahdhekTmBHyto Tepanuo. OagHako 3a 10 net HabnopeHns B CLUA
netanbHOCTL y GepemeHHbIx ¢ JIAT (n=18) cocTasuna 17%, a B 13
EBponeickmx LeHTpax B Te4eHne 3-fIeTHero nepuoaa HabnoaeHns
y naumeHTok ¢ JIAT (n=26) oTmeyanack netansHocts 12% [7,60].

B cootBetcTBMM ¢ MHeHuem akcnepTos BO3, ESC/ ERS po Ha-
CTOALLEro BpemeHN 6epeMeHHOCTb CYMTAEeTCH NPOTMBOMNOKA3aH-
HOM 605bHbIM ¢ JTAT. Bcem naumeHTKam penpoaykTUBHOMO BO3-
pacta [OJKHbl OblTb PEKOMEHA0BaHbl 3NMEKTUBHbIE METOAbI
KOHTpauenuuu [3,7]. Hanbonee npesnoYTMTENbHO UCMONbL30BA-
HUEe 3CTPOreH-HecoepXKallmx KOHTPaLenTuBoB, 6apbepHbIX Me-
TOLOB KOHTpaLenuui, NpoBELEHNE XMPYPTrUYECKOi CTEpUn3aumum
[8,61]. bapbepHble MeTofbl 6€30MacHbI, HO He 06eCNeYNBatOT Ha-
LEXHOro KOHTpauenTuBHoro addpexra. Mpenaparbl NporecTepo-
Ha (MeApOKCUMNPOrecTepoHa auerar, 3TOHOrecTpesn) apdekTus-
Hbl 1 6€30MacHbI B CBA3M C OTCYTCTBMEM NOTEHLNANBHOIO PUCKA,
CBSI3aHHOI0 C MPUMEHEHWEM 3CTPOreHoB. bo3eHTaH MOXET CHu-
XaTb 3(PPEKTUBHOCTbL OpaNibHbIX KOHTPALENTUBOB, NMO3TOMY IS
AOCTWXKEHNS HafexHoro adogekTa LienecoobpasHo coyeTaTb Aga
MeToAa KOHTpauenumn. IpdeKTnBHA KOHTPaLenyus ¢ NoMoLLbo
BHYTPUMATO4HON JIEBOHOPreCTPeN-pusIM3NHN CUCTEMbI, NPK NpU-

MEHEHUN KOTOPOIl Peko 0TMEYatoTCs Ba3oBaranbHble PeakLu.
B0O3MOXHO TaKxKe NPUMEHEHNEe NHTPaBarMHanbHbIX NPenaparos.

B cny4vae 6epeMeHHOCTN 60SIbHAs OOMKHA ObITb NPeaynpexmie-
Ha 0 BbICOKOM pUCKe 6ePeMEHHOCTU U HeO6X0AUMOCTM ee npe-
pbiBaHuA. B cnyyae BbI60pa NaUMEHTKN COXPaHNTL 6epPEMEHHOCTb
cneayeT PEKOMEHA0BaTb HEOOX0AUMYHO TEPANMIO B MOSTHOM 00bE-
Me, a TakXKe NNaHOBOe PO0Pa3pELUEHNe NpM TECHOM B3aUMOAEIA-
CTBUM aKywepoB W kapauonoros [1,3,7,62]. BoamoxHbIMK ans
6epeMeHHbIX npenapatamu ABNAKOTCA cungeHadun u unonpoct
(knacc/ ypoBeHb fokasarenbHocTy lb-C).

3amecTuTeNbHaA rOPMOHanbHas Tepanus nokasaHa ToslbKo TeM
nauueHtkam JII B nocTMEHONay3e, KOTOPbIE MCMbITLIBAOT BbIpa-
XKEHHbIE KNUMAKTEpPU4ecKe CUMNTOMbI MpU YCNoBuM nogéopa
afIeKBaTHOW aHTUKOAryNAHTHOM Tepanuu [2,7].

7.1.4. NPO®UNAKTUKA UHOEKLMOHHBIX 3AB0JIEBAHUI

Bo3HMKHOBEHME NHEBMOHMW ycyry6nset TedeHue JII, Bcerpa
TpebyeT NpoBeAeHMs BbICTPOIN AMArHOCTUKN U HEMEJIEHHOTO Ha-
yana aeKkTNBHOro nedennst. Y 7% 60nbHbIX ¢ JIIT NTHEBMOHUM
ABNAIOTCA NPUYMHONA paTanbHbIX ucxonos [1,3]. Cnenyet peko-
MEHA0BaTb NalUMeHTaM perynspHoe BakLWHWUPOBaHWE OT rpunna
1 MHEBMOKOKKOBOW nHGekLuu, xota PKI He nposogununcs [2,4].

7.1.5. XUPYPTUYECKASA MOMOLLb

MpoBefeHne XUPYPruyeckux BMeLLaTensCTB Y 60MbHbIX JIAT
COMPSXEHO C BbICOKUM PUCKOM OCNOXHEHWA. [peanoytuTesib-
HbIM BMJOM aHECTe3MO0Nornyeckoro nocobus AenseTcs anuay-
panbHas aHecTe3us, KOTOpas NepeHocUTCs 6OMbHbIMU Nyylle B
CpaBHeHUU ¢ 06LLen aHecTeauelt [1,8,63]. Heobxoaumo ocyLlect-
BNSAITb BPEMEHHbIN NepeBof 60JbHbIX C JIEYEHWUs NepopanbHbIMU
npenapatamii Ha BHYTPMBEHHYIO UK MHIANALWOHHYIO TEpPaNnuio [0
MOMEHTA, N0Ka OHU CMOTYT NPUHUMATb TabNeTKN. XUpypruyeckme
BMELLUATENbCTBA CBA3AHbI C MOBbIWEHHbIM PUCKOM Y BOMbHBIX C
NAT, ocobeHHo npun @K IV, a Takxe B crny4ae TopakanbHON unu
ab0MUHaIbHON onepaumnn. Tepanuio aHTUKoarynsaHTamu cregyer
npekpawiatb Ha MakCcMMansHO KOPOTKOe Bpems. B nocneonepa-
LIMOHHOM nepuoge 6onbHbIM ¢ JT 0643aTeN1bHO NPOBOANTCS NPO-
(hunakTmka TpOM6030B rNy60KUX BEH rofieHen [2,3].

7.1.6. KOHTPOJ1b YPOBHS TEMOIJIOBUHA

BonbHble ¢ JII' BbICOKO4YBCTBUTENbHLI K CHUXEHWUIO YPOBHS
remMornobuHa B KpoBW, NMO3TOMY [aXe ferkas aHemus Tpeoyet
6bICTPOro adhdekTneHoro nevenmnsa [3,7]. Y 6onbHbix JII ¢ BbI-
PaXXEHHOW TUMOKCUe, Hanpumep, Ha (hoHe JIero4HO-CUCTEMHbIX
LUYHTOB, BO3HWKAET BTOPUYHbIA 3puTpOLMTO3. [pU ypoBHE rema-
TOKpUTa >65% U HaNUYUM CUMNTOMOB, YKa3blBaOLLUX HA NOBbI-
LUEHHYI BA3KOCTb KPOBW (FOJIOBHbIE 60N, HAPYLLEHUE KOHLEH-

Ta6nuua 7.1.3. 06wme pekoMeHfaumMK: 6epeMeHHOCTb/ poabl; 3aMecTUTENbHAA FOPMOHaNbHAsA Tepanus B NOCTMEHoNay3e

Knacc YpoBeHb
Pekomenaauuu p
peKoMeHauuu  [0Ka3aTenbHOCTH
[MauuenTkam ¢ JIAI peKkoMeHAyeTca HafleXHoe npefoxpaHeHne 0T 6epeMeHHocTu [2,7,60] | C
MauuenTkam ¢ JIAT peKOMeHIYeTCcs MCMOMb30BaHNE 3CTPOreH-HEeCOAEPKaLLUMX KOHTPaLLeNnTUBOB, | C
6apbepHbIX METO40B KOHTpALenLmy, NpoBeLeHNe XMPYPrivyeckon crtepunusauum [7,61]
[MaumeHtkam ¢ JIAT ans JOCTMXKEHNUS HaAeXHOro adhekTa | C
PEKOMEHYeTCs COo4eTarb [Ba MeTofa KoHTpalenunu [7]
3amecTuTesIbHasA ropMoHanbHas Tepanus PeKOMeHYeTCs nawueHTKkam
JII B NOCTMEHONAy3e NPU BbIPAXKEHHbIX KIMMaKTEPUYECKNX CUMMNTOMAX lla B

Ha hOHe afieKBaTHON aHTUKOArynsHTHON Tepanum [2,7]
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Tpauuu BHUMAHMS), NOKa3aHbl KPOBOMYCKAHUS C BO3MELLEHMEM
OLIK 1 BO3BpaTOM My1a3mbl, YTO CreAyeT NpoBOAUTbL C OCTOPOXHO-
CTbl0, Y4NUTLIBAA Pa3BUTUE BO3MOXHOIO fedhuunta xenesa [2,8].

7.1.7. NICUXONOrMYECKASA NOMOLLIb

JII oKa3blBaeT CyLLECTBEHHOE BNUAHUE HA (DU3MYECKOe, MCK-
XO0MOrnyeckoe, CoLManbHOe, B TOM YuCre (PUHAHCOBOE, 3MO-
LMOHaNbHOE COCTOSAHUE 60NbHbIX [1,7]. BOMbHbIE UCMbLITHIBAOT
CYLLECTBEHHbIE OrpaHu4eHns B (PU3NYECKOA AKTUBHOCTW MO
CPABHEHMIO C TEM 06pa30M XMU3HW, K KOTOPOMY OHMW NMPMBBIKIN [0
BO3HUKHOBEHWA 60ne3Hun. iHdopmauus o TAXecTH 3a60neBaHus,
noJsiy4eHHas 60SIbHbIMU U3 HEMEULMHCKUX UCTOYHINKOB, NPUBO-
OUT K NOBbLILEHHOW TPeBore WM Aenpeccuu, YTo CYLLECTBEHHO
CHUXXAET Ka4eCcTBO XM3HU. N9 afjantauun naumMeHToB B XXU3HU 1
06LLeCTBe, NOHUMaHWA CBOEK 60NE3HM NOKa3aHa NoMOLLb NCUXO-
nora unu NcuxnaTpa, a Takxxe NoAJepXKKa Apyrux NaLneHToB 1 nx
CeMel, NaLMeHTCKNX oOpraHn3aLmii.

7.2. NEKAPCTBEHHAA! TEPANNA

Y 60nbHbIX ¢ JIT npoBOANTCA NOAAEPXMBAKOLLAA (OpasibHble
AHTUKOArynAHTbl U Ae3arperaHTbl, AUYPETUKN, CepAeyvHble rNu-
KO3Mfbl, OKCUTeHOTepanua) 1 cneuuduryeckas Tepanus, BKNYa-
towas KK, aHTaroHUCTbI peLenTopoB aHAOTENNHA, UHIMOUTOPbI
bochoauacTepasbl TMNA 5, CTUMYNATOPbI PAaCTBOPUMON TyaHu-
nartumknasbl (plLl), npoctaHouapl, aroHUCTbI PELEenTopoB NpocTa-
umknuHa [1,2,7]. 3-3a cnoxuoctu Tepanuu JTIAI 1 BO3MOXHOI0O
N3MEHEHUS PeXxmMa npruema npenapaToB HE06X0AUMMO KOHTPONM-
poBaTb NPUBEPXKEHHOCTH NALMEHTOB K JIEYEHUIO.

7.21. NOAAEPXMNBAIOLLAA TEPANUA

7.2.1.1. AHTUKOATYNAHTbI N AE3ATPETAHTbI

Y naumeHToB ¢ pasnuyHbiMu popmamu JII 0TMEYaeTCs BbICO-
Kas yactoTa TPOMOOTUHYECKMX MOPAXKEHWIA NErOYHbIX COCYAOB,
YTO CBSI3AHO C NOBPEXEHMEM SHAOTENUs npu nosbiweHnn ONA,
TMNepKoarynaumein U CHWKeHNeM (UOPUMHONNTNYECKOrO MOTEH-
uuana kposu [2,21]. NokasaHWs ans HasHa4YeHWs opanbHbIX aHTKU-
koarynsaHto (OAK) y 6onbHbIX JII cBA3aHbI C TpagULMOHHBIMY
thakTopamn pucka BEHO3HbIX TPOMBOO3MOONNIA, TakuMu Kak XCH,
ManononBuXHbIA 06pa3 XNU3HW, NPESPACTONOXKEHHOCTbIO K TPOM-
60TUYECKMM M3MEHEHUSM B MUKPOLMPKYNATOPHOM pycre 1 ana-
CTUYECKUX NeroYHbIx apTepusax. OCHOBHbIMI 3aja4aMu aHTUKOAry-
NAHTHOW Tepanuu npu J1T 4BnA0TCA NPounakTnka TpoM60308B in
Situ 1 TpOM603IM60NNIA B CUCTEMY NEro4HOi apTepum [1,7].

Tabnuua 7.2.1. AHTuTpOoM6OTHYECKAA Tepanusa y 6onbHbIX ¢ JIT

IPPEKTUBHOCTb CMHTETMYECKOr0 aHTaroHucra ButamuHa K
BapapuHa MnokaszaHa B OHOLEHTPOBbLIX PETPOCMNEKTUBHBIX WC-
cnefoBaHusAX y 605bHbIX ¢ WIT n NNAT BCneacTBue npuema aHo-
pekTKoB [8,24]. Y 78 60nbHbIX M1, ANUTENBHO NPUHUMAIOLLINX
HenpsMble aHTUKOAryNAHTbI, B YaCTHOCTU, BapapuH, Habnoga-
NOCb YNyYlleHne BbPKIMBAEMOCTM MO CPABHEHWIO C rpynnoi u3 37
60/1bHbIX 663 aHTMKOArynsaHTHoW Tepanuu [64]. BapdapnH npak-
TWYEeCKN yaBamean 3-NeTHIO BbDKKMBAEMoCTb 60bHbIX ¢ 1T,
NpUYeM ynyylieHne NporHo3a 0TMe4anoch He3aBucKumo ot 6a3o-
Boil Tepanuun bKK [24]. B peructpe COMPERA npuem OAK sBuncs
HEe3aBUCUMbIM NPESUKTOPOM NPOrHo3a y 6onbHbix ¢ UIT [65].

OAK moryT 6biTb pekoMeHA0BaHbl 60nbHbIM WITT, Hacneaye-
moi JIAT, a Takxe JIAI BCreAcTBUE NpUeMa aHOPEKTUKOB (Tabn.
7.2.1.) [3,7,8]. CtapToBas go3sa BapapuHa cocrasnset 2,5-5 mr.
[MonHas fo3a npenapara HasHa4aeTcs Of1H pas B CYTKM MOCIIe Be-
yepHero npuema nuiin. JanbHenumnin pexxum J03NpoBaHmus ycTa-
HaBNMBAETCH WHAMBUAYANBHO NOJL KOHTPOSIEM MEXAYHapOAHOro
HOpManu3oBaHHoro otHoweHus (MHO). Llenesoit ypoBeHb npu
NAT coctasngset 1,5-2,5, npn XTI - 2,5-3,5. [2,3]. Hanbonee
4acTbiM N060YHbIM 3DEKTOM BapdapnHa ABNSETCA KPOBOTO-
YMBOCTb, PEAKO — [AMapes, NOBbILIEHNE aKTUBHOCTU (DEPMEHTOB
neyeHun, 9K3ema, BaCKyNuUTbI, anonewms.

B kayecTBe anbTepHaTUBbI BaphapuHy y psaa naumeHTos ¢ no-
BbILLEHHBLIM PUCKOM KPOBOTEHEHUIA UMW HENEePeHOCUMOCTbIO Npe-
napara cnejyet paccMarpuBatb HU3KOMOJIEKYNIAPHbIE renapuHbl
— 3HOKCanapuH 1 Mr/kr 2 pasa B cyTku 1 HagponapuH 86 ME/ kr 2
pasa B cyTku [1,2].

B crtpaHax EBpasumnckoro COApYXXecTBa 3aperncTpupoBaHbl
HoBble OAK— paburatpaH, puBapokcabaH, annkcabaH, KOTOpble
VMEIOT HU3KWI PUCK remMopparnyecknx 0CNOXHEHUA 1 He Tpeby-
toT KoHTpons MHO. OaHako B HacTosLlee BpeMs 40OKa3aTenbHoN
6a3bl B N0Nb3Y MX 3deKTMBHOCTM U 6e3onacHocTh npu JIIN He
umeercs [9,8].

Mpu accounmpoBaHHbix chopmax JIAI BapchapuH cnegyeT Ha3Ha-
4aTb TOSLKO NPK HanU4uK nokasaHuin — XCH, onbpunnauuu npeg-
Cepauii, Hann4um TPOMBO30B, a TaKxke OTCYTCTBUAW MPOTMBOMOKA-
3aHWiA, TaKNX KaK 3PO3MBHbIE MOPAXKEHNS XKENTyA04HO—KULLEYHOr0
TpakTa, 3a60/1eBaHA NEYEH!, HAPYLLEHNS CBEPTbIBALOLLIEH CUCTEMBI
Kposu [3,7]. HekoTopble nauweHTbl NOABEPXKEHb! MOBbILLIEHHOMY
pucky KpoBoTeyeHuid, Hanpumep, npu C3CT, BIC u 3a6oneBaHusx
neyenHu [2]. Y 605bHbIX ¢ NOpTOJ1 MEeTCs BbICOKMIA PUCK PasBUTUA

Knacc Yposeub
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OAK moryT 6bITb peKoMeHA0BaHbI 60/1bHbIM ¢ WJIT, Hacneayemoii
b C
JNAT, NAT BcreficTBME NpMemMa aHOPEKTUKOB [2,3,7]
Mpwn accouumpoBanHbix thopmax JIAT pelueHune o HazHavyeHun OAK npuHMMaThes lla B
VHANBMAYANbHO HA OCHOBAHWU OLEHKN COOTHOLLIEHUS PUCK/ 3 eKTUBHOCTb [7]
B kauecTBe anbTepHaTuBbl BapdhapuHy naumeHTam J1I ¢ NoBbILLIEHHbIM
PUCKOM KPOBOTEYEHUI UMW He NePeHOCUMOCTbIO Npenapara, peKoMeHayeTcs lla B
Ha3Ha4YeHNe HN3KOMOJIEKYNAPHbIX renapuHoB [2,3]
HasHa4eHne HOBbIX OpanbHbIX aHTUKOArySHTOB He pekoMeHayeTcs nauneHTam ¢ JIAT [3] Il C
Ha3HayeHne HOBbIX OpanbHbIX aHTUKOAry/IHTOB MOXET paccMaTpuBaTbCs Y
lb C
naumeHToB XTAJII npy HEBO3MOXXHOCTH HasHa4veHus .BapdapuHa/ HMI [3,5]
HasHa4yeHue fje3arperaHToB pekoMeHAyeTcs 6051bHbIM JTAT ¢ NONOXUTESIbHOM la C

npo6oi Ha Ba30PeaKTMBHOCTb, a Takxe npu HenepeHocumocTu OAK [2]
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KpPOBOTEYEHWA U3 pacLumMpeHHbiX BeH nuuiesopa. Mpu JII Ha choHe
CepnoBKUAHO—KNETOYHOI aHemmn OAK npoTUBONOKasaHbl U3-3a piu-
CKa BHYTPMMO3r0BbIX KPOBOTEYEHUI [8].

HasHauyeHue fig3arperaHToB BO3MOXHO Y 60MbHbIX JIAT, umeto-
wmx nonoxutensHyto O®M [1,2]. lMpumeHeHne aueTuncanmyusio-
BOW KMCNOTbI 75-150 M/CYTKMN, He CONPSKEHO C HEOBXOAMMOCTbI0
nabopatopHoro KoHTpons. [lpeanoyTUTENsHO WUCNONb30BaHWe
CheumnanbHbIX POpPM C MUHUMANTbHBIM PUCKOM YFbLEPOreHHOro

adhpekra.
7.21.2. AUYPETUKN

Nuypetnkn no3BONAIOT YNYHLWMUTb KIMHWYECKOE COCTOSHWE
60MbHbIX ¢ JII 1 peKOMeHAYITCA BO BCEX CNyYanx pa3BuTusa fe-
komneHcauuu MK [1,7,66]. 3amepxka Xuakoctn Habnogaerca
y 60nbHbIX ¢ JII B pa3BepHyTOi cTaaun 3a6onesaHns, 0CO6EH-
HO MpW CONYTCTBYIOLLEA NaTonoruu nesbix othenos cepaua. OT1-
eYHblii CUMHAPOM BO3HMKAET BCnencTeue cHuxeHus CB, Bknapg
CHOCMT MOBbILIEHNE NPOJYKUMM aNbLOCTEPOHA, BbI3bIBAOLLErO
3aiepXKy HaTpus B noykax. BeipaboTka npefcepiHOro u Mo3ro-
BOr0 HaTPWUilypeTM4ecKux nenTuaos B AUNATUPOBAHHOM CepALe,
KOTOPbIE OKA3blBAKOT HATPUIIYPETUYECKOE M Ba30AMNATMPYIOLLEe
LeNCTBME HA Nero4Hble COCyLbl, ABNAETCH HELOCTAaTOMHOW Ans
noanep»xaHus romeocrasa [3,8].

Mpn 3agepxkKe XWLKOCTU fasneHue HanonHeHus B DK BO3-
pacTaeT, U BO3HUKAET KIMHUYECKAs KapTUHA ero feKoMneHcaunm
— nepuepnyeckne 0TeKn, renatoMeranums, acLuT, paclunpeHmne
LIeHbIX BeH. pyn HapacTaHUM OTEYHOro CUMHAPOMA COCTOSHUE
OOJTbHbIX PE3KO YXYALLIAETCA, HAPACTaeT ObILIKA, COMPOBOXAAL0-
LLas BbIDAKEHHbIN OTEYHbIA CUHAPOM BNIOTb A0 aHacapku. OTek
CTEHKM KULLEYHWUKA BbI3blBAET aHOPEKCUID, Manbabcopbuuto, ru-
NONPOTENHEMUIO, 4TO CNOCOBCTBYET LOMNOSTHUTENLHON 3aLepXKe
XUOKOCTW. HasHayeHne aUypeTuKoB 3HAYMTENbHO 06Meryaer co-
CTOSIHWE BOJTbHbIX W YNyYLLAET UX (DYHKLMOHANBHYIO aKTUBHOCTb.

[ns Koppekuun 06bEMHOI neperpy3kn y 60nbHbIx JII npu fe-
KoMneHcaumn MK npeanoyTUTeNbHO NPUMEHSATL NeTNeBble Luy-
PETUKN, KOTOPbIE OKa3blBAKT BbICTPbIA, MOLLUHbLIA 3ChdIeKT (Tab.
7.2.2.)) [1,3]. Taxeno [LeKOMNEHCUPOBAHHbIE 6OJbHbIE AOMKHBbI
rOCNUTANU3MPOBATLCA B CTALMOHAPbI W NOMYyYaTh NapeHTepansHoe
NeyeHne QUypeTuKamu, NocKOMbKY OTEK CIU3NUCTIX 060NI04EK Xe-
NY[0YHO-KMNLLIEYHOr0 TpakTa HapyLlaeT BCaCbiBaHME NepopasibHbIX
npenaparos. B nepuog rocnuranu3aumm 60MbHbIM BHYTPUBEHHbIE
WHLEKLIMM METNEBbIX AUYPETUKOB HA3HA4atOTCA B BUAE 60s0ca nnu
WHY3UN. BHYTPUBEHHbIE UHAY3UU NPELNnOYTUTENbHBI A1 60/b-
HbIX C HapyLUEHMeM MOYEYHOIU (YHKLUMMU, NOCKONbKY NO3BONAOT
NPeLOTBPATUTL TUMOTOHWIO BCNEACTBUE PE3KOr0 CHUXKEHWSA BHYTPU-
cocyamcToro o6bema. bonbHbIM ¢ pedhpaktepHoit XCH nHoraa npo-
BOAMTCH NapaLeHTe3 npu HanpskeHHOM acuuTe Un TOPakoLeHTes
npu pecopakTepHOM nnespanbHoM BbinoTe [3]. Mpu Hu3kom CB nHo-
TpOnHbIe npenaparbl — JOOYTAMUH WU MUSIPUHOH MOTYT YCUANTD
MOYErOHHbII OTBET. Y 60MbHbIX C JII BCNeACTBUE JEKOMMEHCaLIMN
JIK MOXHO ocTuyb adhdhekTa OT Ha3Ha4YeHMs HecupuTuaa, KoTo-
pbiii cHkaeT [JTA n nosbiwaeTt CB [3,8]. B meHee TsxenbIx cu-
Tyaumsx, BO3MOXHO, NPOBOANTL fle4eHne 60SbHbIX aM6ynaTopHoO ¢
Ha3HaA4eHWeM NepopasbHbIX NETNEBbIX LUYPETUKOB.

OtcyTcTBne PKW ocTaBnsieT 3a KnuHMUUCTamu nNpaeo Bbl6opa
KOHKPETHOro npenapara. [10o3bl UYPETUKOB LOSIKHbI aKKYpaTHO
TUTPOBATbLCA BO U36EXaHNe PE3KOr0 CHUKEHNS 06beMa LIMPKYn-
PYIOLLEN KpOBW 1 apTepuansHoro aasnenns [3,8]. Mpu coxpaHHo
NnoYeyHol (OYHKLMW HayanbHble A03bl AUYPETUKOB COCTaBAAOT

ans ypocemnga 20-40 mr, ana 6ymetanmaa 10 mr, ans Topace-
muga 10-20 mr, ans 3TakpuHOBOW KUCNOTbI 50 Mr. [pu noYeyHoi
HEO0CTaTO4HOCTU UNU B CRy4ae, ecnn 60MbHbIE paHee nonyyanu
ANYPETUYECKYI0 Tepanuto, He06X0AMMO HazHaveHne 6onee BbICO-
Kux 103. Llenecoobpas3Ho NpMcoeanHeHNe aHTaroHUCTOB afbAo-
cTepoHa: BepownupoH 25-200 mr, annepeHoH 25-50 mr. Bo Bcex
CNy4asx Ha3Ha4YeHus OUypeTUKOB HEOOXOAMMO TLLATENbHO KOH-
TPONMPOBATb YPOBHW 3EKTPONINTOB KPOBM, a TAKXKE COCTOSIHUE
YHKLMK NOYeK

7.2.1.3. OKCUFEHOTEPAMNUS.

Huskas catypauus O, BeHO3HOW KpoBu Y 60NbHbIX JIAT cBA3aHa
C HU3KUM CB npm He3HaYNTeNIbHOM HapyLLUEHUN BEHTUAALMOHHO-
nepdy3nOHHOr0 COOTHOLLIEHMA. BbonblWMHCTBO naumeHToB JIAT
UMEIOT HEe3HAYMTENbHYIO apTepuanbHylo rMNoKCEMUID B MOKOE.
VckntoyeHunem asnatoTes naumenTsl ¢ JIAT Ha choHe BIC, y KoTo-
PbIX BCNEACTBUE LYHTUPOBAHWA KPOBU CMpaBa-HanesBo pa3suBa-
eTCcA pedppakTepHas K Kucnopogotepanun runokcemus. Mpume-
HEHUEe OKCWUTeHOTepanum MOXeT 06N1er4nTb COCTOSAHNE BOJbHBIX,
YNyHLWKUTb NEPEHOCUMOCTb PU3UYECKUX HArPY30K, HO HE CMOoCc0o6-
HO YNyYLWKUTb NeroyHyro remoguHamuky [3,8]. LononHutensHas
OKCWUTeHOTepanus He 0Ka3blBaeT BAWUAHUA HA TeYEHWe CUMHApOMA
Jinzenmenrepa [67].

