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CokpallueHus 1 ycnoBHble 0003Ha4YeHus

OO0mIecTBa M ACCONMALMI

BO3 — BceMupHast opraHu3aivisi 3paBoOXpaHeHUsI

EOK — EBporneiickoe 00111eCTBO Kapa1O0JIOroB

EOIT — EBponeiickoe 001IeCTBO MYJIbMOHOJIOTOB

EMA — EBporieiickoe MEIUIIMHCKOE arTeHTCTBO

EACVI — EBporneiickasi accouuanusi BU3yaau3aluu CepaeuHO-COCy-
JIUCTOM CUCTEMBI

KITP — Komurert 1o [Ipaktnueckum PekoMeHmamusam

CoxkpaueHus

AJIAT — acconmupoBaHHasi JIeTOYHAsI apTepUaibHast TUTIEPTEH3UsI
AJIT — ananuH-aMmuHOTpaHCchepasa

APD — aHTaroHUCTHl PeLIENTOPOB FHAOTEINHA

ACT — acnaprat-aMHHOTpaHchepasa

BAJIA — GaiioHHast aHTMOIUIACTUKA JIETOYHOM apTepun

BKK — 6;10KkaTOp KajablMeBbIX KAHATIOB

BI1C — 6ayutoHHas npeacepaHas CeTOTOMUS

B/B — BHYTPUBEHHBbI

BAPBT — BbICOKOAKTUBHAsl aHTUPETPOBUPYCHAS TEpaITUsl

BHY — Bupyc nMmmyHonedunTa yejioBeka

BOBJI — BeHOOKITI03UOHHAs 00JIE3HD JIETKUX

BITC — BpoXIeHHBII TTOPOK ceplia

BPT — BazopeakTUBHBII TECT

AT — nuacToauMyecKuii rpalueHT AaBIeHUs

JJUTA — nuacronnyeckoe JaBjieHue B JIETOYHON apTepum

J3JIA — naBjieHuUe 3aKJIMHUBAHUS B JICTOUHOW apTepuu

JJIA — naBneHue B JIETOYHON apTepuu

JTIIT — paBieHue B MpaBoOM Mpeacepanu

JACJI — muddy3rnoHHass CHOCOOHOCTD JIETKUX (/1T MOHOOKCH/IA yIJie-
poza)

JATO6MX/T6MX — mucTaHIUs B TeCTe MECTUMUHYTHOW XOIbOBI/TECT
IIECTUMUHYTHON XOIBOBI

en. Byn — enunuubl Byn

WJIAT — navonaruyeckast JerouHasi apTepuaiibHasi TMIIepTeH3US
NJI® — uavonatnyecKuii JerouHbiii Gruodpo3

ulTKJIT — u3onupoBaHHAas MOCTKAMWLISIPHAS JIETOYHAsl TUIIEPTEH3UST
NDD-5 — uarudutop dochoanacrepassl 5 TuIIa

NDJT — uccnenoBanue GyHKIMM JIETKUX

KITKC — kaTerepu3zalus IpaBbIX KaMep cepaLa

KIIT — kapauomnyJIbMOHaJIbHBII TECT

KT — xomnbloTepHas Tomorpadus

KTBP — komnbloTepHasi ToMmorpacdus BBICOKOTO pa3pelieHus

JIA — nerouHast apTepus, JIETOUHbIE apTEPUU

JIAT' — nerouyHasi aprepuajbHasi TUTIEPTEH3US

JIT — nerouyHasi runepTeH3Us

JIK — 7neBblit xXenynouyek,/eBoXeTy109KOBbII

JIKI" — nerovyHblii KanmwuIIpHbIN TeMaHTMOMATO3

JUUIAT — nekapcTBEHHO MHIYLIMPOBAaHHAs JIeroyHas apTepuaibHas
TMIIePTEH3HSI

JIIT — neBoe mpescepavie/IeBONIPENCEPIHBI

JICC — nerouyHoe cocyaucToe CONpOTUBIIEHUE

MHO — MexnyHapoaHOe HOpMaJIM30BaHHOE OTHOLICHUE

MP — MarHUTHBII pe3oHaHC

MPTc — MarHuTHO-pe30HaHCHas ToMorpadus cepaia

HJIAT — HacnencTBeHHas JierouHasi apTepyaibHasi TUTIEPTeH3US
HIIB — HuxxHSs nonas BeHa

OA — oxcuz a3orta

OWUT — otaeneHne MUHTEHCUBHOM Teparuu

OP — orHocuTenbHbIi puck (RR — (aHri.) relative risk)

I2K — mpaBblii XeTyIoueK,/mpaBoXeTyT0YKOBbI

TIJITH — nepcuctupytolias JeroyHasi TMnepTeH3us HOBOPOXKACHHBIX
IJIKC — maTosiorust IeBbIX KaMep cepiiia

ITIT — nipaBoe nipeacepavie

TITJIT — nmopTo-myabMOHaJIbHASI JIETOUHAs TUTIEPTEH3US

pI'll — pacTBopuMas ryaHuiaTuyKIiIa3a

PKW — paHnoMu3npoBaHHOE KIIMHUYECKOE UCCIeNOBaHME

CB — cepaeuHblit BBIOpOC

c¢IJIA — cucronuyeckoe JaBjieHUE B JIETOYHON apTepuu

CIJIA — cucToIMYeCcKOe IaBJIeHUE B JISTOUHOW apTepuu

C3CT — cucreMHoe 3a00sieBaHUE COSIMHUTENbHON TKAaHU

CH — cepaeuHbIil UHIEKC

CKA — ceproBUIHOKJIETOYHASI aHEMUST

CH — cepneyHast HEIOCTaTOUHOCTh

CHc®B — ceprmeyHass HEIOCTaTOYHOCTh C COXpaHEHHOM (pakiirei
BbIOpOCa

cpJIA — cpenHee AaBleHUE B JIETOYHOI apTepuu

CC — cucteMHasl CKJIepoIepMusi

CCC — cucTeMHOE COCYIUCTOE COMTPOTUBIICHUE

CTP — cKopoCTb TPUKYCTIUAATBHOI peryprutauuu

TTIT] — TpaHCTyJIbBMOHATBHBIN rPaIMeHT AaBICHUS

T.p.J. — TPU pa3a B JIeHb

TOJIA — TpoM603MOOUS JIETOYHOI apTePUU

TOxoKI — TpaHcTOpakaibHasl 3xoKapauorpadus

DOK— byHKIIMOHATBHBIN KITacc

XOBJI — xpoHuueckasi 00CTPYKTUBHAsI 00JIE3Hb JIETKUX

XTOJIT — xpoHHnuecKasi TpoMO03MO0IMUeCcKast JJeToUHast TUTIEPTeH3US
ul'M® — UMKINYEeCKUii TyaHO3MH MOHOMoChaT

OKI — anekTpokaparorpaMma

BDKMO — akcTpakopriopajibHasi MeMOpaHHast OKCUTeHAaIUsT

DBJIA — sHIApTEPIKTOMUS U3 JIETOUHON apTepun

Ox0oKTI — axoxkapauorpadusi

BMPR2 — bone morphogenetic protein receptor 2, peuentop 2 Tuma
KOCTHOTO MOP(OTEeHHOTO IMPOTeHA

BNP — brain natriuretic peptide, MO3roBoii HaTpUNYypETUUECKUIA TIETITU
BREATHE — Bosentan Randomised trial of Endothelin Antagonist
THErapy, kxmuHu4YecKoe paHIOMU3UMPOBAHHOE HCCIIeIOBaHME OJOKa-
TOpa HIOTEIMHOBBIX PELENTOPOB OO3eHTaHA

CAV1 — kaBeosuH-1

EIF2AK4 — 5yKapnoTHYeCKU MHULIMUPYIOIIUI TpaHCISLNIO (hakTop
2 anbdha KMHa3bl 4

FDA US — Food and Drug Administration, YrpaBieHue nmo caHuTap-
HOMY HaJ30py 32 KaUYeCTBOM IMUIIEBHIX TPOAYKTOB ¥ MENUKAMEHTOB
NT-proBNP — N-TepMuHanbHbII (DparMeHT MO3TOBOTO HATPUIAYPETH -
YecKoro mponentuaa B-tuma

NYHA — New York Heart Association, Hbio-Mopkckast Accoumarst
Cepaua

PaCO, — mapuuanbHOe AaBieHNe IMOKCHIA YITIepOIa B apTepHaibHON
KpOBU

PaO, — napuuanbHOe faBeHNe KUCIOPOA B apTepUalbHON KPOBH
SvO2 — caTypaliysi KUCJIOPOJIOM CMeIIIaHHOM BEeHO3HOI KPOBU

TAPSE — tricuspid annular plane systolic excursion, cucTojMyecKas
9KCKYPCHS IJIOCKOCTU KOJIblia TPUKYCITUIAIBHOTO KJlarnaHa

TGF-b — tpaHchopmupyoiuii aktop pocra b

VE/VCO, — minute ventilation — carbon dioxide production
relationship, cooTHOILIEHME MUHYTHOW BEHTWISALIMU-00pa30BaHUS
NIMOKCUJIA YIJiepoJa BeHTWISILMs/Tiepdy3ust




KNNMHWYECKME PEKOMEHZALNN

1. Mpeambyna

B pexoMmeHmaumsax coOpaHBI W IIPOaHATIU3UPOBAHBI
BCC MOOCTYIHBIC CBEACHHUS II0 KaXIOMy BOIIPOCY
Ha MOMECHT HAITMCAaHUS IJII IOMOIIA MEIWIIMHCKUM
pabOTHUKAMU B BBIOOpE HAWJIYUIICH WHIWBUAYATHHOMN
CTpaTeTUH BeIeHUS IAIIMEHTA C OIPEIeICHHBIM COCTOSI-
HHEM, C YICTOM BIUSHUS Ha MCXOI, a TAKXKe COOTHOIIIE-
HHUE PUCKA-TIONB3bl TMATHOCTHYECKNX M JICYCOHBIX TIPO-
menyp. PekoMeHmanmm OKHEI TTOMOYb BpadaM IIPHHH-
MaTb peIICHUs B eXeIHeBHOW mpakTuke. OmHAKO
OKOHYATEJIbHOE pellleHNe KacaTeJIbHO BeICHMST KOHKPET-
HOTO TIaIlMeHTa MOJDKHO OBITh CHENIAHO CIIeIMAICTOM
(crremanycTamMn) TpW yIaCTUM ITIallMeHTa M, 3a00TsI-
IIAXCSI O HeM, Jomeil. 3a mociemHue HECKOJIBKO JIeT
OITyOJIMKOBAaHO MHOTO PeKOMEHOAIIMil, pa3pabOoTaHHBIX
EBporeiickum obmiectsoM KapamoiioroB (EOK) u EBpo-
reiickuMm obmecTBoM myiabMoHojoroB (EOIT), a Takke
IPYTUMU OOIIEeCTBAMU U OPTaHU3AMUSIMH. YUHUTHIBAs
MMPAaKTUYECKYI0 HAMPaBICHHOCTh, IIPU CO3TAHMHU PEKO-
MEHIAIN OBLTA YCTAHOBJICHBI KAYeCTBEHHBIC KPUTECPUM,
yTOOBbI BCE pelIeHUs ObUIM 0o0jiee MPO3payHBIMHU IS
mojb3oBaTers. PekoMeHmamm mo pa3paboTKe 1 BHEIApE-
Huo pekoMmeHganuiit EOK Moxno Haiitu Ha caiite EOK
(http://www.escardio.org/Guidelines-&-Education/
Clinical-Practice Guidelines/Guidelines-development/
Writing- ESC-Guidelines). Pekomennanmu EOK pery-
JIIPHO OOHOBIISIIOTCS M TPEICTABISIOT OMUIINATBHYIO
MMO3UIINIO Ha 3aJaHHYIO TEMY.

UYnensr paboueit Tpymmmbsl ObutM BeIOpaHBI EOK
n EOII, n mpeacraBnsioT mpodecCUOHAIoB, paboTalo-
IIMX C MaUMEeHTaMU C JaHHBIM 3abosieBaHueM. M30paH-
HBIE SKCICPTHI BBITIOJHIUIM BCECTOPOHHMIT 0030p OITy-
OJIMKOBAaHHBIX HAHHBIX O BeACHWM (BKJIIOYasl IMArHO-
CTUKY, JieueHue, NpoGdUIaKTUKy W peadbuIuTaluio)
MAaHHOTO 3a00JIEBaHMWS COIJIAaCHO YyciioBWsIM KowmmteTa

o IIpakTnueckum Pekomenmaumsm (KITP) EOK 1 omo-
openuto EOII. brima mpoBeneHa KpUTWYecKasl OIleHKa
NUAarHOCTUYECKUX M JIe4eOHBIX IpOLEeayp, BKIIOYas
COOTHOIIIEHWE pUCKa Y TTOJIB3bI. [1pn Hammunm cBeneHui
OBUTM BKJTIOUEHBI OLIEHKN OXKUJAeMBIX MCXOJIOB 30POBbS
HaceJIeHHUsST IJisg Oojiee KPYITHOM ITOMYJISIIMU. YPOBEHB
JI0KA3aTeJIbCTB M CWIa PEKOMEHIALMM KOHKPETHBIX
BapHMaHTOB TAKTUKU BeJIeHUST ObUTM B3BEIIEHBI M KJTACCH-
GULIMPOBAHEI B COOTBETCTBUU C TIpEeAONpeAcIeHHBIMUI
cxeMaMH, KaK oImrcaHo B Tabiaumax 1 u 2.

DKCIepPTH B 001aCTH pa3pabOTKA peKOMeHmaluit
1 0030poB co3aanu ¢GopMbl JeKaapallii WUHTEPECOB
IUIST BCEX B3aMMOOTHOILLEHUI, KOTOpPbIE MOTYT OBITh
BOCIIPMHSTBHI KaK peajbHble WIN TOTEHIMaJIbHBIE
WCTOYHUKN KOHQJIUKTOB HHTEpPEcOB. DTU (HOPMEI
ObLIM COOpaHbI B OAHOM (haiijie 1 MOTYT ObITh Hali 1€ HbI
Ha BebO-caiite EOK  (http://www.escardio.org/
guidelines). O mOOBIX M3MEHEHMSIX B IEKJIapalusIx
WHTEpPECOB, KOTOphble BO3HMKAIOT B IEpHOA HaIlMca-
Hus, Heobxomumo yBemomMuth EOK 1 EOIT u o6HO-
BUTH UX. Bcst hmHaHcoBas moanepkka pabodeii TpyIbl
ocymectBieHa EOK u EOII 6e3 ygacTust mpeacTaBUTe -
JIeW MHIYCTPUU 3IpaBOOXpaHEHHUS].

KITP EOK nHa6momaeT U KOOpAMHUPYET MOATOTOBKY
pPEKOMEHIAILIMI C IIOMOIIBIO pabOIMX TPYII U 3KCIEp-
TOoB. KOMHTET TaK Xe OTBeYaeT 3a IpOLECC BHEAPEHUS
pekoMeHmanuii. Pexomenmanmuu EOK TmartenrsHO
usydaror KITP u BHellIHUe 3KCHepThl, U B TaHHOM CITy-
yae, 9KcIepThl, aesernpoBanHbie EOII. ITocie cooTBeT-
CTBYIOIIEH MPOBEPKU PEKOMEHIALINU JOJIKHEI OBITH OJI0-
OpeHBbI BceMM YIaCTHUKaMU padouei rpymimbl. OKoHYA-
TenbHbIN ToKyMeHT ogoopeH KITP u EOII x rmybukammm
B European Heart Journal m European Respiratory
Journal. PekomeHmannm ObUIM pa3pabOTaHbI ITOCITE TIA-
TEJTbHOTO W3YYEeHUs] HAYYHBIX W MEOUIIMHCKUX TaHHBIX

Tabnuua 1
Knaccbl pekomeHgaummn
Knaccbl pekomenaumii  OnpepeneHue Mpennaraemas
popmynmposka
Knacc | [LaHHble n/unm Bceobluee cornacue, 4To KOHKPETHbLIA METOL, eUEHUs! U BMELWATEIbCTBO NOME3Hb, PexomeHpyeTcs /
3¢ P eKTUBHbI, UMEIOT NPpenMyLILecTBa. nokasaH
Knacc Il MpoT1BOPEUMBBIE AAHHBIE /U PACXOXAEHNE MHEHUI O Nonb3e/3¢pdeKTUBHOCTU KOHKPETHOTO METOAa
JIeYEeHVs UK NpoLesypbI.
Knacc lla B0/IbLUMHCTBO AaHHbIX/MHEHWI roBOPUT O NoJsib3e/ 3¢pPeKTUBHOCTH. Llenecoo6pasHo
NPYMEHSITb
Knacc IIb JlaHHble/MHeHs He CTOoJIb y6eanNTEeIbHO roOBOPSIT O N0Jb3e/3PHEKTUBHOCTH. MOoXHO NpUMeHsITb
Knacc Il [LaHHble n/unm BceobLuee Cornacue, 4To KOHKPETHbIA METOL, IEUEHUS U BMELATENbCTBO HE SBSIOTCS He pekomeHayeTcs

noseaHom uv 3GbEKTUBHOA, & B HEKOTOPbIX CIly4asx MOryT MPUHOCUTb BPes.

Tabnuua 2

YpoBHU fOKa3aTeNbHOCTHU

YpoBeHb Aoka3aTeNnbHoCTH A
YpoBeHb fokasatensHocTv B
YpoBeHb gokasatensHoctv C

[aHHbIe MHOrOYMCNIEHHBIX PAHAOMU3NPOBAHHbIX KIIMHUYECKNX UCCNEA0BAHMIA NN META-aHaNN30B.
JlaHHble 0AHOr0 PaHAOMM3MPOBAHHOTO KIIMHUYECKOrO UCCNEA0BAHMS N KPYMHbIX HEPAHAOMU3MPOBAHHbIX UCCNES0BAHUNA.
CornacoBaHHOE MHeHWe 9KCMEePTOB 1/unu HebonbLINE NCCNeOBaHUS, PETPOCNEKTUBHbIE NCCIeA0BaHUA, PEruCTpbl.
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1 TOKA3aTeJIbCTB, JOCTYITHBIX HA MOMEHT CO3IaHUSI PEKO-
MEHJIALWA.

3amauga pa3paborku Pekomennanmit EOK/EOII oxsa-
TBIBAET HE TOJTHLKO MHTETPALINIO CAMBIX ITOCIIETHUX VICCIIe-
JIOBAaHMWI, HO M co3daHue 00pa30oBaTeIbHBIX ITPOrpaMM
M TIpOTpaMM BHeIpeHUs peKoMeHmaiuii. C 1ebo IMpo-
KOTO BHEIPEHMST PeKOMEHIAIIMIT OBLIN BEITYIIEHHI “Kap-
MaHHBIe” BEpPCUM PEeKOMEHIALViI, OCHOBHBIC CIIAIbI,
OpONIIOPHI ¢ BaXXHEWIIMMM Te3WCaMM, CBOJHBIE KapThI
TSI HECTIEIIMAIMCTOB W DJIEKTPOHHAs Bepcus I -
POBBIX TIpWJIOXEHMI (CMapT(POHOB, U T.I.). DTH BEpPCUU
COKpAIlleHBl M TO3TOMY IIpM HEOOXOIMMOCTH BCeTaa
MOKHO 00paTUTHCS K ITOJIHOTEKCTOBOMY BapHaHTYy, KOTO-
pBIiIT HAXOOUTCSI B CBOOOMHOM mocTylle Ha caiite EOK.
HammonansueiM obmiectBam EOK pekomeHmyeTcsT omo-
OpUTh, TIEPEeBECTH M peajn30BaTh BCe pPEKOMEHIAIUUN
EOK. OcymecTBieHne mporpaMM HEOOXOOMMO, TaK KakK
OBUTO ITIOKA3aHO, YTO Ha MCXOX 3a00JIeBaHMS MOXKET
MO3UTHUBHO BIIUSITh UCITOJIBb30BaHNE KIIMHUYECKUX PEKO-
MEHIALWA.

O030pHI U peTUCTPHI HEOOXOIUMBI TSI OLIEHKW COOT-
BETCTBUS €XECTHEBHOU MPAKTUKU B peaTbHBIX YCIOBUSIX
¥ PeKOMEHIAIINI, 9TO MO3BOJISIET 3aMKHYTh KPYT MEXIY
KIIMHUYECKUMU UCCIIEIOBAHUSIMI, CO3MaHUEM PEKOMEH-
alnii, paclipocTpaHEHNEM W BHEJIPEHUEM UX B KIIMHU-
YeCKYIO TIPaKTHKY.

CrenmanycraM B 00JIaCTH 3IpaBOOXpaHEeHUS TIpeiia-
raeTcs mpuHATh pekoMeHmarun EOK/EOII npu Be16ope
KJIMHUYECKOTO pelIeHNsI, KaK B ONpeNeIeHN U peaa-
3aUUU TPODWIAKTUYECKUX, IMaTHOCTUYECKUX WUJTU Tepa-
MEBTUYECKUX MEAUIIMHCKMX cTpaTermii. TeM He MeHee,
pexkomeHmarun EOK/EOII He OTMEHSIIOT TUYHYIO OTBET-
CTBEHHOCTh MEIMIMHCKUX pPAaOOTHUKOB B IIPUHATUUN
JIOJKHBIX M TIPABUILHBIX PEIIeHUIA B OTHOIIIEHUH COCTO-
STHUST 3M0POBBS KaXKIOTO MTAIlMEHTa Y KOHCYIBTUPOBAHMS
MMaIeHTa 1 3a00TAIINXCST O HeM, KOTIa 3TO ITOJIOXKEHO 1/
WM HeobXoanMo. B 0TBETCTBEHHOCTh pabOTHMKA 31pa-
BOOXpaHEHMsI TaK XK€ BXOAWUT BepU(PUKALVI TIpPaBUI
W HOPM B OTHOIIEHWM Ha3HAYaeMBbIX JIEKapCTBEHHBIX
CPEICTB M YCTPOMCTB.

2. BeepeHue

Jlerounast runeprensust (JII')) — 3to marodusnono-
TUYIECKOEe COCTOSTHIE, KOTOPOE MOXKET BKIIIOYATh pa3HO-
00pa3HBIe KITMHUYECKNE COCTOSTHUS 1 OCIOXHSTD TeUe-
HUE OOJIBITMHCTBA CEPIEYHOCOCYINCTHIX 3a00JIeBaHUIA
u T1atojiorun jerkux. CocTaB paboOYMX TPYII OTpaxKaeT
MEeXINCUUIUIMHApHYIO ITpupory JII, 1 BKiIo4aeT, B TOM
YHCe, YWICHOB PAa3IMYHBIX MEIWIIMHCKUX OOIIECTB,
accoumannii ¥ paboumx rpyrmn. Hacrosgmmit JOKyMeHT
cleayeT 3a OBYMs TPEAIICCTBYIOIIMMMN PexomeHmaim-
avu EOK u EOII, ony6nukoBanHbiMu B 2004 1 2009,
¥ KOHIICHTPUPYeT BHUMaHMEe Ha KIMHIYECKOM BeICHUU
JIT. CucremaTndecKuii 0630p JIUTEPaTypHl OB BEITION-
HEH C TIOMOIIBIO MEDLINE® IS TIOMCKAa HOBBIX
HCCIeIOBaHMA, mocBAmeHHbIX JIT, 1 omy0IMKOBaHHBIX

HaunHasg ¢ 2009, YaacTHUKH pabodeii TPyl BRIOpaIn
WCCJIeOBaHUS, OCHOBaHHBIC Ha 3HAYMMOCTH U IIPaBO-
MmepHocTH. Ilo cpaBHeHMIO ¢ pekoMeHmauusMu EOK
u EOII 2009 BHeceHHI CIeayIomue OCHOBHBIC M3MEHE-
HUS:

+ Crpykrypa comepXaHWs ObLIa YIIPOIIEHA: TPHU
TepBOHAYATbHBIC OCHOBHBIC TJIaBhI, BKIIFOUAs KJIACCH(pM-
Kalliy, OCHOBHEIC HaIpaBJIcHMS U TuddepeHIInaTbHEIN
IWaTHO3, IBE¢ IVIABHI JICTOYHOI apTepUaIbHOM THIIEPTCH-
3un (JIAI) u omnHa rmaBa 11 Kaxkmoilt Hozojoruu, JIT
BCJICICTBHE IMAaTOjorMM JIeBBIX Kamep cepama (JIKC),
MATOJIOTHN JICTKUX W/WIA TUMOKCHH, XPOHUIECKOM
TpoM003MOO0IMIEeCKOit JerouHol runepTeH3un (XTIJIT)
u JII' ¢ HesICHBIMU W/WJIM MHOXECTBCHHBIMU MEXaHW3-
MaMHU.

* Bbum npuHATE HOBEIE (DOPMYIMPOBKH M TIapaMeT-
PBI TEMOIMHAMMWYECKOTO ONIPeAeICHIS TOCTKAITIISIPHOM
JIT. Jlerounoe cocymuctoe compotusicHue (JICC) ObI10
BKJTIOUCHO B reMogMHaMmdecKoe onpeneeHme JIALL

* bbula ony0iuMkoBaHa OOHOBJIEHHAs! KJIMHWYECKaAs
KJ1acCH(UKAIINS TSI B3POCIIBIX U IETEH.

* BBIIM OTMEUYeHBI HOBBIC MOCTIDKEHHS B IATOJIO-
TUH, TATOOMOJIOTUH, TCHETUKE, STTUACMHOJIOTHHI 1 OIIPE-
IeaeHnr (PaKTOpOB PHCKA.

* OOHOBJICHHBIN aJITOPUTM TUATHOCTUKY OBLT IIpeI-
CTaBJIcH B Ka4eCTBE OTHCIIPHON TJIAaBBI M HOBEIC CTpaTe-
TUH CKPWMHIHTA TIPEIJIOKEHEI B 3JICKTPOHHOM IIPIIIOXKE-
HUW.

* BBII0 Mom4epKHYTO 3HAUYCHUE 3KCIEPTHHIX pede-
PEHTHBIX IICHTPOB B BeaeHUM TammeHToB ¢ JII, mx yga-
CTUM B TMATHOCTMYECKUX 1 JICUCOHBIX aJITOPUTMAX.

» IlpencraBieHBI HOBBIC pa3paOOTKH OLICHKM TSIKe-
ctu JIAI, neyeHuIo U LieIsIM Tepaliiu, BKJIo4asi KoMOu-
HUPOBAHHYIO TEPAIIUIO W IBa HOBBIX OMOOPEHHBIX IIpE-
napata. COOTBETCTBEHHO OBIJT HOITOJHEH aJTOPHUTM
JICYCHUSI.

* briin OOHOBJEHBI TI1aBbl, MNOcCBsIIeHHBIe JIT
BeaencTere MJIMD u 3a6oneBannii terkux. TepMuH “muc-
nponopuroHaabHast JIT™ ObUT ocTaBIeH IJIT 000MX 3200~
JICBAHUU.

* B rnaBe XTOJIT npeacTtaBiieHBl HOBBIE aJTOPUTMBI
MWATHOCTHKM W JICUCHMsS, BKJIIOYasl OOIIME ITOKAa3aHUS
K OIIepaTUBHOMY JICUCHHWIO M KaTeTepHON OaJUTOHHOM
aAruomacTuku Jerounoir aprepum (KBAITIA),
¥ HETaBHO OMOOPEHHBIN IIpeIapar.

* bBrlma moGaBieHa KOPOTKas TjIaBa, ITOCBSIIICHHAS
JIT BcrencTBHe HESCHBIX M/WIA MHOXECTBEHHBIX MeXa-
HU3MOB.