OKcureHoTepanua Ha NPOTSHXXEHUN He MeHee 15 4acoB B CYTKU pe-
KomeHayeTcs 60nbHbIM ¢ J1T Ha choHe XOBJ1 ¢ uenbo JOCTUXeHUs
napumansHoro fasnexus O, B apTepuanbHoit Kposu Gonee 8 KA.
BaxHo nocTosiHHO noaaepxusatk catypauuto O, Ha yposHe 90% u
BbILLIE NPY NOCTOSIHHOM MOHUTOPUpOBaHKK pCO, apTepuanbHoil unn
BEHO3HOM KPOBU )19 NPOUNIAKTUKM runepkanHnm [8,68].

B am6ynaTopHbIX yCNoBUAX OKCUreHOTepanus Heobxoauma ans
YNyHLWeHNs KIMHUYECKO CUMNTOMATUKIN, KOPPeKuMn aecatypa-
L1n npn on3nyeckoin Harpyske [8].

FMnokcemnst B HOYHble Yackl Habnogaetca npu COAGC [1]. Y
60/1bHbIX C JII, 06YCIOBNEHHON TUMOBEHTUNALMOHHBIM CUHLPO-
MOM (fecpopMaumnn rpyLHON KNeTKN, HEMPOMbILLEYHbIE HapyLUe-
HUSA) HOPMaNN3aLna BEHTUNALMN C NOMOLLbKO HEUWHBA3MBHOWN BEH-
TURALNUKM Nerkux cnoco6eteyeT perpeccy J1II 663 LONOMHUTENbHOR
oKcureHotepanum [8].

MoaaepxaHne Heo6X0AMMOr0 YPOBHA OKcureHauum >89% uHo-
rfaa sBnseTcs CNoXHOW 3afa4el, 0C06EHHO NMPY HANUYMN LLYHTOB.
OO6bI4HbIA PEXWUM OKCUreHoTepanuu cocTaBnsieT 2—-4 n/MuH., B
pspe cnydaes Tpebyetcsa 20 N/MUH C MOMOLLbIO CMCTEM ANs O0-
matiHero npumeHenus [8]. MepukamenTosHaa Tepanusa JII' He
06ecneymBaeT KNUHWYECKOrO YNYYLIEHUS NPU COXPAHEHUW K-
nokcemuun. HekoTopble BUAbI NIEYEHMS MOTYT yXyALlaTh ra3oBblii
06MEH 1 ycyrybnaTb HapyLLIeHWs ra3oBoro coctasa KpoBu — ap-
TepPUanbHYI TMMNOKCEMMIO.

MocTosiHHbIA NOTOK O, HE06X0ANM GOMbHBIM C HEKOPPEKTUPY-
emoil runokcemuein. HasHaveHne TpaHcTpaxeanbHoro O, B Kaye-
CTBE anbTepHATUBHOrO NOAX0Aa, NPW KOTOPOM OCYLLECTBNIAETCA
foctaska O, Yepe3 MOAKOXHbIA UHTpATpaxeanbHbl KateTep co
CKOpOCTbIO 12 n/MUH, aBNseTcA 6onee aPMEKTUBHLIM N0 Cpas-
HEHWIO C HEMHBA3MBHbLIMI cuctemamu [3].

7.2.1.4. CEPIEYHbIE T IUKO3UAbI U
NHOTPOMHbIE MPEMAPATbI

CHWXeHUe CoKpaTUTENbHOM cnocobHoCTM K ABRSeTCA 0AHUM
U3 BOKHEMLWMX MexaH3mMoB nporpeccupoBaHns XCH y 60MbHbIX
¢ JIr [1,8,24]. Ounataumio MX 1 CHMXKEHWE ero COKpaTUTeSb-
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HOI CMOCOGHOCTM MOXHO BbIIBUTL ¢ nomoLsio IXoKI [3]. Mo-
BbieHne [A[M cBUAETENLCTBYET O HAPYLUEHWM COKPATMMOCTW
MK, 04HAKO OTMEYaeTcs 3Ha4yMTeNnbHas MHAMBMAOYaNnbHAA Bapu-
a6enbHOCTb, 06YCNOBNEHHAsA CKOPOCTbIO nporpeccuposaHus JI.
dakTopbl, onpeaensatoLmne cnocobHocTb MK noaaepxusatb NHO-
TPOMHYO CNOCOBHOCTb B YCNOBWSAX MOBbILEHHOrO KOHEYHO-AKa-
CTOMNYECKOr0 AaBMEHUs, TOYHO He YCTAHOBMEHbI. Y HEKOTOPbIX
6O0NbHbIX NPU He3Ha4uTesIbHOM nosbiweHun OJTA nmeetcs Bbl-
paxkeHHas runepTpodoma u gunarauus MXK. Y psga naumeHTtos,
HECMOTPS Ha 3HayuTenbHoe nosbiweHue [J1A, npesbiwatouiee
CUCTEMHOE apTepuarnbHoe [OaBneHue, AJIUTENbHO COXPAHATCA
NOYTU HOPMaTbHbIE Pa3Mepbl 1 PYHKLMOHANBHOE cocTosHMe [DXK.

Havn6onee agpexkTBHbLIM CNOCOBOM NOAJEPXaHUA (PYHKLNK
MK gBNSeTCA CHKEHWE NOCTHArPy3Ku 3a CHET cHuKeHus [J1A.
OpHako 3Ty 3afjady TPYAHO peanu3osartb. [1pu BbIPOXXEHHON Auc-
yHKunu MK Ona NoBbILEHWS COKpaTUTENbHON oyHKUuMmM K
paccmaTpuBaloT cepAeyHble rnuko3uapl [3, 7]. KpatkospemeHHoe
BHYTPWUBEHHOE Ha3Ha4yeHMe AUroKcuHa y 605bHbIX ST BbI3biBa-
eT HekoTopoe nosbilweHne CB, a Takxe cONpoBOXAAETCA CyLUe-
CTBEHHbIM CHVKEHIEM YPOBHA HOpaZpeHannHa B kposu [69].

JIMrOKCWH NOBLILWAET COKPATUTENbHYK (yHKUMI K y 60nb-
HbIX ¢ JII BCReACTBME NATONOMUM NErkux 1 GUBEHTPUKYASPHON
XCH. lMpenapaT No3BOASET KOHTPOANPOBATb 4aCcTOTY CEpAEYHbIX
cokpateHnin (HCC) y 6ONbHBIX C HAMKENya04KOBbIMM apUTMu-
AMU, KOTOpble accouumpytoTes ¢ aucdyHkumen MXK. JaHHble 0
pesynbTarax AANTeSIbHOro JievyeHns 605bHbIX ¢ JIT cepaeyHbiMu
rMKO3Maamun noka oTCyTCTBYIOT.

ApTepuanbHas runokcemus NpuBOAWUT K PasBUTUIO CTOMKOM

Taxukapouu, TPyAHO NOfAalolieidl LeilCTBUIO TNMKO3UAO0B, 4TO
OCIOXHSET afleKBaTHYIO OLEHKY 3(P(eKTUBHOCTU NpenapaTtos U
NOBLILIAET PUCK PA3BUTUA FNKO3ULHON MHTOKCUKALMN.
B HacToALLee BpeMs Ha3HaveHNe aurokcuHa 0,25 Mr/cyTku MOXeT
OblTb PEKOMEH[I0BAHO ANS YPEXeHUA Xemya04K0BOro putMa npu
Ha[PKeNyL04KOBbIX TaxmaputMuax (taén. 7.2.2.) [3,8]. Mpwu conyT-
CTBYIOLLEI NMOYEYHON HEJOCTAaTOYHOCTM [03a AUrOKCMHA JOMKHA
ObITb CHMXeHa [0 0,125 mr.

Onsa ynyqwennsa CB nNpuMEHAOTCS MHOTPOMHbIE Mpenaparbl
(Bo6GyTaMuUH, MUAPWUHOH, NEBOCUMEHAAH) W, NPX HEOO6X0AUMOCTH,
NS NOAAEpPXaHus apTepuanbHOro AaefieHus (HOP3nMHedpuH)
[1,7]. VIHOTpOMHaa noanepxka B psge Cryvyaes Mo3BONAET [0-
CTMYb CTAabUNU3aLnm cocTosHUs 60nbHbIX ¢ J1T.

Tabnuua 7.2.2. lMopaepxusaioLias Tepanus

7.2.1.5. IEYEHVE APUTMUIA.

Y 6onbHbIx JIT no cpaBHeHuto ¢ nauueHtamm XCH BcneacTeme ae-
KomneHcauumn JIK 3110Ka4ecTBeHHbIE HapYLLIeHUs PUTMa, Takue Kak
XKENy[04KOBas Taxukapans, uOpUNNaLUs >Xenynodkos, 0TMeya-
toTcs peako. N3 132 6onbHbix JIAI TONbKO y 8% 0CTaHOBKA cepAua
6bina Bbi3BaHa hmbpunnsaLmMen Xenyao4kos [7]. B 6-netHem Habno-
JeHun y 231 60nbHbIX ¢ JTAT unu XTI onucan TonbKo 1 cryyai
3N0Ka4eCTBEHHOI XeNyA04KoBO aputmMum [3]. Hamkenyno4kosble
aputMuu BosHukatot npu JI ¢ yactoton 2,8% B rog [7,31].

YactoTa pa3BUTWUS TpeneTaHus WAWM MepuaHus npeacepaun
NPUMEPHO conocTaBuma, UOpUNAAUUa NPUBOAUT K KNUHUYe-
CKOMY YXYALIEHWO 1 pa3suTuio asneHnii XCH no 6onbLiomy Kpy-
ry KpoBooOpalleHus. JledyeHne TpenetaHus npencepauin 6onee
3(bdPeKTUBHO, Y4eM NeYeHne mepuartesibHo apuTMun. BocctaHos-
NeHNe CMHYCOBOro putma y 60nbHbIX ¢ JII NPpUBOANIO K YNyy-
LUEHWIO BbDKMBAEMOCTI MO CPABHEHWIO C BObHLIMU, UMEBLIMMU
NOCTOSHHYIO (popmMy MepuatensHoi aputMmumn, 80% 13 KOTOPbIX
ymupanu B TedeHue 2 net [8]. Hecmotps Ha otcytcTeue PKIW unm
MPOCNEKTUBHbIX HAGMIOAEHUA, UMb Tepanuu [LO/MKHO OblTb
yAepXKaHue cTabuibHOro CUHYCOBOr0 pUTMA Y BCEX BOMbHbLIX C
JIT. Mpw BbLIGOPE AHTUAPUTMUYECKMX NPEnaparos NPeanoyTeHue
0T[AeTCa aMuOapOoHy, KOTOPbIA He 0651afaeT OTPULATENbHLIM
MHOTPOMHbIM AercTeuem [1,7].

7.2.1.6. IEYEHUE NPOTPECCUPYHOLLEN
NPABOXENY104K0BOI CEPAEYHOI HEAOCTATOYHOCTM

Jleyenne B 6GnNOKe MHTEHCMBHOW Tepanuu. [NaumeHtam ¢ JIT
MOXET NOTPeb0oBaThCs Jie4eHne B 6JI0Ke WHTEHCUBHON Tepanuu
(BWT) no npuyuHe COMYTCTBYIOLLEA NATONOrMW, HaNpUMep, Xu-
Pypru4yeckoe BMELIATeNbCTBO MW AeKOMMeHcauum KpoBoobpa-
LeHns no 6onbluoMy Kpyry. B cepuu cnyd4aes B MCCNEA0BAHNM,
npoBeieHHOM BO DpaHLun, CMepPTHOCTb nawuneHTos ¢ JIAT, nocTy-
NUBLLKMX B peaHumaumto, pocturana 41% [70]. CnepnosatensbHo,
naumentsbl ¢ JIAT, Hyxpatowmecs B neveHun B AT, no Bo3amox-
HOCTW, OOJKHbI HANpaBnATbCA CNELWNann3UPOBAHHbLIE LiEHTPbI.
Ba3oBblil MOHWUTOPUHT BKITHOYAET KOHTPOSb MU3HEHHO BaXKHbIX
npusHakos (4CC, apTepuansbHoe faBneHue, Temneparypa Tena u
catypauus Q,), AMypes, UeHTpanbHoe BEHO3HOE AaBMEHMe, LeH-
TpanbHoe HacbilieHne O, BEHO3HOWM KPOBW, YPOBEHb NakTata B
kposu). CoveTaHMe HWU3KOro HacblllieHUst BeHO3HOW Kposn O,
(60%) C NOBbLILIEHMEM YPOBHSA NAKTATa, CHUKEHHAs NPOAYKUMUS
MOYM MW aHYPUS YKA3bIBAOT HA TSXKENYI NPaBOXEeNyL04KOBYHO
XCH [7]. B psage cny4aes Tpebyertca katetepusauus MXX gns npo-
BEAEHUS TLWATENbHOr0 reMOLMHAMUYECKOr0 MOHUTOPUHIA.

S Knacc YpoBeHb
PEKOMEHJAUMI  [10Ka3aTeNbHOCTH

bonbHbIM JIT ¢ ABNEHNAMM NPABOXKENYA04KOBOW CEPAEYHON HEJ0CTaTOYHOCTY | C

1 33[1ePXKN XXNOKOCTW PEKOMEHYETC Ha3Ha4yeHue ANypeTukos [2,7]

[nutenbHas noctosHHas Tepanus 02 pekomeHayeTcs 60nbHbIM JIAT npy napuuanbHOM | c

nasneHun 02 B apTepuanbHoii kposu MeHee 8 KlMa (60 mMm pT. cT.) [7]

Jle4enue aHemun/ peduumra xxenesa pekomeHgyetcs 60nbHbIM ¢ J1T [7] IIb C

HasHayeHne OMrokcuHa pekomeHayetcs 60nbHbIM ST ¢ HagKenyao04KoBbIMM m C

TaxnapuTMUAMU N5 YPEXXEeHNUA XKeNy[04K0BOro putma [2,7,]

HazHa4eHne UHrMO6UTOPOB aHrOTEH3NH-NPEBpaLLALOLLEro hepMeHTa, 610KaTOPOB

peLenTopoB aHrMOTEH3MHA, B-aAPEH0610KaTOPOB, NBAOPAANHA HE PEKOMEHAYETCS " C

60/1bHbIM ¢ JIAT npw OTCYTCTBUW COMYTCTBYIOLLIEN NATOSIOMUN- apTePUanbHON FUNEPTOHNK
MLLIEeMNYeCKON 60Ne3HN cepAaLa, eBoXesyL04K0BON CepaevHON HeaocTaTtoqHocTH [3,7]
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OcHoBHble npuHuunbl BeaeHus B BAT nauneHTos JII n XCH BKnto-
YaKOT NeYeHne TPUrrepHbIX PAKTOPOB (AHEMUs, apUTMUK, MHEK-
LK, Opyrue CONyTCTBYKOLWME 3a060/1€BaHNA), KOHTPONb 6anaHca
XUAKOCTA (BHYTPUBEHHbIE AWYPETMKU), CHUDKEHME MOCTHArPY3KM
MX (JTAT-cneumndpmnyeckoe npenapatbl), ynydwenue CB ¢ nomo-
LLbI0 WHOTPOMHOM NOAAEPXKN (LOBYTAMUH ABNAETCA npenapartam
Bbl6Opa A4N1a nedeHns gekomnexcauuu MXK) w, npu HeobXxoaMmMo-
CTW, NoAfepXaHue apTepuanbHOro [aBneHus (Ba3onpeccopbl)
[71]. Y naumenToB ¢ MK XCH cneayet na6eratb MHTY6ALNK, TaK KaK
4aCcTO NPUBOANT K HECTABUNBHOCTU reMOANHAMUKI 1 KOnnancy.

BcnomoratenbHoe kposoob6pawyenue npu JIF u Tsxenon MK-
XCH npepctaBneHo BeHO-apTepuabHOM 3KCTPAKOPMOPANbHOI
MeMOpaHHOI okcureHaumern (A3KMO) npu runokcum unu HapyLue-
HWUAX TEMOJMHAMUKM, BeHO-BeHO3HOW IKMO npu runepkanHum
WM TUNOKCEMWUM, @ TAKXE apTePUOBEHO3HOWM Nero4YHon noj-
LepPXKON ¢ nomoLLbio yctpoiictea Novalung. 10T MeTof Nevye-
HUS HEOOXO4MM NPU TAXKENOM HAPYLIEHNN FeMOLMHAMUKN, KOraa
NporHo3 6e3 TpaHcnaaHTauum cepaua KpaiHe He6naronpusTHLINA.
BcnomoratensHoe KpoBooGpalleHue MO3BOMSET MNOALEPKaTh
XXN3Hb 60JILHOTO B 0XXUAAHWUM TPAHCNIAHTauuUK cepaua [72].

IKMO — wmeToL 3KCTpPakopnopanbHOro KpoBOOGPALLEHUS,
npy KOTOPOM KPOBb 3a6MpaeTCcs LEHTPOOEXHBIM HACOCOM W MO-
CTynaeT B MeMOpaHHbIi OKCUreHatop, rae NpoUCXOAuUT O6MEH
YIIIeKUCoro rasa Ha kucnopog [5,8]. Mpu BeHoapTepuanbHOM
9KMO Kkposb 3a6upaetcs U3 6e4peHHON BeHbl U BO3BPALLAETCH
B 6eAPEHHYI0 apTeputo. ATOT METOS NO3BONSAET HACLILATL KPOBb
KWCNOPOAOM NPU BbIPOKEHHON [bIXaTeNlbHON HEJ0CTaTO4HOCTY U
OCYLLLECTBNATL reMOANHAMMYECKYH0 pasrpysky K.

Mpn 3KMO HeobxoamMma CHUCTEMHAs aHTMKOArynsiHTHas Te-
panusi, KpOMe TOro, MOryT 3HAYUTENbLHO NMOBPEXAATbCSA KOMIO-
HeHTbl kKpoBu. IKMO npumeHsieTcs, rnaBHbIM 06pas3om, Yy MHTY-
OMPOBAHHbIX 60MNbHbLIX, HO TAKXE MPWU OTCYTCTBUU UHTY6aLMK Y
60MbHbIX, OXUAAKLWMM TpaHcnnanTaumio [73]. BeHo-BeHO3Has
IKMO MoXeT ycnewHo npuMeHATbCA Y 60MbHBIX C OCTPOM fe-
KomneHcauuen MX ¢ nomoLLbio KaTeTepa, NO3BONSAIOLErO UC-
NoNb3oBaTh OfHY JOKanu3auul Ans KadHwonuposanus [7]. Moa-
LepXuBaroLLias Tepanus 0CHOBaHa Ha NPUMEHeHUN 6e3HaCOCHOro
OKCUreHatopa, OCYLLECTBNAKLLEr0 NyNbCUPYIOLLUA KPOBOTOK

[74]. Kpoeb 3a6upaetca u3 JIA n nocne Hacbiwenns 0, Bo3Bpa-
LLIAeTCA B JIeBOE Npencepaue, 4T0 YMeHbLUaeT nocTHarpysky MK.
Mocne npouedypbl 0653aTeNbHO NPOBEAEHNE renapuHoTepanuu,
60M1bHbIE HABMAATCA amMOYNaTOPHO B OXXMAAHMW TPAHCNNAHTa-
umun. TnaBHbIN HEAOCTATOK 3TOr0 METOLA 3aK/N04aeTCa B NOTPeEO-
HOCTM NPOBEAEHMS CTEPHOTOMUM ANS LEHTPANIbHOr0 KaHIMpo-
BAHWA, 4TO 4aCTO HECET PUCK KPOBOTEYEHMS, TPOMOOIMOONUMN U
MHEKLMOHHBIX OCNOXHEHUA. Bce npoueaypbl 0CYLLECTBASIOTCS
TONbKO B BbICOKOCMELMANN3NPOBAHHbIX LIEHTPaX.

7.2.2. CNELINONYECKASA TEPANKNA

CoBpeMeHHas crneunduyeckas Tepanus BO3AENCTBYET HA Tpu
NaTOreHeTNYeCKNe MWLLIEHW, BOBMEYEHHbIE B Pa3BUTUE U MpO-
rpeccupoBaHne JIAI — 3T0 aKkTWBaLUMA CUCTEMbl 3HAOTENNHA-1
(3T-1); pedomunT 3HAOTEHHbIX Ba3041NaTaTOPOB C aHTUNpPONNe-
paTMBHLIMW U NPOTUBOBOCNANUTENbHBIMU CBOWCTBAMMW — NMPOCTa-
umknuna (ML) v okenaa asota (NO) [1,3,7,8].

B pesynbtate nposeneHus 6onee 40 PKI B KNMHWYECKYIO Npak-
TWUKY BHEAPEHbI CREAYIOLLE KNAcChl IEKApCTBEHHbIX NPenapaTos:

1. aHTaroHUCTbI PeLenTopoB aHAOTeNnHa (AP3) 610KMPYIOT He-
ratueHble 3 dekTbl 3T-1 (603eHTaH, aMOPU3EHTaH, MaLMTEHTaH);

2. aHanory ML — npocTaHonbl BOCNOSHAIOT ero AeUuUmT (MH-
ranALMOoHHbINA UII0NpocT);

3. aroHuctsl peuenTopos L — cenekcunar nogo6Ho ML Bbico-
KOCEeNEKTUBHO aKTUBUPYET IP-peLenTopbl;

4. uHrnéuTopsl chocdoanactepassl Tuna 5 (MO35) ysennyn-
BAOT CUHTE3 BTOPUYHOr0 MecceHmpkepa angoreHHoro NO— urMao
(cungeHadoun);

5. CTUMYNATOPbLI PAaCTBOPUMOI ryaHMnaTUMKNasbl 3a CHET aKTm-
Bauum pry n ceHcutuzaumn depmenta K aHgoreHHomy NO 3Ha-
YUTENbHO YBENN4UBaKOT cHTE3 LI M® (puoumryar) [1,7,9,75-77].

7.2.2.1. BJIOKATOPbI KAJIbLIMEBbIX KAHAJI0B

BasokoHCTpUKTUBHAA Teopus natoreHesa JII 6asmpyeTtcs Ha
HaNU4um runepTpocni MeanUU B JIErOYHbIX apTEpUaX 1 apTepuo-
nax, a TaKxe cHuxeHnun JICC npn Ha3Ha4yeHUM BA30MNATaTOPOB
[1,24]. O4eBULHO, TOMBKO Y HEKOTOPLIX 60NbHLIX JTT Npu HasHa-
YeHUM BaA30AWNATATOPOB, B YacTHOCTU BKK, BO3MOXHO A0OCTWYb

Tabnuua 7.2.3. PekomeHaauuu No HasHa4yeHuo 610KaTOPOB KanbLUEBbIX KaHaNOoB

Pexomenpaumm

Knacc YpoBeHb
pexomeHpauMini  [0Ka3aTeNbHOCTH

BKK B MakcMmanbHO NepeHOCMMbIX J03aX PEKOMEHAYIOTCA ANS NIeYeHUs

60/bHbIX € nauonartnyeckon/ Hacnegyemon J1AT, JTAT BcneacTeue

npuema nekapcTs npu nonoxutensHon 0PI [3,7]

BonbHbIM ¢ anonatTnyeckoii/ Hacneayemoii JIAT, JIAT BcneacTBue npuema nekapeTs,
nonyyatoLum BKK B BbICOKUX A03aX, TPeOYeTcs TilaTenbHbI AMHAMUYECKNIA KOHTPOSb C
C NpoBefeHeM NMOBTOPHOr0 BU3NTA Yepe3 3-4 Mec. nocne uHuuuauum tepanum [3,7]

MpogomkeHue neveHns bKK B BbICOKUX J03aX peKOMeHLYeTCs 60/bHbIM C
uanonaruyeckoi/ Hacnegyemon J1AT, JIAT BcnefcTeme npuema nekapcTs npu C
LOCTMXKEHMW HU3KOr0 pUCKa NOJ TLIATeNbHbIM KOHTPONEM Kaxable 6-12 mec. [3,7]

BonbHbIM ¢ nanonatTnyeckoii/ Hacneayemoii J1AT, JIAT Bcneactene npuema

NEKapCTB NPU COXPAHEHWUN NPOMEXYTOYHOI0/ BbICOKOr0 p1cka Ha hoHe
neveHus bKK B BbICOKMX [103aX PEKOMEHAYETCS acKanaums Tepanuu ¢

npucoenuHennem ap. JIAT- cneundpuyeckoro npenapara [3,7]

HasHayeHme BKK B BbICOKMX [103ax He pekoMeHayeTcs 605bHbIM ¢ JTAI 663 npoBeaeHus
Unn OTCYTCTBMW Ba30PEAKTUBHOCTM, 32 UCKNIOYEHUEM KITMHUYECKNX CUTYaLIUIA, KOraa [} C
Ha3Ha4YeHue CTaHAapTHbIX 403 NPenapaToB 00YCOBIEHO APYrMMU NoKasaHuaMM [3,7]

1102|



EBPA3VVICKVIE KITMHNYECKWE PEKOMEHOALMV MO QUAMHOCTUIKE U JTIEHYEHWIO JTEFOYHOW MMEPTEH3UI

KITMHMYECKN 3HAYUMOro cHkenmna [N1A.

bnaronpuaTHble KNUHUYECKWE W MPOTHOCTUYECKUE 3(PMEKTbI
BKK, npumeHsieMbIX B BbICOKMX [103aX, NOKa3aHbl y 60bHbIX JTAT
¢ nonoxutenbHon O B OAHOLEHTPOBBIX HEKOHTPONUPYEMbIX
uccnefosaHusx [7,78]. K uncny pekoMeHL0BaHHbIX B HACTOALLEe
BpEMS NpenapaToB OTHOCATCA HUMPEANNUH 1 aunTuasem. Beibop
onpenensetcs ucxoaHoin YGC B nokoe. HudpeannuH B NPOMOHI K-
POBaHHbIX hopmax, a Takxe BKK gurnaponupuauHosoro psaa lll
noKoneHus cnemyeTr pekomeHaosartb nauueHtam ¢ HCC B nokoe
meHee 80 yaapos/muH. [2,3]. AMNOAUMNWH ABNAETCH npenapaTtom
Bbi6opa ans nauwentoB JIT ¢ asneHusmn MXK-XCH. CyTo4Hble
[03bl npenapaToBs, Aokasaslune 3PdEKTUBHOCTb, AOCTATOYHO
BbICOKME: ans Hudbeannuua — 120-240 mr, ons amnogunuHa — ao
10-15 mr. Mpwn oTHoCcKTeNbHON Taxukapanu (HCC B nokoe 6onee
80 ynapos B MUHYTY) creflyeT 0TAaTh NpeAnoyTeHne auntmasemy
B po3e 240-720 mr. TuTpaums A03bl Npenapara LOHKHA NpOBO-
ANTbCS MOCTENEHHO B TEYEHWE HECKOMbKWUX HefeNlb [0 Makcu-
MarnbHO NepeHocuUMbIX. MHOraa cuctemHas FUMOTOHMSA, OTEKW
rofieHed U cTon NPensTCTBYIOT YBENUYEHUIO [O03bI.

Tepanusa BKK pomxHa HauyuHatbca Nog CTPOrum remognmHamm-
4eCKUM KOHTponem ToNbko 6onbHbIM ¢ UITT, HITAT, JTAT npu npu-
eMe aHOPEKTMKOB, 0TBEYAIOLLMM Ha NPUMEHeHWe Ba3oaunararo-
POB B OCTPOVA nNpo6e. Y 60MbHbIX C aCCOLMUPOBAHHBIMU hopMamu
JIAT TecTbl Ha Ba30PeaKTUBHOCTb 4aCTO He MO3BOMSAIOT YCTaHO-
BUTb BO3MOXHYI0 3(D(PEKTUBHOCTL ANiMTenbHON Tepanun BKK, a
BbICOKWE [03bl MOCNEAHNX MI0X0 NEPEHOCATCS.

Tepanusa BKK nokazaHa nauueHtam ¢ U, HITAT, JTAT npu npu-
eMe aHopekTukos npu CU 6onee 2,1 n/MuH/M2? u/unu catypauum
0, BeHo3HOW KpoBu Gonee 63% w/unu AN meHee 10 Mm pT. CT.
npu nonoxutensHon 0PI Bo Bpems KNOC [2,3]. MauueHTsl, Hau-
nyymm 06pasom pearnpyrowne Ha HasHadveHue bKK, kak npasu-
no, aemoHcTpupytot cHkeHne [J1A n JICC go 50% ot uexomHo-
ro, 4acTo A0 HOPManbHbIX 3HAYEHUNA.

Y nauweHtos ¢ CW Gonee 2,1 n/muH/m* u/unu catypauuei O,
BEHO3HOW KpoBwu 6osee 63% w/unu AMNM meHee 10MM.pT. CT. npu
oTpuuarensHoit 0PI HasHayeHne BKK MOXeT BbI3BaTb Cepbes-
Hble No6o4Hble addekTbl [8]. Mpu CU meHee 2,1 n/MuH/M? u/unn
catypauuu 0, BeHO3HOW KpoBu MeHee 63% w/unu LM 6onee 10
MM pT. ¢T. BKK a6CcontoTHO NpoTUBONOKAa3aHbl.

Tonbko 5-15% 60nbHbIX ¢ JTIAT umetot nonoxutensHyto 0PI n
COXPAHAT KNUHUKO-TreMOANHAMUYECKNA 3ChEKT NpK AnuTeNb-
HOM Ha3Ha4eHun BKK [3,79]. Y 60nbHbIX ¢ nonoxutensHoit 0PI
cnycta 3-4 mecaua NOCTOSAHHOW Tepanuu pekomeHLyeTcs 0643a-
TesfibHOe NPoBefeHNe 06CNEA0BAHNA 41 OLEHKU 3D(EKTUBHO-
CTV 1 6e3onacHocTyh (1abn. 7.2.3.). lpn coXxpaHeHun Npomexy-
TOYHOrO MW BbICOKOr0 pucka — He gocTkeHun | unu Il ®K (BO3),
OTCYTCTBUW YNYYLIEHUS FeMOANHAMUYECKMX N (DYHKLMOHANBHBIX
nokasarenen LO/MKHA 06CYXXAATbCA KOPPEKLMA Tepanuu ¢ npu-
COeJMHeHMeM Jpyrux npenapaTos cneuudmyeckon Tepanuu. Ha-
3Ha4yeHne BKK 6e3 nposegeHns O®I wnn npu oTpuuaTesibHOM
Ol conpsi>KeHO C PUCKOM Pas3BUTUA THKESbIX NOBOYHBIX -
(peKTOB — rMNOTOHUM, CUHKONE, AeKomneHcauum MK [3,7].

7.2.2.2. AHTATOHUCTbI PELIENTOPOB 3HAOTENUHA

AKTnBauusa cucTeMbl dHAOTENMHA Y nauueHToB JIAI nokasaHa
NPy U3y4eHUM KOHLEHTpaumit 3T-1 B nna3me KPOBM U NErOYHON
TKauu [2,7,80]. 3T-1 — nenTup SHOOTENNANBLHOIO NMPOUCXOXAE-
HUA, 06nagaeT Hanbonee MOLHbIM ANUTENbHBIM Ba30KOHCTPUK-
TUBHbIM 3(DEKTOM, BbI3biBAET nNponudepaunio n gudepeH-

LMPOBKY KIETOK, NPOAYKUUID (PAKTOPOB pOCTa, LMTOKMHOB,
61onornyeckn akTMBHbIX BewlecTs [3]. LLnpokuit cnektp narono-
rnyeckmnx adHeKToB No3BONAET paccmarpmeatb 3T-1 B Ka4ecTBe
OCHOBHOr0 natoreHeTu4eckoro meanaropa JIAI v noTeHUUanbHoOM
MULLEHN Ans TepaneBTUYecKoro Bo3aencTauns [8].

9T-1 peannayeT AeiicTBME 32 CYET CBA3bIBAHWA C ABYMS TUNAMU
peuentopos- Tuna A (3TA) ¢ nokanusauuen Ha rnagkoMbILLIEYHbIX
knetkax (FTMK) n Tuna B (3TB) B aHgoTenun u NMK. AktuBauus
3TA- n 3TB-peuentopoB MK npuBoANT K BA3OKOHCTPUKLUW K
0Ka3blBaeT MUTOreHHbI 3ddekT. CTumynaums 3TB-peuentopos
€noco6CTBYeT KNupeHcy IT-1 B NErkux, yBennM4eHno npoayKumum
NO v TU. [o HacTosLero BpeMeHN He YCTAHOBNEHO, ABNAETCA
N NOBbILLIEHHAsA ero NPOAYKLNA NPUYMHON unu cneacteuem J1AT,
npyu 3TOM CYMTAETCA 0BOCHOBAHHLIM NpumMeHeHne APJ, 610Ku-
pytowux peuentopbl Tuna A (3TA) unu 0fHOBPEMEHHO 06a TUna
peuentopoB — 3TA 1 3TB [3,8]. Mo xumu4eckoit CTPYKType Kracc
AP3J npefcTaBneH cynboHaMMAHbIMU NPOM3BOAHBIMU-603EHTA-
HOM 1 MaUMTEHTAHOM, a TakXXe Hecynb(OHAMUAHbLIM NPOKU3BO-
JHbIM — ambpu3eHTaHoM. [Mpenapatbl 9TOro Knacca npencrasne-
Hbl B anaBMTHOM NopsaKe.

AmOpU3eHTaH — HecynboHamuaHbli AP3, Nnpon3BoaHOe Npo-
NaHOEBOW KWCIOTbI, CENEKTUBHBLIA aHTaroHUCT 3TA-peLenTopos.
lpenapat uccnegosanca B nunotHom U ayx PKW ARIES-1 u
ARIES-2 [7,81]. Y 60nbHbix ¢ W, NNAT-C3CT n NAT-BUY no-
Kasan 9(h(heKTUBHOCTb B BUAE YNYYLLEHUS KIMHWUYECKOA CUM-
NTOMATUKKU, TONEPAHTHOCTU K Harpy3kam, reMofuMHammyeckux
napameTpoB, YBENNYEHNS BPEMEHU [0 Pa3BUTUA KIUHUYECKOrO
yxypaLenus [82]. YkasaHHble 3(DMEKTbI COXPAHANNUCH, NO MEHb-
LIei Mepe, B Te4eHue 1 rofa NOCTOAHHOM Tepanum [7].

B P® 1 KazaxctaHe ambpn3eHTaH nokasaH ans neyveHns 60nb-
HbIx JIAT ¢ ®K [I-1ll (BO3) ans ynyyweHns nepeHocumocTi hmsu-
YECKOM Harpysku, 3ameffieHUs NPOrpeccMpoBaHna KIMHUYECKNX
cumntomoBs. B PKW adhdpekTBHOCTL YCTaHOBMEHA NpeumyLle-
cTBeHHO y naumentoB WM /Hacnegyemon JIAT, NAM-CG3CT npwm
OK -1l (tabn. 7.2.4.). PekomeHJoBaHHas [03a COCTaBNAET SMI
1 pa3 B CyTKM ¢ TUTpaumei £o3bl go 10mr. HactoTa HapyLieHwii
dyHKUMKM neveHn coctasnset 0,8- 3%, 4TO TPeOBYET eXeMecsy-
HOr0 KOHTPOA neYeHo4HbIX pepmenToB [83]. Ha chone Tepanuu
ambpu3eHTaHOM Halle No CpaBHEHWO ¢ Apyrumu APJ BOSHMKAKOT
nepudepryeckme oTexn.

bo3eHTaH — nepsblit npenapaT knacca, AP3 HECeneKTUBHOIO
AencTemsa, 6nokupyet oba Tuna peuentTopoB. A deKTUBHOCTb
603eHTaHa nokazaHay 6onbHbIx ¢ U, JTAT-C3CT, cunapome Jid-
3eHMenrepa B 6 PKI (nunotHoe nccneposanmne 351, BREATHE-1,
BREATHE-2, BREATHE-5, EARLY, COMPASS-2) [1,3,8,84]. V
6onbHbIx ¢ JIAT neveHne npuMBOLMMO K YNyHLIEHUIO NEPeHOCH-
MOCTM (n3myecknx Harpy3ok, ®K, remoguHamuyeckmnx n IxoKr-
napaMeTpoB, YBENUYEHUIO BPEMEHN [0 Pa3BUTUA KITMHUYECKOr0
yxyfweuus [7].

B PO, Pecny6nuke benapych, KasaxctaHe 603eHTaH PeKOMEH-
JosaH onq neveHus naumentos JIAT ¢ OK II-IV (BO3) ¢ uenbio
YNyHWeEHNA TONMEPAHTHOCTM K (PU3NYECKUM Harpys3kam W Kiu-
HUYECKMUX CUMNTOMOB, 3aMefifIeHNs TeMNoB MporpeccupoBaHms
3a60n1eBaHMa y B3POCAbIX W feTelt oaHoro roga (MM /Hacneay-
emas; JTAT Bcnencteue CCI npu OTCYTCTBUM 3HAYMMOrO WHTEp-
cTuuuanbHoro nopaxenus nerkux; JIAT npu BIC, B yacTHOCTH,
npu cuHapome JnseHmenrepa [2]. Ha ocHoBaHun PKI EARLY y
nauneHTos ¢ OK Il (BO3) n BREATHE-5 603eHTaH pekOMeHA0BaH
[NA NeveHns ykasaHHblx kateropun J1AT [85,86].
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HayanbHas no3a 603eHTaHa cocTaBnseT 62,5 mMr 2 pasa B cyT-
ku. Cnycta 4 Heflenn [j03a [OSHKHA 6bITb yBenuyeHa o 125mr
[Ba pasa noj TLWaTenbHbIM eXXeMeCsAYHbIM KOHTPONeM (DepMeH-
TOB neyeHu. MoBbILEHME YPOBHSA TpaHCAMWUHA3 OTMEeYaeTcs npu-
MepHO Yy 10% 6O0NbHbIX, 4TO ABNAETCA L0303aBUCUMbLIM M 4acTo
06paTUMbIM NOC/E YMEHbLUEHUS [03bl WAKW OTMEHbI npenapara.
Han6onee BepoATHLIM MEXaHU3MOM TaKOro 4encTms 603eHTaHa
ABNIAETCH [0303aBUCUMAA KOHKYPEHUNA C XKENYHbIMU CONsAMY,
4TO MPUBOLUT K UX 3aJEPXKKE B renarountax, 4to OKasblBaeT Lu-
TOTOKCUYHBIA 3D(DEKT. PEKOMEHYETCH eXXeMeCAYHbIA KOHTPOSb
YPOBH$ TPAaHCaMWHA3 B KPOBMW.

bo3eHTaH MOXET Bbl3blBaTb PAa3BMTUE aHEMUMW, 4TO Tpebyer
KOHTPONS YPOBHEI reMornobuHa 1 reMaTokpuTa KpoBK, a TakxKe
3a[1ePXKKY XKUAKOCTU C NOSBNEHWeM nepudepuyeckux OTEKOB
[7,8]. Y XEHWMH, npuHMMarowmx 603eHTaH, Heobxoamma azek-
BaTHast KOHTpaLenuus ¢ y4eTOM BO3MOXKHOIO TepaToreHHOro agh-
(hekra.

MauuTeHTaH — fBoiiHO# APJ 06naaaeT TkaHeBoil CneundmnyHo-
CTbI0 3@ CYET ONTUMNU3NPOBAHHLIX (HU3NKO-XUMUYECKNX CBOMCTB,
OblJ1 CO3JaH ANs JOCTUXEHUS HaunyyLero npoguns apgexTus-
HOCTW W nepeHocumocTy neyenus [7]. B pamkax PKI y 601bHbIX
¢ JIAT mauuTeHTaH BnepBble NOKa3an JOCTOBEPHOE BNMSHME Ha
TBEPAYID KOHEYHYI TOYKY (nporpeccupoBaHue 3aboneBaHus/
CMepTb) B peXKUMe MOHOTEpanuu u KOMOUHUPOBAHHON Tepanuu.
B kpynHom PKI SERAPHIN B Ka4ecTBe nepBUYHOI KOHEYHOI TOY-
K BrepBble 6bI10 0NpeeNieHO BPeMS 0T Havana fieveHns 4o pas-
BUTUS KMUHUYECKOr0 YXYLLLEHNA (CMepTb, MOTPE6HOCTL B NPOBe-
OEHUN NpeacepaHOn CeNnTOCTOMIUM UK TPAHCNNIAHTALWUKN NIETKKX,
Ha3Ha4YeHWUs napeHTepanbHbIX NPOCTAHOWAOB WM KIIUHWUYECKOe
yxyaweHrwue J1AT). YV 742 nauneHToB ¢ JIAT MauuTeHTaH n3y4asncs B
no3ax 3 unu 10 Mr 0AHOKPATHO B CYTKM N0 CPABHEHMUIO C nnaLe6o,
B cpeaHeM, Ha npotsxkeHnn 100 Hepenb [87]. NpumeHeHne mauu-
TeHTaHa B fose 3 mr (OP 0,70 (97,5% AW, 0,52-0,96; p=0,01) u
10 mr (OP 0,55 (97,5% 1MW, 0,39-0,76; p=0,001) B cCpaBHeHMM C
nnawue6o cnoco6CTBOBAN0 CHUXXKEHUID PUCKA MPOrpeccupoBaHus
3a6onesaHus/cmepTn naumeHtoB ¢ JIAM Ha 30% u 45%, coOTBET-
CTBEHHO [87]. 3phekT Tepanun He 3aBuces OT TOro, nonyvanu
nu 60NbHbIE MCXOAHO conyTcTByOWYy JIAT-cneunuyeckyro
Tepanuto. MauuTeHTaH [OCTOBEPHO CHUXKAN PUCK HACTYMeHUs
NepBMYHOI KOHEYHON TOYKM — MPOrpeccupoBaHns 3abonesaHns/
CMepTy naumeHToB ¢ J1AT, ynyyluan nepeHoCMMOCTb (PU3NYECKUX
HAarpy30K Kak y NauueHTOB, paHee He MOny4aBLUMX NeYeHus, TaK
W Y NPUHUMABLLUMX NPEALIECTBYIOLLYIO CNELNMDUYECKYIO Tepanuio
N® 135, nepopanbHbIMi UK MHTANALMOHHBIMU NPOCTAHOUAAMU.
YactoTa NOBbLILLEHUS YPOBHA TpaHCaMKUHA3 He OTfiMYanacb OT
nnaue6o; y 4,3% nauneHTos, nonyy4aswmx 10 Mr mauuTeHTaHa,
6bI10 NOKA3AHO CHKEHWeE remMornobuHa B Kposu <8 r/n [3].

B PO mauuTeHTaH nokasaH [Ons AMAWTENbHOTO NeYeHus na-
unentoB JIAT ¢ ®©K lI-lll — npu WNT/Hacneayemoii NAT; JIAT ¢
KOMNEHCUPOBaHHbIM HeocnoxHeHHbIM  BIC; JIAr-C3CT ans
npegoTspalleHns nporpeccuposanus JIAI (cmepTb, noTpe6-
HOCTb B Ha3Ha4YeHUM B/B WAKM N/K NPOCTAHOMAOB, KIMHWYECKOE
yxyaweHue JIAT (ymeHbLieHue aucTtaHuuu B T6MX, yxymweHue
KIWUHNYECKOW CUMNTOMATUKK, NOTPEOHOCTb B AOMOMHWUTENLHON
JIAT-cneunduryeckoi Tepanuu) B BUAe MOHOTEPANUN UK B KOM-
6uHauum (Taén. 7.2.3.,7.2.4.).

7.2.2.3. UHTMBUTOPbI ®OCPOANICTEPA3bI TUMA 5

OKcmg a30Ta — MOLLHbI SHLOTEHHbI Ba304NNaTaTop, CenekTue-
HO BO3/EMCTBYIOLLMIA HA COCYLbl MANOro Kpyra KpoBOO6paLLEHNS.

NO o6pasyetcs n3 L-apruHuHa npu noMoLLy KanbLun-3aBucumoi
NO-cuHTasbl. JuddyHamnpys H4epes anbBeonspHyto memopany, NO
nonaaaeT B rNajKOMbILLIEYHbIE KNETKW apTepUid 1 apTepuon, NoBbI-
Lwas yposeHb UM [3,8]. MNocnenHuit 3anyckaeT Kackan peakLmi,
NPUBOASLLMX, B KOHEHHOM CHETE, K CHYXKEHMIO TOHYCA FMajKon My-
ckynatypbl cocyoB. 3atem NO nocTynaert B CUCTEMHBII KPOBOTOK,
e WHAKTMBMPYETCS MyTeM CBA3bIBAHWA C OKCMreMOrnobuHoMm ¢
06pa3oBaHMeM MeTreMornobuHa u HUTpPaTos.

Mpu I HapywaeTca cuHTe3 NO. B kneTkax aHaoTenms 60nbHbIX
¢ VI npn UMMYHOTUCTOXUMWUYECKUX UCCNEA0BAHUAX MOKa3aHO
CHIDKeHWe aKcnpeccun aHpoTennanoHon NO-cuHTasbl. Ha 06-
pa3oBaHMe OKCWAA a3oTa BAWSIOT MHOrOYMCEHHbIE (PAKTOPbI.
370 akcnpeccnsi reHa NO-cuHTasbl, akTMBHOCTb NO-CMHTa3bl K
hochoanacTepasbl, 06€CNEHMBAOLLMX PEryNALUID NPOAYKLUM
urM®, noCTCMHTETUYECKOE OKKCIeHne. Takum obpa3om, ans ne-
YeHMS NALUUEHTOB BOSMOXXHO UCMOMb30BaTh MHransALnoHHbIA NO,
cy6CTpar AN ero CMHTe3a — L-apruHuH, a Takxe npenaparsl, BO3-
JencTBytoLLMe Ha ypoBeHb LM [7,88].

WHransumonsbii NO ncnonb3yercs ¢ Lenbto nposeaeHns 0PIl
1 BbISIBNEHUA 60NIbHbIX C NOTEHUMANbHLIM 3D(EKTOM Ba3oaua-
TaTopos [2]. [ng pnuTesibHOW Tepanun nHranaunoHHsln NO He
MPUMEHSETCA B CBA3M C NOSBIEHMEM MOLLHOI NepopanbHOi Te-
panuu, BO3[eiCTBYIOLLEI Ha 3TOT CUrHANbHBIA NYTb.

CunpgeHatmn — CenekTMBHbIA WHrM6uTOp UFM®- 3aBMCUMONA
docthoamacTepasbl TUNa 5 npeaoTepallaeT aerpagaumnto urMo,
470 BbI3bIBAET CHMXeHWe J1ICC u neperpysku MXK, o6nagaet aHTH-
nponudepatneHbIM  3pekToM. 3TO eAMHCTBEHHbIA D35,
006peHHbIA No nokasaHuio JTAT. Makcumym OeincTBuUs cunjeHa-
dhuna pocturaetcs 4epe3 60 muH. [8,76].

K HacTosLleMy BpeMeHW HaKoMeHbl [aHHble, [eMOHCTPUPYIO-
LLiMe ero XopOLLYH NepeHoCUMOCTb U 3h(HEKTUBHOCTb Y 60NbHbIX
¢ NIl pa3nu4Hoit aTnonornn. B HEKOHTPONMPYEMBbIX KITMHUYECKNX
uccnegoBaHusax cunaeHadun npumensancs npu WA, JIAT, acco-
uumpoBanHoii ¢ G3CT, BIC, npu XTAJII B pa3oBbix fo3ax 25-
75Mr 2-3 pasa B CYTKW W BbI3blBaN YNy4UIeHUE reMOJMHAMUKMN,
TONEPAHTHOCTU K hu3mnyeckum Harpyskam [3,8]. OnucaHbl peakue
no60yHble 3pdeKTbl Npenapara- rosioBHas 60/b, 3a10KEHHOCTb
HOCa, NPUIMBbI, HapyLeHna 3peHus, aucnencus. B PKIN SUPER-1
y 278 605bHbIX ¢ JIAT, nony4aswwmx cungeHadmna uuTpar B o3ax
20, 40, 80mr 3 pasa B CyTKM, OTMEYanoch ynyylleHne KnnHuye-
CKOil CUMNTOMATMKM, FEMOLMHAMUKI, TOIEPAHTHOCTM K (hn3mnye-
CKUM Harpyskam, conoctasumblin npupoct A6MX [7,76,89].

B PO, Pecnybnuke benapych, KasaxcraHe, KbiprbiacTaHe ans
neyvenus 6onbHbIx ¢ JIA ogobpeH cungeHadun. PekomMeH0BaH-
Has posa cocrasnser 20 mr 3 pasa B cyTku (1aén. 7.2.4.). B knu-
HUYECKOMN NpakTuKe y psaa 60/1bHbIX TPEGYETCA NOBbLILIEHWE J03bl
10 40-80 mr 3 pasa B cyTkm [2,3].

7.2.2.4. CTAMYNATOPbI PACTBOPUMOW I'YAHUJATLIMKNA3bI

B otnnune ot D135, KoTOPblE OKa3blBAKOT BIMSHIUE HA CUT-
HanbHblA nyTe NO-plU-urM® 3a cyeTt BRMAHMSA Ha Aerpagaluio
urMao, ctumynsropsbl plll nosbiwatT npogykuuto urM® [3,90].
[loKNnMHMYeCcKMe UCCNeaoBaHNs Ha Pa3fiMYHbIX XXUBOTHbLIX MOJe-
NAX [0Ka3anu aHTUNponudepaTnBHble U aHTUPEMOLENNPYOLLME
acppekTbl cTumynsaTopos pll [3,8]. Puouuryat umeeTt aBOAHOM
MexaHM3M [eNCTBUSA: CEHCUMOUNN3NPYET HEPMEHT K 3H0reHHOMY
NO nytem ctabunusauuu ces3u NO-pl'Ll, a Takxxe HanpsaMyto CTH-
MYANPYeT NOCNeaHMIA Yepe3 ApYron y4acToK CBA3W, HE3aBUCUMO
ot NO [3].
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Puouuryar — eJMHCTBEHHbLIN npenapar Knacca, 0406peHHbIN
Ans neveHms naumentoB ¢ JIAT; a Takxke HeonepabenbHOR, pe-
3ngyanbHoi popmamm XTI, B PKIA PATENT-1 6bina nokasaHa
3(PPEKTUBHOCTL U 6e30NacCHOCTbL puouuryata y 443 60NbHbIX C
JIAT [90,91]. Npu Ha3Ha4yeHun B [03e [0 2,5Mr 3 pasa B CyTKM
npenapar yayyian KIMHUYeCcKyo CUMNTOMATUKY, TOJIEPAHTHOCTb
K Harpyskam, remofuHamuyeckune napametpbl, OK, ysennumsan
BpeEMS 40 Pa3BUTUA KNUHWYECKOro yxyaweHus. Mpupoct A6MX
(nepBn4YHaA KOHe4Has To4vka) K 12 Hepene Jie4eHUs COCTaBMA
B cpeaHem 30m B rpynne puouuryata ¢ MakcumanbHOW 10301
7,5Mr/cyTkn (-6 m B rpynne nnaue6o) (p<0,001), mocTuranca u'y
60NbHbIX, NONYYaBLUKUX NpefLwecTsyowyto JIAT-cneundnyeckyo
Tepanuio (44% n 6% nNauMeHTOB NONyd4anu NpejLecTByOLLY0
Tepanuio AP3 unu npoctaHougamu) [3,8]. Hambonee 4actbim ce-
PbE3HbIM HEXEenaTesibHbIM BMIEHNEeM B rpynnax nnawueéo u puo-
uuryata 2,5Mr 66111 cuHkone (4% u 1%, COOTBETCTBEHHO).

KombuHauus puouuryata m O35 npoTmBonokasaHa Bcnea-
CTBWE TUMOTOHUM WU APYruX No60YHLIX 3PEKTOB, YCTAHOBNEH-
HbIX B OTKPbITON (pase PKW [7].

Pvoumryat ctan nepsbiM nekapcTBeHHbIM npenapatom JIAT-
cneunduyeckon Tepanuu, LOKa3aBWMM CBOKH 3((EKTUBHOCTb
He Tonibko npu JTAT, Ho u npu XTI [3,5,8]. B PKW CHEST 6bino
BKII04eHO 261 60ombHbIX ¢ Heonepa6enbHon XTI (72%) wnu
nepcucTupytowen/pesngyansHoii JII nocne T33 (28%). Mpu n3-
YHYEHUM NepBUYHON KOHEYHON TOYKW B rPYNNe puoluryara nnawe-
60-KoppurnposaxHblid npupoct A6MX coctaBun B cpegHem +46m
(p<0,0001), B noarpynne HeonepabesibHbIX 60JIbHbIX +54 M, npu
peaunayanbHoi 1M +27 m [91]. MNpu aHann3e BTOPUYHBIX KOHEYHbIX
TOYeK Habnfanoch CTaTUCTMYECKU AOCTOBEPHOE YINyYlleHue
JICC, cp.ANA n CU (p<0,0001), uHpekca no bopry (p=0,0035),
Ka4ecTsa Xu3HKU no onpocHuky EQ-5D (p<0,0001), ypoBHs NT-
proBNP (p<0,0001) n ®©K (p=0,0026). loan4yHas BbKNBAEMOCTb
Ha dooHe Tepanun puounryatom B PKIN CHEST-2 coctasuna 97%,
y 87% 6ONbHbIX He 6bII0 OTMEYEHO NPU3HAKOB KSTMHWUYECKOro
yxyawenus [92].