3. OnpepeneHus u knaccudukaumm
3.1. OnpegeneHuns

JIT ompenensieTcs KaK MOBHIIICHUE CPEIHETO IaBiIe-
HUs B JJerouHoi aptepuu (cpdJIA) >25 MM pT.CT. B TOKOE
MO0 HAHHBIM KaTeTepU3allMM IIpaBBIX KaMep Ccepala
(KITIKC) [1]. B mocTymHBIX MccaeIOBaHUSIX OBLIO TTOKA-
3aHO, 4TO HOopMaibHoe cpIJIA B mokoe paBHO 14%3 MM
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PT.CT. ¢ BepxHel rpaHuUIIeit HOpMBI 0K010 20 MM PT.CT. [1,
2]. Kimuanueckoe 3HaueHue cp/IJIA ot 21 1o 24 MM pT.CT.
He scHo. [lameHTHI, MMEIOIMNE TaBJICHUE B JIETOYHOM
aprepuu ([IJIA) B aTOM nMarna3oHe AOJDKHBI TIIATEIbHO
HaOJfomaThesl MpW HaMMIuu pucka passutusa JIAL (t.e.
MMAIlMeHTEl C CHCTEMHBIMU 3a00JICBaHUSIMH COCOUHU-
teabHOM TKaHM (C3CT) miam 4ieHBI CeMbH IALIMEHTOB
¢ HacneacteeHHoi JIAT (HJIAD)) [1].

B c¢Bs131 ¢ OTCYTCTBHEM MOCTOBEPHBIX TaHHBIX O TIPO-
rHoctnyeckom 3HaveHuun cplJIA m JICC Ha ¢oHe
dusnueckoir Harpysku, Hozojorus “JII' mpu puszuue-
CKOM Harpy3ke” He MOXeT OBITh OIpeaesicHa
U He JOoJDKHA UCHojib3oBaThes [1]. B HemaBHEM peTpo-
CIIEKTUBHOM HCCJICIOBAHUH OBUIO IIPEIIOKEHO OIIpeIe-
neHue JII' Ha ¢oHe Pusnueckoil Harpy3ku ¢ KoMOUHa-
mueir ganHbIx o cpJIAI m JICC, HO 3T cBemeHUS
He OBUIM TOATBEPXKICHBI IIPOCIIEKTUBHBEIM HAOIOIe-
HUEeM UCXomIoB [3].

Tepmun JIAI' onuckiBaetr rpynny nauueHToB c JIT,
KOTOpPEIE TI0 TEeMOAMHAMHYECKHM XapaKTepHCTUKAM
AMEIOT npeKanuwuisipHyto JII, ommpenenseMyio HaTmIneM
aBIICHUS 3aKJIMHWBAaHUS B JierouHoit aprepum (13JIA)
<15 mm pr.ct. u JICC >3 emmunu Byn (em. Bym) mpu
OTCYTCTBUM APYIUX NPUYMH NMpeKanuuisipHoi JIT, Takux
kak JII' BciencTBue 3a6oseBanmii jerkux, XTOJT nmm
JIPYTUX peaKux 3adosieBaHuit [1].

CoryacHo pasnmuuHbIM KomouHanuam JJTA, H3JIA,
cepaedHoro Beiopoca (CB), mmacToImaecKoro rpaqreHTa
mapierus (JII'1) n JICC, olleHeHHBIX B CTAOMJIBHOM KTV -
HUYECKOM COCTOSTHMU TTallMeHTa, pa3Hble TeMOIMHAMM-
yeckue ompeneneHus JIIT mpeacTaBiaeHbl B Tabmmie 3
BMECTE C COOTBETCTBYIOIIEH KIMHMYECKOU Kiiaccuduka-
mueit (tabma. 4) [1, 4]. IIpmauHBI 00OHOBJICHMST OIIpeeIe-
Huit noctkanmwuisipHoit JII' ganel B cnenuansHoM Pa3z-
nexe 8.0.

3.2. Knaccudukauum

Llenp KIMHMYECKOM KIaccuPUKAIINU CUCTEMATU3H -
poBaTh pa3sHOOOpa3HBIC KIMHUICCKUE COCTOSHUS
B ISATh TPYIII, OCHOBBIBAsSCh Ha MX CXOXEH KIIMHMIYEC-
CKOIf KapTuHe, maToMopdosormeit, reMoguHaAMMUYIC-
CKMMM XapaKTepUCTUKAMU M CTPATCTUSIMU JieueHU [5].
KinuHunueckast kinaccudukanus MOXET ObIThb yCOBEp-
IIEHCTBOBAaHA IIPW MOSBJICHWW HOBBIX MaHHBIX WU
KOTZIa pacCMaTPUBAIOTCSI HOBBIC KIMHNIECKIIE HO30JI0-
run. IloaHast Bepcwsa KIMHWYECKON KilacCU(pUKAIINU
npencrasiaeHa B Tadsmie 4 [6]. CokpallleHHBII BapUaHT
KJaccupUKaImy MOXHO HalTH B 3JICKTPOHHOM IIPUJIO-
xeHnu (Web tao. I).

HoBble TaHHBIE TAKOBHI:

* HoBBle COCTOSTHMS, KOTOPBIC YAacTO BCTPEUAIOTCS
y IeTel, ObIIM BKIIIOUCHBI B Pa3IMUHBIC KIMHUYCCKUE
TPYIIIBL 71T CO3MAaHMsI TIOJTHOM KilacCH(UKAIINH, TIPHEM-
JIeMOM KakK JJIs1 B3pPOCJIbIX, TaK W JJIs1 JETEM.

+ [eHeTMYecKyMe MyTallM, BBHISIBIICHHBIC 3a ITOCIIEI-
HUE HECKOJbKO JIET, OBIIM BKIIOUCHBI B TMOATPYIITY
HIJIAT, xmmamaeckoii rpymmbl 1 (JIAT). HoBeie myTanmm
SIBIITIOTCS 00Jiee PeIKUMH IT0 CPAaBHECHUIO C TPaaWII-
OHHO TIPUHSTOM MyTalueil perentopa 2 TUa KOCTHOTO
mo3roBoro nporernHa (BMPR2) (ta6i. 4).

* Ilpexanunnsgpuas JII, accouuupoBaHHas C Xpo-
HUYECKOW TEeMOJUTUYECKOU aHEMHUEW 3HAYUTEIBHO
pasnuyaetcs ot apyrux ¢popm JIAT natomopdoaornye-
CKUMHU W3MCEHCHUSIMU (OTCYTCTBUE ILIEKCHMDOPMHEIX
W3MCHCHUI), TeMOIMHAMHYCCKHUMHN XapaKTEePUCTU-
kamu (HuU3Koe JICC um BwicOokmii CB) m orBeTOM
Ha JIAT-ctiemuduueckyo Tepamuio (OTCYTCTBHE
addekra).

[TosTOMYy 3TM KIMHWYECKHE COCTOSHUSI OBUIM IIepe-
HeceHsl u3 Tpynmsl 1 (JIAD) B rpymmy 5 (HesICHBIC U/WIH
MHOXECTBEHHEIC MEXaHU3MBI).

Tabnuua 3

FemopuHamuyeckne onpeaenenus Jr

Onpepenexue XapaKTepuc'rqua Knunuueckas rpynna (rpynm,l)b
nr CpepHee AJ1A >25 MM pT.CT. Bce
Mpexanunnapras JIT Cpeannee [IJ1A >25 MM pT.CT. 1. Jleroynas apTepuansHas runepTeHsns

[3J1A <15 Mm pT.CT.

MoctkanunnapHas JII

M3onunpoBaHHaa noctkanunnapxas JIr

CpegnHee OJ1A >25 MM pT.CT.
A3J1A >15 MM pT.CT.

JICC <3 en. Bya’

KomGuHMpoBaHHash nocTkanuinspHas v npekanunnspHas Jir

JICC >3 en. Byn’

3. JIl BcneacTeve NaTtonorum Nerkmx

4. XpoHnyeckas Tpomboambonmyeckas JII

5. JIl ¢ HEACHBIMU 1/WAN MHOXECTBEHHBIMU MEXaHU3Mammn
2. JIT BcnepncTBYE NATONOMMM NEBBLIX KAMEP CepaLa

5. JIl ¢ HEACHBIMU 1/MAN MHOXECTBEHHBIMU MEXaHN3Mammn

ANT <7 MM pT.CT. n/unn

ANT >7 MM pT.CT. n/unn

b
Mpumeyanue: * — Bce NoKa3aTeNn U3MEPEHbI B COCTOSHMM MOKOS (CM. Takke Paazen 8.0), © — COMAacHO AaHHbIM Tabnuuel 4, © — eavHULLl Byl B COOTBETCTBAN

c ,uMH*ceK*CM'S.

CokpauweHus: MOK — MuHyTHbI 06beM kpoBoobpatueHus, AN — guactonuyeckuini nynbMoHanbHbIA rpaaneHT (anactonuyeckoe OJ1A-cpenHee A3J1A), cpenHee
LA — cpenHee naBneHue B neroyHon aptepumn, A3J1A — naBneHue 3akKMHMBaHUSA B NeroyHon aptepum, JIN — neroyHas runepteHams, JICC — neroyHoe cocyamcroe

conpoTuenexue, eq. Byn — eannuy, Bya,
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Ta6nuua 4
MonHas knuHuyeckas knaccuukauus JIir
(o6HOoBNEHa U3 Simonneau ¢ coaeT. [5])

1. JleroyHasi apTepuanbHasi rMnepTeH3us
1.1 Womnonatnyeckas
1.2 HacnepcTteeHHas
1.2.1 Mytaums BMPR2
1.2.2 pyrve mytaumm
1.3 UHayumpoBaHHas NPUeMOM NIeKapCTB U TOKCUHOB
1.4 AccoummpoBaHHas C:
1.4.1 CucTEMHbIMM 3a60NEBAHUAMMN COEANHUTENBHOM TKaHN
1.4.2 BUM-nHdekumnei
1.4.3 MopTanbHol rvunepTeHanei
1.4.4 BpoxpaeHHbIMM Nnopokamu cepaua (tabn. 6)
1.4.5 lWncrocomosom
1°. BEHOOKK/I03MOHHasi 601e3Hb NErKMX U/UNW NEroYHbINA KanuanspHbli
reMaHrmomaTos
1’.1 Upmnonatnyeckas
1’.2 HacnencteeHHas
1°.2.1 EIF2AK4 myTauus
17.2.2 [ipyrue mytauum
1’.3 MHpyumpoBaHHas NpMemMoM NekapcTB, TOKCUHOB U paauaupen
1.4 AccoummpoBaHHas C:
1’.4.1 CucteMHbIMY 3a60N1€BAHUSIMI COEAVHUTENBHON TKaHW
1°.4.2 BUM-uHdpekumei
1”’. MepcucTtupyiowas JII HOBOPOXAEHHbIX
2. JIr BcnepcTBUE NaTONIONUM JIEBbIX KaMep cepaua
2.1 Cuctonuyeckas amcohyHkums JDK
2.2 Qpnactonuyeckas aucdyHkums JHK
2.3 KnanaHHble nopoku
2.4 BpoxpaeHHas/npnobpeTeHHas 06CTPYKLMS BXOAHOM0/BbIXOAHOMO TpakTa
JIK v BpoXaeHHble kapayomvuonaTtm
2.5 BpoxaeHHble/MpruobpeTeHHbIe CTEeHO3bl NErOYHbIX BEH
3. JIr BcnepcTBUE NaTONIOrMM JIETKUX U/WIN TMNOKCUN
3.1 XpoHuyeckas 06CTPyKTUBHAA 60NE3Hb NErkmnx
3.2 VHTepcTuumanbHas 6051e3Hb nerkmx
3.3 Apyrue 3a601eBaHNs NErkvx CO CMELLaHHbIM PECTPUKTUBHBIM
1 06CTPYKTMBHBLIM KOMMOHEHTaMU
3.4 HapyLeHnus abixaHys BO BpeMsi CHa
3.5 AnbBeonsipHas r’MnoBEHTUNSALUS
3.6 XpoHuyeckoe npebbiBaHWe B YCNOBUSIX BbICOKOTOPbS
3.7 Mopoku pa3suTus nerkux (Web ta6n. Il
4. XpoHuyeckas Tpomb6oambonuyeckas JIF u apyrue Buabl 06CTPYKLMU
Nero4Hoi aprepuun
4.1 XpoHuyeckas Tpomboambonmyeckas JII
4.2 [pyrue Buabl 06CTPYKLMN NErO4HON apTepui:
4.2.1 AHrnocapkomMa
4.2.2 [Ipyre BHYTPMCOCYAUCTbIE ONYXONn
4.2.3 Aptepumnt
4.2.4 BpoxpaeHHble CTEHO3bl IErOYHbIX apTepuii
4.2.5 MapasnTbl (rmpatnamos)
5. JIl ¢ HeAACHBIMM N/UNIN MHOXECTBEHHLIMU MEXaHM3MaMU
5.1 FemaTonornyeckve HapyLIeHWs: XpOHNYeckas reMonmTyeckas
aHemus, MuenonponudepaTtnBHble 3a601eBaHUS, CIEHIKTOMYS
5.2 CucTeMHble 3a60neBaHns: Capkomao3, NeroyHbIi rmcTMoLMTO3,
numdaHrroneioMmomartos, Heiipodnbpomaros
5.3 MeTtabonuyeckne 3abonesaHnsi: 601e3Hb HAKOMIEHNS rINKOreHa,
60ne3Hb [oLe, 3a601eBaAHNS LUMTOBUAHON Xeneabl
5.4 ipyrvie: onyxonesast TPOMOOTUYECKAs MUKPOAHTVOMATWS Nerkux,
HUBPO3MPYIOLLNIA MEANACTEHNT, XPOHUYECKAs MOYEYHAs HELLOCTATOYHOCTb
(c/6€e3 nmann3a), cermMeHTapHas nero4Has runepTeH3ms

CokpaweHus: BMPR2 — peuenTtop 2 T1na KOCTHOr0 MOPhOreHHoro npoTenHa,
EIF2AK4 — aykapnoTuyecKuii MUHULMUPYIOLWWiA TpaHeasumio dakTop 2 anbda kuHa-
3bl 4, BUY — Bupyc nmmyHogeduumTa Yenoseka, JII — neroyHas runepreHsus,
JIK — neBbli xenynoyek.

* Ipymma 1’ (BeHOOKITIO3MOHHASI 0O0JIE3Hb JIETKUX
(BOBJI) u/uny nerodHbIil KaIIISIPHBIN TeMaHTHoOMa-
t03 (JIKI')) Obla pacirpeHa 1 B Hee BOILIN UIUOIIATH -
YecKasi, HacJIeICTBeHHAsI, aCCOIIMMPOBAHHAS C TIPUEMOM
JIEKapCTB, TOKCUHOB U pagvallieii.

* Ilepcuctupytomas JII' HoBopoxneHHbix (ITJITH)
BKJTIOYAET TeTePOTeHHYIO TPYMITy COCTOSIHUM, OTIMYAr0-
muxcs oT kjaccudyeckot JIALL B pesynwrare, TIJITH
ObUIa KiTaccuduIpoBaHa B rpymmay 1’ [7-9].

« [laromorus cepmiia IeTCKOTO BO3pacTa, Takasl Kak
BpOXKICHHAS WX IIPUOOPETeHHAS 0OCTPYKIINS BXOTHOTO
¥ BEIXOITHOTO TpakKTa JieBoro Xemymouka (JI2K) m Bpo-
XKICHHBIC KApANOMHUONATHUN OBLIA BKITIOUCHBI B TPYIIITY 2
(JIT BcnenctBue ITJIKC).

* Hwukakmx n3aMeHeHHUI He OBIIO CAeIaHO B TPYyIIIe 3
(JIT BciemcTBuMe 3a00IeBaHUM JICTKUX W/ WIN TUIIOKCUH).

+ Ipymma 4 66uta mepenmeroBada B “XTOJII u mpy-
rast oOCTpyKums JierouHoit aprepuu (JIA)”. OHa BKITIO-
yaet X TOJIT, anrnocapkomy JIA, npyrue BHyTprucoCyavc-
TBIC OITYXOJIM, apTePHUTHI, BPOXICHHBIC CTEHO3BI JIA
¥ TIapa3uTapHoe IopaxkeHue (Taoir. 4).

* CerMmenrapHasa JII' HaOmogaercs B OTIEILHOM
YyJacTKe JIETKOTO, KOTOPBI KPOBOCHAOXKAETCs 9Yepes3 aop-
TOJIETOYHEIC KOJUIaTepadyd TP BPOXICHHBIX TOPOKAX
cepaIa, TaKUX KaK aTpe3us JISTOUHOHN apTepui WA TPH-
KyCITMIAJIBHOTO KJIallaHa. DTO OYeHb HEOOBIIHOE TeMO-
IUHAMMYECKOE COCTOSTHME OBLIO BKIIFOUCHO B TPYIIIY 5
(HesiICHBIC W/TIM MHOXKECTBEHHBIC MEXaHU3MBI).

* Hexkotopast mHbpopMamust o maToMOpGhOJIOTUN
W TaTOU3UOJOTUN KIMHUIECKUX TPYII OIMcaHa
B 2JICKTPOHHOM TIPUJIOXKCHUH.

Baxapie maTopM3MOIOTMYECKAEC W KIMHUYCCKUE
oIpeeIeHIs OTMEUeHBI B TabuIie 5. KimmHmueckast Kimac-
cudukauus JIAIL, accoumupoBaHHON C BPOXICHHBIMU
nopokamu cepaua (BI1C) npencrasieHa B Tabaute 6.

AHaToMm4ecKass M TaTODU3MOIOTHYeCKast KJIacCH-
(bmkanmsa BpoXIEHHBIX ITIOPOKOB C CUCTEMHO-JICTOIHEIM

Tabnuua 5
BaxHble natodpusnonornyeckue
W KNIMHM4YecKue onpeaeneHus

1. JIC sBnsieTca reMogMHaMU4eCKnM 1 NatodU3nonorniyeckum COCTOSHUEM,
XapaKTepu3yIoLLEECs NOBbLILLIEHNEM CPEHErO AABNEHMS B IErO4HOV apTepumn
>25 MM pT.CT. B MOKOE, KOTOPOE 6bINI0 3MEPEHO C MOMOLLBIO KaTeTepU3aLImmn
npaBbix kaMmep cepaua (Tabn. 3). JIT MOXHO ANArHOCTMPOBATL MPU MHOMMX
KNMHWYECKNX COCTOSHMSIX (Tabn. 4).

2. lleroyHas aptepuansHas runepteHaus (JIAT, rpynna |) sensetcs
KIIMHUYECKMM COCTOSIHUEM, XapaKTEPU3YIOLLIMMCS HANNYMEM NpekanunnspHon
JIT (Tabn. 3) 1 NEro4HbIM COCYAMCTLIM CONpOTUBNEHneM >3 ed. By, npn
OTCYTCTBUM APYrMX NPU4uH npexkanunnapHoin JIT, Takux kak JIT Bcneacteme
naToNornm Nerkmx, XPOHM4ECKon TPOMO60aMbonMYeckoit JII unu Apyrux peskmx
3abonesaHuii (Tabn. 4). JIAT Bklo4aeT pasnnyHbie GOpPMbl, KOTOPbLIE MEeoT
CXOAHYIO KNMHNYECKYIO KapTUHY 1 MPaKTUYECKU MAEHTWUYHbIE MATONOrMyeckmne
N3MEHEHWst MYKPOLIMPKYASTOPHOIO pycna nerkvx (tabn. 4).

3. [JoCcTaTo4HbIX AaHHBIX B MONb3Y onpeaenenns “JII dpusmyeckoro yeunusa” HeT.

CokpawieHus: JIAT — neroyHas apTepuanbHas runepteHsus, JIL — neroyHas
rMnepTeH3us.
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IIYHTUPOBAaHNEM KPOBH, aCCOIIMMPOBaHHBIX ¢ JIAT, ormm-
cana B Web Ttabnuue 1I. IlepeyeHb MOPOKOB pa3BUTHUS
Jnerknx, accoummpoBaHHbIx ¢ JII, mpeactaBien B Web
tabauue I11.

4. Anupemuonorusa u resetuka JIilr
4.1. Anupgemuonorna n ¢pakTopbl pucka

HanaHsle o pacupoctpaHeHHOCTH JII' B Mupe ocTaroTcs
ckpoMHBIMHU. B BenukoOGputaHnu pacrpocTpaHeHHOCTD
JIT cocraBiaster 97 ciygaeB Ha MWUIMOH HACEJICHUS
C COOTHOIIICHWEM XKCHIOWH K MYXYMHaAM paBHBIM 1:8.
B CIIIA craHmapTu3npoBaHHas 10 BO3PacTy CMEPTHOCTD
KonebeTcst Mexay 4,5 m 12,3 Ha 100000 HaceiaeHMS.
CpaBHUTENIBHEBIC SIMUACMUOJIOTHYCCKIEe JaHHBIE O pac-
MMPOCTPAaHEHHOCTH pa3nuyHbelx Tpynmn JII'T He Besme
IOCTYITHBEI, HO o4deBHIHO, uTo 3JIKC (rpymma 2) aBis-
10Tcs Hanbosee yactoit mpuuuHoi JIT, xotsa Tskenast JIT
CPaBHUTEIBLHO PEIKO BCTPEUACTCS IIPH 3TOM MATOJIOTHH.
IMammenTsr 2 1 3 rpynmel JIT cocTaBiIsiIoT HANOOJIBIITYIO
yacTh ManueHToB ¢ JII' B KIIMHWYECKON IIpakTUKe.
OmHako KpaitHe Majao WH@opMamum o aeMorpadumn
1 TeUCHUH 3a00JICBaHMUS 3TOM YACTH ITOIYJISIIINN OOJIb-
HbIx ¢ JIT, 4To JaeT oCHOBaHHUE MpeanogaraTb 0 BEPOsIT-
HOI IT0JTb3¢ MCITOIb30BAHUS PETUCTPOB B KAUSCTBE METO-
JIOJIOTUYECKOro Tonaxoaa u3ydeHus Impobsembl. JIAT,
acCOIMUPOBaHHAS ¢ IMCTOCOMO30M W JII, BRI3BaHHAs
IMpeOBIBAHNEM B BEICOKOTOPBE, ITO-TIPEKHEMY OCTAIOTCS
Cepbe3HBIMU TTPOOJIEMaMU JIJII BCETO YeIOBEUECTBA.

* Tpynma 1 (JIAT): snuaemuonorus JIAI' 6b11a onu-
caHa B Heckoiabkux perucrtpax [10-12]. Camag Hu3Kag
olieHKa pacnpoctpaHeHHoCcTH JIAI n nanonarnyeckuit
JIAT (MJIAT) cocraBmster 15 ciygaeB u 5,9 ciydaeB
Ha MIWUIMOH B3pPOCJIOTO HACEICHUSI, COOTBETCTBCHHO,
Torma KakK Hauboyee HU3Kasg 3a0oieBaeMocTtb JIATD
cocTaBiisgeT 2,4 ciydas Ha MWUIMOH B3pOCIIOIO Hacele-
Hus B rog. B EBpore 3a001eBaeMOCTb 1 pacIIpoCTpaHeH-
Hocth JIAI' Haxomutcst B mpenenax 15-60 manmeHTOB
Ha MIJIJTUOH HaceJleHUs U 5-10 mammeHTOB Ha MAJUTMOH
B ron, coorBeTcTBeHHO [11]. Ilo maHHBIM perucTpoB
OKOJIO TIOJIOBUHBI nanueHToB ¢ JIAI' umeroT naronaTu-
yeckyto, HacseactBeHHYI0 JIAT vnu JIAT, nHayMpoBaH-
Hylo JiekapcTtBamu. B moarpymnne JIAI, accounupoBaH-
HOIt ¢ pa3nuuyHbiMU cocTossHUusiMU (AJIAT), nuaupyro-
meil mpmanHoil sBisiorca C3CT, mpemMyInecTBEeHHO
cuctemHast ckineponepmus (CC) [10].

JIAT MOXXeT BO3HMKATh B pa3HbIX CUTYallUsIX B 3aBU-
CHMOCTH OT HAJW4IUs aCCOMMMPOBAHHBIX KIMHUIECKIX
cocrogamii [13]. MJIAI oTHOCUTCS K CIOpagNdeCKUM
3a0oyieBaHUSIM, 0€3 KakKoii-Inbo ceMelHOl MCTOpUu
JIAT wnm Hanuuust (pakTOpoB pUCKa B aHaMHe3e. Torma
Kak B mepBoM peructpe HanuonanpHoro MHCTUTyTa
3noposbs CIIA, npoBegeHHoM B 19811, cpemHmii BO3-
pact nauueHToB ¢ MJIAT 6bu1 36 JIeT, TO COIJIaCHO Pe3yiib-
TaTaM COBpeMEHHBIX peructpoB, JIAI' wame ngua-
THOCTUPYIOT Y TTOXWIBIX ITAIIMCHTOB, YTO IIPUBEIIO K YBE-
JIMYEHUIO cpeaHero Bo3pacra no 50-65 jier. bomee Toro,

npeodjlagaHne XCEHIINH BapbUPYeT CPEON PETUCTPOB
¥ MOXXET HE PETUCTPUPOBATHCS CPEOU TOXIIIBIX ITaIleH-
TOB, KpOME TOTO, CO BpeMEHEM YIYJIIMIach BBLKHBaC-
MOCTb OOJIbHBIX.

Brutn ompenesieHBI M oXapaKTepH30BaHEI sz (DaKTo-
poB pucka pasButust JIAI, kak u mo0Ooit akTop WUIn
COCTOSTHHE, KOTOPBIC, UTPAIOT MPEIpacIIOaraionlyo Wik
YCHJIMBAIOIIYIO POJIb B pa3BUTHH 3a00eBaHMsI. PaKTOPHI
prcKa OBUIM KiIacCH(UIIMPOBAHBI Ha OIIpeAc/ICHHBIC,
BEpOSITHEIC 1 BOBMOXHBIC, OCHOBBIBAsICh Ha CHJIC CBSI3U
¢ JIT 1 nx Bo3MOXHOM TpuInHHOU poiu [13]. Onpedenen-
Has CBSI3b MIPHM3HACTCS B CJIydae JIIO0OM SMUICMHM, KaK
3TO IPOM3OIILIO0 C AHOPEKCUTEHAMU, UJIN, €CIIN OOJIBIIINE,
MHOTOILICHTPOBBIC SMHUAECMHUOIIOTTICCKIE MCCICIOBAHMS
IEMOHCTPHUPYIOT CBSI3b MEXIY KIMHUYECKHM COCTOSI-
HueM unu npemnapatom u JIALL Beposmuoii cBS3b Mpu-
3HAIOT, €CJI OTHOILICHTPOBOE CIIyJaii-KOHTPOJIb UCCIIEIO0-
BaHWE WJIM HECKOJIbKO KIMHWYCCKMX CIIydaeB IEMOH-
CTPUPYIOT AacCOIMAllMI0 WIM €eCIM KIMHUYECKOe
W TeMOIMHAMMYECKOE BOCCTAHOBJICHHE ITPOMCXOIUT
TocJie IpeKpalleHs] KOHTaKTa ¢ (DaKTOpOM pUCKa, Kak,
HaIlpUMep, TIPOM3OILIO B CIIydae ¢ Ma3aTUHUO-MHIYIIM -
poBaHHOI JIAI. BozmooicHas CBSI3b MOXKET OBITh 3aI10[I03-

Tabnuua 6
Knunnueckas knaccudpukauus JIAF,
aACCOLMMPOBAHHOM C BPOXAEHHbIMU NOPOKaMu cepaua
(o6HOBNEeHa 3 Simonneau ¢ coasr. [5])

1. Cunppowm JitzeHmeHrepa

Bkio4aeT Bce KpynHble BHYTPY- 1 BHECEPAEUHbIE LUYHTbI, C UCXOAHBIM
CUCTEMHO-/IErOYHBIM HanpaBiEHNEM TOKa KPOBU, B AaNlbHENLLEM

C nporpeccupyoLLmm nosbieHnem JICC 1 peBepcueit (ero4Ho-CUCTEMHBII)
1V ABYHaNpPaBfieHHbIM LUYHTVPOBAHWEM KPOBU; LIMAHO3, BTOPUYHbIN
3PUTPOLMTO3 1 OBBIYHO MPUCYTCTBYET MONMOPraHHbIE HAPYLLIEHNS.