Puouuryat ogobpeH B PO 1 KazaxctaHe ans neveHuns 60nbHbIX
c JIAT ¢ Uenblo ynyyLeHns nepeHocUMocTyi (PU3NYECKUX Harpy-
30K W npepoTepalieHns nporpeccuposanua (WU, Hacneayemas
JIAT, NAT-C3CT). Ons 60nbHbIX ¢ XTI (pesnpyanbHas u He-
onepa6esnibHble hOPMbI) Npenapar nokasaH nna ynyyweHns nepe-
HOCMMOCTH (HM3UYECKNX HArpy30K.

7.2.2.5. MIPOCTAHOUAbI

MpocTarnanamH 12 (npoctaumknuK) n npoctarnasaud E1, npo-
Ayunpyemble NPEUMYLLECTBEHHO 3HAO0TENNaNbHbIMU KIETKamu,
0Ka3bIBAOT MOLLHOE Ba30AnnaTupytoLLee AeMCTBIE BO BCEX COCY-
ANCTbIX 6ACCENHAX, ABASAOTCA MOLLHbIMU 3HAOTEHHbIMW UHINOK-
TOpaMu arperayum TpPOMBOLMTOB, 0Ka3bIBAIOT LNTONPOTEKTUBHBIN
W aHTMNpONuUdepaTUBHbIA 3pdekTbl. ATOT cnekTp 3deKToB
BbI3bIBAET PErPecc MnK NpefoTBpallaeT pa3BuTUEe PemMOaennpo-
BaHWSA NIEr0YHbIX COCYA0B W NPEensaTcTBYeT TPOMO006Pa30BaAHNIO
[3,7,75].

C 90-x rogos XX Beka npoctarnanauuel (M) u aHanorn MU -
NpoCTaHOUAbl CTanu BaXXHEWLen COCTaBnAloLlel cneunduye-
CKOIi Tepanuu y nauneHToB ¢ JIAI, KOTOpbIM He nokasaHbl BKK
WU NPUMEHeHWe MOCNeaHMX He NPUBENo K CTabuibHOMY ynyy-
wexuio [1,8].

MIET — nepsbiid M7, KOTOPLIA NOKa3an AP EKTUBHOCTL NPK Jie-
YyeHUM 60nbHbIX JIT. B HacTosLee Bpems npenapar Ha3HadvaeTcs

BHYTPUBEHHO KaresibHO CO CKOPOCTbI 5-30 HI/KI/MUH. UCKITHO4M-
TenbHO Ans nposegeHus 0TI [1,2].

Y 60nbHbIX ¢ JIT pasnu4yHoi 3TMONOrMK OKAa3aHO HapylueHue
npoaykuumn [, 0 4em CBMAETENbCTBYET CHWKEHWE JKCMpeccun
NPOCTALUKIIMHCUHTA3bl B NErOYHbIX apTEPUAX, YMEHbLUEHNE 3KC-
Kpeumnn metabonutos ML ¢ Moyoi. ATo ABNAETCS 060CHOBAHWUEM
ANs ero UCMONb30BAHWUS U €ro aHaNoroB ANs NIEYeHUs NaLneHToB
JI[, X0Td A0 CUX NOP HE YCTAHOBNEHO, SBAAETCS NN HapYLIEHWe
npoaykuuun MU npuyunHoi unu cneactemem JI.

B nocnepHue rofbl npumeHeHmne ML B KNUMHUYECKOW NpakTuke
pacLuMpuioch 3a CYeT CO3[aHUA ero CTabuiibHbIX aHanoros —
NPOCTAHOMIO0B C Pa3Nn4HbIMK (hapMakOKUHETUYECKUMM 0CO6EH-
HOCTAMMW, HO KAQ4eCTBEHHO CXOAHbIMK (DapMaKOAMHAMUYECKUMN
csoncteamu [7,8,75].

B HacTosAwlee Bpems B PO 1 KazaxcTaHe 451 Nie4eHns 60NbHbIX
¢ JIAT 3aperucTpupoBaH eAMHCTBEHHbIN Npenapar 13 Knacca npo-
CTAHOWAO0B — MHranALMOHHBIA unonpoct [3].

WnonpocT — xumunyeckun ctabunbHblii aHanor ML, KoTopbin npu-
MEHSIeTCA B a3P030JIbHOI hopme Ana uHranaunin, obecrneymsas
CENEeKTUBHOCTb Mpenapara B OTHOLIEHUW NEr04HON LIMPKYNALMN.
PekomeHayeTcs Ans fie4eHns CpeaHeTHXKeN0Nn 1 TsXenon opm
JI: NI/ Hacnegyemoii JIAT, JTAT-C3CT, JIAT Ha choHe npuema
NeKapCTBEHHbIX NpenapaTos, HeonepadenbHbix hopm XTI [7].

9 heKTMBHOCTL Unonpocta oueHmeanacs B PKI AIR-1y 60nb-
HbIx JIAT v Heonepa6enbHon XTAJI [3,77]. TTOBTOpPHbIE WHTans-
UMM no 2,5-5 MKr nposogunucs 6-9 pas B AeHb (B CpefHeM [0
30 mkr B cyTku). Ipn 1cnonb3oBaHMN 06bI4HbIX HEBYNan3epos
JNUTENbHOCTb MHranALUMn cocTaBnset 15 MUHYT, NpuMeHeHue Y3-
Hebynan3epoB NO3BONAET YMEHbLUNTL BPEMS UHIANALMN A0 SMUH.
inonpocT ynyywwan KAMHAYECKY CUMNTOMATUKY, TOIEPAHTHOCTb
K domamyeckum Harpyskam, cHmxkan JICC u 4acToTy KNUHWUYECKUX
cobbITnit. B nccneposaHun STEP y 60 60MbHbIX, NPUHUMABLLINX
603€eHTaH, NPUCOeNHEHNE UNONPOCTa NPUBOANIIO K YBENUYEHWIO
[6MX (p<0,051) no cpasHeHuto ¢ nnaue6o [3,7]. MnonpocT oTnn-
4aeTcs XOPOLUEeN NepeHOCMMOCTbI0. Hamboree 4acTbiMu No604HbI-
Mun 3adhdhekTamu 661N NPUAKUBLI 11 60N B YENHOCTH.

7.2.2.6. ATOHNCTbI PELIENTOPOB MPOCTALMKIINHA

Cenekcunar — nepBbIfA CENEKTUBHbIA aroHUCT peuenTtopos [L
(IP) mns nepopanbHOro HasHayeHus. XOTd cenekcunar U ero
MeTabonunThbl BO3eiCTBYIOT Ha IP-peuenTopbl, N0 XUMUYECKOMY
CTPOEHMIO 1 hapMaKoNornieckomy AeRCTBUIO OHU OTAMYAOTCA
0T aHgoreHHoro ML [93]. Mpu oueHKe KIMHUYECKUX UCXOZO0B Y
1156 nauuenToB ¢ JIAI B PK GRIPHON cenekcunar B Ka4ecTee
MOHOTEepanuu unu B KombuHauuu ¢ AP u/ nnn NOO35 cHuxan
PUCK HACTYNNEHWUA NepBUYHON KOHEYHOW TOYKM (CMePTb OT BCeX
NPUYMH, rocnuTanu3auma B ceasu ¢ yxyawenuem JIAl, notpe6-
HOCTb B NPOBEJEHNI TPAHCNAHTALUMUMN NIErKUX UK npeacepaHoii
CenToCTOMWUM, NapeHTepanbHOi Tepanuu npocTaHoMaamu Wnaun
noctosiHHon 02-Tepanuu, KNuHUYeckoe yxyawenue J1ATN) Ha 40%
(OP 0,60; p=0,0001) [7,93]. B uccnenosaHnu GRIPHON 56%
cocTaBunu 6onbHble ¢ UIT, 28,9% — ¢ JIAT Ha cone C3CT, u3
KOTOPbIX 60NbLINHCTBO naunenToB umenn CCI. 23% naumeHToB
nosiyqyann Huskue po3sbl, 30%- cpegHue [03bl, a 60MbLIVHCTBO
naLuueHTOB — BbICOKME [03bl CENeKcKUnara, KoTopble BapbUpoBanu
ot 1200 go 1600 mKr gBa pasa B CyTKW.

B P® cenekcunar pekomeHmyetcs ans neyveHus naumeHtos JIAT
¢ OK lI-lll (BO3) ans npemoTBpalieHus nporpeccuposanus JIAT
(cMepTb, NOTPEGHOCTb B HAa3HAYeHUM B/B UMM N/K NPOCTaHOMAOB,
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KnuHuyeckoe yxyawenue JIAT (ymeHbliedne [6MX, yxyalieHue
KMUHUYECKON CUMNTOMATUKK, NOTPEBHOCTb B A0NONHUTENbHON JTAT -
cneuuuyeckoit Tepanum) B BU4e MOHOTEpPANWN UK B KOMBUHALNN.

HavanbHas fo3a coctasnset 200 MKr 2 pa3a B CyTKM C fafibHeN-
LUl TUTpaumen Jo makcumanbHon 1600 mMkr 2 pasa B cyTku [93].
Mo6oyHble 3peKTbl (rosoBHaA 60Mb, FONOBOKPYXEHUE, AUC-
nencus) Bo3Hukanu y 14% 60/bHbIX B CPABHEHUMN C 7% B rpynne
nnate6o.

1.2.2.7. KOMBUHUPOBAHHASA TEPAMUA

KombuHMpOoBaHHas cneuuduyeckas Tepanus — 370 04HOBPEMEH-
HOE WK NocNefoBaTenbHOe Ha3HaYeHne ABYX 1 6onee npenaparos
creundmn4ecKor Tepanuy ¢ pasnnyHbIM MeXaH3MoM JeiicTBuA, AB-
NAETCA BXKHOWN CTpaTerueii neqenns naumeHtos c J1AI [3,7,8].

HecmoTps Ha oueBupHble ycnexu, JIAT ocTaetcs Heusneyu-
MbIM 3260/1eBaHMEM. Y MHOTUX 60SIbHbIX MPW NPUMEHEHUN MOHO-
Tepanun He HabMIOAAETCA YAYYLIEHUS UK faxe CTabunnsaumm
COCTOAHUA, Y APYTUX NAUWEHTOB NOCNE HEKOTOPOro Ha4anbHOro
ahhekTa 0TMEYaeTCA LanbHelillee NporpeccupoBaHne 3abone-
BaHua [3,7].

PaunoHanbHoe npumMeHeHWe KOMOMHAUMK cneunguyecknx npe-
napartoB BO3MOXHO, 611arofaps BHEAPEHUO B KIMHUYECKYIO Npak-
TUKY PasfiNyHbIX KNACcCOB NIEKAPCTBEHHbIX NPEenaparos, BO3AENCTBY-
IOLLMX Ha TPW CUrHAMbHbIX NyTW natoreHe3a — AP3 (3T-1), O35
n ctumynsaTopsl prL, (NO), npoctaHomabl/ aroHncTsl peuentopos ML
(Tabn. 7.2.5.). [1,8,93,94]. MNpn COBMECTHOM Ha3Ha4eHWUW npenapa-
Tbl YCWANBAIOT W JONOSHAIOT CBOWCTBA Apyr Apyra. 04eBnaHo, 410

KNUHWYeCKMA 3hCheKT Npu CoYeTaHUM NpenapaTos onpefensercs ¢
Y4ETOM BO3MOXHbIX TEKAPCTBEHHbIX B3aUMOAGACTBUIA, a TAKXKE pu-
CKa pasBuUTUS NO6OYHLIX 3PDEKTOB. BO MHOTUX 3KCMEPTHBIX LiEH-
Tpax no neyeHnto JII KOMOMHMPOBAHHAA chewluduyeckas Tepanus
ABNAETCA CTAHLAPTOM Je4eHMs, X0TS ee [ONrocpoyHas athdeKTms-
HOCTb 1 6e30MacHOCTb TpebyeT n3yyenns [1,8].

Kom6uHMpOBaHHAs Tepanus MOXET MPUMEHATLCS NOCnefo-
BaTeNbHO MNW B BWUAE CTapTOBOW cTpaTeruu. focnenosartenbHas
KOMOWHMPOBAHHAs Tepanusa ABNAETCA Hambonee LUNPOKO WC-
nofib3yemoli ctpaterneit Kak B PKW, Tak 1 B KNMHUYECKON Mnpak-
TWUKEe: 0T MOHOTEpanui K 406aBMEHN0 BTOPOro, a 3aTeM TPETbero
npenapara B Cny4yasx HeafekBaTHOr0 OTBETA UNW KIMHWUYECKOrO
yxyaweHus. B meta-aHanuse 6 PKI, Bkno4asLwmx 858 60/bHbIX,
Kom6uHuposaHHasa JIAT-cneumndmyeckas Tepanus npuBoAuna K
[OCTOBEPHOMY CHUXKEHWIO pPUCKA PasBUTUS KIUHUYECKOr0 YXYA-
weHusa (OP 0,48; 95% [ 0,26-0,91; p=0,023) no cpasHeHWO C
KOHTPOMEM, CyLLecTBeHHOMY npupocty J6MX Ha 22 M, CHUXeHUIO
cp. 1A, NN v JICC [95]. YacToTa cepbesHbIX HexenaTesbHbIX
SIB/IEHUA OblNa CXOAHOW MPW Ha3HAYEHUU MOHO- U KOMOUHMPO-
BaHHoW Tepanumn JIAI (OP 1,17; 95% [N 0,40-3,42; p=0,77).
CMepTHOCTb OT BCeX NPUYUH Y 60nbHbIX ¢ JIAT AOCTOBEPHO He
pasnuyanacb. OaHako cneayet 06paTUTb BHUMAaHWUE Ha TO, YTO
BbKWBAEMOCTb Y NauueHToB, nony4aswux J1IAI-cneuudunyeckyio
Tepanuto, B LieSIOM 3a NOCAEAHNe rofibl 3HAYMTENbHO YAYYLINAACh.
970 CO3AaeT ONpeAeneHHble CTaTUCTUHECKME CNOXHOCTK, Koraa
INA NoNyYeHUs JOCTOBEPHbIX Pe3YNbTaToB TPEOYETCA BKIOYEHUE
HECKOMbKMX ThICAY 60JbHbIX [7,95].

Ta6nuua 7.2.4. PekomeHaaLuu no HavanbHoM cneuutuyeckoil Tepanun y 60nbHbIX ¢ JIAT

pynnbl npenaparos

bnokaropbl KanbLWeBbIX KaHaNnoB *

Am6pU3eHTaH
AHTaroHMCTbI peLenTopoB 3HAOTENNHA boseHTaH

MauunteHTaH
WHrnéutops! chocoamactepassl 5 Tuna  CungeHacpusn
CTUMynATOPbI ryaHUnaTunKnasbl Puoupnryar

AHarnoru npocraynknmuHa

AroHUCTbI PELienTOpoB npocTauukniuHa  Cenekcunar

VIHransiunoHHbIi nnonpoct

YpoBeHb y6eauTenbHoCTH peKoMeHpaLmin/
YPOBEHbL A0CTOBEPHOCTH [10KA3aTeNbCTB

oK Il oKl DK IV

I C I C - -
I A I A b C
I A I A b C
I B I B IIb C
I A I A b C
I B I B b C
- - I B b C
I B I B - -

Ta6nuua 7.2.5. PekomeHgaLuu no nocnefosarenbHoA KOMGUHUPOBaHHON cneyntuyeckoil Tepanum y 60nbHbIX ¢ JTIAT

Knacc pexomeHpaumii/ yposeHb [JOCTOBEPHOCTH 10KA3aTeNbCTB

pynnbl npenaparos

oK Il oK Il
Cunpenacun — + MaUUTEHTaH I B
boseHTaH — + puouunryar I B
AP3 w/unn N®O35 — + Cenekcunar I B
bo3eHTaH — + UNONPOCT MHraNALMOHHBIN b B
CunpeHadun — + ambpu3eHTaH lIb C
Cunpenacun — + 603eHTaH [1s] C
boseHTaH — + cungeHadun b C
[pyrue ABoliHbIE KOMOUHALIMN Ib C
[pyrve TpoiHble KOMOUHALMN b C
Prouuryar <> + N®[135 1] B

DK IV

I B la C
I B lla C
I B - -
b B b C
b C b C
IIb C b C
IIb C b C
b C b C
b C b C
1l B Il B
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C 9TMMM faHHbIMKU COrNacyrTca pesynbTaTbl MeTa-aHannaa 25
PKW, BkntoyasLumux 3839 60nbHbIX ¢ JTAT, y KOTOPbIX 3a CpeaHuUiA
nepuop neyvenus 14,2 Hed. BO3HMKNO 86 COOLITWIA Npu 06LLEN
CMEpTHOCTMN 2,5%. CHUXEHNe pucka CMepTi OT BCEX MPUYUH CO-
ctasuno 44% (p=0,018).

B meta-aHanu3e 16 PKIW no n3y4eHuo pe3ynbTaTtoB KOMOUHN-
POBAHHOM Tepanuu B TeYeHWe CPefHero nepuoga nevexus 36,9
Hell. y 4538 60MbHbIX BO3HUKNO 429 COObLITUI NpU CMEPTHOCTH
9%. KoMbuHUpOBaHHasa Tepanus B OTNNYME OT PeXXKuUMa MOHOTe-
panuu He NPMBOANNA K CHIKEHWIO CMEPTHOCTU, PUCK KNMHNYe-
CKOro yxyaLeHms ymensnncs Ha 35% (p=0,00001).

» bonbHbIM ¢ JTAT BbICOKOrO pucKa peKOMEeHyeTcs HadanbHas
ABOWHAsA KOMOUHMPOBAHHAS Tepanus:

« ViHranaumorHbIii unonpoct + puouuryar (llb---C)
« VIHranaumonHblii unonpoct + cungeradmn (llb---C)

Bbi6op npenapatoB 06yCNOBNEH BbICTPOTON HACTYNNEHMS 3d-
(hekra.

B03MOXXHO Ha3HaueHne apyrux ABONHbIX Kom6uHauui (llb---C).

7.2.2.8. CTPATErUA NEPEKNHOYEHNA NPU
NPUMEHEHWUW CNELIM®UYECKOI TEPANUK

B nocnegHue roabl 06CyX4aeTca BONPOC 0 BO3MOXHOCTM ONTH-
MU3aLMM NeYeHns 3a CHET 3aMeHbI NPenaparos, BO3LECTBYIOLLINX
Ha OJHY W Ty XXe MULLIeHb natoreHesa [3]. B 4acTHOCTU, UMEOTCS
04YeBUAHbIE NpeumyLLecTBa ctumynaTopos prl Hag N®O35 [96].

Bo-nepsbix, TepanesTnyeckoe fenctsne NOOI5 3asucut ot
NCXoAHOM KoHueHTpauun NO, KoTopas y nauneHTtos ¢ JIAT cHu-
XeHa. B otnundne ot D35, puoumryat 3a c4et NO-He3aBucumo-
ro MexaHusma JencTBUsA BbICOKOI(PEKTMBEH AaXKe B YCNOBUSAX
CHxeHHon npoaykuum NO. Bo-Topbix, M®[135 BNnA0T Ha npe-
notepalleHmne gerpagauumn UIM®, Ho npu JIAT ero KoHUEHTpaums
CHWXEHA, 4TO orpaHnymnBaeT acdektneHocTs P35, B ycnosu-
X 610Kkaabl hocdoanacTepasbl 5 TMna ¢ nomotbto NP35, co-
XpaHAETCs aKTUBHOCTb hocdoanacTepas apyrux TMNoB, cnocoo-
cTBytowmx gerpagaunn urM®. B-TpeTtbux, B 9KCNepUMeHTaNbHbIX
pabotax npu JTAl nokasaHo, 4yto pl'll akTusupyeTcs B aptepusx
Manoro Kanuépa B ka4eCTBe KOMMEHCATOPHOrO MexaHW3Mma, 4To
NOBbILLAET BO3MOXHOCTb YCUJIEHNS TepaneBTU4ecKoro AencTBns
puouuryara.

KoHuenumus npemmylectsa ctumynsatopos pll Hag NP5 us-
y4anacb B OTKPbITOM, HEKOHTPONIMPYEMOM, HE CPaBHUTENbHOM MU-
notHom uccnemoBaHun RESPITE, B KOTOPOM OLigHMBANKUCh 6e3onac-
HOCTb 1 3h(heKTMBHOCTB Nepexofa ¢ Tepanuu U35 Ha puoumryar
y naumenToB JIAT ¢ ©K I, He gocTuriumx Lenen nevequs [96]. Co-
MacHO AM3aiHy UCcCnefjoBaHus, 3a 8-HefeNbHON (Pa3oil TUTpauum
[03bl puoumryata cnefosan 16-HefenbHbli Nepuog nNpUMeHeHNs
puoumryarta B 1o3e 2,5 Mr 3 pasa B cyTku. K 24 Hepene neyenus y
60/1bHbIX AOCTUraNOCh A0CTOBEPHOE yny4lieHune J6MX (nepsu4Has
KOHe4Has To4ka), ®K, cHukenue JICC u yposHs NT-proBNP, ysenu-
yeHue CU [96]. ITn pe3ynbTaThl COrNACYOTCA C POCCUACKUMM AaH-
HbIMW: B MUNOTHOM WCCefoBaHum, nposeaeHHom B HW kapanono-
ruum um. A.J1. MacHukosa ®TBY «HMWL, kapauonorun» Munsapasa
Poccuu, y naumentos ¢ VT unu Heonepa6ensHoi XTI, He po-
CTUTLLIKX Lieneii neveHuns Ha POoHe Tepanuu cungeHacpunom, 3ameHa
NOC/eSHEro Ha puouuryat K 24 Hefl. le4eHNs 0kasana nosuTUBHOE
BNWSIHWE npenapara He TONIbKO Ha nokasartenu (MYHKUMOHANBHOIO
cTatyca 4 remoanHaMMYeckoro npoduns, HO U Ha NpoLecchl 06-
paTHOro peMoAEeNMPOBaHUSA NpaBblX OTAENOB Cepaua u ynyylleHue

cucTonmyeckoi doyHkumun MX [97].

Takuwm o6pazom, nepesof ¢ P35 Ha puouuryat MoXeT 6bITb
6esonacHbIM 1 Lienecoo6pasHsiM. Heobxonumo nposefeHue PKI
C Liefbl0 JanbHellero n3y4eHms 3Toro acnekra JiekapCTBeHHON
Tepanuu.

B HacToswwee Bpemsa y nauneHToB ¢ JIAI MHTEHCUBHO NOMOJTHAOT-
CA KNWHWYECKUE JaHHble B MOMb3y CTpaterun nepekniodeHus APJ
— 3aMeHbl 603eHTaHa/ambpu3eHTaHa Ha MauuTeHTaH. Poccuiickue
9KCNepPTbl NPEANOXIIN OCHOBHbIE KaTeropuu nauueHTos JTAT n knu-
HUYeCKMe CUTyaLmn B NoNb3y onTuMmusauumn neveHus AP3 [3,98].

1. COBMECTHOE Ha3Ha4yeHMe MauuTeHTaHa U cungeHaduna
NPeanoyTUTENbHO B CBA3U C OTCYTCTBMEM MEXNEKAPCTBEHHOMO
B3aumogeicTena. lMpyu HazHaYeHUn KoMOMHALWMM 603eHTaHA W
cungeHadmna MexnekapcTBeHHOe B3aMMOeCTBME NPUBOAUT K
CHWXEHUI0 KOHLeHTpauum cungeHaduna [98].

2. boseHTaH fBNAETCS yMepeHHbIM uHaykTopom CYP3A4 u
CYP2C9 u, BoamoxHo, CYP2C19 [3]. lMpu npumeHeHUn npenapa-
TOB, Bo3AencTByOLWMX Ha CYP3A4 (cumBacTaTuH, cunaeHacun)
unn CYP2C9 (BapchapuH) MOXET MOBbLILWATHCA KOHLEHTpauus
3TUX NPenaparos B nyia3mMe, 4T0 TPEOYET KOHTPONA U, BO3MOXHO,
Koppekuum fo3bl. [pu npueme 603eHTaHa CHIKAETCS 3P eKTMB-
HOCTb FOPMOHATbHbIX KOHTPALLENTUBOB, YTO TPEBYET NPUMEHEeHUs
[BOMHON KOHTPALENUUU Y XXEHLIWUH JeTOpoAHOro Bospacra. Ma-
LMTEHTAH He BNNAET Ha (DapMaKOKUHETUKY BbILLENePeYNCNEeHHbIX
npenaparos [3,98].

3. 3ameHa 603eHTaHa Ha MaUUTEHTaH [0MKHA paccmMaTpmBaTb-
ca 'y nauynenToB ¢ JIAM- C3CT, KOTOpbIe MMEIOT HanmxXyALIniA npo-
rHo3 cpeam Bcex noarpynn JIAT. BbpknBaeMocTb B 3TOW rpynne
NauueHToB, HECMOTPSA HAa COBPEMEHHYIO TePanuio, 0CTAETCH 04EHb
HU3KON, He 6onee 51% [7]. B cBA3M ¢ atum Tepanua 3TMX na-
LMEHTOB TpPebyeT MCMONb30BAHWA COBPEMEHHbIX YNyYLLEHHbIX
npenapaToB, OKa3blBAIOLLMX MOSOXKMTENIbHOE BAMSHWE HA LOJI-
rocpoyHble ucxodsl [99]. Takue npenapatbl, KaK MaUUTEHTaH U
puouuryar, LoKasasLiMe CBOK 3(MEKTUBHOCTb B OTHOLLEHWUU
[ONTOCPOYHBIX UCXOA0B B PAHAOMU3UPOBAHHBLIX KITMHUYECKUX
UCCNesoBaHNAX, NPEAN0XEHO Ha3blBaTb npenaparamu 2-ro no-
KOSIleHUs B OT/IMYME OT npenaparoB 1-ro NOKONEHUs, BIMSAOLLNX
B OCHOBHOM Ha cumntomatuky JIAI — 603eHTaHa U cungeHaduna.
Takoi e noaxoA cneayet paccmarpusatb U ans naumentos J1AT,
accouumpoBanHoi ¢ B4 [3,98].