2. JIAT, accouumnpoBaHHas NPeUMyLLECTBEHHO C CUCTEMHO-NIEr04HbIMU
WyHTaMmn

- Koppurupyemsie®

+ Hekoppurupyemble

BkntouaeT cpeanue v kpynHele gedekTol; JICC cnerka unm yMepeHHo
MNOBbILUEHO; NPEBANMPYET CUCTEMHO-NIErOYHOE HanNpaBiEHNE LUYHTA; LMaHo3
B MOKOE He XapaKTepeH.

3. JIAT npu menkux/cny4aiiHbix .qed)eKTaxb

BbipaxxeHHoe nosbilueHne JICC npu Hanuunm Menkmx BPOXAEHHbIX NOPOKOB
(06bI4HO 3hDEKTVBHBIN AMAMETP MO AaHHLIM axoKapamorpadumn aedekta
MeXckenyAo4KoBOM neperopoakv <1 cM n gedekra MexnpeacepaHon
neperopoaku <2 cM), KOTopble camu No cebe He ABNAI0TCS NPUYNHON
noBbieHHoro JICC; knnHuyeckas kapTuHa 04eHb CX0Xa C MAMoNaTN4ecKon
JIAT. 3akpbiTve fedekToB MPOTMBOMNOKA3aHO.

4. JIAT nocne KoppeKLuu NopoKoB

BposxaeHHbI NOPOK cepaLia KOPPUrMpoBaH, HO coxpaxseTcs JIA cpady xe nocne
BMELLIATENLCTBA UMW PELWAVBIPYET Yepes MEeCsiLbl MW rofibl NOCE KOPPEKLM Mpu
OTCYTCTBUM 3HAYUTESBHBIX MOCE0NEPALWOHHBIX FEMOANHAMUYECKVIX HAPYLLIEHUIA.

MpumedaHme: * — XVPYPrAYECKas MK YPECKOXHOE YPECCOCYAUCTOE BMELLATE b-
CTBO, ° — pasMep NPUMEHUM KO B3POC/EIM GOMbHBIM. OHAKO AaXe Y B3POCIbIX
NaLMeHTOB U3MEPEHNE AnaMeTpa MOXET ObiTb HE LOCTATOYHbIM [J15 ONpeneneHus
reMoAMHaMMN4YeCcKOro COOTBETCTBUS AedekTa W rpaaveHTa AaBneHus, cnemyet
6paTb BO BHMMaHWE pasMep LUyHTa W HanpaBieHue, N COOTHOLLEHUE NIerO4HOro
K cucTemHoMy kpoBoToky (Web Tabn. Il).

Cokpaluenus: JIAT — neroyHas apTepuanbHast runepteHsusi, JICC — neroyHoe
COCYAMCTOE CONpOTUBAEHME.
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peHa, HaIpuMep, IS IPEIapaToB ¢ MEXaHU3MOM Jeii-
CTBUSI CXOIHBIM C IIpeliapaTaMM W3 OIpeACICHHON WIIn
BEPOSITHOM KaTEeropwMH, HO KOTOpBIE e€Ille He OBLIN
W3y4eHBI, HAIlpUMep, IIpernaparhl, MCIOJb3yeMBIe IS
JIedeHUST cuHApoMa Acdumnura BHUMaHUSA. DaKTOpHI
pHCKa ¢ OMIpene/IcHHON KIIMHUYECKOUM CBSI3BIO ITEPeUM-
cinensl cpenu AJIAT B Tabmuiie 4 v ypoBHUM pucka Ijist
pa3IMIHBIX TIPEIIapaToB M TOKCMHOB MPUBEIACHBI B Ta0-
nuie 7 [6, 14-16].

+ Ipymma 2 (JIT Benencteue 3JIKC): pacmpocTpaHEH-
HocTh JII' cpeny MalmeHTOB ¢ XpOHUIECKOM CepaecTHOM
HemoctaTouHOCTRIO (CH) yBemunBaeTcs ¢ yBeTMdeHIEM
dyukumnonansHoro kiacca (PK). Oxono 60% mnarmeH-
TOB C TSXeJoW cuctoandeckon auchyHkumein JIK
n 1o 70% manuentoB ¢ CH ¢ coxpaHeHHO# (pakimeit
Beiopoca (CHc®B) moryt mmets JII. Ilpu xranmaHHOM
IMaTOJIOTUM JICBBIX KaMep Cepima paclpOCTPaHEHHOCTH
JIT" pacTeT ¢ TsKecThIo TTopokKa U cuMnrToMatuku. [Ipak-
THYECKM Y BCEX MALMCHTOB C TSKEIBIM CHMITOMHBIM
IIOPOKOM MMTPAJIBHOTO KJIallaHa MOXET OBITh OOHapy-
xkeHa JII' u B 65% ciydaeB y IalEHTOB C CUMIITOMHBIM
aopTaJbHBIM cTeHOo30M [17-19].

* Ipymma 3 (JIT BciemeTBue 3a00J1¢BaHUIA JIETKUX M/
i rurokcemun): JII' 1eTkoif cTereHr JOCTaTOYHO pac-
IIPOCTpaHeHa TIPH TSKEJIOM MHTEPCTUIIMAIBLHOM ITOpa-
KEHUM JIETKNX U TSLKEJI0M XpOHUYECKOM OOCTPYKTHBHOMN
oome3nn jerkux (XOBJI) [20], Torma Kak BBIpaXkKeHHasI
JIT nexapakrepHa [21]. Tsaxenas JIT' ¢ 60ibI10i pactipo-
CTPAaHEHHOCTBIO MOXKET HAOIIOZAThCSI TP KOMOMHUPO-
BaHHOM CUHIpoMe sMdu3eMbl 1 propo3a terkux [22].

 Ipymma 4 (XTOJI u apyras obctpykuus JIA):
B Wcnanckom Peructpe JII' pacnpocTpaHEHHOCTb
7 3a00JIeBaeMOCTb COCTaBMIIM 3,2 caydas Ha MIJUIMOH

Tabnuua 7
OOGHOBNEHHbIE CTEMEHN pUCKa
NpU NPUMEHEeHUN JIEKAPCTB U TOKCUHOB,
POJib KOTOPbIX U3BECTHA B pa3suTum JIAI

OnpepneneHHbIi BeposTHbIN B03MOXHbIV
AMUHOPEKC AmvdeTamuHbl KokawuH
DdeHdnopamMuH [a3atnHub ®deHnnnponaHonaMuH
LekcheHdniopammH JI-TpuntodaH 3Bepoboii
Tokcunyeckoe MeTtamdeTammHbl AmdeTammHONoao6HbIe
pancoBoe mMacno npenapartsl
BeHdnioopekc NHTepdepoH oL n B
CenekTuBHbIN HekoTtopble
WHIMBUTOp XMMUOTEPaneBTUYECKIE
obpaTHOro 3axsata npenapartsl, Takue
CepoTOHMHA" KaK ankuampyoLme

npenapartsl

(MuTOMULMH C,
u,mmod)ocd)ammu)b

Mpumeuanne: ® — nOBbILLEHHBIN puck nepcucTupytoweit JIN HOBOPOXAEHHbIX,
POXAEHHbIX Yy MaTepeii, NPUHAMABLUMX CENEeKTUBHbIE UHMMOUTOPLI 0BPaTHOro
3aXBaTa CepOTOHMHA, ° — ANKVIVPYIOLLME NPenapaThl SBASIOTCS BOMOXHLIMIA
NPUYMHAMU BEHOOKITO3MOHHON 60NE3HN NEerkux.

Cokpawenus: JIAT — neroyHas aptepuanbHas runepteHsus, JIT — neroyHas
rMNepTeH3uns.

HaceneHUs u 0,9 ciydast Ha MIJUIMOH HAceJICHUS B TO,
cooTBeTCTBeHHO [23]. Jlaxke mpu pacHpoCTpaHEHHOCTH
XTOJTI 3,8% cpeau BeKUBIIKMX ITocie ocTpoit TOJIA,
WcTUHHAs 3aboneBaeMocTh XTOJI mocie mepeHeceH-
HoOM ocTpoii TOJIA HM3Kag, U HAXOOAUTCS B TIpelrenax
0,5-2% [24]. 1o nanHbiIM MexayHapoaHoro Perucrtpa
XTDJI 74,8% nauneHTOB MMEIU B aHaAMHE3e OCTPYIO
TBJIA [25]. AcconmnpoBaHHBIC COCTOSHUS BKIIIOYATIN
TpoMbomIndyeckue coctosuus y 31,9% mnanueHToB
(BOTYAaHOUHBINM aHTUKOATYJISHT/aHTU(GOCHOTUITUIHEIC
aHTUTENA, TeULNT IIpoTenHOB S 1 C, pe3UCTCHTHOCTD
K aKTUBHpOBaHHOMY IpoTenHy C, BKIIIOYasT MYTaIlHIO
Jletinena ¢axkrtopa V, MyTamuio reHa, KOAMPYIOIIETO
npoTpoMOuH, geduumut anturpomouHa III u mossie-
HUe KoHIeHTpaunu ¢dakTopa VIII) m crmeH3KTOMUIO
y 3,4% GOJbHBIX.

4.2. leHeTuka

« Ipymma 1 (JIAT): rerepo3urorabic Mmyramuu BMPR2
COCTaBIISIIOT IIpuMepHO 75% ciaydaeB cemeitHoir JIAT
U TI0 BCeil BUAMMOCTH, 10 25% CITOpagryecKuX cliyyaeB
JIAT [26]. BMPR2 KoaupyeT BTOPOIi TUII pELIEIITOPOB ISk
KOCTHBIX MOP(OTCHHBIX IIPOTCMHOB, KOTOPHBIC YJacT-
BYIOT B KOHTpOJie Ipoiudepauil KIETOK COCYIOB.
MyTanuu TeHOB, KOOMPYIOIINX aKTUBHH PELIEHTOPOIIO-
ToOHast KWHA3y-1 M SHIOMIMH, OB MACHTUGULINPO-
BaHbI y MauueHToB ¢ JIAT ¢ *HIUBUAYyaIbHOMN WU CeMeli-
HOI UCTOpPHUEN HACTIECICTBEHHON reMOpparndeCcKou Teje-
AHTUO3KTAa31M, TaK Xe Kak mytaunu BMPRIB v SMAD?Y,
KOTOpBIC MOIACPXUBAIOT BaXKHOE 3HAUCHME CeMeiicTBa
TpaHchopmupyotiero dakropa pocra f (TGF-) B maro-
renese JIAT [26]. CexkBeHCHPOBaHKE BCETO DK30Ma BhISI-
BWJIO peAKNE TeTEPO3UTOTHEIC MYTAllMU T€HOB, KOTUPY-
IOIMX TaKMe TIPOTeHHBI, Kak KaBeoauH 1 (CAVI) n mox-
ceMeiictBo K snemeHnT 3 KanmmeBbix KaHaioB (KCNK3)
[26, 27].

« Ipymma 2: wacmenctBeHHble BOBJI/JIKI Onmm
IUAaTHOCTHPOBAHEI B POACTBEHHBIX CEMbSIX, UTO TIPEIIIO-
JlaTaeT pPEICeCCUBHBIM THUIT mepemayd. B pesymbrare
TEHOMHOTO CEKBCHMPOBAHMSI OBLIA BBISIBJICHO HAJIMYME
OMaJUIeIBHBIX MYTAIllUH B 9YKapUOTUICCKOM MHUIIUHAPY-
oIIeM TpaHcaauuoo @akrtope 2-anbda-KuHa3bl 4
(EIF2AK4) Bo Bcex cemeiHbix ciydassx BOBJI/JIKT
uy 25% mauueHToB CO CIIOPaIUYeCKUMU TMCTOIOrYe-
ckn noxarBepxneHHbIMu BOBJI/JIKID [28]. EIF2AK4
KOIMpPYeT CEPUHTPECOHNH-KINHA3Y, KOTOpast IPUCYTCTBYET
Y BCEX 3YKapHOTOB, KOTOPEIE MOTYT MHAYIIMPOBATh N3Me-
HEHMS TCHHOM SKCIIPECCUH B OTBET Ha aMIHOKMCIOTHYIO
IETIPUBALINIO.

» Ipymma 3 (JIT Bcaencteue 3JIKC): He OBIIO BBISIB-
JICHO HMKAKUX CIEHN(PUICCKUX TCHETUICCKIX B3anNMO-
cBs3eit [18].

+ Ipymma 4 (JIT BcaemcTBue 3a00J1¢BaHUIA JIETKUX 1/
VUTM TUTIOKCEMUH ) TIOJTUMOP(MU3M TeHOB MOXET CII0C00-
ctBoBaTh TskecTu JIIT y TMIOKCEMHMYHBIX MAIlEHTOB
¢ XOBbJ [29].
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* Ipymma 5 (XTOJI u nmpyras obcrpykius JIA):
He OBUIO BBISIBJIEHO HUKAKUX CieU(UIECKUX TeHETUYE-
CKUX B3auMOCBs3eit ¢ pazsutueM XTOJIT.

+ Ipymma 6 (JII' ¢ HesICHBIMM W/WJIM MHOXECTBEH-
HBIMM MEXaHU3MaMU): TeTePOTeHHOCTh TAHHOU TPYTIIIbI
HE TTO3BOJISIET MPOBECTU HAJJIeXalllee ONMUCAHUE Pa3Ae-
JIOB TEHETUKHW, SMUIEMUOJIOTMUA U (HAKTOPOB pHUCKaA
B HACTOSIIIIMX PEKOMEHAAIUSX.

5. AnarHocTtuka JIr
5.1. AnarHocTuka

Junarnoctuka JII' ckinagsiBaeTcss U3 KIMHUYECKOTO
MIPEATIONOXEeHNSI Ha OCHOBAaHWM CUMIITOMOB, (DU3H-
KaJbHOTO OCMOTpPa U BCECTOPOHHEr0 OOCIeIOBaHUS
C TIOATBEPXIEHUEM TeMOAMHAMUUYECKHUX KPUTEpUEB
JIT, onmcanust 3THOJNOTHHM, (DYHKIIMOHAJIBHOM M TeMO-
NMHAMUYECKOU TskecTu cocTosiHUs. MHTepripeTaums

CuMIToMbI, 00bEKTHBHBIE JaHHbIE, AHAMHE3, BhI3bIBaIOMIE Moa03penne na JIT'

1 JIT' m0 aHHbIM 3X0Kapauorpacdum (Tadu. 8)

Bbicokas wim MPOMEKYTOYHAA

Hu3knii

v

Bepudunuposars 3a00JeBaHue JeBbIX KAMED CEpala
M 3200JIeBAHNS JIETKHX HA OCHOBAHMH CMIITOMOB,

v

PaccmoTpeTs Apyrue npuanHbI
/WM Habmoath (Tadu. 9)

00bEKTHBHBIX IaHHBIX, (hakTopoB pucka, DKI', UDJI+1CJI,
pentreHorpacdun rpyanoii kietkn, KTBP, razos kposu (Ta0a. 9)

Jla

JInarHo3 3a00JieBaHuii JIEBBIX KaMep cepana

Jla

WM 3200JI€BaHMIA JIETKUX MOATBEPKIEH?

HeT npu3HakoB TsKeN0i IIpusHaky TsKeN0M
JIT/TIK nuchyskmmm Her JIT/TIK mucdynkuun
r v
Jleuntsb OcHOBHOE B/II cuuaTHrpadus Jerkux?: Hanpasutb

3a00J1eBaHue

HecooTBeTCTBHE AedeKToB nepdy3nn

( )

B 3KcnepTHblii neHtp JIT'

M BEHTHJISIIUN?

Hanpasurb
B 9KCNepTHbI neHTp JIT

] Her

Bepositna XTOJIT:
KT anruonyasmoHorpagus,
KITKC+/-anrnonyasmoHorpagus

KITKC (Ta6a. 10):
cp JJIA >25 mm pr.cT.,
J3JIA <15 mm pr.

JICC >3 en. Byn

BepositHa JIAT Paccmorpers
BoinosHeHue cnenuuiecKux TecToB JIpyrue NpUIMHbI
< > BIIC
I'pynna 6

eKapcTBa-
TOKCHHBI

ITopT
MyJIbMOHAJIbHAS

>
>

na’

HacnencTsennas — THYECKAS Unn
BOBJI/JIKT BOBJI/JIKT

Puc. 1. AnropuTt™ gnarHocTuku.

MpumeyaHmne: ° — npu BLIMOHEHUN EAMHCTBEHHOTO BU3YaNN3MPYIOLLEr0 UccneaoBaHust KT aHrMonyibMOHOrpadui MOXHO He AnarHocTiposath XTI
CokpaweHus: BIMC — BpoxaeHHble nopoku cepaua, KT — komnbioTepHas Tomorpadust, C3CT — cuctemHble 3a60n€BaHUs COEAMHUTENBHON TkaHW, XTOJIT — XpoHu-
yeckasi Tpomb6oambonmyeckas neroyHas runepterams, ACN — anddysnmoHHas cnocoOGHOCTL NErkux ans MoHookcuaa yrnepoaa, 9K — anektpokapanorpamma, BUY —
BUPYC nMmyHozedmumTa yenoseka, KTBP — komnbloTepHas Tomorpadus BbICOKOro paspeluenus, cp AJIA — cpenHee faBneHve B NeroyHo aptepuu, JIA — neroyHas
aptepws, JIAT — neroyHas apTepuanbHas runepteHaus, I3J1A — naBneHue 3aknvH1BaHUs B ero4Hoii aptepuu, UPJT — nceneposanvie dyHkLmm nerkux, JIK — neroyHas
runepTeHavs, BOBJ1/JIKI — BEHOOKK/I03MOHHas 60e3Hb Nerkux/Nero4HbIin kanuinspHbli reManrnomatos, JICC — neroyHoe cocyauctoe conpotvsnenue, KMKC — kate-
Tepusaums npasbix kamep cepaua, MX — npasbii xenynoyek, B/M — BEHTUAALMOHHO-NEPdY3NOHHBIN.
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IMOJIYICHHBIX PE3YJIBTATOB TPEOYeT SKCIIEPTHBIX 3HA-
HUIl B KapOIWOJOTIUH, BU3YATU3HPYIOIINX METOINKAX,
ITIYJABMOHOJIOTHH, ¥ BO3MOXHO HAMJIYUYIINM PEIICHUEM
MOXET OBITh 00CYXXKIeHNE JaHHBIX B YCIOBUSIX MYJIBTH-
IUCUUTIIIMHAPHON KOMaHabl. Takoil Moaxoa oco0eHHO
BaxXeH B UACHTU(PUKALIMY MTallMeHTOB, KOTOPbIE UMEIOT
O6oJiee OMHOM MPUYMHBI Bo3HMKHOBeHUS JIT. OcHOBHag
npuunHa JII' noaxHa OBITH OIpeaeieHa COTJIACHO KN~
HUYECKOU KJilaccupuKaluu, TMPHUBEJEeHHON B Tab-
e 4. JIMarHOCTMYECKMI aJITOPUTM TIpelcTaBIIeH
Ha pucyHke 1.

5.1.1. Knunnuyeckas kKapTuHa

Cumntombl JIIT HecrmenumduWYHBI MU B OCHOBHOM
00yCJIOBJIEHBI TpOTpeccUupyloliei auc@yHkKimen mpa-
Boro xenynouka (I12K). HayanbHble TposiBJIeHUSI OOBIYHO
BO3HMKAIOT IpH PU3ndecKoil Harpy3ke. OHM BKITIOYAIOT
B ce0s1 OIBIIIKY, YCTAJIOCTh, C1a00CTh, aHTUHO3HBINA CUH-
JIPOM M TIOTEPIO CO3HaHU. bojiee peako maiyeHThl ONu-
CBIBAIOT CYyXOH KallleJib, TOIIHOTY U PBOTY, CIIPOBOLIMPO-
BaHHY10 (pusndeckum ycunueMm. IlosgBneHrne cuMnTomMa-
TUKWA B TOKOE€ OTMEUAlOT TOJbKO B TSDKEJBIX CIydasix.
VBennueHue XXMBOTa U OTEK JOIbIKEK pa3BUBAETCs MpU
nporpeccupoBanuun [12K HemoctatouHoctn. KinnHuue-
cKasl KapTMHA MOXET MEHSIThCSI B 3aBUCUMOCTH OT TaTo-
Jioruu, BbizBaBliei JII, uiaM accouMupoBaHHOTO COCTOSI-
HUS, KaK M HaJIM4YUS APYroro COIyTCTBYIOIIETO 3a0oiie-
BaHWUsI.

Y HekoTopbIX OOJBHBIX KIMHWUYECKHME IPOSIBICHUS
MOTYT OBbITh CBsI3aHbI C ocioxHeHusiMu JII' MmexaHuue-
CKOro XapakTepa U aHOMaJIbHbIM paclipefeieHueM Kpo-
BOTOKa B MaJIOM Kpyre KpOBOOOpAIIeHUsI. DTH OCIOXHE-
HUSI BKJIIOYAIOT KPOBOXapKaHbe, KOTOPOE OOYCIOBJIEHO
Pa3pbIBOM TUNEPTPOPUPOBAHHBIX OPOHXMATIBHBIX apTe-
puii, a TaKxKe CUMIITOMBI, CBSI3aHHbBIE ¢ Auiatauueit JIA,
Takue KaK OXPHUIUIOCTb TOJi0Ca BCJEACTBUE CHABJICHUS
JIEBOTO BO3BPATHOIO HEPBA TOPTaHU, XPUILIOE IbIXaHUE,
BbI3BAHHOE KOMITpECCUEN NbIXaTeJbHbIX MyTei, U aHTU-
HO3HBI CHHAPOM H3-3a MILEeMUU MUOKapaa, o0yClOB-
JIEHHOM cIaBJIEHHEM JIEBOI KOpOHApHOM apTepuu. 3Ha-
YyUTeNbHOE paciuupeHue JIA MOXeT MPUBECTH K €€ pa3-
PBIBY WJIM AUCCEKLIMHU, YTO COMPOBOXKIAETCS MPU3HAKAMU
TaMITIOHAbI cepALa.

Ipu ¢pusukampbHOM ocMoTpe npusHaku JIIT BKiTIO-
YaloT NOAbEM JIEBOM MapacTepHAIbLHOU rpaHULIbI Cepalia,
yCUJIE€HUE MYJbMOHAJIILHOTO KOMIIOHEHTa BTOPOTO Cep-
JIeYHOro ToHa, Tpetuii ToH 12K, maHcucTonmueckuit
IIYM TPUKYCIIMAAIBHOU pPErypruTauvyd M AUacTOJUYe-
CKMI IIYM MYJIbMOHaJIbHOW peryprutaiu. IToBbilieH-
HOE BEHO3HOE JaBJICHUWE B SIPEMHBIX BEHaX, reraroMera-
JINSI, acIIUT, TTepruepuIeCcKre OTEKHN 1 XOJIOMHbBIC KOHEU-
HOCTU HaOJI0Jal0TCs Yy ITIallMEHTOB C 3allylleHHbIM
3a0oeBanreM. Cyxue 1 BIaXKHBIC XPUITBI TIPA ayCKYThb-
Talluy JETKUX OOBIYHO OTCYTCTBYIOT.

Yxe Bo Bpemsi KIIMHMYECKOTo O0CJeA0BaHUS Talu-
€HTa MOXHO MpeanogoxXuTth npuunny JII. TeneaHrnosk-

Ta3nH, I3BEHHOC MOPaXeHNE KOHIMKOB TAJIbIIEB U CKIIC-
PONAKTHIINSI XapaKTEePHBI IJII CKJIICPOIECPMHUU, XPHITHI
Ha BIOXE MOTYT YKa3bIBaTh HAa MHTEPCTUIINATIBLHOE 3200~
JIeBaHWE JICTKUX, COCYINCTHIC 3BE3MOYKH II0 TUITY “TIay-
TUHKN, TECTUKYJISIpHasl aTpous W IaJbMapHas 3pH-
TeMa MIpeaIrojaraioT 3aboneBanme meueHu. [Ipm odoHapy-
KEHUHW TaKOTO CHMIITOMA, KaK ITajblbl PyK B (opme
“OapabaHHBIX ITajo4eK” HEOOXOAMMO MpeaIoiaraTh
BOBJI, mmanormueckuii BIIC, wuHTepcTHMLIMAIBHEBIC
3a00JIeBaHUSI JIETKUX WM HATOJIOTHIO TICUYCHM.

5.1.2. AnekTpokapauorpadus

BAnexkrpokapauorpamma (DKI') MoxkeT mpeaocTaBUTh
JIOTIOJTHUTEIbHYI0 nH(popMmanuio o JII, ogHako HopMaib-
uoeli Bun DKI He nckimouvaer nuardos JIT. UsmeHeHHBINT
Bun DKI Gonee xapakTepeH I TSKEIOM, HEXeIU JIeT-
koit JII. ODKI wm3MeHeHMsS MOTYT BKJIIOYaTh 3yoerl P
B Buae “P-pulmonale”, OTKIIOHEHUE 3IEKTPUIECKOMN OCH
BrpaBo, runeprpoduro 12K, meperpysky 12K, 6mokamy
MpaBoi HOXKM mydka [ca n ynmunenue narepsaia QTc.
OKI-nipusnaku runeprpodum ITK nMmeror HemocTaTou-
HYI0 YYBCTBUTEJIBHOCTD (55%) u cnietuduanocTh (70%),
YTOOBI OBITH MCTIOJIF30BAHHBIMYM B Ka4eCTBE CKPUHUHTO-
BbIX, Toraa kak mneperpyska I12K sBnsercs Oosiee 4yB-
CTBHUTEJIBHBIM ITpu3HaKoM [30]. Pacmmpenne KoMIiekca
QRS u npononramus QTc CBUOETEIBCTBYET O TSKECTH
3aboneBanusa [31, 32]. DKI kapruna npu JII' mHOTIA
TpeOyeT IpoBemeHUS AuUd@GEepeHIINATFHOTO INUarHo3a
C WIIeMUel MUOKapaa IepemHelaTepaabHOM O0JacTH.
B otimmune ot JII' ODKI m3MeHeHus npu vimeMuu 6osee
YacTo OTMEYAIOTCS B JIaTepPaJIbHBIX M HIDKHUX OTBEIe-
HUSIX, a €CJIA TIPUCYTCTBYIOT B TIEPSIHUX TPYIHBIX OTBE-
IEHUSAX, TO COIMPOBOXMAIOTCA 3y0IIoM Q B OTBEICHMSIX
V1-V3 u penko BBI3BIBAIOT OTKJIIOHEHHE JICKTPUUCCKOM
OCH cepiIia BIIPaBo.

CynpaBeHTPUKYJISIDHBIC HApPYIICHWS PUTMa MOTYT
BO3HHMKATh B JAJICKO 3alleIIINX CTAIUsIX 00JIE3HU, B OCO-
OCHHOCTH TpereTaHue Tpencepanii, Ho Takxke Guopu-
JIALsl IIpeacepanii, ¢ obleil 3aboneBaeMocTbio 25%
MAIlMeHTOB Yepe3 S5 JIeT OT MOMEHTA ITOCTAHOBKU M-
rHo3a [33]. Ilpencepmubie aputmMuu HapymaooT CB
¥ TIOYTH HEM3MEHHO BEAYT K HaJbHEHUIIeMy KIMHWYC-
CKOMY yXyOmieHnIo. 2KeTymouKoBble apUTMHUU BCTpeda-
FOTCS PEIKO.

5.1.3. PeHTreHorpadusi rpyaHoOM KNeTku

Ha momenT nmocraHoBku auarHo3a y 90% nauueHToB
¢ NJIAT peHTreHorpamma rpyaHou KJe€TKW HOCUT IaTo-
Jormaeckuii xapakrtep [34]. M3MeHeHUsS Yy IAallMEHTOB
¢ JIAT BkmouaroT gunaTtanuio ctBoia JIA, 4yTo KOHTpa-
CTUPYET C OOeAHEHMEM IepudepudIecKoro JerouHoro
pucyHka. Pactmmpenue mpasoro nipeacepaus (IT1T) m ITXK
MOXHO YBUACTh B OoJiee TSDKENBIX ciIydasx. PeHTreHo-
rpadus TpyaHOMN KJIETKU MOXET ITOMOYb B U depeHII-
axpHOM auarHose JII, meMoHCTpupys Mpu3HAKM, XapaK-
TepHBIC IUIS TIATOJIOTHHU JICTKKX (TpyIma 3, Tabir. 4) win
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3aCTOMHBIX BEHO3HBIX M3MeHeHuU Bcieactsue 3JIKC
(rpymma 2, Tao6n. 4). PeatreHorpadus rpyaHON KIICTKU
MOXET ITOMOYb PA3ININUTh BEHO3HYIO M apTepUAIBHYIO
JIT, moka3pIBast YBEJIMUCHHOE W YMEHBIICHHOE COOTHO-
LIeHNe apTepUN: BEHBI, COOTBETCTBEHHO [35].

B uenom, tskects JIT' y Kaxxaoro oTaeabHOrO Maiy-
€HTa He KOPPETUPYEeT CO CTEIICHBIO PEHTTCHOJIOTMIEeCKIX
n3MeHeHnii. Takke, Kak 1 B ciydae ¢ DKI, HopmanbHas
peHTTeHOTrpaMMa TPpyIHOM KIIeTK! He nckimodaet JII.

5.1.4. UccnepoBaHue GyHKLMN NErkux u rasos
apTepuanbHO KpoBU

HccnenoBanne (PyHKIUM JITKUX W Ta30B apTepH-
albHOM KPOBM OIIEHMBAIOT 3HAYMMOCTBH ITAaTOJOTUU
BO3IYXOHOCHBIX ITyTel MJIM 3a00JIeBaHMS ITapeHXMMBI
nerkux. [1ammedTsl ¢ JIAI' 0OBIYHO MMEIOT JIETKOE WU
YMEpEeHHOE YMEHBIIICHUE JICTOIHBIX 00BEMOB, aCCOIIM -
MPOBAHHOE C TSKECThIO 3a0oeBanus [36, 37]. ¥ nanu-
eHToB ¢ JIAT nuddy3rnoHHast COCOOHOCTD JETKUX IS
MoHookcuaa yriaepona (JICJI) MoxXeT OBITH B IIpenerax
HOPMBbI, OJHAKO Yy OOJBIIMHCTBA OOJIbHBIX OHAa BCE-
Taku cHmXeHa. Kpaitne anskuii yposeusb A CJI, ompe-
JeJeHHbII KaKk 45% OT pacyeTHOro, acCOLMUPOBaH
¢ mwa0XuM mnporHo3oM [36, 37]. Huskuit yposens A CJI
mpu JIAI TpeGyeT BHITTONHEHUST mUddepeHInaTbHON
muarHoctuku ¢ BOBJI, JIAI, accoummpoBaHHOM
CO CKIIepOIepMHEH, W IMMapeHXMMATO3HBIM 3a00JieBa-
HUeM JIeTKuX. OOCTPYKTUBHBIC U3MCHCHUS SIBIISIOTCS
HETUIIMYHBIMHA, HO MOXKET BCTpPEYaThCS OOCTPYKIIHS
nepudepnyecKUX IhIXaTeJIbHBIX IyTeil. BcmemcTBue
aJbBCOJISIPHON TUNEPBECHTWISIIAN B ITOKOE ITapIifajib-
HOEe IaBJICHHWE KHCJIOpoda B apTepHaibHON KPOBU
(PaO2) B IIOKOE OCTaeTCs B IpeaesiaXx HOPMBI MM UyTh
HIIXE, a MMapluaJbHOE MaBJIeHWE MMOKCHUIA yriepoia
(PaCO,) cumxeno [38].

XOBJI kak npmunHa runokcndeckoii JII' nmarnocTu-
pyeTcs Ipy HAJIMINN HeOOpaTUMOM OOCTPYKIIMH B COUE-
TaHUM C TOBBIIICHHBIMUA PE3UAYATbHBIMH OO0BbeMaMU
nerkux u cHkeHHoi JICJI [39]. dis ra3oBoro cocraBa
apTepuaIbHOM KpoBH y nanneHToB ¢ XOBJI xapakrepHO
CHIDKCHHE PaO2 IIpY HOPMAJIbHOM WJIM ITOBBIIICHHOM
PaCO2 [40]. CHIXeHME JIETOYHBIX 00BEMOB B COYETAHUU
CO CHIDXeHUEM TN OY3MOHHOM CITOCOOHOCTH JIJISI MOHO-
OKCHIa yIiiepoia MOXET CBUACTEIBCTBOBATH 00 MHTEP-
CcTULIMAIbHOM 3aboeBaHuy aerkux [39]. Tsskectsh ampu-
3eMbl 1 MTHTEPCTULIMATBLHOTO 3a001€BaHUST TIETKUX MOXKET
OBITH OLICHEHA C TIOMOIIBIO KOMITBIOTEpHO#T TOMOTpaduu
(KT) BrICOKOTO pa3pemieHns. KoMoMHAIINS 3M(PU3EMBI
n Gudpo3a JIETKUX MOTYT IaBaThb IICEBIOHOPMAJIBHYIO
KapTuHY Iipu crmpomeTpuu, xoTs JCJI mout Bcerma
CHIDKCHA, YTO ITOAYePKUBACT HEOOXOIUMOCTh MHTEPIIPE-
Tanuy (PYHKIIMOHAJIBHBIX TECTOB JITKUX BMECTE C METO-
JlaMU, BU3YaJIU3UPYIOLIMMHU JIETKUE.

PacmipocTpaHeHHOCTh HOYHOI THITOKCEMHH M COH-
HOTO aITHO® IEHTPAJIBHOTO TeHe3a JOCTAaTOYHO BBICOKA
cpenu nauueHToB ¢ JIAT (70-80%) [41, 42]. I1pu niomo-

3p€HUMN Ha CHUHIPOM O6CTDYKTI/IBHOI‘O COHHOTO aITHO9
NI TUITOBECHTUJIATINHN CJICAYCT MIPOBOANUTb HOUYHYIO OKCH -
METPpHUIO UIHN HOJ'[I/ICOMHOF[)&CIDI/I‘ICCKOC HCCICA0BaHUC.

5.1.5. Oxokapavorpadpus

TpancropakanbHasgs 3xokapauorpadpus (TOxoKI')
WCITONIb3YeTCS IS OLIEHKW M3MeHeHU cepmma mpu JIT
u usMepenus JJIA ¢ moMoIb0 MOCTOSSHHO-BOJTHOBOTO
IOIMIJIEPOBCKOTO KapTUpoBaHUS. Ilpm momo3peHUN
Ha JI' Bcerma ciemyeT HpPOBOOWUTH 3XOKapauorpaduio
(Ox0KIT'), koTopast MOXKET IIOMOYb CACIATh BEIBOM O AMa-
rao3ze JII' y manmeHTa cO MHOXECTBEHHBIMU DX0KI -
W3MEPECHUSIMH, COTIJIACYIOIIUMUCSI C 3TUM IHArHO30M.
st mpuHsTHS peneHust o Beidope neyeHust JII' He gocra-
TOYHO TOIBKO DX0KI, HE0O0XOIMMO BEITIOTHEHUE KaTeTe-
puzannu cepaua. [TompoOHBIE peKOMEHOAIINM, OIHICHI-
BalOIIEe MCCIeAOBaHME IIPAaBBIX KaMep cepalla ¢ II0-
Moo Oxo KT, IpeacTaBieHBI B JOKYMEHTAX, CO3MaHHBIX
n onobpeHHbix EACVI, koTopast ABIsSeTCS 3apeTUCTpU-
poBaHHEIM oTneieHrneM EOK, m umraremto pekoMeHIy-
eTcsl 0OpaTUTBCS K OTUM MCTOYHHUKAM UIST TTOYUCHMST
naapHeimeir nadopmanim [43, 44].

Pacuet cucrommaeckoro IJIA (CIAJIA) ocHOBBIBaeTCs
Ha OIpeIeIcCHNU IMMKOBOI CKOPOCTH TPUKYCIUAATBHOMN
peryprutaunu (CTP) m mcmonb3oBaHUsS YIIPOIICHHOTO
ypaBHeHUsI bepHyn, a Takke olleHKU aaBiaeHus B 111
(AITIT). ATIIT moxkeT OBITh pacCUMTAaHO C ITOMOIIbIO
OxoKI' myreM um3MepeHUs] AuUaMeTpa HIDKHEH ITOJIOM
Bexbl (HIIB) u ero m3MeHeHMsT B 3aBUCMMOCTH OT a3
nbixanmst: guametrp HIIB <2,1 cMm m crmageHmne Ha BIOXe
>50% cBugeTenbcTBYIOT 0 HopManbHOM JIIIIT paBHBIM
3 MM pr.cT. (B mpenmenax 0-5 MM PT.CT.), TOTma Kak OAua-
merp HIIB >2.1 cM u cragenune Ha Buoxe <50% waum
<20% mnpy CIOKOMHOM ABIXaHUM TOBOPUT O BBICOKOM
HIIIT paBHOM 15 MM pT.cT. (B ipemenax 10-20 MM pT.CT.).
B cinyuae, korma nuamerp HIIB u cnageHue nmpu abixa-
HUU HE COOTBETCTBYIOT IIPEICTABICHHOMY IIPUMEDY,
MOXET OBITh MCITOJIb30BaHO ITPOMEKYTOUHOE 3HAYCHHUE
paBHOE 8 MM pT.CT. (B mpeaenax 5-10 mm pr.ct.). EACVI
PEKOMEHIYET TaKOM ITOAXOMI, HEXeJIW WCIIOJb30BaHME
(puKkcHpoBaHHBIX 3HAYCHMI 5 win 10 MM PT.CT. IS pac-
yerta CIJIA. OmHako, yYWTBIBasE HETOYHOCTH OICHKH
JIIIT n yBennuyeHre NOrpeliHOCTe U3MEPEHUS C TIOMO-
IO IIPOM3BOAHBIX IIEPEMEHHBIX, MBI PEKOMEHIyeM
TIPUMEHSTh TTOCTOSTHHO-BOJIHOBOE HOMIIICPOBCKOE Kap-
THpoBaHUe M1 n3MepeHns mukoBoit CTP (a He pacuert-
Hoe CJIIJIA) B KadyecTBe OCHOBHOTO ITOKa3aTels IJIsT
onpeneneHus BeposgtHocT JIT' mo manHbIM DXx0oKIT.

[Ipn TexHUYECKOM CIOKHOCTH KapTUPOBAHUS ITUKO-
Boii CTP (He3HaumrTenbHasT WU JIeTKo cTemeHu TP)
HEKOTOpPBIC Ja0OpPaTOPUM WCITOJIB3YIOT KOHTPACTHYIO
Ox0KI' (1.c. B30ONTaHHBIN (DU3NOJOTHIECKUIT pacTBOP
BBOIMTCS BHYTPUBCHHO (B/B)), 9TO MOXET YIYUIIUTH
TOTITUICPOBCKMI CUTHAJI 1 TIO3BOJIUT U3MEPUTD ITMKOBYIO
CTP. K coxaneHuto, HeCMOTPSI Ha TECHYIO KOPPEISIILINIO
mexnay CTP u rpagueHTOM IaBIeHUS HAa TPUKYCITAIATb-
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HOM KJIallaHe, IaBJICHUE, OIIpeleICHHOE IOIIUICPOB-
CKMM METOJOM, MOXET ObITb HETOUYHBIM Y HEKOTOPBIX
OOJIBHBIX. Y MAIlMEHTOB C TSLKEION TPHKYCHUAATHHON
peryprutanueii CTP MoxeT OBITH 3HAUYMTEBHO HEIO-
OllCHEHAa W II03TOMY HE MOXET HCITOJIb30BaThCS IS
uckiroueHus JII. Tak e ObIBaOT ciiyyau 3aBBIIICHHOM
oueHKU [44]. JII' HeMb3sT JOCTOBEPHO AMATHOCTUPOBATH
mo ompeneneaHoMmy 3HadeHUo CTP. ITostomy pacuer
JJIA TOmBKO Ha OCHOBAaHWM HOMILIEPOBCKOit TOxoKI
He TTOAXOIUT IS 00CIeIOBaHUS JICTKOM 0€CCUMIITOMHOM
JII. Crnenmyer Bcerma MCIIONB30BaTh M apyrue DxoKI'-
ImapaMeTpbl, KOTOpBIC MOTYT BEI3BaThb WM YCHJIMBATH
nonpo3penue JII' HezaBucumo ot CTP.
OxoKI-06cenoBanne MTODKHO YCTAHOBUTH YPOBEHB
BeposgTHocT! JIT. DT Pexomenmanmu EOK mpemmaraior
rpagamto BepostHocTH JII' Ha ocHOBanum CTP B mmoKOE
W TIpY HAJIMIMU TOTOJIHUTEIBHBIX, PaHee OIpeIeIeHHBIX
DxoKI'-mapameTpoB, mpennonaralomux Hamuune JIT
(tabn. 8A). BepostHocTth JII' MOXeT OBITH OIlcHEHa KakK
BBICOKASI, TIPOMEXyTOUHas M Hu3Kas. [Ipm mHTepIpeTa-
IV B KIIMHUTYECKOM KOHTEKCTE pe3yIbraThl DXoKI HeoO-
XOOWMEI JUIST PEeIIeHNsT BOIIpOca O TOKAa3aHUAX K KaTeTe-

TaGnuua 8A
BepositTHocTb JII no aaHHbIM AxoKl
Y CUMNTOMHbIX NALMEHTOB C Noao3peHnem Ha JIr

MNMukoBas ckopocTb Hanuune ppyrux BeposatHocTb JIT
TPUKyCNUAanbHom AxoKrI npusHakoB N no aaHHbIM AxoKr
peryprutaumm (m/cek)

<2,8 unu He onpepensetcs  Het Huskas

<2,8 unu He onpepensetca  Ectb MpomexyToyHas
2,9-3,4 Het

2,9-3,4 EcTb Bbicokas

>3,4 He TpebyeTcs

Mpumeyanue: * — cm. Tabnuuy 8B.
Cokpawenus: JIN — neroyHas runepteHaus, IxoKl — axokapamorpadus.

pU3alNy WHIWBUOYAJIbHO Yy KaXmoro IamueHTa. JIis
00JIeTYCHUSI I CTAHOAPTU3AlIMM BEIOOpA YPOBHSI BEPOSIT-
HocTH JII' HeCKONIbKO HOMONMHUTENBHBIX DXx0KI -Tipr3Ha-
KOB OBUTM TIPEIUIOKECHBI B IOMOJHEHHE K KPUTCPHUSIM,
ocHoBaHHBIM Ha CTP (tabm. 8B). D1tr mpu3Hakuy XxapakTe-
pusyioT pa3mep I12K u ero meperpysKky naBieHIEM, XapaK-
Tep ckopocTi KpoBotoka n3 I12K, muametp JIA 1 onenu-
atot JIITIT [43-45]. Ux n3MepeHne periaMeHTHPOBAHO
B pekoMeHaanusx, onoopeHHbx EACVI [43, 44].

TaGnuua 8B
AxoKr-npusHaku, npeanonarawowme Hanuume JI,
ncnonb3yembie ang onpeaeneHus seposatHoctu JIl
B [IOMNOJIHEHME K OLLleHKEe CKOPOCTU TPUKYCNUAanbHOM
peryprutauuu (tadn. 8A)

C: HuxHsas nonas
BEHa U npaBoe
npeacepave’

A: Xenypouku® B: Jlerounas apTepus”

CooTHoLeHVe auameTpoB  Bpemsi yckopeHus JlnameTp HikHei
MX/JX Ha yposHe KpoBOTOKA nonow BeHbl >21 MM
6a3anbHbIx cerMeHToB >1,0 B BBIHOCSILLEM TpaKTe B COYETAHUM
MK <105 m/cek n/vnm C YMeHbLLEHVEM
CPEAHECUCTONNYECKOE CrajieHns Ha Baoxe
NpUKpbITUE (<50% ¢ peskum

BLIOXOM HOCOM MAn
<20% Ha doHe

CMOKOWMHOro

[ObIXaHns)
Ynnowexune CKOpOCTb paHHeN Mnowaab npaBoro
MEXOKENYA04KOBOM [OVNaCTONNYECKOW npencepavs >18 oM’
neperopoaku (MHAEKC nyAbMOHaNbHOW (M3MepeHme B KOHLLE
aKcueHTpuyHocTM JDK >1,1  peryprutaumm >2,2 CUCTONbI)
B CUCTOANY U/UAK Anactony) M/cek

OnameTtp J1A >25 Mm

Mpumeyanue: * — Heo6xoanuMo Hannune axokapamorpadryHeckmx NPU3HaAKOB Kak
MVHUMYM 13 ABYX pa3Hbix kateropuid (A/B/C) ans naMeHeHUs ypoBHS BEPOSITHOCTU
NI no maHHbIM axokapavorpadum.

CokpawieHus: JIA — neroyHas aptepusi, JIT — neroyHas runepteHsus, JDK —
neBbli xenypoyek, MK — npa.biii xenynoyek.

Ta6nuua 9

Crparerus auarHocTuku cornacHo seposatHoctu JII no paHHbim AxoKr y nauneHToB
¢ cumnTomamu npucywmmm JIT, ¢ unm 6e3 paktopos pucka JIAI unu xpoHuyeckoit Tpom6oamobonunyeckoii JIr

BeposaTtHocTb JIT Be3 ¢akTopoB pucka unm cocToHUM,

no aaHHbiM AXoKI accouumpoBaHHbix ¢ JIAT unu XTanr’

Huzkas Cnepyet o6cyxaaTb anbTepHaTUBHBI la C
[MarHos

MpomexyTouHas  Cnenyet 06CyxaaTh anbTePHATUBHBINA Ila C
nmarHo3, 9xoKI KoHTposb npu
[LMHAMUYECKOM HabMIoAeHN.
MoxHo 06cyxaaTh AanbHEnLLYo b
avarHocTumky J1 re

Bbicokas PekomeHpyeTca fanbHewlas | C

nmarHocTuka JI (skmoyas KMKC®)

Knacc® !Iponzem:b ®dakTopbl pyUcKa UM acCoUMUPOBaHHbIE

Knacc® YposeHb’ Ccbinku’

¢ JIAT unu XTIJII cocTosiHus

Cnepyert obcyxpaatb OxoKI koHTponb npu  lla (¢}

[IMHaMUYeckoM HabnioaeHUn

Cnepyet o6cyxaaThb AanbHENLLYIO la B 45, 46
avarHocTuky JII, Bknovas KnKc®

PekomeHpyeTca fanbHelias | C

pvarHocTuka JIr°, skniovas KMKC

Mpumeuanue: * — Knacc pekoMeHpaLmii, - YPOBEHb 10Ka3aTENbHOCTH, © — CCbUTKW, MOAAEPXMBAIOLIME YPOBEHb [10KA3ATENbHOCTH, i [laHHble pekoMeHJaLmu
He KacaloTCs MAUMEHTOB ¢ AU(PY3HbIMI MAPEHXMMATO3HBIMI 3a60N1EBAHUAMU NIErkuX Uin 3a60NeBaHUSIMI NIEBLIX KaMep CEpALa, © — 3aBUCUT OT Hanuuusi GakTopoB
pucka gns JIM 2, 3 unm 5 rpynnel. MocneaytoLias cTpaTers AMarHoCTMKU MOXET pasnnyaTtbCst B 3aBUCMMOCTM OT TOrO, kakme $HakTopbl pucka/acCoLMMpPOBaHHbIX COCTOS-
HUIN CBUOETENbCTBYIOT 0 6onbLuei BeposaTHOCTY JIAT uam XTIJIT — cM. anroput™ AvarHoCTUKK.

Cokpauenusi: XTIJIT — xpoHuyeckas Tpom6oambonunyeckas JII, OxoKIm — axokapaunorpadus, JIAT — neroyHas aptepuanbHas runepteHaus, JIT — neroyHas runepTeH-

3us, KMKC — kateTepusauys npasbix kamep cepaLa.
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[Inan mampHeiIero o0OCIemOBaHUS, OCHOBAHHBIN
Ha DxoKTI-BepositHoctn JIT, mipencraBneH B Tabnuie 9
IIJIST CUMIITOMHBIX OOJIBHBIX. B 3JIeKTpOHHOM MIpMiIoXKe-
HUHU cxoxas tabauma (Web ta6a. IX) ckpuHMHTa acum-
NTOMHBIX OOJIBHBIX C (pakTOpaMu pucka pazsutusi JIAT
WIN CIyYalHBIMA HaXOOKaMH, IIpeaIojaralolliMu
Haymane JII, mo ganAasiM DK mnmn BU3yaaIu3upyomImx
METOIUK JIETKUX.

Ox0KI" MoxeT OBITh MOJIE3HOM B YCTAaHOBJICHUHU TIPH-
YWHBI MOA03peBaeMor Wiu yctaHoBiaeHHou JIT. JIByx-
MmepHag OxoKI, pommieporpaduyueckuii  aHanu3
1 WCIOJIb30BaHNE KOHTPACTa MOTYT IPUMEHSITBCS IS
nckmodeHnss BITC. BricokocKopocTHOI MOTOK B JIA,
OITIpeAeIISICMBIN B MIMITYJIBCHBIM TOTIIICPOBCKOM PEXUME,
IIpY OTCYTCTBUM BUAWMMOIO IIMYHTAa WM 3HAYUTCIHHOMN
IVIaTallid IIPOKCUMAaJIbHOTO oTmenra JIA, HecMOTps
Ha ymepeHHble LU@pbl JII, CIyXUT OCHOBAaHUEM IS
BBINIOJIHECHUS UpecnuieBogHoro DxoKI™ mccmemoBaHms
C UCITOJIb30BaHNEM KOHTPACTA MIX MAarHUTHO-PE30HAHC-
Hoit Tomorpacdum (MPT) cepmia miIs MCKITIOYCHHUS
nmedekTa MEXIIpeICcCepaIHOM MeperopoaKy TUIIA “BEHO3-
HOTO cMHYyca” 1/WIN YaCTHIHOTO aHOMAJIBHOTO ApeHaka
JICTOYHBIX BeH. B ciIydasix momo3peHus TUaCcTOIMIeCKOM
nucdynkuuu JIZK nonmieporpaduueckue rnpuzHaku JII
JIOJDKHBI OBITh OIIEHEHEBI, TaXXe €CIM WX JOCTOBEPHOCTH
cunrtaercs Huszkoi. KITKC cienyeT paccMaTpuBarth, eCiiu
JIMATHO3 OCTAETCS HEeSICHBIM ITOCIC BRITIOJTHEHISI HCHBA-
3UBHBIX MeToHoB obcienoBanus (Pasmen 8.1). 3HaueHme
MMpakTHdeckoro mnpuMeHeHnsT DxoKI m mommieporpa-
duu s BeIsIBAeHUST ciydaeB JII, MHAyuMpOBaHHOM
du3mIeckoil HArpy3Koit, ocTaeTcs HeOIpeaeJIeHHBIM
W3-3a HeJOCTaTKa IIPOBEPEHHBIX KPUTEPUEB U IIPOCIICK-
TUBHBIX MOATBEPXKIAIOIIMX TaHHBIX.

5.1.6. BeHTunaunoHHo/nepdy3noHHasa cumHturpadus
nerkux

Bentunsmmonno/mepdy3unonnyio (B/I1) cumHTHTpa-
¢uI0 JIerKux HeoOXOAMMO BBIMOJHATH MauueHtam c¢ JII
st uckmoueHnst XTOJILL B/IT cuuHTHTpadms sSBIsIeTCS
MeTomoM BeIOopa mist ckprHuHTa X TOJIT, Tak Kak ee 9yB-
CTBUTEIBHOCTH TIpeBhIacT KT aHTHOITyIEMOHOTpaduio
(KTAIII'), ocobeHHO B IIeHTpaX ¢ HEOOJNBIIMM OITBITOM
[47]. HopManbHBIe WA ¢ HU3KOI BEPOSTHOCTBIO PE3YIh-
tatel B/I1 cumuTUrpadmm nerkmx uckimodaior XTOJIT
¢ gyBcTBUTENBHOCTEIO MeTonma 90-100% u cnienmduaHO-
ctbio 94-100%; onHako, 6osbioe urcio B/I1 uccienopa-
HUU HE SIBISIIOTCS OUATHOCTHYCCKUMU. Y TALMEHTOB
¢ JIAT B/Il cumaTHTpadusI JETKUX OOBIMHO MMEET HOpP-
MaJIbHBIN BUJI, HO TAaKXKe MOTYT PETUCTPHUPOBATHCSI MEJIKIIC
nepudepruIecKre HecerMeHTapHbBIC IeMeKTHl mepdy3nn,
HE COOTBETCTBYIOIINE COOTBETCTBYIOLINM 30HAM IPH BeH-
TWISIIMOHHOW CHMHTUTPaGUN. YIaCTKA HECOOTBETCTBUS
repdy3ur MOTYT HaOMIONATHCS U TIPU APYTOi MaTOJIOTHI
cocymoB Jierkux, Takux kKak BOBJI. B/I1 cumaTHTpadumio
JIETKHX JO CHX ITIOp PEeKOMEHAYIOT B KAYECTBE CKPUMHIHTO-
BOTO TECTa, ONHAKO BEHTWISIUOHHYIO CLMHTUTpa(UIo

JIETKHX 3a9aCTyI0 3aMEHSTIOT Ha PEHTIeHOrpadrIo TPyITHOMK
kinetkr Wi KT JIerkKux BBICOKOTO pa3pelleHMSI, BBIIION-
HEHHBIX HETaBHO IT0 OTHOIICHMIO K CIMHTHTpadmnun. Tem
He MeHee, TaKas IIpaKThKa B JCHCTBUTEIIFHOCTA HE UMEeT
IOoKasaTeJIbHOUM 0asbl i1 mpuMeHeHmus. Kpome Toro,
MHOTHWE LIEHTpHI oTnaroT npeanoureHre KT, Tak Kak 310
HCCclleloBaHMe 00siee JOCTYITHOe. B HeCKOJIBKUX MCCIIemo-
BaHUSIX OBUIO TTOKA3aHO, YTO OTHOMOTOHHAS SMHUCCHOH-
Has KT, MeTomrka, oTHOCSIIASICS K SIICPHOM MEIUIIMHE,
MoxeT mpeBocxomuTh B/I1 cumuTurpadmio m KTAIIT,
OIHAKO 3TH JaHHBIC TPEOYIOT OoJiee THIATEIEHOTO M3yde-
Hug [48]. HemaBHO OBLIO IIPpOAEMOHCTPUPOBAHO, UYTO
HOBasl TEXHOJIOTMS, TaKasl KaK TPEeXMEpPHOE MarHWUTHO-
pe3oHancHoe (MP) nepdy3nonHOe KapTHpoBaHKe, 00Ia-
IAeT TaKOM K¢ YYBCTBUTEILHOCTBIO, KaK U TPAOUIIMOHHAS
nepdysnoHHas cumHTUTpadusa mmpu cKkpuauHare XTI
MP MOXeT NpHMEHSATBhCS KaK HEpPagUallMOHHEBIA METOI
IUTST OLICHKY BeHTWISIIUHY 1 Tiepdy3uu rpu X TOJIT [49].