4. Y nauneHToB C Bnepsble BbisBNEHHON JIAT cneayeT paccma-
TPUBATb MaLUWTEHTAH B KayecTBe npenapara nepBoro Bbibopa, B
CBA3M C HAUMY4LWNUMK NoKasaTenamn apqeKTUBHOCTY (BMSHNE
Ha NPOrHO3 — PUCK W YacTOTYy roCnMTannU3aLUmil, puck cobbITUI
nporpeccuposaHus 3abonesanus/cmeptn). B uccnefosaHuu
SERAPHIN noka3aHo CHuXeHWe pucka nporpeccupoBaHus 3a6o-
nesaHuns/ cmMepTn y 60NbHBIX C BNepBble BbisBReHHoN JIAT npu
Ha3Ha4YeHun mauuTteHtaHa 10 Mr B cpaBHeHWM ¢ nnaue6o [9,87]

5. 3ameHa gpyrux APJ Ha MauMTEHTaH MOXET paccmarpu-
BaTbCA Y NALUNEHTOB C HApYLLEHUAMU DYHKLMM NEYEHU, B T.4. B
aHaMHese, a TaKkXe Npu OTCYTCTBUKM BO3MOXHOCTW NPOBEAEHMs
NeYeHo4HbIX Npob.

6. OHOKPATHbIA NPUEM MALIMTEHTAHA NOBbILLAET NPUBEPXKEHHOCTb
MaLMEeHTOB K fedeHnto. Nepnof nonyBbIBeAEHUS MALMTEHTAHA U ero
akTmeHoro metabonuta ACT-132577 coctasnstoT 16 u 48 4acos co-
OTBETCTBEHHO. [0CNE OJHOKPATHOTO EXXeHEBHOr0 NpUeMa KOHLIEH-
Tpauus MaLUTEHTAHA U ero akTMBHOrO MeTabonuTa B Nna3me KpoBW
JOCTUratOT YCTONYMBOrO YPOBHS NPUMEPHO Yepes 7 aHeit [3,98].
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MunoTHble paboTbl NOKa3aIu, 4TO 3aMeHa 603eHTaHa Ha MaLUTeH-
TaH ABNAeTCA 6630NacHOM U XOPOLLIO NEPEHOCUMON, XOTS Pe3ynbTarhl
MONyYeHbl Y HEOOMBLLIOrO Y1Cna NALMEHTOB B HEKOHTPONMUPYEMbIX,
KpaTKOCPOYHbIX UccrnefoBaHuax. CneayeT paccmaTpuathb CTpaTerio
3ameHbl AP TOMbKO Y KNMHWYECKN CTABWUNbHBIX NauueHTos. Mepe-
KMo4eHne ¢ apyrux AP3 Ha MaLWTEHTAH He PEKOMEHJIYeTCs Y HecTa-
OUMbHbIX NALMEHTOB MW NPU PA3BUTUAKN KIMHUYECKOTO YXYALLEHNS.
Mpyn 3ameHe 603eHTaHA HAa MALMTEHTaH, B TOM YiCIe NPU NPUMEHe-
HUWM ero KoM6MHauUK ¢ cunaeHadmnom, ansg noaaepXxaHns addex-
T0B AP3 peKOMEHAYETCH HaYMHaTh NpueM MauuTeHTaHa B gose 10 mr
O[IHOKPATHO B CYTKM Yepe3 24 yaca nocre npmema 603eHTaHa.

7.2.2.9. NOTEHUWAJIbHDIE JIEKAPCTBEHHBIE
B3ANMOJEUCTBUA

BaXHO y4uTbIBaTb 0COOEHHOCTI MEXIEKAPCTBEHHbIX B3aUMO-
NeicTBUA npu npumeHeHun npenapartoB JIAM-cneundunyeckon
Tepanum (taébn. 7.2.7.).

1.3. XUPYPIUYECKOE JNIEYEHUE

1.3.1. NPEACEPIHASAI CENTOCTOMMA

060CHOBaHMEM AN NPOBEAEHWNS NPEeACEepaHON CEenTOCTOMUM
ABUMUCH KITMHWYECKUE HABMIOAEHNS 00 YNny4LleHU BbDKUBAEMO-
CTW 6ONbHBIX C CMHAPOMOM Jii3eHmeHrepa n VI ¢ OTKPbITbIM
OBaJbHbIM OKHOM B CPABHEHMW CO CNy4asiMu COXPAHEHHON MeX-
npencepaHon neperopofkn. Cospanue WyHTa co C6POCOM KPOBU
Ccnpasa-HaneBo no3BosseT cHU3UTL cpeaHee MM n neperpysky
MK, a TaKxKe yBenunuuTb npegHarpysky JIXK u, Takum o6pasom,
CB [8,100]. B aTux ycnosusx yny4waercs TpaHCNopT KMCnopopa,
HECMOTPS Ha [ecaTypauuio apTepuansHOn KpoBU, YMEHbLIAeTCs
cumnaTmyeckas runepaktusauma [7].

lMpoBefeHne NpeacepaHO CenTOCTOMUM PEKOMEHA0BAHO 60S1b-
HbiM @K [lI-IV ¢ yacTbIMW CUHKONE W/WUAU TSXENO0A NPaBOXeny-
no4koBoii XCH, pecpakTepHoOi K NpoOBOAMMON Tepanuun, a Takxe
npu HegoctynHoctu J1AT-cneunduyeckoil Tepanumn; B TOM Yucne
nepeqa TpaHCNNAHTALMEN NErKUX UNn KOMNeKca cepaLe-nerkue.

Onepaumn nposoaaTcs y naumeHtos ¢ W/, accoumnpoBaHHOM
JAT npu C3CT, onepupoBaHHbIx BMNC, npu guctanbHbIX TPOM60-
3ax B cuctemy J1A, JIBOB, JIKI'A [101]. MauneHTbl AOMXKHbI NOAY-
YaTb ONTMMAabHYI NEKapCTBEHHYIO Tepanuto, BKNOYasa WHOTPON-

Ta6nuua 7.2.6. PekomeHaauu1 no onTUMU3aLum cneLutu4eckoil Tepanum

Hble npenaparsl 0 peLleHns Bonpoca 0 NpoBeAeHMN NpoLeaypbl.
MposefenHble PKI pokasanu adhheKTMBHOCTb NpoLieaypsl B OT-
HOLLEHWUM YNYYLLEHNS TeMOLMHAMWNYECKOr0 U (DYHKLMOHANBHOIO
cTatyca 60NbHbIX, @ TAKXXE UX NMPOrHo3a.

O6LWmMn NPUHLUMN CEeNnTOCTOMWUU COCTOMT B CO3LAHUM W [NK-
TENIbHOM COXpaHeHUn MexnpencepiHoro COO6LLEHNS C Takow
BENNYUHON NpaBo-neBoro cbpoca Kpoem, koTopas obecneynBaeT
JeKOMMpPeccuio NpasbIx OTAEN0B CepAua U Crnoco6CTBYET YBENN-
YeHWI0 NpejHarpy3kn JTK, He BbI3bIBas BbIDAKEHHO rMMOKCeMuN
[102,103]. PekomeH0BaHHAA TEXHWKA CTyneH4YaTol GaniioHHON
CenToCcTOMUN MO3BOMWSIO MWHUMW3MPOBATL PUCK (HOPMUPOBA-
HUSA KaK Hef0CTaTO4HOro, TaK M Ype3MepHoro coobuyenus [102].
K HacTosLLemMy BpeMeHMn ony6inkoBaHa cepus UCcnefoBaHunii no
VMMNNAHTaLUN B MEXNPEeACepLHYI0 NeperoposKy YCTPOWCTB, noj-
JepXnBarLLmMxX 3afiaHHbIn anameTp coobLienus [103].

lMpoueaypa npoTueonokasaHa npu cpegHem LMNM Bbiwe 20 Mm
pT. CT., carypauun O, meHee 85% B nokoe. B pesynbrare Bme-
LIaTenbCTBA HAGMIOAAETCA YMEHbLUEHWE CUHKOME, NOBbILIAETCA
TONEPAHTHOCTb K (OU3NYECKOIA HArpy3Ke.

YcenewHas centoctoMus y 60bHbIX ¢ @K IV npu pedopaktepHon
npasoxxenyno4kosoit XCH niim Hanu4mm 4acTbIX CUHKOME NpMBO-
ANT K YNYHWEHNK0 KIIMHUYECKON CUMNTOMATIKK, NoBbiweHuno CB
u I6MX, cHuxenuto MM [3,100]. BnusHue npeacepaHoit cento-
CTOMMW Ha NpPorHo3 60nbHbIX ¢ JIAI He udyyancsa B PKI. CvepT-
HOCTb 6OJIBbHbIX NPY NPOBEEHUN NPEACEePLHO CENTOCTOMMN CO-
cTasnser 95-15% [7].

B HacTosLLlee BpemMs aTpUOCENTOCTOMMS PAcCCMaTPUBAETCA Kak
nannuaTueHas npoLlenypa, No3BonAoLas NoAroToOBUTL 60MbHbIX
K TpaHcnnaHTawum, u SOSKHA NPOBOAMTLCA B 3KCMEPTHBIX LieH-
Tpax ¢ JOCTATO4HbIM ONbITOM [3,7].

7.3.2. TPAHCTUTAHTALIUA NETKWUX NN
KOMIMJNEKCA CEPILIE-NETKMUE

CoBepLLEHCTBOBAHME JIeKAPCTBEHHON Tepanuu y nauueHTos ¢ JIAM
CYLLIECTBEHHO YMEHbLUIUIO NOTPE6HOCTb B NPOBEAEHUN TPAHCMNAHTA-
unm nerkux [7,104]. OgHako npumepHo y 25% 6onbHbIX ¢ U He
0TMEYaeTCs CYLLECTBEHHOMO YNyYLLEHMS NPWU Ha3HA4YeHUN cneumdu-
yeckoi Tepanun. NMporHo3 60sbHbIX 3aBMCUT 0T atnonoruu J1AT. Tak
HaUXyALLUMA NPOrHo3 oTMeYaeTcs y 60nbHbIX ¢ JTAT-C3CT no cpasHe-

Knacc YpoBeHb
Pekomengauuu

pEKOMEeHaauuM  [0Ka3aTeNbHOCTH
[Mpn HeadbhekTmBHOCTY Tepanum U35 y naumentos JIAT ¢ OK I m B
(BO3) pekomeHyeTCs 3aMeHa npenapata Ha puouuryar [3]
Mpnem puouuryarta pekomeHayeTcs Yepes 24 yaca nocse m B
npuema nocnenHen go3bl cungeHadguna [96]
3ameHa 603eHTaHa Ha MaLUMTEHTaH B CBA3M C YCTAHOBJIEHHbIM MEXI1EKAPCTBEHHbIM
B3aMMOJENCTBNEM PEKOMEHAYETCA Y MALMEHTOB, MOMy4atoLLmnX llb C
cunaeHadun, BapdapuH, ropMOoHabHble KOHTpaLenTusbl [98]
Mpuem mauMTeHTaHa pekoMeHayeTcs Yepes 24 yaca nocne npuema m C
nocrieaHen 4o3bl 603eHTaHa uim ambpuseHTaHa [98]
lMepeknioyeHmne ¢ cunaeHaduia Ha puoumryaT He peKOMeHayeTcs y
MaLMEHTOB C BbICOKUM PUCKOM NETANbHOCTU, KMHNYECKN HECTabUITbHbIX I C
MauyueHTOoB MK NPU PasBUTUN KNUHUYECKOTO yXyaweHus [3]
MepekntoyeHne ¢ 603eHTaHa/ aMbpM3eHTaHa Ha MaLMTEHTaH He peKOMeHyeTcs
Y NALMEHTOB C BbICOKMM PUCKOM J1ETANbHOCTY, KNMHNYECKN HECTaBUIbHbIX 1] C

MauyeHTOB MAK NPU Pa3BUTUN KNUHWYECKOTO yXyaweHus [3]
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Huto ¢ WIT; y 60nbHbIX ¢ JIBOB vnu JTKIA, Koraa meankameHT03Has
Tepanus manonepcnekTusHa [7,104]. TpaucnnaHTauusa nerkux wim
KOMMNNeKca CepALe-nerkme 0CTaeTcs BbI6OPOM Ans nauueHtos ¢ OK
-1V [2,7].

bonbHble JIAI/ HeonepabenbHon XTOJIT C BbICOKUM PUCKOM
(haTanbHOro McxoAaa AOMKHbI BKMKOYATbCA B NIUCT 0XMAAHUA
TPaHCNAHTaLUUKU KOMNeKca cepaue-nerkue unu éunarepanbHoi
TPAaHCNAAHTALUNUK NerKUX NPy Ha3HA4eHUM TPOIHON KOMOBMHUPO-
BaHHO creuuduyeckon Tepanum.

lMokazaHuaMK AN TpaHCNNaHTaLUKU ABNAKOTCS:
e OK Il n IV (BO3)

e cpefHee OMM. >10 mm pT. CT.

e cp. /1A >50 mm pT. CT.

e Gl <2,5 n/mun/m?

e 0TCYTCTBME (DYHKLUMOHANBHOMO YNyuLIEHUs, HECMOTPS Ha
MaKCUManbHO BO3MOXHYIO IEKAPCTBEHHYIO Tepanuto

e ObICTpOe nporpeccuposaHue 6onestHn [7,104.105].

IMnep6unupybuHemMms pa3BmMBaeTCs Ha NO34HUX CTAAMAX Teye-
HuA J1T BCNeACTBUE 3aCTOMHbBIX SBIEHUIA B NEYEHN U KapLuanbHOro
uuppo3sa [2]. [oBbILLEHHbIE YPOBHN GUNMPYOUHA aCCOLUUPYIOTCS C
YBEJIMYEHMEM pUCKaA MOCNeonepaunoHHONn CMePTHOCTH Y 60MbHbIX
nocne TPaHCMAHTAUUM KOMMNNeKca CepAue- Nerkue. YcneluHas
TPAHCMaHTaUMUs MasioBePOATHA, eCin NOBbILEHWe GUnUpy6uHa
COXPaHAETCA MPU YAYYLLEHNU KNUHUYECKOro cTaTyca 60/bHbIX B
pesynbTaTe NPOBEAEHUs ONTUMaNbHON NeKapCTBEHHOM Tepanuu.

B HacTosLIee BpeMs onepauuen Bbibopa sBNseTca bunarepanb-
Has TpaHCMNaHTaLUWs NErkux WM TPaHCMIaHTaUus KOoMMnekca
cepaue-nerkue [3,7,106]. C TpaHcnnaHTauueil CBA3aHbl Takue
npo6nembl, Kak AeWUUMT AOHOPCKWUX OPraHoB, MOXW3HEHHOE
MPUMEHEHNE WUMMYHOCYMNPECCAHTOB, XPOHMYECKUE WHEKLNM.
BmecTe ¢ TeMm, CyLIECTBYIOT KOHKPETHbIE (DaKTOPbI, BNNAOLLNE Ha
ncxopbl XTIJIT. PUCK OCNOXHEHWUI 3HAYNTESIbHO BbILLE Y NALUEH-
TOB, KOTOPbIM 6bina NpoBegeHa T3 ¢ pasBUTUEM Pe3NLYaNbHOI
JIT. B nuCT 0XXMaaHusa He BKNIOYAKTCS NALWUEHTbI C 0XXWUAAEMON
NPOLOKMTENbHOCTLIO XM3HU MeHee 1 roga npu OK III-1V (BO3)
C HEJJABHO Pa3BUBLUNMCS YXYALUEHWEM B BUIE TSXKENOA 0AbILLIKY
UM TeMOAMHaAMNYeCKOI HeCTabUNbHOCTH.

CornacHo gaHHbIM peructpa MexxayHapoaHoro o6LiecTBa TpaHc-
nnaHTaumy cepaua 1 Nerkux npu cuHApome Jin3eHMeHrepa Benea-
CTBUE MPOCTbIX MOPOKOB BbIGOPOM MOXET 6bITb M30MMPOBAHHAS
TPAHCMaHTaLUus nerkoro ¢ 0fHOBPeMeHHOM Koppekuwei BIIC [7].
[Mpu Xenyno4koBbIX AeddeKTax nyyiune UCXobl HabNoAATCS Npu
TPaHCMIaHTauum Komnnekca cepaue- nerkue. BeHoaptepuanbHas
IKMO MOXeT NPMMEHSATLCA Y NALMEHTOB B TEPMUHATNBHON CTagnu
3a60s1eBaHNs, 0XUAAIOLWMX TpaHcnnaHTayum [102].

5-neTHAS BbPKMBAEMOCTb Y 60MbHbIX ¢ JTAT cocTaBnsaeT 45-50%
[101]. CoBpemMeHHbIe AaHHbIe YKA3bIBAKOT HA Yy4LUEHNe UCXO0B
TPaHCNNAHTALUNUK: BbKMBAEMOCTb K 5-M rofam HabntoaeHus ao-
cturna 52-75%, Kk 10-my — 45-66% [7,106]. CMepTHOCTb nocne
TpaHcnnaHTauuu y nauuneHToB ¢ XTI coctaBnsaeT okono 20%,
HE3aBMUCUMO OT TWUNA TPAHCNNAHTALUMN (OLHOCTOPOHHAS, Gunare-
panbHas unu KoM6uHauna [cepALe-nerkue]) ¢ 5-neTHem BbKNBA-
eMOCTbi0 — 0kono 50% [7,105].

7.4. LLIENEBASA CTPATErUA U AJITOPUTM
NEYEHUA NALWEHTOB C NIAT

PekomeHayetcs oueHnBaTh TXKECTb JTAT y 60MbHbIX HA MOMEHT
BepudnKaLUmu anarHo3a ¢ NOMOLLbIO NaHeNn AaHHbIX, BKMOYaL0-

LMX NapameTpbl KIIMHUYECKOro, (OYHKLUMOHANLHOr0, remofmnHa-
MWYECKOro CTatyca, YpOBHSI GMOMapKepoB, napameTpoB IxXoKI
(puc. 2) (tabn. 6.3.10.) [2,7,8].

CoBpeMmeHHble Lienn Tepaniiu BKNOYaoT: goctmkeHne OK Tunm I
(BO3), Hopmanu3sauums pasmepos 1 ayHkLuu MK no aanHsIM IXOKT
u/vwnu MPT cepaua, cHxeHune cpegHero MM meHee 8 MM pT. CT. U
noBblleHne GU 6onee 2,5 n/mun/m2, 6MX 6onee 380-440m, nu-
KOBOE noTpebneHne kucnopoma >15 Mn/MUH/KT U BEHTUASLMOHHbII
akBuBaneHT CO, <45 N/MIH, HOpManbHble 3HA4eHUsi HAaTPUAYPETU-
yeckoro nenrtuga (taén. 7.4.1). Takum o6pas3om, B pesynbrarte Te-
panun KXbliA NaLnMeHT AOMKEH A0CTUraTh CTaTyca, KOTOPbI COOT-
BETCTBYET HU3KOMY PUCKY NneTanbHocTh (<5% B rog).

B anroputme nedeHns naumentos JIATI ¢ BnepBbie yCTaHOBNEH-
HbIM JUArH030M MOXXHO BbIAeNUTb 3 OCHOBHbIX 6/10Ka:

1) o6wme meponpuaTua (peabunurauns/ U3NYecKue Ha-
rPY3KM, NCUX0OCOLMANbHas NoLAePXKa, BaKLNHALMA, afeKBaTHAs
KOHTpaLenums y XeHLUMH penpoLyKTMBHOIO BO3pacTa) u noanep-
XKMBAKOLLAA Tepannua (aHTUKOAryNAHTLI, OUYPETUKU, CephevHble
FANKO3MAbI, KNCMOPOL), POSib 3KCNEPTHbIX LeHTPoB, 0PI, nocTo-
fHHAA Tepanus aHTaroHMCTammn KanbLus;

2) HavanbHas Tepanua JIAT-cneunuyeckumn npenaparamu B
3aBUCUMOCTU OT pUCKa NieTanbHocTu (Taén. 7.2.4.);

3) Npu HeafekBaTHbIX Pe3yrnbTartax NnevyeHns npu HazHa4eHuu
o4Horo JIAT- cneunduryeckoro npenapara peKOMeHLYHTCH KOM-
6uHauMM BYX NpenapaTtoB W Npu Heo6X0AMMOCTU NPOBeAeHUe
npeacepiHON CenToCTOMUM W TPaHCNNaHTauuu nerkux (Taén.
7.25.,7.31,73.2).

Anroputm nedeHus J1AT He NPUMEHSETCA Y NAUMEHTOB ApYrux
KNUHWYECKNUX TPYNN, B YaCTHOCTH, rpynnbl || (3a6051eBaHNA NeBbIX
oTaenos cepaua) unu rpynnl Il (3a6onesaHus nerkux). Kpome
TOro, NoJ4epPKNBALTCA, YTO AoKa3aTtenbHasa 6a3a npu JIAl cBssa-
Ha, B OCHOBHOM, C Koroptamu nauueHTos ¢ WM, JTAT npu npume-
HeHUM nekapcTBeHHbIX npenapatos, JIAT npu C3CT unwn BIMC (kak
Mnpasunio, NOCNe XUPYPruyeckon KoppeKkLUmn).

« [locne ycTaHOBNEHWS AnMarHo3a BCe paHee He NeYeHHble 60/1b-
Hble ¢ JTAT JOMmKHbI HaNpPaBnATLCA B 3KCNEPTHbINA LIEHTP. Hayanb-
Hble MEpOnpUATMS BKOYAKOT COOMOAEHNEe OOWMX PEKOMeHa-
LMA 1 NOAAEPXKMBAIOLLYIO TEpanuio.

» OO sasnsetca 06a3aTefibHbIM ANArHOCTUYECKUM TECTOM Y
6onbHbIX U, Hacnepyemoii JIAT, JIAT, MHAYUMPOBAHHOW npu-
€MOM aHOPEKTUKOB /191 BbISIBNIEHUS NALMEHTOB C COXPaHHbIM pe-
3epBOM BasoAunatauuu, y KOTOpbIX BO3MOXHO AOCTMYb ycnexa
npu anutensHoi Tepanuu BKK B BbicOKuX po3ax. Mpenapatom
Bbl6opa ans nposefeHns 0PI octaetcs uHranaumoHHein NO. B
Ka4yecTBe BO3MOXHOI anbTepHaTUBbl ANS OLEHKWN Ba30peakTuB-
HOCTU NPUMEHSAETCA MHransunoHHbIA unonpoct unu B/ TIET
[2,7]. Mpn nasHavenun BKK B mMakcuManbHO MepeHoCcUMbIX [O-
3ax 0693aTeNbHO NOATBEPXKAEHNE 3 DeKTUBHOCTN Tepanun BKK
yepe3 3-4 mecaua. MNpu coxpaHeHUU NPOMEXYTOYHOro/ BbICO-
KOro pucka 605ibHbIM B fononHenne K bKK cnefyet HasHaunTb
NAT-cneuncuyeckne npenapatbl, Kak npu otpuuatensHon 0TI,
NpeanoyTUTeNbHO Ha3Ha4veHne APJ.

« Bbibop cTparerun neyYeHus onpenensetca Ha 0CHOBaHWUU CTpa-
TUMKaLNUKM 60NbHBIX B 32BUCMMOCTU OT PUCKA NETanbHOCTH (Tabn.
6.3.10.) [3,7]. HavanbHas tepanus JIAT-cneumcmyeckumu npenapa-
TamMy HazHayaeTcs 60NbHbIM C oTpuULaTensHoi ODIT n nauneHTam
C UCXOAHOI nonoxuTenbHoin ODTT, KOTOpble COXPAHAKOT MPOMEXY-
TOYHbIA MAKM BbICOKWIA puck. CTapToBas nekapcTBEHHas MOHOTepa-
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Tabnuua 7.2.7. NMoTeHunanbHble NIeKapCTBEHHbIE B3aUMOAENCTBUSA NP NpUMEHeHuH cneuuduyeckoi Tepanum npu JIAT

JlexkapcTBEHHbINA
npenapar

AMO6pU3EHTAH

boseHTaH

MauuTeHTaH

Cunpenadoun

Puouuryar

MexaHu3m B3auMOIEACTBHA

Mnoyktop CYP3A4

Cy6ctpar CYP3A4

Cy6ctpar CYP3A4

Cy6ctpar CYP3A4

Cy6ctpar CYP3A4+
WHIMOMTOP NOMMbI
YKENYHbIX COnen

Cy6ctpar CYP2C9 n CYP3A4

WNupykTopsl CYP2C9
n CYP3A4

WNHpykTopsl CYP2C9

WNHaykTopbl CYP2C9

WNHpykTopsl CYP2C9
n CYP3A4

MOLLHbIA Hrnéutop CYP3A4

MOLLHbIA UHAYKTOP
n3ogepmenta CYP3A4

Cy6ctpar CYP3A4

Cy6ctpar CYP3A4

Cy6cTpar CYP3A4
NHaykTop CYP3A4
Cy6cTpar CYP3A4

Cy6ctpat CYP3A4
Cy6ctpat CYP3A4

urMmo

urMmo

CUMNbHBIA NHIMBUTOP
CYP3A4 n P-gp

B3aumopeiicTsyowee
neKapcTBo

LluknocnopuH

Cunpenacoun

Linknocnopux

IpUTPOMULIMH
KeTokoHa3on
[nnbeHknamup

®nykoHason,
AmuogapoH

PudpamnuumH,
(beHMTOUH

VHrn6TopsI
IMIKoApeaykTasbl

BapdapuH

[opmoHasnbHble
KOHTpaLenTuBbl

KETOKOHa30n

pudbamnuuuH

bo3eHTaH

Hrméutopsl
[MI'KoA-peaykTasbl

Hrméutopsl
npoteas B4

DeHNTONH

IpUTPOMMLIMH
KeTokoHazon
LlumeTnant

HuTpatsl, HUKOpaHauN

Hutpartbl, JOHATOPI
NO (amunHUTPUT)

KeTokoHason,
UTPaKoHa3on

PesynbTat B3aMMO[IeACTBUS M PEKOMEHA ALK

Cobntogatb 0CTOPOXHOCTb NPU COBMECTHOM Ha3HaYeHUW.
[l03a aM6pu3eHTaHa AOMKHbI 6biTb { 40 5 M.

KoHueHTpauus CunaeHaduna cHmxaetcs Ha 50%,
003eHTaHa — nosblLlaeTca Ha 50%. He Tpebyetcs
KOppeKLmsa o3 Ap. NobbIX NeKapcTB.

KoHueHTpauus LinknocnopuHa cHuxaetcs Ha 90%.,
KOHLIEHTpaLus 603eHTaHa- YBeNM4YnBaeTCs B 4 pasa.

YBenn4nBaeTcs KoHUeHTpaums boseHTana. Mpu
KPaTKOBPEMEHHOM Ha3Ha4eHUI KOPPeKLms
[03bl MOXET He NoTpe60BaThes.

KoHueHTpauus bosentana T B 2 pasa.

1 BEpPOATHOCTb MOBBILLEHNS TPAHCAMUHAS.
MoTeHUManbHbIA PUCK CHUKEHUS TUMOFNMKEMUYECKOTO
abpekTa rnmbeHknammaa. CoyetaHune NPOTUBOMNOKA3AHO.

3HaynTensHo T KoHLEeHTpauns boseHTaHa.
CoyeTaHue noTeHUManbHO NPOTMBOMNOKA3aHO.