5.1.7. KT Bbicokoro paspeweHust, KT ¢ KOHTpacTHbIM
yCUNeHneM 1 aHrmonynbmoHorpacus

KT mmpoko IOCTYIIHBIM METOH MCCICIOBaHUS,
C TIOMOIIIBIO0 KOTOPOTO MOXKHO ITOJTYIMTh BaXKHYIO MH(MOP-
MAIIAIO O MATOJIOTMHU COCYIIOB, CepAlla, ITApeHXUMBI JIeT-
kux u cpegocrenus. Ilo pesynpraram KT MoxHO 3armo-
no3puth Hammane JIT (pacmmpenue JIA wm I12K), nnen-
mndunmpoBats npuanHy JII, takyro xkak XTOJI wmnm
3a00JIcBaHUE JICTKUX, OOHAPYXWUTh IPU3HAKU IPYTUX
npwanH JIAI' (HanpuMep, mtaranus numesoga npu CC
WJIN BPOXACHHBIC TIOPOKHU CEpAIla, TaKHe KaK, YaCTUIHBI
aHOMAaJILHBIN IpeHAaK JISTOYHBIX BeH) ¥ ITOJIYINTh MH(MOP-
MalMIo 0 MPOTHO3e 3abonaeBanms [50].

Yeenuuenue nuamerpa JIA (>29 MM) U COOTHOIIEHUS
nuametpoB JIA: Bocxomsieit aoptel (>1,0) MOTyT BBI3-
BaTh momo3peHue JII' y CHMIITOMHBIX HAllMEHTOB WJIA
cIydaHbIX OoibHBIX, KOTOphiM KT BeIIONHSIIACH
10 IPYIUM MOKa3aHUsSIM. BBIIO IToKa3aHo, 9TO COOTHO-
IIeHNEe TNaMeTPOB CeTMEHTapHOI apTepun: OpoHxa >1:1
B TPeX WJIM YETBIPEX IOJSX MMEET BHICOKYIO CITCIIM(PId-
HOCTb Wit auarHoctuku JIT [51, 52].

KT BBICOKOTO pa3spelicHUs II03BOJISCT IeTaabHO
BU3YaJIM3NPOBATh ITAPEHXMMY JICTKMX M WM O0JIerdaeT
OIVNATHOCTUKY WHTEPCTUIIMATBHEIX OOJIC3HEH JETKUX
u sMmdu3embl. KT BEICOKOTO pa3pelieHUs TaK XK€ MOXeT
OBITH KpaiiHe TIoJie3Hoi Tpu momo3peHun Ha BOBJIL.
XapakTepHble U3MCHCHMSI B BUIE WHTCPCTULUAIBHOTO
OTeKa JIETKUX C IEHTPaJIbHBIMUA 3aTeMHECHUSIMU B BHIIC
“MaTOBOTrO CTEKJa” W YTOJIICHUEM WHTPaI0OYISIPHBIX
Teperopoaok crocooctBytor auarHo3sy BOBJI; momo:-
HUTEJIbHBIC HAaXOAKM BKIIOYAIOT JUMGaIeHOIATHIO,
BBITIOT B IUIEBPAJIBbHYIO ITOJIOCTH [53]. O HaIuInu JIerod-
HOTO KaNmWUISIPHOTO TeMaHTHOMAaTO3a MOTYT CBHIE-
TEeNIBCTBOBATh UM (Py3HBIC OMIaTCpaTbHbIC YTOIIICHMS
WHTPAJIOOYJISIPHEBIX TIEPETOPOIOK U MEJIKHE ILIeHTPajIo-
OyJIsIpHEIE ¢71a00 OUCPUCHHBIC Y3eIKOBBIC TOMYTHEHUS.
OpnHako 3aTeEMHEHUS B BUIE “MaTOBOrO CTEKJIA” TaKXKe
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BCTpeJaroTcsl 0ojiee 4eM Y OOHOW TpeTH IAaIMeHTOB
¢ JIAT [50].

Kourpactnag KT anrmorpadpus JIA momoraer
B oueHke orepabdenrpbHocT XTOJII. OHa oroGpaxkaer
TUTINYHBIe aHTHorpadmdeckue mpusHaku X TOJIT, Takue
KaK TI0JTHAST OOCTPYKIINS, TSKU, CETU M HEPETyISIPHOCTD
WHTUMAJIBHOTO CJIOS, TaKXKe TOYHO M ITOCTOBEPHO, KaK
" cyOTpakmuoHHast aHTrorpadus [54, 55]. BroT MeTon
IMO3BOJISIET BHM3YaJIU3MPOBaTh KoJUIaTepaaud, WIYIIUC
OT OPOHXMATBHBIX aAPTEPUIA.

TpanguuoHHast aHrMomyJbMoHorpadusi Heobxoaruma
B OOJIBIIMHCTBE CIy9acB IIPU 0OCICIOBAaHNH IALIICHTOB
¢ XTOJIT 9T0OBI BEISIBUTH TE€X, KOMY HaHOOJIBIITYIO TIOJIB3Y
mpuHeceT sHHapTepaKToMusa u3 JIA (OD3JIA) umu BAJIA
[56, 57]. Aurmorpaduss MoxXeT OBITH BBIITOJIHEHa O€3-
OITACHO OITBITHBIM IIEPCOHAIOM Y TALIMEHTOB C TSDKEIJION
JIAT, ¢ wucroiab3oBaHMEM COBPEMEHHBIX KOHTPACTHBIX
IIperrapaToB M CEJIIEKTUBHBIM KOHTPACTUPOBAHUEM.
AHTHOrpadus mojie3Ha B MCKIIOYCHWM BacKyJINUTa WA
apTepMOBEHO3HBIX MajibpopMalinii jJerkux, ogHako KT
obnamaeT cxoxel Win aaxe 0ojee BbICOKOW TOUHOCThIO
B IMArHOCTHKE OOOMX 3a00JIeBaHMII U ABJISIETCS MCHEE
WHBa3VWBHBIM METOJOM McceqoBaHus [58, 59].

5.1.8. MarHuTtHo-pe30oHaHCHaa Tomorpadus cepaua

MPTc — 3TO TOYHBIM M BOCIIPOU3BOIUMBINA METOL
B ollcHKe pa3mepa, mopdoiornn n pyakmun 12K, ox
ITO3BOJISIET M3MEPUTh KPOBOTOK HEMHBA3WBHBIM CIIOCO-
6oM, BKIIIOYas ymapHbeI o0beM, CB, pacTsskumocts JIA
u maccy I12K.

V nauueHTOB ¢ nogo3peHueM Ha JII' Haimuue oTcpo-
YEHHOTO HAKOIUICHMS TamOJMHUS, CHIDKCHUE PacTSKU-
MocTi JIA 1 peTporpamgHbIii TOK IMEIOT BBICOKYIO IIPOTHO-
CTUYECKYIO 3HAYMMOCTD 11 auarHocTuku JIAILL omHako,
HU oiuH u3 napamerpoB MPTc He Mo3BoJIsIET UCKITIOUUTD
JIT [60-62]. ¥ nauwmenros ¢ JII' u mogo3pennem Ha BITC
MPTc MOXeT ObITh MOJE3HBIM METOIOM TTPU HEOTHO3HAY -
HBIX pe3yibratax 9xoKI-ucciaemoBaHms.

MP anruorpadusi ¢ KOHTPACTHBIM YCUJIEHUEM U 03
HETO MMEET CBOU TTePCIICKTUBEI B M3YUCHUH COCYINCTOTO
pycia y mammeHTOB ¢ mpenmoiaracmoir XTOJII, oco-
OcHHO y OepeMEeHHBIX IIPH ITONO3PCHNN Ha XPOHUICCKIIEC
TPOMOO3HI, MOJIOIBIX MAIIMEHTOB WJIN IIPU IIPOTHBOITOKA-
3aHMU K WCIIOJIB30BaHMIO MOTOCOACPXKAIIMX KOHTPACT-
HBIX cpeacTB [63].

Hannbie MPTc galoT nosie3Hyo MHGOpMaLIMIO O TPo-
rHo3e y manueHToB ¢ JIAI Kak Impu mepBUIHOM HUCCIIEI0-
BaHWM, TaK M TIPH MTOCIEAYIOIIEeM HaOTIOACHNH 3a 00JIb-
HBIM [64-66].

5.1.9. JlaGopaTopHasa AMarHOCTMKa U UMMYHOJOTUS
AHanu3bpl KpOBM He IIomMoraioT B BbisiBaeHuu JII,
HO OHM HEOOXOIWMEI I MACHTU(DUKAIUNA STUOJIOTUU
HeKOTOphIX BapraHToB JII, a TakKe onpenesieHUun TsKe-
CTU TIOpaXeHus1 opraHoB. Bcem malmeHTam cienyet
BBIMTOJIHUTh PYTMHHOE OMOXMMMWYECKOE HCCAeAOBaHUE

KpOBH, KIMHWYCCKUA aHAJIN3 KPOBU M OICHUTH (DyHK-
L1IO IIUTOBUIHOM XeJle3bl, a TAKKE IPYrue Criemndmde-
ckre TecThl. (PYHKIMOHAJIBHBIC IIEYCHOUYHBIC TECTHI
MOTYT OBITh MI3MEHEHBI M3-3a BEICOKOTO TaBJICHUS B BEHAX
TeYeH!, IaTOJOTUM TICYeHU M/WiM Ha (DOHE TepaItmu
aHTaTOHMCTaMHU pelenTopoB 3HmotenmHa (APD). Cepo-
IWATHOCTHKA TEIaTUTOB IOJKHA TIPOBOIUTHCS IIPU
HaJIMINY KIIMHAYECKNUX OTKIIOHEeH!. Cpeny malleHTOB
¢ JIAT yacro BcTpeuarorcst 3a00jieBaHMSI ILUATOBUIHON
KeJie3bl, KOTOPBIE MOTYT BO3HUKATH CO BpEeMEHEM IIpH
manpHeimeM TedeHnu JIALL O6 aToM ciemyeT IOMHHUTh
B cilyyae BHe3aImHoro yxyameHus JIAT.

Cepororndeckuie MCCACOOBAHUS HEOOXOTMMBI IS
uckmodeHnss C3CT, rematuta M WHGEKIUW BHUpyca
nmmyHoxaeduimTa denoseka (BUY-undexiuu). Okono
40% manmeHToB ¢ JIAT MMEIOT ITOBBIIIEHHBIA TUTP aHTH-
HYKJICApHBIX aHTUTEJI, HO 00BIYHO B HU3KOM TUTpE (1:80).
KpaifHe BaxXHO HCKITIOUNTH CUCTEMHYIO CKJIEPOACPMUIO,
TaK KaK 3TO 3a00JieBaHNE MMEET BBICOKYIO pacIpocTpa-
HeHHOCcTb y mauueHToB ¢ JIALL Tlpu orpaHudeHHON
dbopme ckIepomepMUM OOBIYHO OOHAPYKMBAIOT AaHTUHY-
KJIcapHBIC aHTWTEJIA, BKJIIOYAsT aHTHTENIa K IIEHTPOME-
pam, dsDNA, anti-Ro, U3-RNP, B23, Th/To and
UI-RNP. JluddysHas dopMa ckiaepoaepMusi 0ObIYHO
accouMpoBaHa ¢ TO3UTUBHEIMU aHTUTeaaMu U3-RNP.
ITaneHTB ¢ CHCTEMHOW KpacHOW BOJYAHKOU MOTYT
VMETh aHTUKAPIUOIUIIMHOBBIC aHTUTENA.

Y nmaumenToB ¢ XTOJII cirieayeT BHIITOIHATH CKPH-
HUHTOBOE MCCIIeIOBaHNE Ha TPOMOOMIIINIO, BKIIIOYAS
orpeneiicHre aHTU(MOCHONUITNIHBIX, aHTUKAPIUOIL-
MUHOBBIX aHTUTE W BOJTYAHOYHOIO AaHTUKOATYJISTHTA.
TectupoBanue Ha BUY-unbekuio HE0OOXOAMMO IPO-
BOAUTH y MauMeHToB ¢ JIAT. N-TepMUHaIbHBIA MO3TO-
Boii HaTpmitypetmueckuii mporerntun (NT-proBNP)
MoXeT ToBbIlIaTbes y namueHToB ¢ JII. NT-proBNP
SIBIISICTCSI HE3aBUCUMBIM IIPEAUKTOPOM PHCKa B 3TOU
TpyIIe 0OJIbHBIX.

5.1.10. YnbTpa3eykoBOE uccnepoBaHme OpIOLWHO N00CTH

Taxke, Kak ¥ B ciyyae ¢ J1abopaTOpHON TUATHOCTU-
KO, ynIbTpa3ByKOBOE MCCAEI0BAHME MOXET MOMOYb
B WICHTH(UKAINY HEKOTOPHIX KIIMHNIECKIX HO30JIOTHH,
accouuupoBaHHbIX ¢ JIATL. Viasrpa3zBykoBoe ucciaenoBaHue
MOITBEPKAAET, HO HE UCKITIOUAET MOPTATbHYIO TMIIEPTEH-
3u10. [IprMeHeHWe KOHTPACTHBIX CPEACTB U 1IBETHOIO
JOMILJIEPOBCKOTO KapTUPOBAaHUS ITOBBIIIAET TOYHOCTh
nuarHocTuki [67]. ITopranbHast TUTIEPTEH3HS MOXET OBITh
JIOCTOBEPHO TOATBEPKACHA WM MCKIIOYEHAa BO BpEMS
BeimoaHeHnsT KITK C myreM n3MepeHus TpaqeHTa TaBiie-
HUSI MeXIy CBOOOAHBIM AABJACHMEM IE€YEHOYHOU BEHBI
M JaBJIeHUEM 3aKJIMHUBAHUS B IIEUCHOYHOM BeHe [68].

5.1.11. Katetepusauus npasbix Kamep cepaua
1 Ba30peaKTUBHbIN TECT

KITKC HeobxommMa IS MOATBEPXKICHUST IMarHO3a
JIAT u XTOJII, nigd OoLeHKM TSKECTU TeMoIuHaMM4de-
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CKMX M3MCHECHU W MPOBEICHUS TeCTa Ha Ba30pPCaKTUB-
HOCTb COCYIOB JIETKUX Y ONpPeIeJIeHHOM IpyIIbl 00JbHBIX
(ta6m. 10). B 3KcCIepTHBIX IIEHTPaxX BBIIIOJHEHUE 3TOTO
HCCIIEIOBAaHMS MMeeT HU3KIE TToKa3aTeIn 3a00j1eBaeMO-
ctu (1,1%) u neransroctu (0,055%) [69]. KaTterepusa-
Vg JIeBBIX Kamep cepana B gomoiaHeHume K KITKC
BBITIOJTHSIETCSI PEIKO M B OCHOBHOM Y ITAIIEHTOB C KITH-
HUYECKUMH (haKTOpaMU PUCKA WIIEeMUYCCKON 00JIe3HU
cepmua wm CHc®B, a takke y manueHToB ¢ OX0KI'-
MMpU3HAKAMU CHUCTOJMYECKON W/MIN ITHACTOINICCKOU
nucdynkuueit JIK. PekomeHmanyu 1o KaTeTepu3aluu
y manueHToB ¢ 3JIKC uimu maToorueit IeTKMX B OO -
HeHue K Tabmuie 10 ormmcansl B Tabmuie 31 u 33, cooTt-
BETCTBEHHO. M3MepeHne KOHEYHOTO IMACTOJIMYECKOTO
nasneHus JIZK kpaiiHe BaxXHO BO M30exkaHUE HEBEPHOM
KJIacCU(UKAIIUN ITAIICHTOB ¢ MOoBBIIeHHBIM JI3JIA oco-
OCHHO, KOTHa IIOJyYCHHBIC Pe3YIbTaThl HEOXWIaHHBIC
¥ BO3MOXHO HETOYHBIC (OTCYTCTBHE Y MallMeHTa (PaKTo-
poB pucka CHc®B, HopManbHEIIT pa3Mep JIEBOTO TIPe-
cepmusa (JIIT) m orcyrcrBue DxoKI'-TIpr3HAKOB MOBBI-
IIEHHOTO AaBicHU HanmomHeHMs JIXK).

Pe3ynbraThl THBa3WBHBIX N3MEPEHUM TeMOTMHAMUKI
clleqyeT MHTEPIPETUPOBAaTh B KOHTEKCTE KIMHUYECKON
KapTUHBI ¥ JTAHHBIX BU3YAJIN3UPYIOIINX METOIOB MCCIIE-
nmoBaHus, B ocooeHHocTH DX0KI. KaTteTepusamug cepaia
IOJKHA TIPOBOOUTHCS TIOCJIC BBIIIOJHEHUS OCTAJIBHBIX
HCCIICIOBAaHUM, YTOOBI JaTh OTBET Ha CICHU(pUICCKIUE
BOIIPOCHI, KOTOPHIE MOTYT BO3HUKHYTH BO BpPEMSI 3THX
IVATHOCTHYECKUX IIPOIEAYP, XU BO3MOXHO M30eXaThb
BBITTOJTHEHMST KaTeTepu3alluu, €Cid YCTAaHOBJIEH ajbTep-
HATWUBHBIN INArHO3.

KIIKC sgBnstercss TeXHMYECKHM HEIIPOCTOI IIPOIICY-
poii, TpeOyoIIei IeTaHTUIHOTO BHUMAHUS K OCTAISIM,
IJIST TIOMYYCHHUST KIMHUYECKM TI0JIe3HOM WMHMOpMAaIIUN.
s mmomydeHUs pe3yJIBTaTOB BEICOKOTO KaueCcTBa M HU3-
Koro pucka ocioxHeHnit BemonHeHne KITKC cuemyer
OrpaHMIMBATL SKCIIEPTHBIMH IieHTpamu. OcobeHHOE
BHHUMAaHME CIICAYET YACISATH CICTYIOIINM MOMEHTAM:

* BHemHuii 1aTYMK JABJIEHUS] NOJKEH ObITh OOHY-
JIEH B MOJIOXXEHUWU TMalMeHTa JieXXa Ha CIIMHE Ha YPOBHE
CpemHETPpyOIHOM JIMHUM, KOTOpas pacCUMTBIBACTCSI KakK
IIOJIOBMHA PACCTOSHUS MEXIy IepedHedl TpyImHHOM
JIMHUEN M TOBEepPXHOCThIO KpoBaTu [70]. Dra nuHUSA
cooTBeTCTBYET ypoBHio JIIT.

+ JlaBiieHME JOKHO OBITh U3MepeHO B JIA, B moJio-
xenun J3JIA, TT2K u III1. IIpu ucnons3oBaHUM KaTe-
Tepa ¢ 0aTIOHIYMKOM Ha KOHIIE, OAJDIOHYMK CIIeIyeT pa3-
nyBath B I1I1, 1 mocnenoBaTeibHO MPOABUTATh 10 TOCTU-
xerus mosunun J3JIA. TloBropsifommecs HamyBaHHE
U cAyBaHUe OaJUIOHUYMKA B OUCTaJAbHOM otneine JIA cie-
IyeT m30erarh, TaK KaK TaKOW MaHEBp acCOLMUPOBAH
¢ paspeiBoM JIA. JI3JIA gaBisieTcs CyppOTaTHBIM TTOKa3a-
teseM naBiaeHus B JIII, moatoMy ciemyeT OpaTh B pacdyeT
cpemHee M3 TpexX M3MepeHmil. Heobxommmo Itomymathb
0 B3SITUH aHAJIM30B KPOBU MIPY HAXOXICHNY 0aJITIOHIMKA
B mo3unmu J3JIA 1mimg ToATBepKASHUS MCTUHHOCTH

m3mepenus JI3JIA, Tak Kak caTypalus, B 3a0paHHOM
00pa3iie KpOBH, TOKHA COOTBETCTBOBATh YPOBHIO B CHC-
TEMHOM KpPOBOTOKe. Bce mM3MepeHMsT HOJIKHBI BBHITION-
HSTBCS B KOHIIC HOPMAJIBHOTO BBITOXa (3aIepsKKa IbIXa-
HUs He TpeOyercs). B KadecTBe ambTepHATHUBBI MOXHO
TIPUHSITH YCJIOBHE, MPU KOTOPOM OTPHIIATEIbHOE BHY-
TPUTPYIHOE HaBJICHME HA BIOXE M IOJIOXKUTEIHLHOE TaB-
JICHWE Ha BBIOOXC AHHYJIMPYIOT APYT OPyra, YCPETHSS
IaBJICHUE B COCYIaX JIETKUX B TeUCHHNE HECKOJIbKHUX TBIXa-
TEJIbHBIX LIMKJIOB, OAHAKO TaKOW MOAXOI HE MpUeMiIeM
IpY TUHAMHWYECKHNX TUTICPUHQISIIMOHHBIX COCTOSHUIX
[70]. B uneane kpuBble HaBJIEHUSI ¢ Oe3yKOpU3HEHHON
TOYHOCTBI0O MOXXHO paclieyaTaTb Ha Oymare, 1 MMEHHO
OHM MOTYT MCIIOJIb30BaThCS, HEXEIN KOPOTKIE MEHSIO-
Impecss KpUBbBIC NaBJICHUS, PETUCTPUPYEMBIC Ha MOHM-
tope. Ecii omHOBpeMeHHO He BHITIOTHSAETCS KaTeTepr3a-

Ta6nuua 10
PekomeHaauum nns BbINOJIHEHUS
KaTeTepusauum npasbix kKamep cepaua npu JIr

Knacc® Ypoeeub®  Ccbinku®

c

PekomeHpauum

KMNKC pekomenayertcs ans noateepxaenns |
nunarHo3a JIAT (rpynna |) v BeiGopa TakTukm
neyeHms

Maupmentam ¢ JIT KMKC pekomeHayetcs 69
BbIMONHATL B peePeHTHbIX LieHTpax

(Paspen 12), Tak kak npoueaypa

TEXHUYECKM HEMPOCTas 1 MOXET NMETb

Cepbe3Hble OCI0XHEHNSA

Brinontenue KMNKC cnenyet o6cyxaatb lla
y naupenTos ¢ JIAT (rpynna |) ons oueHku
addekTa MegrKaMeHTO3HOM Tepanuu

(Tabn. 16)

KMKC pekomeHzyeTcs BbINONHATL |
nalveHTam C BPOXAEHHbIMU CEPAEYHbIMMI
LUYHTaMM ANS NPUHATUS PELUEeHNs

0 BO3MOXHOCTV KOPPEKLIMM NOPOKa

(Tabn. 24)

KMKC pekomeHayeTcs BbINONHATL |
nauuentam c JII Ha hoHe NaTonorMm Nesbix
kamep cepaua (rpynna Il) uan natonorum
nerkux (rpynna lll) npu nnanvpytoLencs
TpaHcnnaHTaumm

Mpu comunTENsHOM M3Mepernn A3J1A, lla
cnepyeT 06CyanTb KaTeTepu3aLLmIo NeBbIX
Kamep cepaua ans namepenms KOAOMDK

KMNKC moxeT ob6cyxaatbes npy nogo3pequn b
JIT y naumeHToB C NaTonoruen nesbix

Kamep cepaua U Nerkvx As BbinoaHeHWs
anddepeHunanbHON AMarHoCTUKK

1 onpeneneHns TaKTUKV NIe4eHuns

KMKC nokasaHa naumeHTam ¢ XTI/ |
(rpynna IV) ana noaTBEPXAEHUS AMarHo3a

1 OMpeaeneHns TakTukn NeverHns

Npumeyanme: * — knacc pekoMeHaaLui, b YPOBEHb [10KA3aTENLHOCTH, * — CCblI-
Ku, NOLAEPXMBAIOLLME YPOBEHb A0KA3aTENBHOCTU.

Cokpawenusi: XTAJIT — xpoHuyeckas Tpomboambonuyeckas JII, KOADK —
KOHEYHOe [MaCTONMYecKoe AaBNEHWe NeBOro xenynouka, A3J/IA — nasnexve
3aK/MHVBaHKS NeroyHoi aptepuu, JIAT — neroyHas apTepuanbHas runepTeHsus,
NI — nerounas runeptexsms, KMNKC — kateTepu3auys npasbix kKaMep cepaua.
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s JICBBIX KaMep cepAlla, TO BO BpeMsl IPOICAYPHI
JTOJKHA TIPOBOAUTLCS HEMHBA3WBHASI OIICHKA JABJICHMSI.

* OO6pa3smbl KPOBU I OKCUMETPHH KaK MUHUMYM
ciemyeT OpaTh M3 BEpXHUX OTHEIIOB BEPXHE IT0JI0i1 BEHEI,
HIIB u JIA. HeobxonuMo onpeaensiTh caTypalusi 1o K1uc-
Jiopony (02) B apTepuanbHOIi KpoBu. IlociaenoBaTenbHOE
U3MepeHe O2 carypallid HEOOXOAVWMO BHITIOIHSTH
Yy KaXXJI0To MalreHTa ¢ caTypanueil O2 B JIA >75% u BCs1-
KU1 pa3 IpH TTOAO03PEHUM JICBO-IIPABOTO IITYHTUPOBAHMS
KPOBHU.

+ CB caemyer m3MepsiTb METOIOM TEPMOIMIIOINI
i IpsMbIM MetomoM Puka. [IpenmodTuTeIbHO Tpoe-
KkpatHoe wm3MepeHrne CB MeTomoM TepMOIWIIONUM,
IIOCKOJIBKY 3TOT METO ITO3BOJISICT MOJYIUTh JOCTOBEP-
HBIE pe3YJIbTATHI Jaxke Y IManueHToB ¢ Hu3kuM CB u/umn
TSDKEJIOM  TPUKYCNIMAAIbHOU peryprutauuein [71].
Y manmeHTOB C BHYTPHUCEPACYHBIMM IIIYHTAMM, METOI
TePMOIOWIIOINY MOXKET JaBaTh HETOYHEIC JaHHEIC BCIICI -
CTBUC paHHEUW PEUMPKYISIUM BBEACHHOIO pPacTBOpA.
Hnsa BemoHeHUs pacdyeToB MeTomoM (Duka Tpedyercs
IIpSIMOE M3MEPEHHE TTOTPEOICHMS 02, KOTOpPOE MAaJIoIo-
CTYITHO B IIMPOKOM MpakTuke. [Ipy HempssMOM MeTome
®uka MCHONB3yeTCs MpearojaraeMoe 3HaueHUe OTpe-
oieHue 02. Takoii moaxo IIpreMIeM, HO TOCTOBEPHOCTD
MeToda B 3TOM CJIydae CHITKAeTCs.

* BazopeakTtuBHblit TecT (BPT) mist upentuduka-
LIMM MALUEHTOB, MOAXOASIIMX ISl Teparuyd BbICOKUMU
Io3aMu 0J10KaTopoB KanblueBhIX KaHaoB (BKK), peko-
MEHIYETCS BBIMOJHAThL TOJbKO mnauueHTam ¢ WIIAT,
HIJIAT unu nekapcrBeHHO-uHAaynupoBaHHoit JIAL. Tect
cnemyet nipoBonuTh Bo BpeMst KITKC. IIpu Bcex mpyrux
Bunax JIAT u JIT pe3ynbratsl MOTYT ObITh OOMaHYMBBIMH,
a TMalMeHTbl, UMEIOIIME MOJOXUTEIbHYIO Ba30peakTUB-
HYI0 peakmuio (PeCHOHIEpPHI), BCTPEYAIOTCS PEIKO.
Huransmusa okcuna azota (OA) B KoHueHTtparum 10-20
yacTell Ha MIJIJTUOH (ppm) SIBJIIETCS CTAHAAPTOM B IIPO-
BeneHuu BPT, Ho B KauecTBe aJibTepHATHMBBI MOXHO
HCIIONIb30BaTh B/B SIIONIPOCTCHOJ, B/B aIcHO3WH WU
WHTASIIVMOHHBIM criocoboM wroripoct (Web tabm. IV).
IToMoXUTEILHBIN OCTPHIN OTBET OIPEACIISICTCS KaK CHU-
xenune cpegHero JIJIA >10 MM PT.CT. IO JOCTVKEHUS
abcomoTHoro 3HadeHust cpemHero JIJIA <40 MM prT.CT.
B COUETAHNU C MOBEIIIeHNeM win TipexXHuM CB. Toirbko
okoj10 10% nanuentoB ¢ UJIAT 6yayT coOTBETCTBOBATh
3TUM KputepusiMm. Jlasg mpoBegeHusi octporo BPT
He pekoMmeHayeTcst ucnoib3oBath bKK, 02, VHTUOUTOPHI
docdonuscTepassl S TUNA WIN IPYTUE Ba30IWIATATOPHI.

* Wnatepnperanuto 13JIA ciemyeT IpoBOIUTE B KOH-
KPETHOE BpeMsI C YICTOM KIIMHUYSCKUX JAaHHBIX. Y 00JIb-
IIMHCTBA TallMEHTOB C 3a00JIeBAHUSIMU JIEBBIX Kamep
cepaua JI3JIA MoxeTr cHmkaThed <15 MM PT.CT. Ha ¢oHe
Teparmu guypetukamu [72-74]. [losTtomy TipemaracTcst
IIPOBOIUTH OCTPYIO BOIHYIO HArpy3Ky I OLCHKH €e
BIMSTHUS Ha TaBJICHUE 3aITOTHECHUS JIEBBIX KaMep cepalia
[75]. EcTb orpaHuyeHHBIC CBEICHUSI O TOM, YTO OOJIIOC-
Hoe BBemeHme 500 M1 IBIAETCS GE30IMACHBIM CIIOCOOOM

¥ TI03BOJISIET Pa3rpaHUYUTh IManueHToB ¢ JIAI ot mamm-
€HTOB C AuacTojmdeckoi aucdynkuueinn JIXK [76, 77].
Heobxomnmo panpHeiliee W3ydeHHE IIPUMCEHEHUS
IpoObl C BOTHOM HArpy3Koi, Ipexne 4eM 3TOT METOI
OymeT BHEAPEH B PYTUHHYIO KIMHHYECKYIO IIPAKTHUKY.
Taxkke oOIleHKA TEeMOOUHAMUKU TIpW (U3NIECKOU
Harpy3kKe MOXET OBITh IIOJIC3HOW B WMIOCHTU(HKAIINU
MAIMEeHTOB C TUacToImdecKoi nucdynknueii JIXK [2, 78,
79], omHaKO W O3TOT METOIH HE CTaHIAPTHU3WPOBAH
W HyXXJaeTcs B AaibHeliiem ucciaenoBanuu [17]. bonee
toro, JA3JIA MoXeT HeJoOlleHNBAaTh KOHEYHOE JAMACTO-
ymyeckoe pasieHue JI2K [80].

+ JlaHHBIC, TOJIyYCHHBIC PACUCTHBIM ITyTeM U3 TIOKa-
zateneit KITKC, BKIToYaOT TpaHCHYIbMOHAJIBHBIN Tpa-
muent masineHust (TTITO) u JICC. I TocTaHOBKY AMa-
rHo3a JIAT Heooxommmo rtopsimenue JICC >3 ex. Bym [1].
JICC mmpoko HCIONB3yeTcsl, HO MMEeT CBOM HEIOo-
CTAaTKM, IIOCKOJIBKY SIBIISIETCSI CJIOXHBIM PaCUYCeTHHIM
ToKa3aTeaeM, KOTOPHI O9eHb YyBCTBUTENICH K M3MEHE-
HUSIM KpOBOTOKA, HABIICHWS 3aIlOJIHCHUS U MOXKET
HE OTpaXaTh M3MCHEHMS JISTOYHOTO KPOBOTOKA B TTIOKOE
[81, 82]. AIII' paccumTeiBaeTCsS KaK pa3HUIA MEXIY
cpenuuM JI3JIA 1 mnactonmnueckuMm JIJIA. DToT TToKasza-
TeJIb MEHEE 3aBUCHM OT KPOBOTOKA M JABJICHMSI 3aTI0JTHE -
Hug [81], HO He 00IaaeT MPOrHOCTUYECKUM 3HaUeHUEM
[83]. AIIT MoxXeT MMETh 3HaUYCHNUE Y MAIIEHTOB C MO0~
3penneM Ha JII, obycimorerHoit 3JIKC, uro obcyxmaa-
etcst B Paznene 8 [4].

+ [Ipu HaTMIMY CIMITTOMOB CTEHOKAapAWH, (DaKTOPOB
pYICKa UIIEMHWYECKOM OOJIe3HU Cepalia, IIaHMPYIOIIecs
DBJIA Wi TpaHCIUTAHTAIIAN JICTKUX MOXET BO3HUKHYTH
HEOOXOOUMOCTh B IMPOBeAcHMM KopoHaporpaduu. IIpu
KOpoHaporpad®muud MOXHO OOHApYXUTh KOMIIPECCHUIO
CTBOJIA JIEBOM KOPOHApPHOM apTepuu paciimpeHHoin JIA,
a TakKe IaTOJIOTUI0 KOPOHAPHBIX apTrepuii. PekomeHma-
OUU 0 KaTeTepU3alliy IIPaBhIX M JICBBIX KaMep cepiiia
u ipoBeneHnio BPT nipencrasnens! B Tadbmmmax 10 m 11.

5.1.12. TeHeTH4eckoe oocneposaHne

JOCTYIHOCTh MOJIEKYJISIPHO-TEHETUYECKOM AUArHO-
CTMKM OTKpPbIJIa HOBOE HalpaBJeHWE B BENCHUM Talll-
€HTa, BKJII0Yasl Te€HETUYECKOe KOHCYJIBTMPOBAHUE IIPU
JIAT (u3noxeHno B Pasmene 6.3.1.8) [26]. Tenetnueckoe
TECTUPOBAaHUE M KOHCYJIBTUPOBAHUE CTPOTO perjaMeH-
THPOBAHO MECTHBIM 3aKOHOHATECIILCTBOM, OIIPEICISIO-
IIMM Ha3sHaYe€HUE U MPOBEIECHUE TEHETUIECKOTO 00CIIe-
JIIOBaHU TallMeHTa. DTUYECKUE TIPUHIIMITBI BKIIIOYAIOT
IOJDKHOE MH(OPMUpPOBaHME OOJBHOTO BO M30€XaHUE
MpUYMHEHUs] Bpela, M03BOJICHUE MALUEHTy COXPaHSTh
HE3aBHCUMOCTh (pasrjallleHue pe3ybTaToB MCCJIeI0Ba-
HUsI, PUCKH U TI0JIb3a T€HETUYECKOTO TECTUPOBAHUS 0€3
BHEIIIHETO JABJIEHUsI) U B PABHOM Mepe IOIyYUTh JOCTYII
K TECTUPOBAaHMIO M KOHCyJIbTaluu. [lalueHToB co cro-
panmaeckoii wm cemeiinoi JIAI i BOBJI/JIKT cie-
ayeT MHGOPMUPOBaTh O MOCTYIIHOCTH I'€HETHYECKOIO
00cjIeIOBaHNS U KOHCYJIBTUPOBAHUSI, IIOCKOIbKY CYIIE-
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CTBYET BBICOKAsI BEPOSITHOCTDh HAIMYMS Y HUX MyTalllH,
ABJISIONIENicT TIPUUYMHON 3aboneBaHud. [eHeTMdeckoe
TECTUPOBAHNE U KOHCYJIBTUPOBAHNE MTOJDKHO OBITH IIPEeI-
JIOKCHO TIaIlMEeHTy OOYYeHHBIM IIiepcoHajaoM. B pede-
PEHTHOM IIEHTPE PEKOMEHIYeTCS IIPOBECTU TeHETHYC-
CKO€ KOHCYJIBTUPOBaHUE W CKpUHUHT BMPR2 myranmu
(TO4eUHBIe MYTAalMAd W KPYITHBIC TICPETPYIITMPOBKN)
namuentaM ¢ WJIAIL, ¢ nmpeanonaraeMbIMU CIIOpagnye-
CKMMU, MHIYIUPOBAHHBIMA aHOPEKCUTCHAMU CITyJasMU
" TmaumeHTaMm ¢ cemelinoit ucropueii JIAI. Ecim BMPR2
MyTalusi He oOHapyxeHa y maiueHTa ¢ ceMeitHoi JIAT
nmm 6osbpHOTO ¢ MJTAT Monoxe 40 e, vuti ITpu BO3HUK-
HoBeHuM JIAT y mauureHTa ¢ ceMeiHO MCTOprei Hacaen-
CTBEHHOWl  TeMOpparnyeckKoil  TeJeaHTMOdKTa3Uu,
TO MOXET OBIThb BBITIOJIHEH CKPUHWHT Ha HaJad4due
ACVRLI n ENG tenoB. Ilpm oTcyTcTBMM MyTallmit
BMPR2, ACVRLI n ENG reHOB BO3MOXEH ITOUCK OoJjiee
penkux mytaumii (KCNK3, CAVIwn 1.1.).

I[TaueHTOB €O CIIOpagMYecKOM WM CEeMEMHOM
BOBJI/JIKT crenyer obcnenoBaTh Ha Hammane EIF2AK4
myTtaumnii [28]. IpucyrcrBue OmamnenvHoit EIF2AK4
MyTallMd OOCTATOYHO [JisI TOATBEPXKICHMS IMArHo3a
BOBJI/JIKI' 6e3 BBHITIOTHEHHUS TIOJTHOM PHUCKAa OMOIICHH
JIETKUX C IIEJIbIO TTOJIYICHUSI TUCTOJIOTHIECKOTO TIONTBEP-
KIECHUS.

5.2. AnarHoCcTU4YEeCKU aNropmuTm

AJITOPUTM IMAarHOCTUKU IIPEICTABIICH HA PUCYHKE 1:
o0ciemoBaHMe MMAlleHTa HAYMHASTCSI C MOMEHTA IIpei-
ronoxeHust JII' u momyuernsa DxoKI'-maHHBIX, coracy-
fommmxcs ¢ JII' (cormacHo pa3HBIM YPOBHSIM BepOSITHOCTH
JIT, ommcaHHBIX B Tabmuiax 8 W 9) M MIpPomOIKaeTCsS
¢ uaeHTUUKaIME Haumbojiee YacThbIX KIMHUYECKUX
rpymn JIT (rpymma 2 (3JIKC) u rpymma 3 (3aboieBaHMS
JIETKNX)), 3aTeM HCKIoJaeTcs 4 Tpymia 3a00JieBaHUMA
(XTOJII). B 3akmodyeHMEe YCTAaHABIMBAIOT IHArHO3
A TIPOBOMST OoJiee TOYHYIO OUATHOCTUKY B IIpemesiax
KmHnYIecKoi rpymsl 1 (JIAD) 1 Ipyrux penKnx coCcTosI-
HUI B Tpy1me 5.

JIAT cnenyeT npennonarath npu auddepeHrnanbHoON
ITWATHOCTHKE OIBIIIKY P (PU3MIECKOI HArpy3Ke, CHH-
KOITAJTbHBIX COCTOSTHMSX, CTCHOKAPINM 1/WINU IPOrpec-
CHpPYIOIIEM CHIKCHNU (U3NICCKUX BO3MOXHOCTEH,
0COOEHHO Y ITaIIeHTOB 0e3 OYeBUIHBIX (PaKTOPOB PHICKa,
CHMIITOMOB WJIN IIPM3HAKOB, HAan0oJee pacIpoCcTpaHeH-
HBIX KapIWOpeCIMpaTOpHEIX 3abojeBaHuii. Ocobas
HACTOPOXEHHOCTb IOJDKHA OBITh OpPHUEHTHPOBaHA
Ha IMMAIlMeHTOB C aCCOLMUPOBAHHBIMM COCTOSTHUSIMU 1/
i (¢akropamm pucka passutus JIAI, Takumm Kak
cemeitapiii anamHe3, C3CT, BIIC, BUY-unpexnnus,
MMOpTaJbHAas TUTICPTECH3NS, IIPHEM MIperapaToB WM TOK-
CHYECKMX BEIIECTB, KOTOpbic BEI3BIBaIOT JIAI' B aHam-
He3e (Tabm. 7). B moBcemHEeBHOMN KIIMHUMYECKOM TTPAKTHUKE
MOI00HAs HACTOPOXKEHHOCTh MOXKET OBITh HM3KOM. 3a4a-
cryio JII' o6HapykuBaioT cirydaitHo Bo BpeMsi TOxoKI,
BBITOJHAEMO 110 IPYIUM MTOKA3aHUAM.

Ecnu pesymnsratel DxoKI-00cmenoBaHmMsT cOYeTAIOTCS
C BBICOKHMM WJIM YMEPEHHBIM YpOBHeM BeposiTHocTd JIT
(Tabm. 9), Torma HeOOXOAMMO U3YIUTh UCTOPHIO OOJIC3HU,
CUMIITOMBI, TIpu3Haku 3aboneBanust, DKI, peHTreHo-
rpaMMy TPYIHOH KJIETKM, MCCIIeHoBaHNe (PYHKIIUM JIeT-
kux (U®DJI, sxmovast JCJI, ra3sl apTeprajbHOl KPOBU
M HOYHYIO OKCUMETpHUlo, mo HeobxomumocTtu) u KT
BBICOKOTO pa3pelIeHUs TPYIHOM KIETKU IS MOCHTH(DM -
Kalluy TpynIoBoit mpuHamiexHoctu JIIT rpymmer 2
(3JIKC) mu rpymrsl 3 (3a00eBaHUs JIeTKUX). B ciydae
Hu3Koi BeposstTHocTH JII' mo manHbEIM DxoKI (Tabxd. 9),
HET HEOOXOAMMOCTU B BBIMOJHEHUU JOIOJHUTEIbHBIX
WCCIICIOBAaHUIA, a CJIeAyeT NCKATh APYTUe IIPHMIMHBI CHM-
IITOMOB M HaOJIOAaTh 3a MareHToM. I1pu moaTBepxe-
HUM JWarHo3a TMaTOJIOTMH JICBEIX KaMep cepilla WiId
3a00JIeBaHUS JICTKUX CIIEAYeT Ha3HAYNTH COOTBETCTBYIO-
mee JyiedeHue. IlammeHTa pPeKOMEHOYETCS HAIIPaBIISIThH

Ta6nuua 11
PekomeHpauum no BeinonHeHuio BPT

Knacc® YpoeeHb’ Ccbunku’
| @ 69

PekomeHpauum

BbinonHeHne BPT BO3MOXHO TOMbKO
B 9KCMEPTHbIX LLEHTPAX

TeCT Ha Ba30PEaKTNBHOCTb PEKOMEHA0BAH | 84, 85
npu UNAT, HNAT v JTAT, Bbi3BaHHON

BO3[E/CTBMEM NEKAPCTBEHHBIX CPEACTB,

[LNsi onpefeneHns BO3MOXHOCTY Tepaniu

BbICOKMMY fo3amu BKK

Kputepum nonoxuTenbHoro Tecta 85, 86
onpepneneHbl kak CHxXeHve cpeaHero AJ1A

>10 MM PT.CT. 4,0 aBCOMIOTHOrO 3HAYEHMS

<40 MM PT.CT. B CO4YETAHUM C YBENYEHNEM

WM MPEXHM 3HA4YEHUEM MUHYTHOMO

o6bema kpoBoobGpaLLEeHus

[Lnsa BoinonHeHnuns BPT pekomeHayeTca 85, 86

MCNoNb30BaThb OKCKA a3oTa

B kayecTBe anbTepHATMBHOrO Npenapara | 85, 86
PEKOMEHIYeTCS NCMONb30BaTb BHYTPUBEHHO
anonpocTeHon ans BPT

B kayecTBe anbTEpPHATMBLI CneayeT lla 87, 88
o6cyxaaTb NPUMeHeHMe afileHO3UHa Anst

BPT

MHransiuMoHHbIN MNONpoCT MOXHO
obcyxaath Ans nposeseHus BPT B kavecTse
anbTepHaTMBHOrO Npenaparta

IIb 89, 90

Mcnonb3osanne BBK nepopanbHo nam 1]
BHYTPMBEHHO A1 NPOBEAEHNs 0CTPOro BPT
He pekoMeHayeTcs

He pekomeHayeTcs Ncnonb3oBath LI}
BPT ansa onpenenexHns BO3MOXHOCTH
6e30macHol Tepanui BbICOKUMM

nosamu BKK y naunentos c JIAT, opyron
atunonorun Hexenu UITAT, HIAT n JIAT,
accouMmnpoBaHHas ¢ MPUEMOM NIeKapcT.,

1y naunenTos ¢ JIr 2, 3, 4 1 5 rpynn.

Mpumeuanme: * — Knacc pekoMeHaaLu, b YPOBEHb [10Ka3aTENbHOCTH, © — CCbiN-
Ku, NOAAEPXMBAIOLLME YPOBEHb A0KA3ATENLHOCTU.

CokpauieHus: BKK — 6nokaTopbl kanbumeBbix kaHanos, BPT — BazopeakTuBHbIi
TecT, JIAT — neroynas aptepuansHas runeptenauns, HIAI — HacneacTeeHHas JIAT,
WNAT — npnonatuyeckas JIAT, IJIA — naBneHve B NEro4HoM apTepum.
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Ta6nuua 12
PeKOMeH,lJ,aU,VIVI no cTpatermm oUarHoCTUKu

Knacc® VYpoeenb’ Ccbinku’
| (0]

PekomeHpauum
Oxokapaunorpadus pekomerayercs
B Ka4eCTBE METOAA NEPBON INHUMN
B HEWHBA3MBHOW AMArHOCTUKM NP
nopoapeHun Jir
BeHTunaunonHo/nepdy3noHHas 47
CuMHTUrpadmsa nerkux nokasaHa naumeHTam
¢ HeobbsicHUMO JII ans nckoYeHns
XTanr

PekomeHpyeTcs BbinonHATL KT

C KOHTpacTuposaHuem J1A npu
obcnenosaHuy naumeHTos ¢ XTI

93

CranzapTHoe GruoxuMmnyeckoe
nccnenoBaHne KPoBU, KNMHUYECKUA aHanmn3
KPOBW, UMMYHOJOrMYECKOe UCCNeA0BaHe,
TecTuposanme Ha BUY-nndpekumio

1 oueHKa GYHKLMM LLIMTOBUAHOW Xenesbl
PEKOMEH/I0BAHO BbIMOJIHSTL Y BCEX 60/bHbIX
¢ JIAT pns npeHtndmkaumm otTaenbHbIx
aCCOLMUPOBAHHbIX COCTOSIHUIA
PekomeHayeTcs BbINOMHATD YbTPa3BYKOBOE 67
vccnenoBaHve GPIOLLIHON NONOCTY A4S

CKPWHUHIa NopTanbHON rMnepTeH3nm

Mccneposanve QyHKLMM nerkmx 36

¢ onpepenexviem [CJ1 pekomeHayeTcs npu
VCXOAHOW OLEeHKe naumeHTos ¢ JIT

Beinonxenue KT BbICOKOro paspeLueHms 94

[OMKHO 06CYXAaThCS Y BCEX NaLMEHTOB
cqir

BbinonHeHne aHruonynbsmoHorpadum
cnenyet obcyxaath B pamkax obcnenosaqus
naumeHToB ¢ XTIJIT

Y naumeHToB ¢ JIAI He pekomeHayeTcs
npoBefeHne OTKPbITOW Un
TOPAKOCKOMNMYECKO BMONCUM NErkux

v b
Mpumeyanme: ° — KNACC PEKOMERAALMI, - — YPOBEHb [I0KA3aTeNbHOCTH, © — CObiN-
KU, NOAEPXMBAIOLLME YPOBEHb 10Ka3aTeNIbHOCTU.

Cokpauwenus: KT — komnbloTepHas Tomorpadus, XTOJIT — xpoHuyeckas Tpom-
603mbonuyeckas neroyHasi runeptensus, AC/T — anddyanoHHas cnocobHOCTb
nerkux (K moHookcmay yrnepopa), JIJA — nerounas aptepus, JIAT — neroyHas
apTepuanbHas runepTeHaus, JIL — neroyHas runepTeHsus.

B pedepeHTHbI LeHTp JII' Tpu oOHapyXeHUM TsXKeaoi
JIT n/mm I1XK mucdyHKmmm, rme MoryT OOHapyKWTh
nmortoaHuTepHbIe TprunHE JIT. Ecai maHHBIX 3a mato-
JIOTHIO JIEBBIX KaMmep ceplla Wi JIETKUX HE IOJIyYeHO,
Torma ciaemyeT BeIMOMHUTH B/I1 comHTHTpaduio JIeTKUx
st puddeperHnmanbHoi guarHoctTuku XTOJIT u JIAT.
OmHOBpEeMEHHO MAallMEHT JOJDKeH OBITh HampaBlIeH
B 3KCIIepTHBIN 1eHTp o JII.

IIpm permcTpani MHOXECTBEHHBIX CETMEHTApHBIX
medexroB mepdysum mo maHHeIM B/I1 comHTHTpadmm
JIETKMX, OOJDKHO TIpemmojarats 4 rpyrmy JII' (XTBJID)
[91]. OxkonuarenpHbIi qrarHo3 X TOJIT (1 omeHka orrepa-
oempHOCTH It DDJIA) Tpebyer npoBeneruss KT anrmo-
mmyaeMoHorpadum, KITKC 1 cereKTHBHOM aHTAOITY IEMO-
Horpacdun. Kaptuna KT Moxer neMOHCTpUpOBaTh MpHU-

3HAKU TOA03pUTEIbHbIE Ha 3a0osieBaHus rpymmbl 17 JIT
(BOBJI). IIpn HOopManbHBIX peayiabratax B/I1 comHTHATpa-
bum TeTKMX WM HAJIWIUKM TOJIBKO CyOCerMeHTapHBIX
“IAaTHUCTBIX” AedeKToB mepdy3mu BeposTHa rpymma 1
(JIAT) wum peaxuie 3a00J1¢BaHMS U3 TPYIIIHL 5. B Tabmmiie
9 ommcaHO majbHElIIIee BeIeHWE TMaIleHTa COOOpa3HO
ypoBHIo BepositHocTH JII, Bkimovast mokazaaus K KITKC.
HormoMHNTEIBHBIC CIIeN(PUISCKIE TECThI, BKIIIOYast K-
HUYEeCKMIT aHaI3 KPOBH, OMOXMMHWYCCKII aHAJIN3 KPOBH,
VMMYHOJIOTUIECKIE U CEPOJIOTMIECKHE WCCICIOBAHMUS,
VIIBTPa3BYKOBBIC U TCHETMUECKIE METOIBI IIO3BOJISIT YTOU-
HUTb OKOHYATCILHEIN THarHO3.

OTKpHITAsT WA TOPAKOCKOITMYECKast OMOTICHST JICTKIX
COIIpsIKEeHA CO 3HAYMTEIIBHBIM PHUCKOM 3a00JIeBacMOCTH
u netanbHOCTH [92]. IIpoBeneHne OMOIICMK HE pEKOMEH-
nyetcss y mauueHtoB ¢ JIAI, MOCKONBKY BEpOSITHOCTH
BIMSIHUSI €€ PE3YJIBTaTOB Ha OUATHOCTHKY U JICUCHHE
HU3Kasl.

PexoMeHmanmum mo AMAarHOCTUYCCKOMY aJTOPUTMY
Iadbl B Tadmuie 12.

IIporpamma ckpunupoBanus JIAI' omyGaukoBaHa
B 2JICKTPOHHOM TIPUJIOXKCHUH.

6. JlerouHaq apTepuanbHasg runepTeH3us
(rpynna 1)
6.1. Knunnyeckasa xapakrepuctuka

Kmuanueckne mnpusHakum JIAI HecnmenmduaHbie
M M3J0XeHHI B o0mmeM onucanuu Pasgena 5.1.1. boiee
IeTajabHasl XapakTepucTuka moarpymmn JIAIT mpencras-
neHa B Paznene 7.

6.2. OueHka TaxecTn 3abonesaHus
6.2.1. KnuHnyeckue npusHaku, napameTpbl
BU3YaNIM3UPYIOLLMX METOAMK M NoKa3aTenu reMogMHaMuKn

KnuHuueckasi olleHKa OCTaeTcs IJIaBHOW 4YacTbhio
XapaKTepUCTUKU naumeHToB ¢ JII, Tak Kak oHa AaeT LeH-
HYI0 UHGOPMALIMIO, ONPEIEISIONIYIO TSDKECTh 3a00jeBa-
HUS, YAydlleHue, YXyALIeHue Ul CTaOWUJIbHOE COCTOSI-
Hue. IlepBUYHBIE COCTaBISIONIME aHaMHe3a 3aboJjieBa-
HUS, KOTOpbIe TPeOyeTCs YTOUHSATb MEXIY BM3UTaMU
B TIpoliecce HaOMIOAeHUsI 3a MalMEeHTOM, BKJIIOYAIOT
B ce0s1 M3MEHEHMs TOJEePAaHTHOCTU K (HU3UYECKON
Harpyske, 3Mu301bl 00Jieli B TPYOIHON KJIETKe, Hapylle-
HUSl pUTMa, KPOBOXapKaHbe WU CUHKOIE, U3MEHEHUS
B JICUEHUU, a TaKXe MPUBEPXKEHHOCTb PEKOMEHIOBAH-
Hoi Tepanuu. [1pn pusukaaTbHOM 00CIEA0BAHUN MOXKHO
OTMETUTH HAJMYINE WM OTCYTCTBHE MepUdEepUIecKoro,
WIN LEHTPAJbHOIO LMAHO3a, PACIIUPEHHBIX SIPEMHBIX
BEH, OT€KM, aCllUT 1 BBIMNOT B IUIEBPAJbHBIX IMOJOCTSX,
YacTOTY CEPACUHBIX COKPAIIIEHUI, PUTM W apTepUabHOE
JlaBJeHUE.

®K BcemupHOl OpraHM3allMi 3IpaBOOXPAaHCHUS
(BO3) (Web Tabm. V), HecMOTps Ha BapuabEIbHOCTH
Beioopa @K cpemm skcreptoB [95], ocraloTrcsl OTHUM
13 HauboJjiee BaxXKHbBIX MPEIUKTOPOB BbIXKMBAeMOCTHU
HE€ TOJbKO Ha MOMEHT IIOCTAaHOBKM JMarHosa,
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HO U BO BpeMsI HaOII0AeHN 3a mareHToM [96-98]. VBe-
mmaeHre PK saBisieTcs omHUM M3 HanboJiee TPEBOXHBIX
TTOKa3aTelIeil IIporpecCupPOBaHMS 3a00JIEBaHMS, UTO TPE-
OyeT 0OcIemOBaHMS OOJBLHOTO IUIST TTOMCKA IIPUINH KITH-
HUYECKOTO yXyameHus [97, 99].

IMockonbky dynkumsa I12K sBasgercsa KioueBoit
IEeTCPMUHAHTON (DU3MIECKNX BO3MOXKHOCTEH M MCXoma
y mamueHToB ¢ JII, OxoKI ocraeTcs BasXHBIM METOIOM
IIpY HAOJNIONEHWM 3a IMalleHTOM. B MIpOTHMBOIIOIOX-
HOCTh K 00meMy mnpeacTtaBieHuio, pacuetHoe CJIJTA
B ITOKOE¢ OOBIYHO HE MMEET IIPOTHOCTUICCKOM 3HAUNMO-
CTH U HE SIBJISICTCS BBDKHBIM B IIPUHSITHU PEIICHMUS
o xapakrepe Tepamnuu [96, 97, 100]. INoBeimenue CAJIA
He 00s13aTeIbHO OTpakaeT IIPOoTrpeccrpoBaHme 3abojieBa-
Hug, a cHikenne CIJIA He o00g3aTeTbHO CBUIETENb-
ctByeT 00 yyuinennu. McuepneiBatomee 9xoKI-o6cie-
IIOBaHWE BKIIIOYAaeT B CeOsI OIMMCAHME Pa3MepoB Kamep
cepata, B ocooeHHoctu I1IT u mnomaau K, Bennuuny
TPUKYCITUAAIBHON PETypruTallii, MHICKC SKCICHTPUY-
Hoctu JIXK 1 cokpaturensHoii cnocodoHocTu I12K, koto-
past MOXXeT OBITh OXapaKTepMU30BaHa HECKOJBKIMU ITOKa-
3aTeJISIMM, BKJTIOYAas ITOKa3aTellb CUCTOJIMYECKOM IIpO-
nmonbHOM nedopmanum XK, dpakimoHHoe M3MeHEHUE
towmanu K, nnaekc Tei u cucToaMUYECcKyI0 3KCKYPCUIO
IUTOCKOCTH KOJIbIIa TPUKycIaaibHOTOo KitamaHa (TAPSE)
[101-108].