KoHueHTpauns boseHTaHa ymeHbLUaeTcs Ha 58%.
oTpe6HOCTbL B KOPPEKLIMN [03bl HE YCTAaHOBMEHA.

KoHueHTpauus Cumsactatuna 4 Ha 50%. ddhdekT
BEPOSITEH NPU HazHa4eHun ATopBacTtaTuHa.
Heob6X0/4UM KOHTPOSIb 32 YPOBHEM XONECTEPUHA.

T meTa6onuam BapthapuHa, BbI3bIBAET NOTPEBHOCTL
B KOppeKLuuu Jo3bl Npenapara. B Havane Tepanuu
Heobxoanum KoHTponb MHO, B aanbHenLwem
KOPPeKLMs [03bl, Kak NpaBusio, He TpebyeTcs.

4 KOHLEHTpaLus ropMoHoB. HaaexHocTb
KOHTPALIENLNN CHKAETCS.

Cobntoath 0CTOPOXXHOCTb B CBSA3U C
NoBbILLIEHWEM 3KCNO3NLMUN MaUNTEHTAHA B Nia3Me KPOBU.

4 3 eKTMBHOCTM MaLuTeHTaHa

KoHueHTpauus cungeHadmna 4 Ha 50%,
KOHLeHTpauns 6o3eHTana Tha 50%. Koppekuum
J103 NpenapaToB MOXET He NOTPe60BaThCA.

MoxeT T koHueHTpaums CumBacTaTuHa/
AtopsactatiHa. BoamoxHo T pucka pa6gomunonmaa.
KoHuenTpauus Cunaenaduna moxet T.

PuUTOHaBMp, CaKBUHABMP 3HA4NTENBHO TKOHLEHTPALMIO
CunpeHaduna. TpebyeTcs Koppekuns 403kl NOCNEAHEro.

KoHueHTpauus CunaeHauna MOXeT CHUXATbCS.

T koHueHTpaums Cunpenaduna. Yacto He
TpebyeTcs KOppeKLmn 103bl NOCAEAHErO.

T koHueHTpauma Cunpenacuna. Yacto He
TPe6yeTca KOpPeKLUM [03bl NOCEAHEro.

T KoHueHTpaums Cungenacuna. Kak npasuno,
He Tpe6yeTca KoppekLmmu 403bl MOCeaHero.

BbipaXeHHas CMCTeMHAs rMNOTOHMS,
co4eTaHne NPoOTUBOMOKa3aHo.

MpoTuBONOKa3aHO COBMECTHOE HasHayeHue B PKU
CHUXEHWe apTepuanbHOro AassieHUs Npyu CoYeTaHUu
puoumryara ¢ cuigeHaduiom unu sapaeHauiom.

Mha 150 % (auanason 1o 370 %) cpeaHeit

AUC puouuryata u T Cmax Ha 46 %. Mepuog
noJyBbIBEEHNA YBennymBancs ¢ 7,3 1o 9,2 4acos,
a 06Ut KnupeHc puoumryara ¥ ¢ 6,1 8o 2,4 n/u.
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CWITbHbIA UHTUBUTOP
MHOXECTBEHHbIX

MeTabonmM4ecKux nyTei ¢ PUTOHABMP

y4acTnem 13ohepmMeHTOB

umToxpoma u P-gp/BCR

VIHrnémtopbl 3pP0TUHNG,

CYP1A1 redouTMHNG
(heHnTOUH,
kap6amasenuH,

CunbHble UMHOYKTOPbI (heHobapbuTarn,

CYP3A4 npenaparbl,
cojepxatiue 38epo6oi
NPOAbIPABIIEHHBIN

Cy6ctpat CYP3A4 LMKNOCNOPUH A

Mpenapartbi TpH

NPUMEHATb C 0CTOPOXXHOCTbIO:
ycuneHve agppekrta puouuryara,
0COOEHHO Y KYPALLMX NaLyUeHTOB

He pekomeHAayeTcsi COBMECTHOE NMPUMEHEHNe

d KOHLEHTPaLnn puouuryata B njnasme Kposu

CobntoaaTb 0CTOPOXKHOCTb MPY COBMECTHOM Ha3HAYeHMM

- Kenya04Ho-

KWULLIEYHOr o TpakTa

Ta6nuua 7.3.1. PekomeHpauuu no npeAcepaHoi cenTocToOMMU
PekomeHpgauuu

lpeacepaHas cenTocTOMUS LOMKHA NPOBOANTLCA B 3KCMEPTHbIX
LIeHTpax, pacnonararLimx COOTBETCTBYHLLUM OMNbITOM [7]

4 610/40CTYNHOCTY: PACTBOPUMOCTL pUOLMryara npu
HenTpanbHo pH No CpaBHEHMIO C KMCIION Cpefoi

Knacc YpoBeHb
PEKOMEHJAUMH  [L0Ka3aTeNbHOCTH

lla B

MpoBeaeHWe NpeacepaHON CenToCTOMMN pekoMeHayeTcs 60bHbIC JIAI ¢ OK

IV ¢ yacTbIMu cuHKOMe u/unu pedopakTepHOI NPaBOXeya04K0BOI CepaeYHO

lla B

HEeL0CTaTO4YHOCTbI0, HECMOTPS Ha MPOBOANUMYIO Tepanuio, Npu HegocTynHocTu JTAT-
cneLmuYecKoin Tepanuun; B TOM YUCIe Nepes TpaHcnnaHTaLumen nerkux [2,7]

lpoBefeHWe NpeacepaHON CENTOCTOMIUM NPOTMBONOKA3aHO NPU CPEAHEM
[1aBJIeHNM B NPaBOM npeacepaum Boiwwe 20 MM pT. CT., catypauum 02 npu Il B

[bIXaHn aTMoCcepHbIM BO3yXOM MeHee 85% B nokoe [2,7]

Tabnuua 7.3.2. PekomeHaauumu No TpaHcniaHTauum

Pekomenpaauuu

Knacc YpoBeHb
PEKOMEHJALUMH  [L0KA3aTeNbHOCTH

PekomeHAyeTca BKIK0YaTh B INCT 0XXUAAHWUA TPAHCNIaHTaLmn bunarepasnbHoi

TpaHCNAaHTaLum nerknux ninu Kommniekca cepale-nerkue, nalueHToB ¢ BbICOKUM PUCKOM

NeTanbHOCTU, HECMOTPS HA MaKCMMalbHO BO3MOXHYIO cneuudmnyeckyto Tepanuio [7,105]

NnUs PEKOMEHLYETCA LN1S IEYEHUs BMEPBble BbISABEHHbIX 60MbHbIX
NPU HU3KOM UIK NPOMEXYTOYHOM PUCKE NETANbHOCTU -<5% unu
9-10% B roj COOTBETCTBEHHO (Tabn. 7.2.4., 7.2.5.). JleKapcTBeHHbIe
npenapatbl B knacce AP npeacTaBneHsbl B andaBUTHOM NOPAJKE.

* Y 60/1bHbIX JIAT C BbICOKMM PUCKOM (haTasibHOro Ucxopa cne-
OyeT paccMaTpuBaTh HavanbHytd KOMOWHMPOBAHHYK Tepanuio
(puc. 3). YuutbiBas GbICTPOTY pasButus 3adpdhexta, NpesnoyTn-

Tabnuua 7.4.1. Lienu Tepanuu y 60nbHbIx ¢ JIAT
®K (B03) I-II
IxoKI/ MPT

lemoanHammka

TecT 6-MUHYTHOM X0Ab6bI >380-440 m

KapauonynbMOHanbHbIA HAarpy304HbIA TECT

BNP B Hopme

TeNbHO Ha3Ha4eHNe MHranAuMoOHHOro MNonpocTa B CO4eTaHun C
puoumnryaTtom unm cungeHaduiom.

* Y 60nbHbIX JIAT C HU3KUM U NPOMEXYTOYHbIM PUCKOM ne-
TanbHOr0 Mcxoda npu BbIGOPe B MOMb3Y CTAPTOBOW MOHOTEPA-
MU CneayeT Y4WTbIBaTb OTCYTCTBME MPSAMbIX CPABHUTENbHbIX
1ccnefoBaHnin no oueHke 3GOeKTUBHOCTM PA3SINYHbIX BUIOB
JIAT-cneundpmyeckon Tepanuu. Bblbop KOHKpPETHOro npenapara

HopMmarnbHble Unu NoYTU HopMasibHble padmepbl U PyHKLNA MK
Hopmanusauus doyHkumm MX (AT <8 mm pT. cT. n C>2.5-3.0 ni/MnH/Mm2)

MukoBoe notpe6netue 0, >15 MA/MUH/KT 1
BeHTUnAUMOHHbIN akBuBaneHT CO, <45n/MuH/n/MuH
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3aBMCUT OT pafa (PAKkTOPOB, BKIKYAA AOCTYMHOCTb Npenapara,
NyTb BBEJEHUS, NPOdPUIb NOBOYHBIX 3P AEKTOB, EKAPCTBEHHbIE
B3aUMOLENCTBNSA, NPeAN0YTEHUS 6ONBHOM0, COMYTCTBYHIOLLYIO Na-
TOSIOTUI0, OMbIT BPaya, CTOMMOCTb Nevenus [2,3,7].

« [py COXpaHeHUN NPOMEXYTOYHOTO UMM BbICOKOTO pUCKa, He-
CMOTPS Ha HayanbHyl0 MOHOTEPaNuI0 PEKOMeH/IyeTCs NocneaoBa-
TenbHas ABOMHAsA Tepanus (Tabn. 7.2.5). PeKoMeH[0BaHO NpUco-
eIMHEHNE MaUuTeHTaHa y 60nbHbIX JTAT, He JOCTUraloLWmX Lene
nevyeHns Npu HasHadeHum cungeHacpuna (npu OK II-lll (BO3) —
[-B, npn ©K IV (BO3) - lla-C) (1abn. 7.2.5.). PekoMeHA0BaHO Npu-

coefiMHeHue puouuryata y 60nbHbIx JTAT, He JOCTMraloWmMX Lenen
Ne4eHus npy HasHaveHun 6oseHtana (npu OK -l (BO3) - I-B,
npu ©K IV (BO3) - lla-C. PekomeH0BaHO NpuCOeUHEHNE CENeK-
cunaray 60nbHbIX JIAT, He goCTUrarLWwmx uenen neyeHus K AP n/
unnm N 35 (npu ©K 11 - 111 (BO3) - I-B, npu ®K IV (BO3) - lla-C.
* Y nauueHToB C MPOMEXYTOYHbIM PUCKOM CreayeT paccMo-
TPETb BapPWUaHT ONTUMMWU3ALMK Tepanui B BUAE 3aMeHbl CUJeHa-
(huna Ha puoumryat; 603eHTaHa/ aMbpU3eHTaHa Ha MaLMTEHTaH.

B cnyyae HeajekBaTtHOro adh(PexkTa npu MocnefoBaTeNbHoOM
LBOIHON KOMGUHUPOBAHHOM Tepaniu 4OmKHA 06CYXAaThCs no-

ANITOPUTM NEYEHNA NALMEHTOB NAT (TPYNNA 1)

O6wwe
MeponpuaTUSA
ANA BCEX | 1261.7.1.1-7.1.3)
MauuenTsl c Bnepsble | > Avarto3 JTAT BepuchumpoBatx B IKCNEPTHOM LiEHTpe - = | BOJIbHbIX
YCTAHOBJIEHHbIM ANArHO30M 1 CJIAT
WNT/Hacnepyemoit it L lMonnepxueatoLas
JIAT/ NAT npw npueme yCTaHoBNEHHON Tepanus
EKK & NeKapCTB/TOKCUHOB) SALIIEIL T (Tabn.7.2.1.-7.2.2.)
MaKcUManbHbIX
no3ax (1ab6n.7.2.3.)* M Y
— 0J10XKUTeJIbHadA
oon D E—
| + OcTpas chapmakonoruyeckas npoba
Ouenka picka (0®M) npu KMOC (1abn.5.8.)
yepe3 3-4- mec. HeBo3MOXHOCTb
| TuTpaumn go3bl BKK
Huskuii puck OTpuuatensHas
oon
y e Y
[popomxuTh .| Hepoctwxenwne | > Ctpatuchmkaums pucka (12611.6.3.10.)
Tepanuio BKK " | HWU3KOTO pucKa

OueHka pucka Hu3knit puck

Kaxble
6-12- mec. *

MpOMEXYTOYHbIA PUCK

|

Bbicokmit puck

vy

HavanbHas MmoHoTepanus (1a6n.7.2.4.) |

HayanbHas ABOMHas

KOMOMHMPOBAHHas Tepanust

OueHKa pucka Kaxble 3-4- mec. l

_ [TpOMEXYTOYHbII .
MauvenTsl, nonysatowme | _ _ _ _ _ 3 Huakuit puck POMEXYTO BbICOKMiA pHCK
CNeLmMuUYecKyio Tepanmio puck
Y ¢ ¢
MNpomonxutb [lBoiHas unu TporHas nocnegosartesnbHas »| Paccmotpetb Bonpoc
MOHOTEpanuio Tepanus (1a6n.7.2.5.) 06 aTPUOCeNTOCTOMUM
+ + 1 TpaHcnnaHTaummu
nerkux (ta6n.7.3.1.)
Huskuin pomexxyTouHbIR Bbicokui
puck puck * puck
A yepe3 3-4- mec.
* PaccmoTpeTb BOSMOXHOCTb CTpaTeruu Y

nepekntoyeHns NOLOI5—ctum. prl, (1a6n.7.2.6.)

[TpogomKuTL Tepanuio

PucyHok 3. Anroputm neyenus nauuentos JIAI (rpynna 1)
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CnefoBatenbHas TPOHas KoMOMHMpOBaHHas Tepanus. Mpu He-
3(PPEKTUBHOCTI ABONHOI Cneuud r4eckon Tepanuu pekomeHay-
eTCA Ha3Ha4YeHWe TPexX NeKapCTBEHHbIX npenapatoB — AP3 u/ unu
N®3-5 B covetanum ¢ cenekcunarom - 1B, AP B codvetaHum ¢
UNoONpoCToM; cunaeHaddunom unu puouuryatom — Iib-C.

« CnepyeTr paccmoTpeTb BO3MOXHOCTb NPOBEAEHUS TPaHC-
NnaHTauum nerkux npu HeafekBaTHOM KNUHWMYECKOM 3ddeKTe
Ha4yanbHON MOHO- MU KOMOWHMPOBAHHOI Tepanun y 60MbHbIX C
JIAT. HanpasneHue 60JibHbIX Ha TPAHCNNAHTALMIO NErKNX LOMKHO
OCYLLECTBAATLCSA BCKOPE MOCNEe YCTAHOBNEHUS HEJO0CTaTO4HOro
ahdrekTa MakCMManbHO KOMOMHUPOBAHHON MeANKAMEHTO3HOM
Tepanuu. MNpefacepaHas cenTocTOMUSA pacCMaTpyUBaeTCs Kak nan-
NnuaTmBHas npoueaypa ans 60MbHbIX C YXYALEHNeM, HECMOTPS Ha
MaKCUManbHyl0 KOMOUHMPOBAHHYIO Tepanuio nepef TPaHCNaH-
Tauuen nerkmx (taén. 7.3.1). MpencepaHas centocToMUs U/mnm
TPaHCNNaHTauma nokasaHa 6onbHeIM ¢ JIA[ npn HeafekBaTHOM
KNUHWYECKOM 3(DdheKTe MeanKamMeHTO3HOM Tepanun W J0MmKHa
NPOBOAMTLCA TONbKO B 3KCMEPTHbIX LIEHTPAX.

1.5. NEPEYEHDb NAT-CNELN®WYECKUX NPEMAPATOB
B CTPAHAX EBPA3UICKOr0 COAPY)XECTBA

Brabnuue7.4.3. nepeuuncrenbl npenapartbl J1AM-creumduyeckoii
Tepanuu, OOpMbl BbIMYCKa, PEKOMEHYeMble JO3UPOBKU M NOKa-
3aHNA K NPUMEHEHWIO B PA3NuYHbIX cTpaHax EBpasuiickoro co-
LPYXecTBa.

8. 0COBEHHOCTWU ANATHOCTWKK N NEYEHUA
MALIMEHTOB C PA3JIUNYHBIMW ®OPMAMW NAT N Nr

Fpynna | — JIAT. lpu ycTaHOBJIEHUM AWNArHOCTUYECKUX KpPUTE-
pues JIAI HeobxoanMMOo onpefenuts popmy 3a6onesaHums B COO0T-
BETCTBUE C PEKOMEeHAAUNAMM, yKadaHHbIMK B Tabnuue 8.1.

PekomeHauum no nevyeHUto NaLUeHToB ¢ acCOLMMPOBAHHbLIMU
dhopmamu JIAT npeacrtasneHs! B Tabnuue 8.2.

F'pynna Il Mpu guarHoctuke JII BCneacTeme natonorun nesbix
0TAEN0B CepALa BAXXHO y4UTbIBaTb KNUHUYecKue, IXOKT u apyrue
Npu3HaKn 3a60neBaHns, ykasaHHole B Tabnuue 8.3.

PekomeHpauum no guarHoctuke 1 nedenuto JII rpynnel | cym-
MWUpPOBaHbI B Tabnuue 8.4.

I'pynna lll. B Tabnuue 8.5. npeacTasneHsl onpejeneHus u remogu-
Hamu4eckne napameTpsl ans ycradHosnenus JII. Beibop cp.[J1A >35
MM PT. CT. KaK NOPOrOBOr0 YPOBHS 151 AMArHOCTKM Tshxenon JII oc-
HOBaH Ha TOM, 4TO 3Ta rpynna 60/bHbIX BKIHOYAET JIULUb He60/bLLOE
YWCIO NALMEHTOB C XPOHUYECKUMU PECNMPATOPHBIMU 3a6051eBaHMS-
MU 11 BbIDXEHHBIMI COCYAMCTBIMI N3MEHEHNAMI NOMUMO M3MEHE-
HWit neroYHoi napeHxumbl [3]. Takas cTeneHb TsxecTn JIT npu pecni-
paTopHbIX 3a60N1eBAHNAX CNOCOBHA NPUBECTU K rEMOAUHAMUYECKUM
HapyLLUEHNAM, KOTOpbIE 3HAYUTENBHO YXYALIAIOT TONEPAHTHOCTb K
(PU3NYECKMM Harpy3Kam, U3HaYanbHO CHUKEHHYIO BCNEACTBUE 006-
CTPYKTUBHBIX M PECTPUKTUBHBIX M3MeHeHnit PBLL. HecmoTps Ha To,
470 3HaveHus OPB, Gbinn BbiLe Y 60bHbIX XOBJ1 ¢o cp.[/TA >40 Mm
PT. CT., N0 CPaBHEHMIO C rpynnoii nauneHTos XOBJ1 63 J1I', 3Ha4eHus
J6MX 'y 60nbHbIX ¢ TAXenon J1T 6bInn 3Ha4UTENLHO HInKe [8].

Tabnuua 7.4.3. JIAT -cneunthnyeckne npenapartbl, 3aperucTpUpoBaHHble B CTpaHax EBpa3uiickoro cogpyxecrsa

JlekapcTBEHHbINA

®K

npenapar Gopma [o3upoBku Ctpana lNoka3aHus K NPUMEHEHUHD (B03)
62 5: benapycs,
boseHTaH Ta6n. e KasaxcraH, neroyHas aprepuanbHas runepTeH3uns -1V
125 mr P
occus
15, Poccus,
Am6puseHTaH  Tab. 10 mr Kasaxcray  erouHas aptepuanbas runepreHsuns -1V
MauuTeHTaH Tabn. 10 mr Poccus neroYyHas apTepuanbHas runepTeH3uns -1l
- mauonatuyeckas (nepsuyHas)/ cemeinas J1AT, — J1AT,
06yCnoBieHHas 3a60/1eBaHNEM COeAUHUTESIbHON TKaHN Unu
Wnonpoct Wuran. 10 mkr/mn  Poccus [Ie/ICTBMEM JIEKAPCTBEHHbIX CPELCTB WU TOKCUHOB; — J1I BCneacTeue -1V
XPOHNYECKMX TPOMO030B W/WUIN AMBOSN NErOYHON apTepun
MpyW OTCYTCTBUM BO3MOXXHOCTM XUPYPrM4YeCcKoro NeyYeHuns
neyveHue nepsuyHOM J1I'y B3pOCNbIX NALUEHTOB ANs yny4LleHus
ALl e e NepeHoCMMOCTI (OU3NYECKOM Harpy3Kn U CUMNTOMOB .
200mkr,
Cenekcmnar Ta6n. 800MKT Poccus JIAT -
XTaNr
[ns neyveHns B3POCbIX NALMEHTOB C LENb0 YBENNYEHUSs
NepeHOCUMOCTUN (PU3UYECKNX HArpY30K, NpMu:
0,5 mr - HeonepabenbHoit XTI,
1,0 mr YA - NEPCUCTUPYIOLLENA NN PEeLMaNBUPYIOLLEN
Puouuryart Tabn. 1,5mr ’ XTI nocne onepaTuBHOMO NEYEHMUS. -1l
KasaxcraH
2,0 mr JIAT
2,9 Mr [1ns nie4eHns B3pOCbIX NALMEHTOB C LeNbo YBeNnYeHus

NEePeHOCMMOCTM (PUINYECKIX HArpy30K:
- B MOHOTEpanuu,
- B KOMOMHMPOBaHHOW Tepanum ¢ AP3

ApMeHus,
benapycb,
KasaxcraH,
Kbiprei3craH,
Poccus,
Y36ekucTaH

CunpeHacoun  Tabn.  20mr

JIAT ¢ Lenbto yNyyLIeHNs TONEPAHTHOCTM K (OM3NYECKOI Harpy3Ke -1l

1113



EBPA3VIVICKVIVI KAPOUOJSIOMNYECKVI XKYPHAJT
EURASIAN HEART JOURNAL

Tabnuua 8.1. PekoMeHaaunm no AUarHocTuKe accouuupoBaHHbIx gopm JIAT (rpynna l)
PekomeHpauuu

Y Bcex 60nbHbIX ¢ CCL ans ckpuHuHra JII pekomeHayeTcs exkerogHoe nposeferne 3xoKl B
NoKoe Jaxke NMpw OTCYTCTBUM CUMMTOMOB B coYeTaHum onpegeneHuvem DLCO n 6uomapkepos [3]

IMpn nogo3peHnn Ha Hanuyme JIAT y 60nbHbIX ¢ C3CT BO BCEX
cnyyasx pekomengyetcs nposefeHue KOG [3]

MaumneHTos ¢ JIAT BCieAcTBME NOPTANbHOW rMMNEPTEH3NN
PEKOMEH[YETCA HanpaBnsTh B 3KCMEPTHbIE LEHTPbI [3]

Ix0KI nokasaHa Bcem nawuueHTam ¢ BIAY ¢ xano6amu Ha ofbILLKy ans
UCKIYeHUs CepAeYHO-COCYANCTbIX OCIIOXHEHMIA, B YacTHOCTM J1AT [3]

CKpUHUHT ¢ noMoLLb IXOKI He peKOMeHAYeTCs naumeHTam
¢ B4 npu otcytcTeum cumntomos JIAT [3]

MauneHTsl ¢ nogo3peHnem Ha JIBOB/ JIKTA gomxHbI HabN0AaTbCS B SKCMEPTHbIX LIEHTPaxX
113-3a BbICOKOIO p1cKa oTeka nerkux npu nogéope JIAM-cneumdmyeckon tepanum [3]

Ons guarHoctuku JIBOB/ JIKTA pekomMeHLyeTcs OLeHMBATh KIMHNYECKIE
LaHHble, NpOBOANTL 6poHxockonuio u KT nerkux [3]

Y 60nbHbIX ¢ nogo3peHnem Ha JIBOB/JTKTA BbisiBneHue 6u-annensHoi mytauun EIF2AK4 ykasbiBaet

Ha Hacneayemyto chopmMy 3a60neBaHNA 1 He TPebyeT rmcTosnornyeckon Bepudukauum [3]

Tabnuua 8.2. PekomeHpaawuu no neYeHuHo accouuupoBanHbix hopm JIAT (rpynna l)
PekomeHgauuun

Mpu OTCYTCTBUU KNUHUYECKM 3HAYUMOrO KPOBOXAapKaHbs Y 60SbHbIX C aCCOLMUPOBAHHbIMY
tbopmamu JIAT moryT paccmarpusatbcs OAK npu Hanmymn Tpom6030B unu npusHakos XCH [3,7]

BonbHbIM ¢ nopToJII Ha3Ha4YeHMe opanbHbIX aHTUKOArysHTOB He peKomeHayeTcs [3,7]
Jle4yeHune 603eHTaHOM peKOMeHyeTcs 60MbHbIM ¢ cuHApomoM AnseHmeHrepa OK Il [3,7]

[ns neveHns 605bHbIX C CUHAPOMOM 3I3EHMEHrepa MOXET paccMaTpmBaThCs
HasHa4veHue apyrux APJ, U®135 n npoctaHonaos [3,7]

[ns nevyeHns 60NbHbIX C CUHAPOMOM JN3EHMEHrepa MOXeT
paccmarpuBaTbCs Ha3HaYeHe KOMOMHUPOBAHHOM Tepanuu [3,7]

HasHayeHne BEKK He pekomeHayeTcs 601bHbIM C CUHAPOMOM Jin3eHMeHrepa [3,7]

TpaHcnnaHTauus nevyeHn MOXeT paccMarpuBarbes y 60nbHbIX ¢ nopTolIr,
OTBEYatoLLMX HA Ha3Ha4yeHmMe cneuudomyeckon Tepanum [7]

TpaHcnnaHTauus nevyeHn He peKOMeHYeTCs Y 60MbHbIX C TAXKE0N, HeKOHTposupyemon noptoJIl [7]
Bri6op cneundpuyeckoin tepanuu npu JIAT-C3CT, noptoJIr, JIAT-BUY pekomeHayeTcs 0CyLLeCTBIATh

C Y4ETOM COMYTCTBYIOLLIE MATONIOrM 1 BO3MOXHbIX MEXIIeKapCTBEHHbIX B3aUMOAENCTBUN [7]

MaumneHTbl ¢ JIBOB/JTKTA A0mKHbI HabntoAaThCcs B AKCMEPTHbIX LIEHTPaX € Y46TOM BbICOKOI0
pucKa pasBUTMM OTeKa JIErKMX NPy HazHaYeHUn cneuudguyeckon Tepanum [7]

Knacc
pexkomeHpaumi

lla

Knacc
pexKomeHpaumi

b

lla

b
1l

1]
I

a

lla

Tabnuua 8.3. lnarHocTHYeckue NPU3HaKH, ykasbisatoLiue Ha JII BCnecTBUE NATONOrUM NEBLIX OTAENOB CEPALA
Knuuuveckue npusHaku IxoKr-npusnaku Ipyrue npusHaku

Matonorus nesbiX OTAENO0B CepAaua: KT

Matonorus MUTPaNbLHOro/ aQ0PTaNbHOro KnanaHa
Bospact >65 nert TucdyHkuma DK
MapagokcanbHoe asuxenne MK
[mneptpodons JIK

Mpu3HaKM NOBBILLEHNS [aBNeHUs HanonHeHns JDK: T

Cumrmome! JPK-XCH E/e, HepoctaTo4HOCTb MUTPANBHOMO KNanaHa >2-3 CT.