C nmomorrbio TpexMepHOit DXoKI' MOXHO TOCTUTHYTh
JIy4dIIel BU3YaIM3alldM 110 CPaBHEHUIO C IBYXMEPHOM
Ox0KI, HO oTMeUaloT HeIOOIICHKY B OIIpeIe/icHNN 00be-
moB 1 @B [109].

MeTonnKa WMITYJIbCHO-BOJIHOBOI CIIEKTPaJbHOM
pormiep-OxoKIT yaydmaeT KOMWYECTBEHHYIO OICHKY
dyakum 12K [110]. YauTeiBast CIIOXHYIO TECOMETPHIO
K, Hn ogwH W3 3TUX TOKa3aTejei IO OTHEIBHOCTH
He gocTaToueH s onucaHus ¢yHkuuu [12K u B 1iesiom,
o0IIee BICYATIICHUE OIBITHOTO CICIHMAINCTA TOPAa3mo
BaXXHEe, HEXEIW OTHCIbHO B3ATHIM Imapamerp. DxoKI
¢ (pm3MUIECKOI HATPY3KOM JaeT MOMIOTHUTEIBHYIO HH(POP-
Maruoo o ¢yakumu [1XK. [IpumMmevaTenbHO, YTO 3HAUM-
teabHOe (>30 MM pr.ct.) moBbimeHne CIJIA Bo Bpewms
Harpy3ku otpaxaet Jjydinyo ¢gyHkuuto 12K 1 accouu-
HMPOBAHO C JIYIIINM JOJITOCPOYHBIM IIPOTHO30M IO CpaB-
HEHMIO C YMEPEHHBIM TIOBHIIICHWEM IaBJICHUEM WU
OTCYTCTBHEeM OWHAMUKHU [111]. BTo, TaK Ha3bIBaeMBIil,
COKpPaTUTEIIBHBIN pe3epB, KOTOPHIH, KaK OBLIO ITOKAa3aHO
B IOCJICTHUX WMCCIICIOBAHUSX, SIBIISICTCS HE3aBUCUMBIM
IIPOTHOCTUICCKM MapKepOM Y ITAIlMEHTOB C TSKEJION
JIT [111].

MPTc 6071ee TouHO oLieHUBaeT MOP(OIOTUIO U (PYHK-
muto 12K mo cpaBHenmio ¢ DxoKI, a TakKe IO3BOJISIET
U3MEpUTh ymapHbIii 00beM W CB. Bbum ompeneneHBI
HECKOJIBKO IIPOTHOCTUYECKMX ITOKAa3aTeNIeil 110 JaHHBIM
MPTc, Bxitouast yBeanueHHbI oobeM 12K, ymeHbleH-
HeIi1 006eM JIK, cHmkerne @B 12K n ymapHoro oonema.
Cy1iecTBYIOT TaHHEIE 0 ToM, 9To MPTc B mIporiecce mor-
rocpoyHOro BeaeHus mauueHTOB ¢ JIAIT MoxeT OBITb

MOJIe3HOM B BBISIBICHUM HemocTaTouHOocTH I12K mo ee
KIMHUYECKOM MaHudecrauuu [64, 66, 112, 113].

[TapaMeTpsl TeMOOTUHAMMKM, ITOJIYICHHBIC BO BpeMs
KIIKC, mator BaxxHyI0 MHMOpPMAIIMIO O IIPOTHO3E, KakK
BO BpeMsI NMOCTAHOBKU AMarHo3a, Tak U Mpy MOCIeaylo-
meM HabmoaeHun oonbsHoro. lasnenue I1I1, cepneynsbiii
nHaekc (CH) m carypamus KHCIOpOAa B CMEIIaHHOM
BEHO3HOW KpoBu (SvO,) cuuTarorcst Haubosee 3HAYM-
MBIMU TToKazaTessiMu ¢yHKny 12K 1 mporaosa, Torma
Kak cpegHee [JIA maeT majio MpOrHOCTUYECKOM MHGpOP-
Mauuu (3a WUCKJIIOYEHUEM TAIMEeHTOB, OTBEYAIOIIUX
Ha tepanuio BKK) [96, 97, 99, 100, 114]|. HeuHBa3uBHbIe
Metonuku omeHKH CB ¢ moMoIbi0 METOOWK BO3BpaT-
HOro napixaHust [71] wianu oLeHKM comnpoTuBiaeHus [115]
ellle HeAOCTATOYHO BAIMAMPOBAHEI VIS PYTUHHOTO KJIH-
HUYECKOTO TIPUMEHEHMS W BEIOOPE CTPATeTUM JICUCHMSI.

Ho cux mop ocTaloTCs BOIIPOCH OTHOCUTEIBLHO OITH-
ManbHOTO cpoka BeimoHeHs KITKC Bo BpeMs Habmi0-
IeHus 3a manmueHToM. Iloaxomsl OTIMYAIOTCS MEXIY
LeHTpaMU, HAYWHAasI OT PEeTYJISIPHOM MHBA3MBHOI OLICHKH
TeMOIMHAMUKH OO IIPEUMYIIESCTBEHHO HEWHBA3WBHOM
cTpareruu HabjoneHus1 3a 00JbHBIMM. HeT HuKakux
TMOATBEPXKICHUM, 9TO BRIMOMHEHME peryasapHbx KITKC
aCCOIMMUPOBAHO C JIYYIIUM WCXOIOM IUISI ITAIlMeHTOB,
HEXEIN TPEUMYIIECTBEHHO HEMHBAa3WBHASI CTPATETHS
HaoOmomeHusa. OmHAKO, CYIIECTBYET COINIAIICHHE CPean
akcnepToB, uTo KITKC ciemyeT mpoBOOuTh BCAKHI pa3s,
KOrma pelleHHe O Tepaluy MOXET OBITh IIPUHSTO
Ha OCHOBAaHHWU PE3YJIBTAaTOB MCCIICIOBAHUS, I OHO MOXET
BKJTIOUATh M3MCHEHUS B JICKAPCTBEHHOW Tepaluu 1/ MIn
TIOCTAaHOBKA ITAIleHTA B JIUCT OXUOAHNS Ha TPAHCIUIAH-
TaIuIo.

6.2.2. dusunyeckas paboTocnocoOGHOCTb

Tect 6-mMunyTHO# X0Ab0BI (T6MX) sIBIIsIETCS TECTOM
¢ cyOMaKCcMMAaJTbHOM (DM3MIEeCKOM HATPy3KOIM U OCTACTCS
HanboJIee IIMPOKO MCITOIb3YeMbIM HAIPy30UHBIM TECTOM
B ueHrpax JII. TecT nerko mpoBOAUTCSI, OH HEIOPOIoit
¥ XOpOIIIO 3HAKOM MalleHTaM U B meHTpax. Kak u mpu
Bcex Meromax obciemoBanus JII, pesymsrater TOMX
IOJDKHBI BCETIa MHTEPIIPETUPOBATHCA C YIETOM KIMHU-
yeckoro KoHTekcta. Ha pesymbsratei T6MX Biausior
HECKOJIBKO (paKTOPOB, BKITIOUAs I10JI, BO3PACT, POCT, BEC,
COIYTCTBYIOIIYIO TATOJIOTUIO, ITOTPEOHOCTh B KHCJIO-
pone, obyyaeMoCTb OOJBHOTO M MOTHUBaLUIO. Tem
HE MEHee, pe3yJIbTaThl TeCTa OOBIYHO JAIOTCS B aOCOIOT-
HBIX Udpax, a He B NPOLIEHTaX OT pacuyeTHOro. AGCo-
JIIOTHBIE 3HAYEeHUsI, HO He M3MeHeHus1 B TOMX, maior
MIPOTHOCTUYECKYI0 MH(popManmio. OTHAKO HET ¢IMHOTO
moporosoro 3HadeHns: T6MX, KOTOpbIif OBl ITOIXOIVII
711 Bcex 00bHBIX (cM. Hike) [96, 99, 116-118]. das
OIIpeAe/ICHUsS] YPOBHS YCHJINSI PEKOMEHIYCTCSI B KOHIIE
TecTa WCIIONB30BaTh WHAekC bopra. B momomHeHUe
K 9TOMY HEKOTOPBIE MCCIICAOBATEIIH ITOJIaTrafoT, YTO M3ME-
peHne rmepudeprnIecKoro YpoBHS KIUCIOpoaa W YaCTOTH
CepACYHBIX COKPAIIICHUI MOTYT YIYUIIUTh IIPOTHOCTHYC-
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CKYyI0 3HAYMMOCTh TeCTa, OMHAKO 3THM JaHHBIC HYyXIa-
JOTCSI B HE3aBUCUMOM ToaTBepxaeHuu [119, 120].

KapamoryibMOHaIBHBIN TeCT ¢ (U3NIECKON HArpy3-
koii (KIIT) oObIYHO MPOBOAUTCS KaK TECT C MAaKCUMaJb-
HO# (pM3MUIeCKOl HArpy3KOH. DTOT TeCT HaeT BaXXKHYIO
nHbOpMAaLNIO 0 PU3NIECKOI pabOTOCTIOCOOHOCTH, Ta30-
00MeHe, BEHTWISITOPHOUN 3((hEKTUBHOCTH M (DYHKIINU
cepalia BO BpeMsi Harpy3ku. B 6osbiiHceTBe neHTpax JII
MMPUMEHSIOT WHKPEMEHTHBIM HAKJIOHHBINA IIPOTOKOI,
XOTsI TECT €Ille He CTaHAAPTU3NPOBAH UIST JaHHOM MOIy-
sty 0osbHBIX. [TanmenTo! ¢ JIAI 0ObIYHO JEMOHCTPU-
PYIOT TUIIMYHBIN MATTepH ¢ HU3KUM ITapIUaIbHBIM 1aB-
JICHMEM OWOKCHOa yriiepona (pCO2) B KOHIIE BBIIOXA,
BBICOKME BEHTWISITOPHBIC 3KBUBAJICHTHI UIST OTUOKCHIA
yrrepona (VE/VCO,), HM3KMI KHUCIOPOAHBIN ITYJIbC
(VO,/HR) 1 Hu3Koe NMnukoBoe MOTpedIeHNEe KUCI0poa
(peak VOZ) [121]. Heckonbko mokazateneit KIIT umeror
IIPOTHOCTUYECKOE 3HAYeHHWE, OMHAKO IHKOBOE ITOTPE-
OJIeHMEe KUCIOpOIa SIBJIIETCSI HanboJee IMPOKO MCITOIb-
3yeMbIM MapaMeTPOM JIJIs1 BbIOOpa TaKTUKY BeaeHus [ 106,
122-125]. JluarHOCTUYECKAs ¥ IIPOTHOCTUYECKast TH(MOp-
mauwms, nojydyeHHast npu KIITT, nobaBisieTcs K pe3yyibra-
tam TOMX [122].

6.2.3. Buoxummnuyeckmne Mapkepbl

HecMotpst Ha mcciiemoBaHne OOJBIIOrO KOJWYECTBa
OMOMapKepOoB, 10 HACTOSIIETO BpEMEHU HE HailieH Hali-
IIeH crenu@pUIecKuii MapKep peMOIETUPOBAHUS COCY-
noB jerkux npu JIAIL BuoMmapkepbl MOXHO mompaszie-
JINTh Ha MapKepbl TUCHYHKIINM COCYIOB (aCCHMETpHU-
HBIM muMmetwinapruHuH (ADMA), »HOoorenmH-1,
AHTUOIOATUHEI, dakTop (poH Bumiebpanma) [126-131],
Mapkephl BocriajieHusT (C-peaKTHBHBIN IPOTEHH, MHTEP-
JIEUKUH 6, XeMOKMHbI) [132-135], Makpepbl MUOKApAM-
ajbHOTO cTpecca (TIpeacepaHBI HATPUNYpeTUICCKUI
MENTUJ, MO3TOBOW HATPUNYyPETUYECKUN TPONETITUL
(BNP)/NT-proBNP, tpononunst) [97, 118, 136-139],
Mapkepbl Hu3koro CB n/vmimm TKaHeBOM THITOKCUT (pCOz,
MoOYeBas KICJIOTa, POCTOBOM (pakTop aruddepeHINPOBKU
15 (GDF15), ocreonmontnn) [38, 140-142] 1 mapKepsl
BTOPUYHOTO OPTAaHHOTO MOpaXXeHUs (KpeaTUHWH, OVIIN-
pyoun) [97, 137]. IlepeueHp MapKepOB ITOCTOSTHHO pac-
TeT, ogHako, A0 cux mop BNP u NT-proBNP ocrarorcs
eIUHCTBCHHBIMU OMOMapKepaMM, KOTOpPBIC IITHPOKO
HCIIONTB3YIOTCSI B PYTUHHOM ITpakThKe meHTpoB JII, Takke
KaK ¥ B KIMHUYECKUX HCCICIOBaHUSIX. YpoBeHb BNP/
NT-proBNP koppenupyer ¢ TSIXecTblo AUCHYHKIIUU
MMOKapaa 1 00JIamafoT IMPOrHOCTHIECKOI MH(bOpMaIIE
Ha MOMEHT ITOCTAaHOBKY TUAaTHO3a 1 BO BPEeMSI ITOCIICIYIO-
Iero HaOmoAeHNd 3a nauveHToM [143]. OHu He ABASA-
10Tcs cnennUIHBIMHA 17151 JIT, HO MOTYT OBITh TTOBBITIICH-
HBIMU TIPAKTUYECKU TIpH JII0OOOM 3a00JICBaHUM Cepilia.
Konmentpanmuss BNP/NT-proBNP uMeior 0oJbIIyio
BapnaOeIbHOCTD, IIO3TOMY, Pe3YJIBTaT CIIeAyeT MHTePIIpe-
THPOBATh C YYETOM KIMHUICCKOI CUTyallny. SIBHBIX TIpe-
umy1tiectB B ucnoyib3oBaHuu BNP unu NT-proBNP Her.

CkragpiBaeTcsl BrneuyatieHne, 4yto BNP umeer OGonee
TECHYI0 KOPPEISIINOHHYIO CBS3b C TeMOIMHAMMKOM
MaJIoTO Kpyra KpOBOOOpaIllecHWSI W MEHee 3aBHUCHUT
oT (yHKIIMM TTovek, Torna kKak NT-proBNP nipencrasisi-
eTcs 0oJiee CMITbHBIM IIPOTHOCTUYECKMM MapKepoM [137].

6.2.4. BceCTOpOHHSIA OLeHKa NPporHo3a u GpakTopos pucka

HacTosiTetbHO peKOMEHIYETCST pEryIsipHOe 00CIeno-
Banue nanueHToB ¢ JIAI B mentpax JII. Heobxomuma
BCECTOPOHHSISI OLIEHKA, ITOCKOJIbKY HET OTHOTO ITOKa3a-
TeJisI, KOTOPBI ObI MPeI0CTaBIsI JOCTATOYHYIO JMarHo-
CTUYECKYIO 1 TIPOTHOCTHYECKYIO mHpopManmio. Hanbo-
Jlee BaXXHBIC BOIIPOCHI, KOTOpHIC CIICAyeT 3amaBaTh
BO BpeMs KaXIOro BH3WTa TAIWEHTa BKIIIOYAIOT:
(1) ectb nM TPU3HAKA KIMHUIECKOTO YXYAIICHUS
C MOMEHTa TiocJieHeTo Bu3nuTa?; (2) eciam ecThb, TO K-
HIUYECKOE YXYIIICHIE 00YCIOBICHO IIPOrPecCupPOBaHIEM
JIT wmu conyTcTBytomeit maronorueit?; (3) pynkims 12K
CTaOMJIbHAS W IOCTaTodHaA?; U (4) HACTOSIIEe COCTOSI-
HIE TAlMEHTa COOTBETCTBYET XOPOIIEMY JOJITOCPOTHOMY
TIPOTHO3Y, T.€. COCTOSHNE TTallMeHTa COOTBETCTBYET KPH-
TepUSIM HIU3KOTO prcKa (cM. HImKe)?

YToOBl OTBETUTHL HA 3TU BOMPOCHI, HEOOXOAUMO
WCIIOJIb30BaTh Pa3HOCTOPOHHMIT TTogxon. B tabmmie 13
TIpeacTaBIeHbI OCHOBHBIC ITapaMeTphl, KOTOpPbIe HAbo-
JIee 9acTo MCITOIb3yIoTes B 1ieHTpax JII, Ho He Bce TToKa-
3aTeJ I HEOOXOOMMO OIICHWBATh Ha KaXIOM BU3UTE.
OCHOBHOI1 TIepevyeHb 00CIeNOBaHNI MOJKEH BKIIIOYATh
oueHky @K u dusmnueckoii crocodbHoctu, T.e. TOMX
win KIIT. Tak xxe HeoO6XoauMO MOJIYYUTh MH(POPMALIUIO
o ¢yukmun I12K, myrem omenku ypoBHsT BNP/NT-
proBNP unu ¢ momonipio DxoKI. BoasmmHCTBO mpen-
JIOXKCHHBIX TTapaMEeTPOB U ITOPOTOBBIX 3HAYCHMIT OCHO-
BaHBI Ha MHEHUHU 3KcepToB. OHM MOTYT IIPEACTaBISATh
TIPOTHOCTHYECKYI0 WHOOPMAIIMI0O M MOTYT MCIIOJIB30-
BaTbCs UIST TIPUHATHS PEUICHUS O TAaKTUKE BEICHMUS
MalreHTa, OOHAKO B WHIMBHUIYAIHHOM ITOPSIKE 3TU
T0KAa3aTe I HEOOXOANMMO IIPUMEHSITh C OCTOPOXKHOCTEIO.
YKazaHHBIC MMOKA3aTeJINM CMEPTHOCTU SIBJISTIOTCS TpyOOit
OIICHKO! ¥ OIMMCHIBAIOT ITapaMeTPHI, IIPEUMYIIIECTBEHHO
uccinenoBaHHbie y nmauveHToB ¢ MJIALL He Bce mokasza-
TEeJTU MOTYT HaXOOWUTHCS B ONHOI Tpymmie pucka. Tima-
TeJIbHOE 00CIeA0BaHNEe MHINBUAYAIFHO KAXKIOTO TTaIi-
€HTa IOJDKHO OIIPeHeISITh BHIOOP JieueHMsI. UHAMBUIY-
aJbHBIC PHUCKA MOIUPUIMPYIOTCSI B IalbHEHIIEM
IpYyruMHA (hbaKTOpaMu, TAKMMH KaK CKOPOCTh IIPOTPECCH-
poBaHUS 3a00JIeBaHUS, HAINMINEC WIN OTCYTCTBUC IIPH-
3HaKOB ITpaBoXeIynoukoBoit CH, CHHKOMaIBHEIX COCTO-
STHUU ¥ TaK e COITYTCTBYIOIICH ITaTOJIOTHE, BO3pACTOM,
noJjoM, 6a3oBoii Tepanueii u moarunom JIAT.

Haxonen, oo6cnengoBanue mauueHToB ¢ JIAIT gomkHO
BKJTIOYAThH OIIEHKY COITYTCTBYIOIICH ITAaTOJIOTUM 1 OCIIOXK-
HeHMit 3a00reBanmst. HeoOXonmMo peryIsipHO PEeTUCTPH -
poBath DKI' miss oOHapyXeHUs] KIMHIYESCKH 3HAYMMBIX
HapyIIeHWI pUTMa, KOTOPBIC YacCTO CIy4alOTCS B 3TOM
rpymniie 6onbHEBIX [33]. MHorma y manmeHToB ¢ JIAT 1ipo-
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TPECCUPYET TUIIOKCEMUsI, 1 OHU MOTYT CTaTh KaHAWIa-
TaMu TSI TUTENTbHOU KrcioponoTepanvu. Kpome Toro,
Hnskoe PaCO, accoummpoBaHo ¢ YMEHBLICHHBIM KPOBO-
TOKOM B JIETKUX W WMEET IMPOTHOCTUYECKOE 3HAUeHUE
[38]. TakuM oGpa3om, ra3pl KamWIISIPHON KPOBU HAIOT
BaXXHY0 WHGOPMAITUIO U IOJKHBI OBITh YaCThIO PETysip-
HOTO KJIIMHWYECKOTO OOCJIemoBaHUs, XOTS OBl B cirydae
KIMHAYECKOTO YXYIIIeHUsI. B KauecTBe ajabTepHATUBBI
MOXHO WCIOJIb30BaTh TMepudeprdecKyio caTypaiuio
KPOBU KHUCJIOPOMIOM, OJHAKO 3TOT METOHA MEHEee MOCTO-
BEPHBIM M He maeT uHpopMmauuu 00 ypoBHE PaCOz.
PexoMeHnoBaHHBIN 00BEM JIAOOPATOPHBIX WCCIIEI0BA-
Huii (B momonHeHne K BNP/NT-proBNP) Bxiouaer
rojicueT (POPMEHHBIX JIEMEHTOB KPOBU U OTIPEC/ICHIE
MEXIyHApOAHOTO HOPMAJIM30BAHHOTO OTHOIIEHUS
(MHO) (y nauimeHTOB, TTOIyJIaloNINX aHTATOHUCTHI BUTA-
muHa K), a Tak ke ypoBHST HaTpusi, Kajivsi, KpeaTUHWHA,
MOUYEBOW KHUCIOTHI, aclapraT-aMUHOTpaHC(epas3bl
(ACT), ananmH-ammHOTpaHchepassl (AJIT) (v maumeH-
TOB, mojydalommx APD) m OmampyOmMHaA B CBEIBOPOTKE
KpoBu. B momonmHeHUME cieayeT OolleHWBaTh KOHIIEHTpA-
I TPOTIOHWHA, MOYEBWHBI, TUPEOUTHBIN CTaTyC,
WCKITIOUATh XeJie30A1e(UIIMTHOE COCTOSTHME KaK MUHU-
MyM OIVH Pa3 B TOJ WM B JII000E BpeMst TIPU KITMHWYE-
CKOM yxymmeHuu. B tabnaumax 14 m 15 mpeactaBieHBI
JIeTATbHBIE PEKOMEHIAIIUY TI0 OLIEHKE COCTOSTHMS TIallv-
enta c JIAI B mpoiecce HaOIIOAEHUS.

6.2.5. OnpepeneHune cTatyca COCTOSHUS NaLUeHTa

Ha ocHoBaHMM BCECTOPOHHETO OOCIICHOBAHUSI, OI-
CaHHOTO B IIPEIBIMYIIEM pa3mesic, CTaTyC MalleHTa MOXeT
OBITH KJTaCCU(UIIMPOBAH KaK CTaTyC HU3KOTO PHCKa, YMe-
PEHHOTO PHCKAa W BBICOKOTO PHICKA KIIMHUIECKOTO YXYI-
mreHusT Wi cMeptH (tabi. 13). besycioBHO, CyIIecTBYIOT
HEKOTOpEIC IpyTrre (DaKTOPHI, BIMSIONINE Ha ITPOSIBIICHIE
3200J1eBaHAS U IIPOTHO3 U He 3aBUCAIINe oT Hammaus JIAT
Tepariy, TaK1e Kak BO3pacT, II0JI, OCHOBHOE 1 COITYTCTBY-
foInve 3a00JIeBaHMSI. XOTsI TOCTOBEpHAsI OIIcHKA MHIWBH-
IyaJTbHBIX TIPEOIUKTOPOB BCETAa TPYIHA, TOMOBasl JiCTallb-
HOCTB ITAlIMEHTOB, OTHECEHHBIX K TPYIIIe HU3KOTO PHCKa,
cocrapisieT <5%. B OCHOBHOM 3TO MALIMEHTHI, XapaKTepU-
3YIOIINECST OTCYTCTBHEM IIPOTPEeCCHpPOBaHUS 3a0o0jeBa-
aug, | wm I ®K BO3 ¢ gucranumeil MpoxoxKIeHUs
B T6MX >440 M 1 OTCYTCTBHEM KIMHUYECKUX IIPU3HAKOB,
coorBercTByommx I12K muchdynkumm. IIpenmomraracmast
ToIOoBasI JICTAJIBHOCTh [JISI TPYIIIBI YMEPEHHOTO pPHCKa
cocrapisieT 5-10%. Dta rpyima npeacTaBicHa IaleH-
tamm 111 @K BO3 ¢ ymepeHHO CHIDKEHHBIMU (Duimde-
CKMMHU BO3MOXHOCTIMU W Tipu3Hakamu [IK mucdyHk-
1uu, Ho 6e3 12K HemoctaTouHOCTH. B rpymrme BbICOKOTO
puUCKa rofoBas JIeTaabHOCTh cocTapisieT >10%. st aToit
rpyrnmbl manmeHToB xXapakrtepeH III wm IV @K BO3
C TIPOTPECCHUPYIOMINM TeUCHUEM 3a00JIeBaHUS I CUMIITO-
mamu Tskeson TT2K mucdynxkimm wim 12K HemocraTou-
HOCTH Y BTOPMYHOM ANCHYHKIINM OPTaHOB.

Tabnuua 13

OueHka pucka y naumeHTosB ¢ JIAM

[eTepMUHaHTbI nporuo:a.aa (netanbHoCTb B Te4yeHue 1 ropa)

Hu3skuii puck <5%

YMepeHHblii puck 5-10% Bbicokuii puck >10%

KnuHnyeckme npusHaku npaBoXenyn04koBOV CEpAEeHHON OrtcyTcTByIOT OtcyTcTBYIOT MpucyTcTBYIOT
HEe0CTaTO4HOCTH

MporpeccrpoBaHne CUMNTOMOB Her MegneHHoe BbicTpoe

CuHkone Het Pepnkue curkone” MNoBTOPHbIE cuHKone'
dyHKUMoHaNbHbIN knace (BO3) 1,1l 1] \%

T6MX >440 m 165-440 m <165m

KapanopecnmpaTtopHbIil TECT C GUBNYECKOI HArpy3Kom

KonueHTpauus NT-pro BNP B nnasme kposm

Buayanuaupyiowme metoasl (axokapavorpadus, MPT cepaua)

lemoguHamuka

MukoBoe VO2 >15 Mn/MUH/Kr
(>65% OT NPOrHO3MpPyemoro)
VE/VCO, akBuBaneHT <36
BNP <50 Hr/n

<800 Hr/n

Mnowapp MM <18 oM’
MNepukapananbHbIi BeINOT
OTCYTCTBYET

AMNn <8 mm pr.CT.