YpoBeHb
[0Ka3aTenLHOCTH

C

YpoBeHb
J0Ka3aTenLHOCTH

C

O WO

OO O o o o

MpusHaku runepTpodomm JHK/I
MepuaHue/TpeneTaHue npeacepaun
Jleoe npencepaue >4,2 cm Bnokaga JIHMT
Matonoruyeckuin Q
OTCyTCTBME OTKMOHEHUSA
3NEKTPUYECKON OCH Cep/Lia BNpago

PeHTreHorpadomus nerkux u ap.

CaxapHbIin anabet BM3yanu3upyroLLne MeTombl:
OXwupeHue JInann Kepnu
MeTabonn4yeckun CUHLPOM OTcyTcTBUME ANCHYHKLMM TTK OTek nerkux

Al OTcyTCTBME NepuKapananbHOro BbinoTa [nespasibHbIA BbINOT

NBC 1 nesoro npeacepans

MepuarenbHas aputMus
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Tabnuua 8.4. Pexomenpaunu no guarHoctuke u nevennto JIr rpynns! Il

P Knacc ) YpoBeHb
PEKOMEHJAUMiA  [0Ka3aTenbHOCTH

Y 60nbHbIX JI ¢ natosniormen esbix OTAEN0B CepaLa peKoMeHAyeTcs

MCKJTH0YaTb COMYTCTBYHOLLYHO NATONIONMI0 B KA4ECTBE BOSMOXHOIA NPUYMHBI I C

JII (XOBJ1, cuHAPOM 06CTPYKTMBHOrO anHod cHa, XTAJI) [3]

bonbHbIM ¢ J1T BClieAcTBME NATONOMAM J1IEBbIX OTAESI0B CepaLa

peKoMeHayeTcs NPOBeAeHNe NHBA3UBHOW AUArHOCTMKI NP HEO6X0AUMOCTH I C

onpeneneHns onTUManbHOro BOAHO-COMEBOro craryca [3]

bonbHbIx ¢ J1T BCneacTBme naTonorum nesbix OTAEN0B CepaLa npu Hanmy4um

Tshkenoi JIT n/unun BbipaXeHHoii ancyHKumn MX no gaHHbIM 3xoKI | C
peKOMeHAYeTCs HanpaBnATb B 9KCMEPTHbIE LiEHTPbI No npobneme JII [3,7]

bonbHbIM ¢ JIT rpynnsl Il pekoMeHAyeTcs Ha3HaveHue Tepanuit 0CHOBHOW naTonorum [7] I B
HasHa4eHue JIAT-cneunuyecko Tepanun He pekoMeHayeTcs 60mbHbIM ¢ JIT rpynnbl 1 [7] Il C

Tabnuua 8.5. TemopuHamuyeckas knaccudpmkaums JII seneacreue 3abonesanmii nerkux (rpynna lil)
Onpepenenne Femoaunamuyeckue napameTpbl npu KNOC

XOBJ1/ ngnonatnyeckmnin NeroyHbIi Guopos/ ap. 3a60eBaHns Nerknx co

cp.4J1A <25 mm pr. CT.
CMELUAHHbIMW PECTPUKTUBHBLIMU N 06CTPYKTUBHBLIMI HapyLueHusamu 6e3 J1T

XOBJ1/ W1®/pp. 3a6oneBaHns NErkmx co CMeLlaHHbIMM

PECTPUKTMBHBIMMW N 06CTPYKTUBHBIMMW HapyLLeHuamu ¢ J1I L L L 75 G

XOBJ1/ NN1d/ap. 3a6051eBaHMs IETKMX CO CMELIAHHbIMM cp. [UNA >35 mm pr. cT. unam cp 1A >25 m pr. ct. npu 4 CU
PECTPUKTUBHBIMW N 06CTPYKTUBHBIMI HApYLLIEHNAMU C Tshxenoi J1T <2,5 I/MUH/M? 1 OTCYTCTBUN APYTUX BO3MOXKHbIX MPUYMH

Ta6nuua 8.6. PekomeHaaLuu no guarHocTuke v nevenuto JIN BcnepcTBuUe NaTonorku nerkux u/ unu runokcemun (rpynna i)

Knacc YpoBeHb
PexomeHpauus :
peKomMeHAauuit  A0Ka3aTenbHOCTH
IX0KI™ pekomeHLyeTcs 415 HEWHBA3MBHOTO CKPUHWHTA NPW NOZ03PEHUN | C
Ha Hanuyue JII y 60JSIbHbIX C naTonorueit nerknx [3].
bonbHbIX € TSXKenon JII BCeACTBUE NATONOMAN JIETKUX W/ NN BbIPaXKEHHON
ancayHkuvein MX cnefyeT HanpasnaTb B 9KCNEPTHbIE LEHTPbI N0 npo6neme J1I ¢ Lenso I C
TLIATENbHOr0 A006CNEeA0BaHMS 1 BbI6OPA MHAMBUAYANIbHOW TAKTUKKW BefeHus [3].
HasHa4eHue JTAT-cneunduyeckon Tepanun He pekomeHayetcs 60mbHbIM ¢ JIT rpynnbl I [7]. Il C

Tabnuua 8.7. Kputepuu guththepenumansHoro guardo3a JIAL (rpynna l) ¢ conyTeTByHOLMM
3a6onesannem nerkux unu JII scneacTeue 3abonesanuit nerkux (rpynna i)

Kputepuu 8 nonb3y JII rpynnb! Il (JI Bcneacteue

Kputepuu B nonb3y JII rpynnb! | (JIAT) Mapametp NATONOrMY NErkX 1/ WM THNOKCEMHK)
Hopma nnu nerkue HapyLuenus YMepeHHbIe UK TAXKeNble HapyLLeHus
0®B,>60% momxHbix (XOBJT) BeHTunaunoHHas yHKLms 0®B1<60% momkHbix (XOBJT)
®XEJ>70% pomkHbIX (U1D) ®XEJ1<70% pomkHbIX (UJ1D)
OtcyTcTBuMe Ui HebonbLne n3mMeHeHns KT nerkux BbICOKOro BbIpaXXeHHbIE 3MEHEHUS bIXaTerbHbIX
ObIXaTesibHbIX NyTen U NapeHxMmbl paspeLueHus nyTen 1 NapeHxmmbl

Mpn3HaKu UCTOLLEHMS

T T TSR Mp13HaKK MCTOLLIEHNS! BEHTUNALIMOHHOTO pe3epsa

CoxpaHeHHbIn BEHTUIALNOHHBIN pe3eps CoxpaHeHHbI LMPKYNSTOPHbIA Pe3eps
CHWXeHne KUCNopogHOro nynbsca HopmasbHbIA KUCIIOPOAHBIN NYfbC

CHnxeHue HaknoHa CO/VO, - HopmanbHblii HaknoH CO/VO,

CHuXeHMe HacblLLeHns Kucnopoga HacblLLieHWe KuCnopoaa cMeLwaHHON BEHO3HO
CMELLIAHHOW BEHO3HOI KpOBY KPOBMW BbILLUE HUXHEN rPaHuLbl

HeT u3meHeHni unu cHinkerne PaCo,

» MosbiweHne PaCO, BO BpeMs (OM3M4ECKON Harpy3Ki
BO BPeMS (DU3NYECKON Harpy3KK 2
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Mpn anarHocTuKe W nevyeHun 60nbHbIX ¢ JII BCNeacTBMe naro-
NOrvu Nerknx u/ Unn runokceMnn cneayet NnpUMeHsTb PEKOMEH-
Aauum, ykasaHHble B Tabnuue 8.6.

Kputepun ansa nposefeHns AuddepeHumManbHoro Aunardosa
mexay rpynnamu J1IM 1 1 3 nokasaxbl B Tabnuue 8.7.

BbICOKOIrOPHASA NEr04YHAA TMNEPTOHUA

BJTT — KNMHMYECKUA CUHLPOM, KOTOPbIA pa3BuMBaAETCA Yy ML,
NOCTOSAHHO/ ANUTENbHO NPOXMBAKOLLMX HA BbicoTax >2500M Hapg
YPOBHEM MOPS, Xapakrepmayetcs nosbiweHunem cp.J/1A>30 mm
pT. CT. u/unn COJTA>50 MM pT. CT., U3MEPEHHbIMU HA BbICOTE MPO-
XXMBaHMA, runeptpoduenn n/unu gunaraumenn MXX n oTcyTCcTBMEM
nosMuuTEMUK (YPoBEHb remornobuHa onsa Myxx4ud <210 r/n, gns
XeHwuH <190 r/n), npu ncknoyeHnn JIIM Ha POHe XPOHUYECKUX
3a60/1eBaHNI1 OPraHoB [bIXaHUs WU CepAevyHO-COCYAMCTbIX 3a-
6oneBaHui [16]. Mo Te4eHUIO BLIAENAIOT OCTPYIO U XPOHUYECKYHO
copmbl, a Takxe BT y petei.

Ha paHHux ctaguax BJTT npoTekaet 6eccumnToMHO. OfblLiKa
npu (OU3NYECKON Harpyske SABNSAETCH Hambofiee 4acTbiM CUM-
NTOMOM MpK NPOrPeccMpoBaHni 3a60eBaHNS WU YPE3MEPHBIX
CTPECCOBbLIX BO3[ENCTBUAX (NepeMeLLieHne Ha eLle 60SbLUIYIO Bbl-
COTY, WHTEHCUBHblE (HU3MYECKWUe Harpysku). B nocnegytouiem
npucoenuHaoTcs apyrue cumntombl JII [8]. B 06beKTMBHOM CTa-
Tyce 06paLlaer Ha cebs BHUMaHUe AMG(Y3HLIA TENNbliA LUaHo3,
B TAXKENBIX CIy4aax NOSABMAETCA 3NUracTpanbHas 1 npekapanans-
Has nynbcaums, 0TMEYaeTCca pacLuMpeHne rpaHuL, cepaua Bnpaso,
BbIC/YLUNBAETCA aKLEHT 1 pacuiensienue Il Tona Hag J1A, wym pa-
xema Ctunna. [uarHoctuyeckuin anroputm Bkoyaet IKI n penT-
reHONI0rMYecKoe nccneposanme nerkux. Cnupometpus no3sonser
UCKMIOYNTL HapyLIeHNs BeHTUNAUMK nerkux. Mpu uccnenosaHnm
ras3oB KpoBu y nauueHToB ¢ BJIT 06bI4HO BbISBNAETCS 6OMEe Bbl-
pa)keHHas TMNOKCEMMUSA N0 CpaBHEeHMO ¢ ropuamu 6e3 BJIT (He-
3Ha4uTenbHoe cHxerue Pa0, n 06b14HO CHUXeHHoe PaC0, n3-3a
anbBEONAPHON rUNepPBEHTUAALNK).

AxoKI — Hanb6onee LeHHbIA MeToA AnarHocTuku BJT, Tak Kak
NO3BONAET NPOBECTY KaK HEMHBA3UBHYIO OLIEHKY YpoBHA OJ1A, Tak
W U3Y4nUTb CTPYKTYPY W pyHKumto MXK. [ns noaTeep>xaeHns ama-
rHo3a pekomengyetca KNOC n nero4yHom aptepuin, Kotopas Bbl-
MONHSETCA TONbKO B 3KCMEPTHbIX LIEHTPax.

Hanbonee 3acpPeKTMBHLIM 1 6€30MaCHbIM METOLOM NeveHus
BJI aBnsietca cnyck 605bHbIX HAa HU3Koropbe [15,107]. B cnyyae
HEBO3MOXXHOCTM nepeesfia 60SIbHOr0 Ha 60J1ee HU3KWE BbICOTbI
ONs NPOXWUBAHWUA METOO0M BblOOpA ABNAETCSA J/IMTe/IbHAS OKCH-
reHotepanuns (6onee 18 4acoB B CyTKU ¢ 0643aTe/bHbIM 0XBATOM
HOYHOro rnepuoja).

OnbIT NpUMeHeHus hapMakonornyeckux npenaparos s e-
yeHns BJ1T BecbMa orpaHunyeH, MakcumansHas AnuTenbHOCTb Ha-
3HA4YeHMa NpenapaTtoB B HECKONIbKMX MCCNEeOBaHUsAX COCTaBunIa
0T 2-3 Heaenb A0 3-6 mecaues [107-109]. Tem He MeHee, OCHOBbI-
BaACh Ha UMEIOLLNXCA AaHHbIX, Ans nedvenus BT pekomeHayetca
ucnonb3osaHue: a) bKK (guntnazem, amnogunun) [110], nHrnéu-
TOpOB h0oCctHOANaCTEPAsbI-5 (cunaeHadun 75 Mr B CYTKN), UHMN-
6utopos kapb6oaHrmbpass! (auerasonamug 250-500 mMr B CyTKM)
[109]. [luypetuku n cepaeyHble rMUKO3ULbI UCTIONL3YHOTCS Npu
pasBUTUM MPaBOXeNyJ04KOBOA CepAe4HON HefOCTaTOYHOCTU U
MepuaTenbHoi aputMumn. OTCYTCTBYIOT AAHHbIE O MOSTb3€ UCNOJb-
30BaHNA aHTMKOArynaHToB (Bapchapud) npu BIIM, Tem He MeHee,
BO3MOXHO UX MCMONb30BaHue npu nevenun BJIT, ocobeHHo npu
MKCH (nog kouTtponem MHO 2-3).

Fpynna IV. JuarHo3 yctaHaBnuBaeTcs Npu BbISBIEHUM Cledy-
IOLLIMX KPUTEPUEB, BbISBIIEHHbIX, KAK MUHUMYM, Yepe3 3 mecsua
nocne Hadana 3@eKTUBHON aHTUKOAryNAHTHON Tepanuu, 470
HeobxoaumMo ana guddepeHumanbHoit auarHoctukun XTI oT
nogocTpoii TANA:

1. Cp. /1A >25 mm pr. cT. npu O3J1A <15 mm pT. CT.

2. Kak MUHUMYM O[MH CermMeHTapHbliA gedekt nepdysuu no
[AHHbIM BEHTUNALMOHHO-NEPMY3INOHHON CLUMHTUTPApUN NErkux
Unm 06CTPYKLMSA NeroYHoR apTepuu no AaHHbiM KT-aHruorpadouu
NeroYHoN apTepun UM CeNeKTUBHON aHrMONyNbMOHOrpaduu.

3.V paja nauneHToB, 0CO6EHHO C OJHOCTOPOHHEN OKKM3Men
NeroYHoi apTepun, MOryT UMeTb MECTO HOPMaJibHble noKasartenu
reMoANHaMMKN Manoro Kpyra KpoBoo6palleHns B NoKOe, HeCMO-
TPSA Ha Hanu4ue CUMNTOMOB 3a60/1eBaHMA. ATy rpynny nauneHToB
cneflyeT pacueHuBaTh Kak nauueHtoB ¢ XT/13I ¢ COOTBETCTBYHO-
LLIEN TAKTUKOM.

B rpynny ckpuHunra XTSI BXOAAT BCe NaLWEHTbI C MCTOPUEN
nepeHeceHHo TAJIA. BonbHbIM nocne nepeHeceHHon TAJIA B
Cny4vae BbISIBNEHMS KIMHWYECKUX NPWU3HAKOB U CUMMTOMOB pe-
KomeHayeTcs nposeaeHne IxoKI (ta6bn. 8.8.) [4]. Mpw BbisBNE-
HuK npu3HakoB JT no aaHHbIM AX0KI 1 NOJ03PEHUM Ha Hannyue
XTAJIT 60nbHbIe JOMKHbI HANPaBNATLCA B 3KCMEPTHbIA LEHTP
ANd [00OCeA0BaHMA 1 peLleHns Bonpoca 06 onepabenbHOCTH.
Kaxabiit naunenT ¢ JII HesAcHOro reHe3a fOMmKeH 06cneoBarbes
ans ucknoveHns XTI . BEeHTUASLUMOHHO-Nepdy3NOHHAN CLMH-
TUrpadpusa nerkux (nnaHapHble M306paXKeHns, KaKk MUHUMYM, B
6-Tn npoekunsx B pexume SPECT) aBnseTcs METO40M CKPUHUH-
ra nepeoro Bel6opa ans ucknoyveHns XTIJM, Tak Kak 4yBCTBM-
TENbHOCTb 3HAYUTESIbHO NpeBbllwaeT TakoByt npu KT [39]. Mpu
BbISIBNEHUM HOpPMaNnbHOM nepdy3uu nerkux guarHo3 XTI ne-
KNI0YeH.

Mpn HEBO3MOXHOCTW MPOBEAEHMS BEHTUAALUMOHHO-Nepdy3un-
OHHOW CLUMHTMIPadomn CYLLECTBEHHYIO POSib MOXET CbirpaTb CO-
yeTaHue nepdy3noHHoN cumHTurpadoum u KT nerkux. OTcyTcTBME
M3MEHEHUA NEro4YHON TKaHW — (OUOPO3HBLIX U BOCMASIUTESNIbHbIX
M3MeHeHUIA, 6yNnesHoin aMGU3eMbl 1 Ap. B 06/1aCTAX CHUXKEHHOI
nepdysun ykasbisaeT Ha XTAJII. BONbLIONA NPAKTUYECKNA UHTe-
pec BbI3blBAIOT HOBblE, COBMELLEHHbIE CUCTEMbI CLUHTUTPAINK
1 KT, KOTOpble MOKa3blBAOT AeTanbHY0 MOCPE30BYH KapTUHY
nepysnn nNerkoro no OTHOLIEHWIO K APYruM CTPYKTypam rpyf-
HOM KNeTKW. B HacTosiLLee Bpems CYLLECTBYIOT U Apyrue MeTofbl
OLeHKU nepdoy3nm neroyHon Tkauuw. MP-tomorpadoms, AByx-
aHepreTuyeckas KT, aHruonynbMoHOrpadpus Takxe MoryTt ObiTb
npoBefieHbl B Nepdy3MOHHOM pPeXume C ANArHOCTUHECKON LieH-
HOCTbH0 BSIM3KOI K KNacCcuM4ecKomn cumHTurpacpum [40].

MynbTucnupanbHas KT-aHrnorpacoms nokaszaHa npuv BbisiBMe-
HUU HESICHBIX UMM MHOXXECTBEHHbIX AeHEKTOB nepdy3un no AaH-
HbIM  BEHTUNALMOHHO-NEPAIY3NOHHOW  CUMHTUTPAcUU  NIErKuX.
KT-aHrmnorpadous MOXET BbISIBUTb MOJSIHYI 06CTPYKLMIO, CTEHO3,
CTPUKTYPbI UMM HEPOBHOCTM — XPOHNYECKNE TPOMBOIMOOINYECKIE
MOPAXXEHWS CErMeHTapHbIX, [OJSEBbIX JIErOYHbIX ApPTEPUi, OCHOB-
HOro CcTBOJNA Niero4Hoit aptepuu [4]. KT umeet npemmyLlectsa npu
BbIIBNEHUU Konnatepaneni GPOHXWANTbHLIX apTepuin U MO3an4HON
nepdy3ni, NaTonorMn CPeaocTeHUs U APYroi NaTonorun, Macku-
pytoLLen xpoHuyeckyro TAJA. KT-aHrnonynsmoHorpadus
B 6ONbLIOM MPOLIEHTE CMy4aeB MO3BOMSET YCTAaHOBWUTb [AMArHo3
XTAJI. OaHako B psage cry4aes OWMO04HO NOA03PEBAETCA ANCTANb-
HOE MNN Mano3HaAYMMOoe NOPaXeHWe NEeroyHbIX apTepuid. Moatomy
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HeJoNyCTMO [eNnaTh BbIBOL O HeonepabensHOCTM 60/bHOrO, nona-
rasicb TONbKO Ha AaHHble KT.

[na onpepeneHns ne4e6HO CTpaTerum npoBOAUTCA MHBA-
3nBHoe uccnepoBanne — KMNOC u cenekTMBHAs aHrumonynbmo-
HOrpadpusi, KoTopas ABNAETCA «30M0TbIM» CTAHAAPTOM NpU
Bepucbukauuu XTIJIT. 3T0 pedepeHCHbIA MeTof, C KOTOpbIM
COMOCTaBNATCA LaHHbIe ApYrux Metonos Busyanudauuu. Oc-
HOBHbIM MPEMMYLLECTBOM WHBA3UBHOW OMArHOCTUKW ABNAETCA
BO3MOXXHOCTb HE TOJIbKO NOJSy4uTb M306paXKEHUs, HO U OLEHNTb
napameTpbl remoauHamunki ¢ nomoulpto KIMoc [4,8].

CenekTMBHas aHruonynbMoHorpacpus He 3ameHseT KT-
aHrnonynbMoHorpadmio, KoTopas AoMKHa NPoOBOAUTLCA B 06%-
3aTenbHOM nopsake neped onepauuen T33. Tonuyecknii ouarHos
MOXXET 6bITb NOCTaBMEH NPWU COBMECTHOM aHanu3e WHBA3WUBHOIA
auruonynbmoHorpadum ¢ gaHHbiMu KT-aHruonynbMoHorpagum
(B psage cny4aes ¢ 3D peKOHCTPYKLUMei) AN YyTOYHEHUS Xapak-
Tepa NopaXeHW neroyxbix aptepuit. 06LLas oLeHKa onepabesib-
HOCTU TaKXe JOJKHA BKMKOYATb Takue (DAaKTopbl, Kak npodusib
CONYTCTBYIOLLMX 3260MEBAHUIA, ONbIT XMPYpPra n XUpypruveckon

Tabnuua 8.8. Pekomenpaauuu no guartoctuke v nevenunto JIr rpynnbi IV

Pekomenpauus

MauneHTam nocne nepeHeceHHon ocTpor TAJIA npu NOSBNEHUM OfbILLKM PEKOMEHIYeTCs
NpOBefeHNe ANarHoCTMYECKMX npoueayp ansa ncknoyenns XTI [3]

MpoBefeHne ckpuHuHra XTI He pekoMeHayeTcs 6eCCUMNTOMHbIM

nauueHTam nocne nepeHeceHHoit octpoi TAJIA [3]
CTabunbHbIM NaLMeHTaM ¢ Npu3Hakamu BelpaxeHHoi J1T B nepuop

octpoi TAJTA gnarHoctuka XTIJI fomkHa NnpoBOANTLCS CnycTs 3 Mec.

0T Hayana 3 (heKTUBHON aHTUKOAryNAHTHON Tepanun [3]

KoMaHfbl. [JononHMTeNbHOE NPOBEAEHNE KOPOHAPHOW aHruorpa-
oun TpebyeTca naumeHTam- KaHguaatam Ha T33 npu Hanuyum
dhaktopos pucka NBC.

Ons MUHUMMU3ALNKU PUCKA OCNOXHEHWUIA N HEO6XOAUMOCTY NpPO-
BeJleHMS NOBTOPHbIX ANArHOCTUHECKMX NpoLeayp Bbllenepeyunc-
NEHHbIE NCCNeN0BaHNA AOMKHbI ObITb BbINOMHEHbI HA 6a3e 3KC-
NepTHbIX LIEHTPOB.

Y BCeX 60SIbHbIX C BEPUULMPOBAHHBIM AnarHo3oM XTIJI KoH-
CUMYMOM B COCTaBe KapaMoXupypra, Kapaumonora, peHTreHaHmo-
BaCKyNIAPHOro Xupypra, NynbMOHOMOra JOMKHO NPUHUMATBLCS pe-
LLEHWe O BbIGOPE TAKTUKM J1eYeHus. Y TeXHUHECKN onepaderbHbIX
60MbHbIX NPU OTCYTCTBUM NPOTUBOMOKa3aHWii nposoautca T33. VY
60MbHbIX C HeonepabenbHoi nnn pesuayansHoit XTI ¢ OK -
IV pekomeHzyeTCca creundomyeckas Tepanus: puoumryar sensercs
npenaparom nepaoro Bei6opa [3,5,112]. [pu TeXHN4ECKOI BOSMOX-
HOCTU Y 60NbHBIX C HeonepabenbHon unu pesuayansHoin XTI ¢
coxpaHeHuem OK II-1V, HecMOTps Ha NPOBOANMYIO CreLUDUHECKYHO
Tepanuto, pekomenayetcs nposeneHue bAM NA [5,111].

Knacc YpoBeHb
PEKOMEHAAUMIt  [10Ka3aTeNbHOCTH
lla C

Il C

Il C

[narHoctuyeckumu kputepuamn XTI aBnsetca Hanuyme npekanunnsapHoii J1T

(cpepnee 1A > 25 mm pr. c1., A3J1A <15 mm pT. cT., JICC >3 E[l. Byna y 60/1bHbIX

C COXPAHSAOLLMMNCA MHOXECTBEHHBIMI XPOHUYECKUMI/OPraH30BaHHbLIMI C
OKKJTHO3UPYHOLWMMM TpOMO6aMK/ aM60/1aMK B NIErOYHbIX apTEPMAX aNacTUHecKoro Tmna

(OCHOBHOA, A0NEBbIX, CErMEHTapPHbIX, Cy6CEerMeHTapHbIX), HECMOTPS Ha NPOBeLEHe

3(ppeKTUBHON aHTUKOATYISAHTHON Tepanuu B Te4eHne He MeHee 3 Mec. [3]

BeHTUNALNOHHO-NePY3NOHHAA CLIMHTUTPACHNS JIETKUX PEKOMEHIYETCS

nauuentam ¢ JIT ana uckntodeHns XTIJM [3] ! C
KomnbtoTepHas ToMorpadus/ aHrnonynsMoHorpacus nokasaHa | C
ans o6cnefoBanns 60nbHbIX ¢ XTI [3]

B cnyyae HEBO3MOXHOCTW NPOBEAEHUS BEHTUAALMOHHO-NEPDY3UOHHON CLIMHTUTpachni

CYLLIECTBEHHYIO POJib UTPAET COYETAHHOE MCCNe0BaHNe Nepay3noHHON CUMHTUrpadmm n KT. lla C
OTCyTCTBME M3MEHEHMIA NIErOYHON TKaHN — PUOPO3HBIX M BOCMANNTENbHBIX N3MEHEHNIA, OYNNe3HON

aMu3embl 1 Ap. B 0611aCTAX CHKEHHON Nepdy3nm ykasblBaeT Ha BO3MOXHY0 XTI [3]

CenekTBHAA aHrMOMyNbMOHOrpadous PEKOMEHYETCA npu la C
o6cnefoBaHuN Bcex 60bHbIX ¢ XTIJIT [3]

Bcem 605bHbIM ¢ XTSI peKoMeHyeTCs NOXU3HEHHAsA aHTUKoarynsHTHas Tepanus [3,5,7] I C

Jlero4yHas TpoM63HAAPTEPIKTOMUSA B YCIIOBUSAX FIyOOKOM rUNOTEPMUI U OCTAHOBKM
KPOBOOOPALLEHMS PEKOMEHYETCA nawyueHTam ¢ BepudnumupoBanHon XTIJI npu JOKa3aHHOM I C
Tpom603mb0nnyeckom reHese naronoruu, JICC >300 anH/cm/c-5 n cp.[JTA >25 mm pr. cT. [3,5].

BonbHbIM ¢ HeonepabensHon unm pesugyanbHoin XTI ¢ OK -
IV pekomeHayeTca Tepanus puoumryatom [3,9]

BonbHbIM ¢ HeonepabensHon nnm pesuayansHoii XTI ¢ OK [I-IV pekomeHayeTcs

Tepanus apyrumu JTAT-cneundmnyeckumu npenapartamu [3,5]

Mpu TEXHNYECKON BOSMOXHOCTYU peKOMeHyeTcs npoBefeHue bAI neroyHbix apTepuii 6051bHbIM

Cc HeonepabenbHoM unu peanayansHoin XTI ¢ OK [I-1V,
HECMOTPSA Ha NMPOBOAMMYIO creundguyeckyto Tepanuto [3,5]

I B
b C
Ila B
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9. TPEBOBAHWA K IKCMEPTHOMY LIEHTPY

[na ontummu3auum MeauLUHCKOR nomoum 6onbHbIM ¢ J1T ue-
necoobpasHo hopmMupoBaHue CTPYKTYPbl 3KCMEPTHbLIX LEHTPOB.
Kputepum 3KCNepTHOro LeHTpa: HabniojeHne, Kak MUHUMYM, 32
50 60nbHbIMK ¢ JTAT unu XTI npu eXXeMecs4HOM BbISBIEHUN
He MeHee 2 HOBbIX CNy4aeB, a TAKXXe eXero4HOM NpoBejeHU He
meHee 20 O®I so Bpems KMOC.

OKCMEPTHBIN LIEHTP JOSKEH:
1) pacnonararb BbICOKOKBaNU{ULUPOBAHHLIM NEPCOHANOM:

¢ Kak MUHWUMYM, [iBa KOHCYNbTaHTa (Kapamonoru u/unu nysnb-
MOHororu) (cneunanusaums s oénactu JI);

* Bpay-pagnonor (akcnept B o6nactu JI);
« Bpay-Kapanonor co cneunanusaumen IxoKr;
« KBaNUUUMPOBAHHAN MEANLIMHCKAS CECTPa;

e CMEeuManucT no fcuxonormyeckon noMoLLM U COLManbHOI
ajanTauuin naLmeHTos;

» 00MeH UHdopmaumeri (TenedoH, UHTEPHET).

2) UmeTb nanatbl ans 60nbHbIX ¢ JIAT, 0TAENneHne UHTEHCKB-
HOW Tepanuun, NONMKNUHWYECKOE OTAENeHne, ANArHOCTUHECKYIO
cnyxo6y (3xoKr, KT, pagnoHyknuaHas naéopatopusa, MPT, Y3I,
Harpy304Hble NPOOLI, OLEHKA NEro4YHOW (DYHKLMW, OLEHKA FreMOo-
AnHamukmn ¢ 0DN);

3) pacnonaraTb YCTAHOBSIEHHbIMMW CBA3AMMU C APYrMMU AnarHo-
CTUYECKUMU 1 NeYeBHbIMK Cryx6amu;

* FeHeTMyeckas naboparopus;

* PEBMATOJIOMMYECKMNIA LIEHTP;

* LIEHTP NNaHUPOBaHMUSA CEMbY,;

* XUpYpruyeckuii craumonap (onelt 8 06nactu JI);

4) 0CyLLeCTBNATL aHANU3 KNUHWUYECKUX UCXOLOB (B TOM 4ucne
aHann3 BbDKUBAEMOCTU 60JIbHbIX);

5) yqactsoBatb B PKI y naumeHToB ¢ pasnuyHbiMu chopmMamm
JIT, Bkntoyas pasbl 1l u lll;

6) ocyLecTBNATL 06pa3oBaTenbHbIe NMPOrpamMmmbl;
7) B3aUMOJeNCcTBOBATL C acCOLMaLMAMU NALNEHTOB.

10. MPUNOXEHNSA

NPUNOXXEHUE 1. METOAWKA NPOBEEHNA
TECTA 6-MWUHYTHOM XO/bBbI

T6MX cnegyet NnpoBOANUTL B YTPEHHME Yachl. MauneHT 4OSKeH
Nerko nosasTpakaTb 3a 3-4 4aca 40 NPOBeAeHUA TeCTa, He NPUHN-
MaTb KapaMONIOrn4ecKnx npenapartos, He KYpUTb, KaK MUHUMYM,
3a 2 4aca [0 Tecta. [Ing nposefeHus Tecta 6MX B Kopugope anu-
Hon 30M fenatTcs He3aMeTHble Ans nauueHTa pa3meTKn Yepes
Kaxable 3 M auctaHumu. B TedeHue 10 MUHYT 40 NPOBEAEHMS
T6MX nauueHT fOMmKeH CNOKOAHO nocuaeTb. B 910 BpeMs Heob-
XOAMMO 324MTaTb EMY CEAYHLUNIA TEKCT:

«3a 6 MUHYT Bam HE06X0AUMO NPOMTU KakK MOXHO 60fbLLee pac-
CTOSIHKE, NPY 3TOM HeNb3s 6eXaTh UMK NEpPeMeLLATLCA Nepebexka-
Mu. Bbl 6yaeTe waTv No KOpuaopy Tyaa u o6patHo. Ecnu nossutcs
OAblLLKA UK cnabocTb, Bbl MoXeTe 3amenInTb TeMN X0b0bl, 0CTa-
HOBUTLCA 1 OTAOXHYTb. BO BpeMs 0TAbIXa MOXHO MPUCIOHMTLCA K
CTeHe, 3aTeM Heob6X0AuUMO MPOAOMKUTL X0Ab6y. MomHuTe, Bawa
LieMb: NPOATM MaKCUManbHOEe PacCTosHNE 33 6 MUHYT».

Bo Bpems npoBefeHMs TecTa MOXHO WATW 3a MALMEHTOM, He
hopcupys Temn ero xo4b6bbl. Kaxable 60 cekyHL cnegyet no-

OLLPATbL NaLUWeHTa, NPOU3HOCSA CMOKOWHLIM TOHOM (hpasbl: «Bce
xopowo» unu «Monogeu, npogosxante». Henb3sa MHPOPMUPO-
BaTb NalWeHTa O MPOWLEHHOW AWCTaHUMM W OCTaBLUEMCS Bpe-
MeHu. Ecnu nauueHT 3ameansieT Xof4b0y, MOXHO HarnoMHUTL O
TOM, YTO OH MOXET OCTaHOBUTLCH, OTAOXHYTb, NPUCNOHUTLCH K
CTEHe, a 3aTeM, KaK TO/IbKO MOYYBCTBYET, YTO MOXET MATU, NPo-
LOSKUTL X0Ab6Y. 10 MCTeYeHN 6 MUHYT crnesyeT NonpocuTh na-
LIMEHTa OCTaHOBMTLCA M HEe ABMraTbCA, NOKa He ByAeT U3MEpeHo
NpONJeHHOe paccTosHMe. HeobXoAMMO U3MepUTb PaccTosiHUe C
TOYHOCTbIO 0 1 M, 3aTeM NPeanoXuTb NaLMEHTY NPUCECTb W Ha-
6nt0ath 3a HUM, Kak MUHUMYM, 10 MUHYT. B 370 BpeMS OH MOXeT
3anofiHNTb DOPMY OLIEHKK 0fibiliKK Mo bopry. He cneayet coo6-
LUATb NaLUUeHTy ANCTAHLMIO, NPOAAEHHYIO B tO6OM M3 TECTOB.

NPUNOXEHUE 2. LLKAJIA OLIEHKW O1bILLKW N0 bOPTY

0 OTCYTCTBYET

05 04eHb, 04eHb cabas (eABa 3ameTHas)
1 04eHb cnabas

2 cna6as

3 yMepeHHas

4 6ornee Tsxenas

5 TsHKenas

6;7 04eHb TaXKesas

8;9 04€Hb, 04eHb TAXKenas

10 MaKcumanbHas

NMPWI0XXEHUE 3. UHOOPMALIUA ANA NALUEHTOB

« [ToBbILLEHNE AaBNEHUS B COCyAaX Nerkux HaswisawoT JII unu,
NPy HaNUYUM JONOSHUTENbHbIX OMNPEAENeHHbIX MPU3HAKOB, —
JIAT. NNAT - ato peakoe cocyauctoe 3abonesaHue, KOTOpoe xa-
pakTepum3yeTcsa NocTeneHHbIM pa3BuTMEM W NPU OTCYTCTBIM NieYe-
HUS NPUBOJUT K TSXKESTbIM NOCNEACTBUAM.

« [Tpnyuna JIAT nHoraa ocTaeTcs HeM3BeCTHOW, OJHAKO Cylle-
CTBYIOT cpopMmbl JTT, cBA3aHHbIE C 60NE3HAMM CepaLa, Nerkux, 06-
paszoBaHuem TPOM60B.

« ]Il BCTpeyaeTcs y Ntofien BCeX BO3PACTOB, Pac, KaK y MY>XY4MH,
TaK W XKEHLLMH.

« Y no60oro 4Yenoseka Moxet pa3sutbes J1I, 04HAKO, eCTb (hak-
TOPbI PUCKA, KOTOPbIE 1eNatoT HeKOTOPbIX NloAei 6onee npegpac-
nonoxeHHbIMU. K HUM oTHOCAT BIC, cnCTEMHbIE («peBmartnye-
CKuMe») 3a60/1eBaHNA COEANHUTENBHON TKAHU, 8 TAKXE HEKOTOPbIE
MHEKLMK.

« bonbHble JTT 06bI4HO XanyTCA Ha 0AbILLKY, FONOBOKPY)XXEHUE
1 YCTanocTb, cNabocTb, U BbIPAXEHHOCTb 3TUX NPU3HAKOB 006bIY-
HO yCyryobnseTcs ¢ pa3BuTem 60N1E3HU.

» Bpayn pasHbix CneumanbHOCTEn MOryT AWArHOCTUPOBaTh W
neyutsb JIAT. OfHaKo NpevMmMyLlecTBO MMEOT Bpayn, KOTopble Y
KOTOPbIX HabNoAAKTCA U neyartca 6onbLune rpynnbl 601bHbIX T,
TaK Kak oMbIT Bpaya UMeeT 04eHb 60MbLIOE 3HAYEHMe.

« ECTb HECKONbKO Pa3NNyHbIX TUMOB JIEFrOYHONA TMMNEPTEH3NN, 1
NevyeHne MOXeT ObITb pa3HbIM B 3aBucuMocTyn oT Tuna JII, KoTo-
pbi Bbl umeeTe. TonbKo Bpady, UMEOLLWUA ONbIT paboTbl ¢ 60Mb-
HbiMU JIT MOXET npaBunbHO onpefenutb TN JII 1 Ha3Ha4UTb
neyeHue.

« IMeeTcs MHOro pasfiMyHbIX TECTOB W METOLOB 06Cnef0Ba-
HUS, UCNONb3YEMbIX, AN TOro 4T06bI 3anoao3puTth JII. OaHako
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BepUcULUMPOBaTL AnarHo3 JIT MOXHO TOSIbKO NpuW KaTeTepmaaLmnm
cepaua u cocynos nerkux. Moapo6HO 0 BO3MOXHOCTAX KXo/
ANarHOCTNYECKOM NpoLeaypbl Y3HaNTe y CBOErO fleyallero Bpaya.

* )Ku3Hb ¢ JIM- 370 HenpepbIBHbIA NEPecMoTp 06pasa XUHU.
Bam, BO3MOXHO, noTpebyeTca npeHebpedb HEKOTOPbIMU exe-
[HEBHbIMU [ienaMu, KOTOPble Ka3anucb BXHbIMU, NPeXae Yem
Bam 6bina anarHoctuposara JIAl, 4To6bl NOSBMNOCL BPEMS AN
HEKOTOPbIX Balinx HOBbIX 06513aHHOCTEN. BOMBLUNHCTBO NaLMeH-
TOB, XMBYLWMX C JI[, HAXOAAT, 4TO UM CTAHOBUTCA HE N0 cunam
TOT aKTUBHbI 06pa3 XN3HW, K KOTOPOMY OHU NPUBLIKNK. PeLue-
HUe 3afia4u, NPexae TPeobytoLLed Yac, MOXET 3aHATb HECKOJTbKO
OHeN nnu paxe 6onblie. 310 XapakTepHas 4vepta Xusuu ¢ JIT,
1 OHA He JO/MKHA BbITb NPUYMHOIA Y4YBCTBOBATL CE6S HEMOJSIHO-
LeHHbIM. OnpegenuTe NpuopUTETLI B BOMpPOCax, TpebytoLnx Obi-
CTPOro pelleHns, a Takxe B [enax, KoTopble MOryT NoA0XAaTh.
JT0 NOMOXKET Bam CKOHLIEHTPUPOBATLCA HA BAXKHbIX enax u ony-
CTUTb HECYLLeCTBEHHbIE MP06ieMbl. [TOMHUTE, YTO LieNN JOKHbI
ObITb PEANMCTUYHBLIMU ANS BbINOSHEHMSA, @ BPEMSA N1 UX peLue-
HUS JOJKHO ObITb JOCTATOYHbIM.

o [Tpn JII HeT Kakux-nu6o cneunanbHbIX AUET UKW NPOAYKTOB,
KOTOPble MOTYT yCyrybuTb 60ne3Hb.

« [Tpn ocnoxHenun JII pa3BuTMem cepaeyHon HeJoCTaTOuHO-
CTU CrefyeT OrpaHnMynTL ynoTpebneHune noBapeHHon Conm n Ko-
NINYECTBO BbINUBAEMON XMAKOCTUW. 0OBapeHHas cofib COAEPXUT
HaTPWIA, KOTOPbIA perynupyer 6anaHc XuakocTu B Bawewm opra-
Hu3Me. Korga cofepxaHue XWLKOCTU B TKaHAX yBeNUYMBaeTCA
(a 370 06bI4Has npobniema AN nauueHTos ¢ J1AT), 06bem KpoBu
TaKXe yBENUYUBAEGTCA, YTO NPEACTABNAET YBENNYEHNE HArpy3KU
Ha Bawwue cepaue. OanH 13 camblx 3EKTUBHBIX CNOCOO0B CHM-
31Tb HArpy3Ky Ha cepjue — 3T0 YMeHbLUEHWe Konnu4ecTsa cosnu,
ynotpe6naemoi B nuuly. TakKe U3BECTHO, Y4TO AMETA C HU3KUM
COZIepXXaHMeM COMN OKaXxeT 60onbLuee BIusHWE Ha Bale 3popo-
Bbe, ECNIN OHA OyfeT coyveTatb NPOAYKTbI, 6oratble KanbLuem,
MarHuem, kanuem, n oocqopom.

 OrpaHuyeHne 06bema BbINMUTOA XXWUAKOCTU TaKXe MOMOXET
136eXaTb WU YMEHbLUUTb OTEKU W 3a[ePXKY XMAKOCTU. He pe-
KOMeHAyeTcs BbinuBatb 60nee 2 NUTPOB B [eHb, OfJHAKO 06beM
JOSKEH ONpefensTbCs MHAUBMAYANbHO, MPOKOHCYNbTUPYATECH
Lns onpefenexns NUTLEBOr0 pexuma ¢ Bawnm spavom.

« [1ns HOpManuaaumm BOAHOro 6anaHca BaMm MOryT nomoub cre-
aytoLine CoBeTbl:

N3MepbTe KOMUYECTBO XXUAKOCTU, KOTOPYO Bbl NbeTe KaXKabIn
JieHb, N0 KPanHei mMepe, B TE4EHNE NEPBbIX HECKONbKMX HeLeNb.
[1Ba nuTpa XUAKOCTU PaBHAKTCA B CPpeaHeM 8 yalwkam. He 3a-
6yabTe cyuTaTh BOAY, KOTOPOW Bbl 3anuBaete Tabnetku. Cynsbl,
MOPOXXEHOE, XXemne TakKXe AOMKHbI ObiTb NOCHUTAHbI KaK XWA-
KOCTW. YBEeNMYeHne Beca — 0uH U3 NepBbIX 3HAKOB, 4TO Bbl 3a-
JepXXunBaeTe XuaKocTtb. BasewwmsainTte cebs exenHeBHo. Ecnun Bbl
0TMeyaeTe yBe/IMYeHne Beca Npu NpexHem pexxmme nUTaHns, He-
06X0MMO0 YBEOMUTb 06 3TOM CBOEro Bpaya.

« B HacTosLLEe BPeMsi He YCTAHOBNEHO KaK BAMAOT oU3NHecKue
YNPaXHEHNS HA NPOrHO3 NPK NEro4HoN runepTeH3un. OgHaKo, ecnu
Bbl Benn 40 60/1e3H1 COPTUBHBINA 06Pa3 XXM3HM, MOCOBETYNTECH CO
CBOWM BPpa4yoM, HACKOJbKO LieniecoobpasHbl Ans Bac 3aHaTus cnop-
ToM. Ecnn Bawu Bpay 0406pseT 3aHATUS CNOPTOM, HE0BX0AUMO Bbl-
MOJSTHEHME PEKOMEHAALNIA, 4TOObI HE HAHECT cebe Bpea;

« He nepeHanpsaraTtbcs. 3aHATUE HEOOXOAMMO OCTaHOBUTbL NpK
MOSIBMEHNMN TaKUX NPU3HAKOB KaK AypPHOTA, YCTaNoCTb, OLLYLLEHNE

CLABNWUBAHWA B TPYLHOM KIIETKE, Y4aLleHHOro cepAuebueHns unm
4pe3MepHoii obllKK. Mexay ynpaxHeHusaMu UCrnonb3ynTe Ao-
CTaTOYHOE Bpems N1 BOCCTaHOBNEHWA. V3b6erante usnyeckon
AKTUBHOCTU Ha YNULE NpW HU3KOW TemnepaType, BbICOKOW BNaX-
HOCTH.

« [loMHMTE, YTO NOAPOOGHO HA BCE BOMPOCHI, CBA3AHHbIE C AWa-
FHO30M fleroYHas runepTeH3ns, 06pa3oM XWU3HU U NEeYEHUeM,
Bam noMoXXeT Bpay — cneuuanucT no Nero4Hoi runepTeH3niy.

« B HacTosLLee Bpems HET nekapcTsa, nanednsatouero JI. Oa-
HAKO MMeOTCs Apyrue nekapcTBeHHbIe npenaparbl, CNOCO6CTBY-
foLLMe YAYYLLEHUIO U NOMOratoLLimMe 60S1bHBIM YNyyLIaTh CBOE qou-
314eCKOe cocTosiHWe. Bpay, asnawowmincs cneyuanuctom no JIT,
nosf6eper BaM afieKBaTHOE BaLUeMy COCTOSIHWIO fleveHne u 06b-
AICHWT JOCTOMHCTBA W NPEUMYLLECTBA Pa3fIMYHbIX ero BaphaHToB.
Mop6op Tepanum OCYLIECTBAETCA MHANBULYANIbHO, NOMHUTE, YTO
BCe MaumeHTbl pasHble, n Baw gokTtop nog6epet Bam BapuaHT ne-
YeHMs, NYYLWKUA Npu BaLLeM Cryyae.

« [MauuenTy ¢ yCcTaHOBNEHHbIM AnarHo3om JII nokasaHo Tiia-
TenbHOe ambynaTopHoe HabnAeHne C BU3UTAMU K Bpady Kax-
nble 3-4 mec. Tpebyetcs Co6MI0AeHNE 06LLUX MEPONPUATIIA (CM.
«Jle4€HNE»), PErynsapHblii NpuémM NeKapCTBEHHbIX MpenapaTos
CTPOro B COOTBETCTBMM C PEXUMOM Jie4eHns. B cnyyae npuema
LONYPETUKOB — eXeJHEBHbIN KOHTPOMb Beca W guypesa, sapda-
puHa (MHO exemecsyHo), npu npueme AP3J (eXXemMeCsaYHbIN KOH-
TPOJb MEYEHOYHbIX TECTOB).

« Bcem nauueHTam, COBEpLUANOLIMM aBuanepeneTbl B Apyrue
CTPaHbl, BXXHO PEKOMEH[I0BATb MMETb Mpu ce6e MeauLNHCKNE
NOKYMEHTbI 0 ANarHo3e, MeCTOHAXOXAEeHUU GNVKaNLIero MecT-
HOro ueHTpa J1I, KOHTAKTHON MHA OPMALK C HUM.

NPUNOXXEHUE 4. ONPOCHWK ANA bOJIbHbIX
C MOA03PEHUEM HA HANWYME Nr

Paspa6oTaH crefytolnii ONPOCHUK ANs PaHHEro CKPUHMHra
60nbHbIX ¢ JI, KOTOPbIA NO3BONSAET BbILENUTb IPYNIbl BHICOKOIO
1 YMEPEHHOro pucka (Ha ocHoBe nogcyeta 6annos: 1 6ann npu
KaXJ0M 0TBeTe «Ja») pa3sutus JI, Ang KOTOPbIX NPUBJIEKAKOTCS
LOPOrocToALLMe MeToAbl AUArHOCTUKKU, NO3BONAIOLNE BEPUDU-
UMpoBaTb AMArHO3 M ONPeeNuTbCA C TAKTUKON neveHus. Mpynna
HW3KOro pucka He TpebyeT HanpasfieHns B CTaLMOHap, a onpoc-
HUK MOXET NPUMEHATLCA B Ka4yeCcTBE WHCTPYMEHTA KOHTPONA B
LVNHAMUKe.

MoPOroBbIN bAJ AN HANPABJIEHUA
B 3KCMEPTHbIW LIEHTP

MoporoBbii 6an ans HanpasneHus B IKCNEPTHbIA LEHTP

<5 6annos Nero4yHas runepTeH3uns 0TcyTCTBYET
cvMMa AVArHo3 «neroyHas runepTeH3usi» BepOSTHbIN:
y XenaTenbHO HanpaeneHue B

6annos 5-10 y
OKCNEPTHbIA LEHTP

— AVArHo3 «JIero4Has runepTeHsns»
BbICOKOBEPOSATHbIN: CPOYHOE

6annos >11

HanpaBneHne B IKCNEPTHbIIA LEEHTP
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NMPWI0XEHUE 4. OMPOCHUK ANA b0JIbHbIX C NOAO3PEHUEM HA HAJINYUE 1T

1. KnuHMYecKk1e CUMNTOMbI
OAbILLUKA Ha BbICOTE (OM3MYECKOI HArpy3KM UK B NOKOE
MOBbILLEHHASA YTOMSEMOCTb
cepauebmeHne
rO/I0BOKPY)XEHUe
06MOpOKM
6051 B rpyau
Kalllenb Un KpoBOXapKaHbe
OTEKW FOJIEHEN 1 CTOM
2. [1aHHble thu3ukanbHOro ocmMoTpa
AKLIEHT (pacLuenneHue) 2 TOHa Haf JIEro4HOI apTepueit/ Wymbl/ pUT™ ranona
Llnanos — LeHTpanbHbIN / nepudepuyeckuit
Mpu3Haku MK aekomnexcawum:
PacwmpeHue / nynbcauns LWeiHbIX BeH
Acumt / renatomeranus / UKTepU4HOCTb CKNep
lMepudpepnyeckne oTexu

lMpn3HaKK, yKkasblBaOLLE HA BOSMOXXHYIO npuyuny J1I':
BbIpaXKeHHbIi renatorynapHblin pedpitoke (nopaXkeHus 1eBbIX 0TAEN0B cepAua)

TeneaHrnoakTaaun/ cknepoaakTUNNs/ KoXHble NPOSIBNEHNs (CUCTEMHBIE 3a6051EBAHNS COEAMHUTENBHOM TKaHN)

Xpunbl B NIErkux (MHTepcTULManbHble 60ne3Hm nerkux, XObJT, nopaxeHus nesbIx OTAEN0B CepaLa)
[Mpn3HaKkm TPOMBO30B BEH HUMXKHIUX KOHEYHOCTE Unu nepeHeceHHas TIJTA
3. AHamMHecTMYecKUe CBEieHUs
Hanuume J1I' y poACTBEHHUKOB
Cnyyan BHe3anHon CMepTyH N0 HeyCTaHOBNEHHOW NPUYNHE
lpuem NiekapCTBEHHbIX NPenapaToB (aHOPEKTUKM, FOPMOHASTbHbIE
KOHTpaLenTnBbl, aMheTaMu1HbI, KOKaWUH, XMMoTepanus)
MosiBNEHNe CUMNTOMOB B Nepuoj 6epeMeHHOCTH, Nocne PoaoB unn abopta
MosiBneHue cumntomoB nocne OPBU unn nHeBMOHMUK
lNosBNeHNe CMNTOMOB NOCANE CTPECCA UM YPe3MepHON (hM3NYECKON Harpy3Km
4. Hanuyue 3abonesanmii, accoLumpoBanHbix ¢ JIF
BY-uHeKums
lMopTtanbHas runepTeH3uns
CncteMHble 326051eBaHNA COEANHUTENTIbHON TKaHN
BpoX[eHHbIE CUCTEMHO-/1Er0YHbIE LUYHTbI
Capkonpos
3aboneBaHus LLMTOBUOHON XXene3bl
3ab0neBaHNs KpOBMU:
COCTOSIHWE MOCSIe CMIIEHIKTOMUM
CepnoBUAHO-KNETOYHAs aHemMus
[3-Tanaccemus
XPOHWYECKMe MUenionponugepaTuBHbIe 3a60sieBaHus
Pepnkue reHetuyeckue 3a6051eBaHmns nim 6051e3HN 06MeHa:
60ne3Hb Mowe
60ne3Hb PoH bepka
HaC/eACTBEHHAsA remopparuyeckas TeneaHrnakrasus (6onesHb Ocnepa-Bebepa-PaHato)
5. Hanuuune npu3nakos JII no gaHHbiM IKI
6. Hanuuure npusHakos JII no faHHbIM PEHTTEHOrpatiuu OpraHoB rpyAHON KNETKM
7. Mpn nogo3pennn Ha Hanuume JII nposegexue axokapa1orpacum:
BO3MOXXHbIil IMATHO3 «J1»
CKopocTb TpUKycnmaanbHoW peryprutauuu <2,8 m/cek + GIJTA <36 MM pT. CT.
+ Hanuyue gononHutenbHbix 3XoKI npuaHakos J1I
BbICOKOBEPOSATHbIN IWATHO3 «JIr>
CkopocTb TpuKycnuaansHoii peryprutauum 2,9-3,4 m/c + CAJ1A 37-50 mm pT. CT.
+ Hanuyue nnu otcytcTeue gononHuTeNbHbIX IX0KI npusHakos J1T

Na

Het
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