Cn>2,5 J'I/MI/IH/MZ

Sv0, >65%

MnkoBoe V021 1-15 mn/MuH/Kr
(35-65% OT NPOrHO3MpPyeMoro)
VE/VCO2 aKBuBaneHT 36-44,9
BNP 50-300 Hr/n

300-1400 Hr/n

Mnowapab MN 18-26 oM’
MepvikapayanbHOro BeINoTa
HET UM MUHUMATbHBIV

Ann 8-14 mm pr.cT.
Cn2,0-24 J'|/M|/|H/M2
Sv0,60-65%

MvkoBoe VO2 <11 mMn/MUH/KT
(<35% OT NPOrHO31pyemoro)
VE/VCO,, aKkBuBaneHt 245
BNP >300 Hr/n

>400 Hr/n

Mnowgagp MM >26 oM
MepvikapananbHbIi BeIMOT

Ann>14 mm pr.cT.
Cn<2,0 J1/MI/1H/M2
SvO, <60%

NMpumeyanue: * — GONBLIMHCTBO MPEIOKEHHBIX NOKA3aTeNnel 1 3HAYEHUI A OCHOBAHLI HA MHEHWUM SKCNepToB. OHM MOTYT AaBaTh MHGOPMALMIO O MPOFHO3E 1 MOFYT
MCNOb30BaTLCA NPY BbIGOPE TAKTUKW NIEYEHNS, CeLyeT akkypaTHO NMPUMEHsITb K OTAENbHbIM NaumeHTam. Cneayet OTMETUTb, YTO GOMbLUMHCTBO AaHHbIX NapaMeTpoB
ObIM U3y4eHbl B OCHOBHOM Y maumeHToB ¢ UJTAT 1 npuBefieHHbIE BbiLLe 3HAYeHUs nokasaTenei He 0693aTenbHO NOAXOANT At BCex ocTanbHbix dopm JIAT. Kpome Toro,

npuMeHeHne yTBepPXAeHHbIX MeTOA40B NIe4eHNs U UX BINSGHWE Ha JaHHble MoKa3aTenu CneayeT y4nuTbliBaTb NPW pacyeTe CTeneHn pucka,

b peakvie cuHkone npwu Npoby-

XOEHUN NN TAXENbIX GU3NYECKNX Harpyskax, nian pegkme optocratnyeckne cuHkone y CTabWNbHbIX B OCTa/IbHOM MaLMEHTOB, ‘— NOBTOPSAOLLMECH CUHKONE daxe npu

MUHUMASbHOW MW 00bIYHOV HU3NYECKOI aKTUBHOCTU.

Cokpauienusi: JIAT — neroyHas aptepuanbHas runepteHsus, TBMX — TecTt 6-MuHyTHON xofbbbl, BNP — M03roBoii HaTpuitypeTuyeckuwii nentug, CU — ceppedHbiii
nHaekc, MPT — MarHutHo-pe3oHaHcHas Tomorpadus, NT-proBNP — N-TepMuHanbHbli dparMeHT MO3roBoro HaTpuinypeTnyeckoro nponentuaa B-tuna, MM — npasoe
npencepaune, ANM — pasnexue B MM, SVOZ— caTypaums KMcnopoLoM CMeLIaHHOW BEHO3HOW KPOBMU, VE/VCO2 — BEHTUISITOPHBbI 3KBMBANEHT 00pa30BaHMs avokcmaa
ymepoaa, VO, — notpe6netue kucnopoaa, BO3 — BeemupHasi opraHmaauns 34paBooxpaHeHus.
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Ta6nuua 14
MeTopAbl OLEHKN U NepPMOANYHOCTb BUSUTOB NaumeHToB ¢ JIAT npy npocnekTMBHOM HabnioaeHnu
WUcxopHo Kaxpbie 3-6 Kaxpbie 6-12  Yepes 3-6 mecsues nocne B cnyyae
mecsues’ mecsues’ M3MeHeHNs Tepanum’ YXyALeHUs
Knunnyeckas oueHka n onpeaenexme PK i i i iz i
SKI + + + + +
T6LLUX/uHpekc onpikv Bopra + + + + i
KapvonynbmMoHanbHblii TECT + + +°
Oxokapaunorpadus i + < i
CraHmapTHoe NaBopaTopHoe UccneaosaHe’ + + + + +
PaciumpeHHoe naGopaTopHoe Uccneaosanme” + + +
a3kl KpOBVId + + + +
KMKC + + +° +°

Mpumeyanue: * — NHTEPBaNbl BU3UTOR HEOBXOANMO CKOPPEKTUPOBAHbLI B COOTBETCTBIM C MOTPEBHOCTAMM NaLMeHTa, b cTaHaapTHoe nabopaTopHoe uccnefoBaHve
BKJIIO4AET KNUHUYeckmnii aHanus kposu, MHO (y naupeHToB, Nony4atoLLmx aHTaroHUeTbl BuTamuHa K), kpeatuHuH, Hatpuii, kanuia, ACT/ANT (y naumeHToB, NPUHAMAIOLLNX
603eHTaH), 6unpybuH n BNP/NT-proBNP B cbiBOpOTKE KPOBM, ¢ — paclunpeHHoe NaBopaToOpHOE MCCNenoBaHue BKloYaeT onpeaenere TTT, TPONOHNWHA, MOYEBOI
KUCNOTbI, OLEHKY Xene3oaeduLmMTHOro COCTOsIHWS (Xeneso, GeppuTuH, pacTBOPUMLIN peLenTop TpaHcdeppuHa) 1 Apyrue nokasatenm coobpasHo UHAMBMAYANIbHBIM
noTpebHOCTIM 60ALHOTO, _ rasml KPOBW OMPEAENSIOT U3 apTepransHON UM apTepuanm3oBaHHON KanuisapHON KPOBY; MOXHO 3aMEHUTL Ha OLLEHKY neprdepnyeckoi
caTypaLm KUCJOPOAOM Y CTABUIbHBIX GOMbHBIX MW NPY OTCYTCTBIM BO3MOXHOCTM ONPEAENEHNs rados kposy, © — creayeT o6cyxaaTh, - HekoTopbix LeHTpax KNKC
NPOBOAUTCS YEPEe3 PEryNsPHbIE MHTEPBANbI B TEYEHUE HABMOAEHNS.

Cokpauenusi: AJIT — anaHuH-amuHoTpaHcdepasa, ACT — acnaprtat-ammHoTpaHcdepasa, BNP — Mo3roBoii HaTpuitypeTudeckuin nentug, JIAT — neroyHas aptepuans-
Has runepteHsus, OKI — anekTpokapanorpamMma, B3P — 6nokaTopbl 3HAOTENMHOBLIX peLenTopos, K — byHKuMoHanbHbIA knacc, MHO — mexayHapoaHoe Hopmanu-
30BaHHOe oTHoWeHue, NT-proBNP — N-TepMuHanbHbIii pparMeHT MO3roBoro HatTpuitypetndeckoro nponentuaa B-tuna, KMKC — kateTepusaums npasbix kamep cepaua,
TTI — TMPEOTPOnHbIA ropMOH, TEBMX — TeCT 6-MUHYTHOI X0Ab0bI.

Ta6nuua 15 6.2.6. Lienn neyeHus u ctpaterns HabnogeHus

PekomMmeHaauum no oueHke Tsoxectu JIAT AOcomtoTHAs 1elb JieuyeHns nanneHToB ¢ JIAI aBisa-
M KIMHU4YEeCKOMY OTBETY Ha Tepanuio eTCA IOOCTMKCHME CTaTyca HU3KOro pmcka (Tadm. 13),
. . - KOTOpBIN OOBIYHO aCCOUMUPOBAH C XOPOLUEH TOJIEPaHT-
PekomeHpauum Knacc™ VYpoBeHb Ccbinku
HOCTBIO K (pI3UYECKMM Harpy3kaM, XOpOIIUM KauyeCTBOM
PexomeHpyeTcs oueHmBath TsxecTb JIAT, | © 96, 97, o .
XKW3HU, Xopomrek ¢dyakumeir 12K m HM3KUM pHUCKOM
MCNONb3ys CNEKTP AAHHbIX, MOTY4EHHbIX 99 .
) LR R S EEEEI, JIETAJIBHOCTHU. DTO O3HAYAET, YTO MPH 10001 BO3MOKHO-
Harpy304HbIX TECTOB, GYOXMMNYECKMX CTH CJICOYCT ,Z[O6I/IBaTbCH Win 1nmoaacpKMBaTb COCTOSAHHUE
MapKepoB, PesyNbTaToB 9Xokapaorpadum nanueHTa Ha ypoHe 11 @K BO3. VY 6onpImMHCTBA TALM-
D Cae(e el Tl (R NI €HTOB TaKOW CTaTyC COIMPOBOXIAETCS MPAKTUUECKU HOP-

(tabn. 13 n 14)

Y cTabuibHbIX NALMEHTOB PEKOMEHAYETCS | Cc 98
NPOBOAMTb OLIEHKY COCTOSIHUS Kaxzple 3-6

MecsiLEeB BO Bpemsi HabnopeHus (Tabn. 14)

MaJIBHBIMA WA HOPMaJbHBIMK ToOKasateassMu TOMX.
BeITO TIpedokeHO HECKONIBKO IeJIeBBIX 3HAaYeHU
IUACTaHUIMU TIpoxoxnmeHus B TOMX: >380 m, >440 m
u >500 M [96, 99, 116-118, 144]. DTu 3HAYCHUS B3SITHI

PekomeHpyeTca poctuxeHvne/nognepxanne | (0] 96-99

COCTOSIHUA NauyeHTa, COOTBETCTBYIOLLErO N3 pC3yJbTATOB aHa/IM3a BBLKMBACMOCTH OIIPECACICHHDBIX
HU3KOMY PUCKY fIeTasnbHOCTY (Taba. 13), BBIOOPOK MAIMEHTOB WM MHEHUS 3KcrnepToB. B HacTos1-
RLOEE LI CRI IS KBaRLLIMIKAVEASC CKURY IIUX pEKOMEHIALIMSIX Topor auctaHun TOMX >440 m

OTBETOM Ha Tepanuio y nauneHToB ¢ JIA[
P ynau OobUT TpemmoXeH Ha 5 MupoBoMm Cummosmyme 1o JIT

[145], MOCKONMBKY 3TO 3HAYeHWE OBUIO IIOJIYYCHO IIPHU
W3y4eHUH HAaMOOJIBIICH TOIYJISIIINY TAIINEHTOB, MUCCIIe-

JocTtkeHne/nonaepxaHme CoCTosHUS lla C 96-99
nauueHTa, CooTBETCTBYIOLLErO
NPOMEXYTOYHOMY PUCKY JIETANLHOCTN

(tabn. 13) cneayeT cunTaTb HeaneKBaTHLIM IIOBaHHOM 0 HacTosmero BpeMeHu [99]. Tem He McHee,
KNMHW4ECKVM OTBETOM Ha Tepanmio HeoO0xoauMo oOpalliaTb BHUMaHWe Ha WHAWBUIYaJbHbIE
y GonblumHcTsa nauventos ¢ JIAT 0COOEHHOCTH M 0oJiee HU3KME TTOKa3aTeIn IIpreMIIeMble
MpuMeyaHme: * — KNacc PeKOMEHAALMI, b—ypOBeHb [0Ka3aTenbHOCTH, © — CCbll- Y TOXWIBIX MAaIMEHTOB I OOJIBHBIX C COHyTCTBonH_[eﬁ
ki, nopAepxuBaloLLe ypoBeHs 10ka3aTesbHoCTH. MaTOJOTUEM, TOrna KaK IJISI MOJIOABIX ITAIIAEHTOB AUCTAH -
Cokpauenue: JIAI — nerodHas apTepuanbHas runepTeHsns. g >440 M MOXET OBIThb HEYI0BJIETBOPUTEILHOIA.

HMMeHHO y 3TOM KaTerOpuM ITAaIleHTOB CIICAYeT pPery-

JisipHO BeINOHATH KITT, KoTophlii faeT 60jee 00bEKTUB-

IMoka3zarenu, yKazaHHEIC B Ta0auMIIe 13, MOTYT BRIIVISI-  HYIO MHMOPMAIIUIO 0 QU3NIECKOIl pabOTOCIIOCOOHOCTH
IIeTh HETIOCIIEAOBATEIbHO, T.€. MOTYT HAXOOUTBCS B pa3- U IIpou3BoguTeabHOCTH T12K.

HBIX KaTeTOPUSIX pricKa. BEIOOp TAaKTUKM JICUCHUST TIAIIM- BaxxHO OTMETUTb, YTO OMUCAHHbIE LIEJAU Teparnuu

€HTa JOJDKEH OCHOBBIBATHCS HA KOMIUIEKCHOI OIICHKE. HE BCETIa PEATMCTUIHBI XU MOTYT OBITh HEOOCTVKUMBI
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y OOJIBHBIX C 3aIllylICHHbIM 3a6OJICBaHI/I€M, C TSDKEIOU
COHYTCTBYIOlHefI MAaTOJOTUEHN WJIN OUYE€HbB ITOXJIBIX ITaLy-
CHTOB.

6.3. JleueHue

3a mocnenHee necsartunete tepanud JIAI crpemu-
TEJIbHO Pa3BUBACTCSI, CTAHOBUTCSI KOMIUIEKCHOM M TOKa-
3aTeJIbHO 000CcHOBaHHOM [146-148]. JIeueGHBIN TTpoLece
y mmareHToB ¢ JIAIT HeIb3st cuMTaTh IMPOCTHIM Ha3HAYe-
HHEM JIEKapCTBEHHBIX IpenapaToB. OH BKIIIOYACT B CeOsT
KOMILIEKCHBIN TOIXO0Hd, KOTOPBI COCTOMT M3 IIEPBOHA-
YaJIbHOW OLIEHKM TSDKECTU 3a00JieBaHUSI U MOCEAYIO-
IIEro OTBETA Ha TePaITHIo.

Hacrogiyto ctpateruio jgeyeHuss nauueHToB ¢ JIAT
MOXKHO pa3IeInuTh Ha TP IJIABHEIX 3Tara [149]:

(1) ITepBsoIii 3Tall BKIIIOYAeT cebs1 001Ire Mephl (husm-
YecKasi aKTUBHOCTb M PeaObMINTAlIMOHHBIC TIPOTPaMMEI,
OepeMEeHHOCTh, KOHTpALICTILINS W ITOCTMEHOTay3aJbHasT
TOPMOHO3aMECTUTE/IbHASI Tepanusl, TNIAHOBBIC XUPYPIH-
YyecKNe BMEIIATeNbCTBa, IPOGIIAKTAKA WH(OEKIIHNIA,
TICUXOCOLINAIbHAS TTOMIePKKa, TPUBEPKEHHOCTh Tepa-
TN, TCHETUICCKOE KOHCYJIETUPOBAHNE U ITyTECIICCTBUS ),
MMOIIep>KUBAIOIIAsl Tepanus (IepopaabHbIe aHTUKOAry-
JISHTBI, OUYPETUKH, KUCIOPOMOTEpamnusl, TUTOKCHUH),
HaIlpaBJicHHEe B pedepeHTHBIC 3KCIEPTHBIC IICHTPHI
W TIPOBEICHUE OCTPOTO Ba30pEaTUBHOTO TECTa TSI OTIpe-
JeJIeHUS ToKa3aHUi K XpoHudeckoit tepanuu BKK.

(2) Bropoii sTanm BKIIOYACT HAYaJIbHYIO TEPaITHIO
BeIcOKMU no3aMu BKK manmeHToB ¢ MOJOXKUTETbHBIM
BPT unu opo6pennbimu aist neueHus JIAI nmpenaparamu
y TTaIIMeHTOB ¢ oTpunaTeabHBIM BPT cormacHo mporto-
CTHYECKOMY PHUCKY (Tadj. 13) 1 ypoBHIO peKOMEHIAIINIA
M J0Ka3aTeJIbHOCTH [JIST KaXKIOTO OTAEJIBHOTO IIperiapara
I KOMOWHAIINHY JICKapCTB.

(3) Tpetuit aTam CBSI3aH C OTBETOM Ha IIepBOHAYATh-
HYIO JIeKapCTBEHHYIO TePaIIo, B CJIydae HealeKBaTHOTO
OTBeTa 1IeJIeCO00pa3HO paccMaTpUBaTh KOMOMHUPOBAH-
HYIO TepaIliio OTOOPeHHBIMU IIperapaTaMy WA TPaHC-
IUTAHTAIIAIO JIETKUX.

6.3.1. OOwme pekomeHaauum

IManuentel ¢ JIAI HyxnmaioTcsa B OgaropasyMHOM
COBETE O KaXIOJHEBHOW aKTUBHOCTM M B ajarnTaiuu
K HEOIpeneIEeHHOCTH, CBSI3aHHOU C CEpbe3HBbIM XPOHU-
YeCKUM YTpOoXalolluM XK13HU 3aboieBaHueM. [1alineHThI
¢ JIAT 0OBbIYHO HMCHBITHIBAIOT COLIMAJBbHYIO W3OS0
pasHoii creneHu [150]. IToompeHue MaIMEeHTOB M UX
ceMel BCTYIaThb B IPYIIIbI MOAAECPKKM MAallMEHTOB MOXKET
MOJIOKUTEIBLHO BJIMSTH MpUsTUE 3a00JieBaHUS, YBEPEH-
HOCTb ¥ BHELTHUM BuA. PekomMeHmauum mo o01mm Mepo-
MPUSTUSIM IIPEACTaBICHEI B Tabuile 16.

6.3.1.1. dusnyeckas akTMBHOCTb 1 peabunmtauus

B pexomenpmamugx 2009r mo BemeHMIO ITAllMEHTOB
¢ JI' coBeroBalu malydeHTaM BeCTUM aKTUBHBLI o0Opa3
XKU3HU, JTUMUTUPYIOIIUKICSI CUMIOTOMAaMM 3a00JieBaHUS

Tabnuua 16
PekomeHgauuu no o6LwmumM MeponpuaTuam

Ccbinku®
160, 161

Knacc®  Yposehb®
| (o}

PekomeHpauum

MNaupenTam ¢ JIAT pekomeHayeTcs naberatb
6epemMeHHOCTU

Maumnentam c JIAI pekomeHayeTcs C
MMMYHM3aLMs NPOTMB BUpYCa rpunna

1 MHEBMOKOKKOBOW MHPEKLMMN

Mcuxonornyeckas nopaepxka 168

pekomeHayeTcs naumeHTam ¢ JIAC

dusmnyeckme Harpysku nog HabloaeHeM lla 153-157
MeZULMHCKOro NepcoHana MoXHO
06CyXaaTth y HETPEHUPOBAHHbIX MALUEHTOB,

noay4aroLnx nekapCTeeHHyo Tepanuio

Cnepnyet 06cyxaatb MHransumu O2 npwu lla
aBuanepenete y nauneHTos llI-IV dK npu
Hanpsbxenuu O, B apTepuanbHoi Kposy <8

kMA (60 MM pT.CT.)

Mpy NNaHOBbLIX ONEePaTUBHbIX
BMeLLaTeNbCTBAX MPU NI060I BOZMOXHOCTH
cnepyeT 0TAaBaTh NPEANoYTeHNE
anuaypanbHoO aHeCTe3nn Hexenum obLiemy
Hapko3y

lla

M36bITOYHas Ppranyeckas akTMBHOCTb, 1]

BeAyLas K AMCTPECC-CUHAPOMY,
He pekoMeHayeTcsi naunenTam ¢ JIAD

< b
Mpumeyanme: * — KNacc pekoMeraaLMi, - — YPOBEHb 10Ka3aTeNbHOCTH, © — CCbiM-
Ku, NOLOEPXMBAIOLLME YPOBEHb [10KA3ATENBHOCTU.

Cokpaiuenus: O, — Kucnopop, JIAT — nerodHas aprepuancHas runepreHsus,
DK — dyHKUMOHANBHBIN Knacc.

[151]. ITaupeHTaM peKOMEHI0BaJIOCh N30eraTh 30bITOU-
HBIX (PU3MUECKUX HATPY30K, KOTOPBIC BEAYT K HEIIPUSIT-
HBIM CHMITTOMAaM, HO MpHU (PU3MICCKON OeTpeHUPOBaH-
HOCTH MALIMEHTHI MOTYT YIaCTBOBATh B KOHTPOJIHUPYEMBIX
peaduINTAlMOHHBIX HporpaMmax. Takoi Ioaxom ObLT
chopMHpoBaH Ha OCHOBAaHWHU PaHIOMH3MPOBAHHOIO
KoHTpoaupyemoro uccienoBanus (PKM), B xoTopom
OBLIO TIPOIEMOHCTPHUPOBAHO YIyUIICHHE (PU3MIECKUX
1 (QYHKIIMOHAJIBHBIX BO3MOXHOCTEI M KauyecTBa XU3HU
y naimeHToB ¢ JIT, yyacTByolux B TPEHMPOBOYHBIX MPO-
rpaMMax I10 CpaBHEHUIO ¢ He TPEHMPOBABIIEIICS TPyII-
noit KoHTpos [152]. C Toro BpeMeHU OOITOJTHUTEIbHEIE
HEKOHTPOJHUPYEMBIC MCCIICIOBAHYS, IPUMEHSIBIIINC pa3-
JINIHBIC TPECHUPOBOYHBIC MOIENH, ITOATBEPIMIN 3TU
pesynberaThl [153-157]. OmyoaukoBano nBa PKU, moka-
3aBIINX JOCTIDKCHUE 0oJiee BHICOKMX YPOBHEH (pusmue-
CKOM aKTHMBHOCTH, YMCHBIIICHNE BBEIPAXXKCHHOCTH YTOM-
JaseMocTtd, yiaydieHue T6MX, KapauopecrupaTOpPHBIX
rmoKasarejieil M KadecTBa XKM3HU CpeIr TPEHUPOBaB-
muxcs nmauueHToB ¢ JIAT mo cpaBHEHUIO ¢ KOHTPOJIbHOM
TPYIIION, He Y9acTBOBABIIEH B TpeHMPOBKax [158, 159].
Pasmep BHIOOPOK MAllMEHTOB BO BCEX MAHHBIX MCCIICHO-
BaHMAX JOCTATOYHO MaJIeHbKUI (BappupyeT oT 19 mo 183
MAaIleHTOB) 1 BCE WIIM HadaJIbHBIC TPEHUPOBKU IIPOBO-
IWJIACH IO TIIATeJIEHBIM HAOTIOACHNEM U B HEKOTOPBIX
CITyJasiX BBIIIOHSUIACH B CTAIIMOHAPHBIX YCIIOBUSX.
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DTa peKOMeHIaIlds OrpaHNMYeHa HEXBAaTKOW 3HAHWIA
OTHOCHUTEJIEHO ONTHUMAJIBHOTO MeToma (hM3MIeCKOi pea-
OMIMTAIINN, THTCHCUBHOCTH 1 TIPOIOJIKATEIIBHOCTH TPE-
HUPOBOK. KpoMe TOro, MeTomoyIorusl KOHTPOJISI, MeXa-
HU3MBI YIYIIICHUS CUMIITOMOB, (PM3MICCKUX 1 (PYHKIIM-
OHAJIBHBIX BO3MOXHOCTEH OCTAlOTCS HESICHBIMM, KakK
1 BO3MOXHBIN 3(pdeKT Ha MporHo3 3aboneBaHus. TpeHu-
POBOYHBIC TIPOTPAMMBI ¢ (PU3MICCKOM HArpy3KOH ClIemyer
BHEIIPSITH B IICHTPaX, IMEIOIIMX OITBIT BEICHNS IAIlICHTOB
¢ JIAT u peabwnuranuu Tskeabix 0oJbHBIX. Kpome Toro,
MMAIMEHTHl JOJDKHBI TOJYINTh MEIWKAMEHTO3HOE JIeue-
HUe, COOTBETCTBYIOLIEE JIYULIMM CTaHAApTaM, HaXOAUTCS
B KIMHUYECKH CTAaOMILHOM COCTOSTHMH IIepel BKITIOUC-
HHEM B IIPOTPaMMy peaOIINTALINI.

6.3.1.2. bepemMeHHOCTb, KOHTpaLenuus
1 TOPMOHO3aMECTUTENbHAS Tepanus B NOCTMEHOMNay3aibHOM
nepvioge

BepeMeHHOCTP MO-TIpeXHEMY acCOIMHUPOBaHA
CO 3HAYNTECIBHBIM YPOBHEM JICTAJIBHOCTH Y ITAIlCHTOB
¢ JIAL. OgHako B TMOCIeIHENW MyOJIMKAIIUM ITOKa3aHo,
yTo ucxon OepeMeHHocTteld nipu JIADL yaydmumics,
MO KpaliHEW Mepe, B Cly4ae XOpOIIO KOHTPOJIUPYEeMOU
JIAI, 1 B 0COOEHHOCTHY Yy MAalIMEHTOB C JOJTOCPOUYHBIM
orBeToM Ha Tepanuio BKK [160]. 3a 3 roga 13 1ieHTpOB,
MIPUHUMABIINX yJ4acTHUE B MCCJICHOBAHWUM, HAOIIOIATN
26 ©OepemenHocTeit. Tpoe xeHwmuH (12%) ymepiu
n'y ogHolt (4%) pasBwiack [12K CH, siBuBIIasicst moka-
3aHMEM K DKCTPEHHOI TpaHCIIAaHTAIUM KOMILIeKCa
cepale-jerkue. beito 3aperncTpupoBaHo BoceMb abop-
TOB, JIBa M3 KOTOPBIX CIIOHTAHHBIC W IIECTh MHIYIIUPO-
BaHHble. IllecTHaguath GepemeHHOCTEr (62%) 3aBep-
IIWINCh YCIICITHO, T.€. POIMINCH 3MOPOBEIC OeTH 0Oe3
ocnoxHeHni. B mcciiemoBaHny, MPOBEACHHOM B IISITH
uentpax CIIA 3a mepuon 1999-2009, Gbuio 3aperu-
CTPUPOBAHO 3 JIETAIBHBIX MCXOAa Ha 18 6epeMeHHOCTEH
(17%) [161]. DT maHHBIE HYXXIAIOTCS B IOATBEPKIE-
HUM cepreil MMPOKOMACIITa0HBIX UCCICIOBAHUIMA, IIpe-
Xae yeM oOlMe peKoMeHauuu u3deratb OepeMeH-
HOCTb y Bcex nmauueHToB ¢ JIAI OynyT mepecMOTpeHBI.
Her emmHCTBAa BO MHEHMM OTHOCHUTENIBHO Hambojce
MMOAXONSIIEeTO MeToma KOoHTpalennuu. bapwepHBIe
METOOBl KOHTpAaIeNIIMKU Oe30MMacHBl IJIs TMaleHTa,
HO WMMEIOT HelpencKasyeMblid 3ddekr. [IpumeHeHUME
IIpernapaToB, COACPXKAIINX TOJIBKO IIPOTeCTEPOH, TaK1e
KaK MEIPOCHUIIPOTeCTepOHa ameTaT W 3TOHOTeCTpPEel,
aBIisieTcss 3((PEKTUBHBIM CIIOCOOOM KOHTpaleIlnuu
¥ TI03BOJISICT 00OMTU BO3MOXKHBIC IPOOJIEMBI, CBSI3aH-
HBIC C TIPUEMOM BCTPOTCHCOAEPKAIIMX IIPerapaToB,
0COOEHHO aCCOIMMPOBAHHBIX CO CTAPHIMU TTOKOJICHM-
aMu MUHT e [162]. Cienyet HAaITOMHATD, 9To0 APD
003¢HTaH MOXET CHIXaTh 3(POEKTUBHOCTD MEPOPATH-
HBIX KOHTpAlleNTHUBOB. BHyTpmMaTO4YHas CIUpaiIb
C BBICBOOOXIAMOIINMCS JICBOHOPTECTPEJIOM TaKXe
sBisieTcsl 3(GOEKTUBHBEIM CPEICTBOM, HO ITOCTAaHOBKA
cnpaay WHOTIA COIPOBOXIAECTCS Ba30BaraJIbHOU

peakliueil, KOTopylo nmalueHThl ¢ Tskenoit JIAIT moryt
IUIOXO TepeHOoCUTh [162]. MOXHO HMCHONB30BaTh JBa
MeToma KoHTpaumennuu. IIpm BO3HMKHOBEHHHM Oepe-
MEHHOCTH CJIeayeT MHMOPMUPOBATh MAIIMEHTKY O BHICO-
KOM pHCKe OEpeMEeHHOCTH 1 OOCYIUTH ¢ IIpephIBaHNUE.
[ManmmeHTKNM, TPUHSBIINE peIIeHHE O IIPOMOIKCHUMN
OCpeMEeHHOCTH, MOJDKHBI MOJIY4YaTh CIEIN(PUICCKYIO
tepanuio. CrenyeT 3aIIlaHUPOBATh POAOpa3peIlcHIUE
M OOCYIMTh COBMECTHOE BCICHME MEXAY aKyllepaMmu
M KOMaHAOW IOKTOPOB, Beayliux mnanueHToB c JIAT
[163, 164].

OcraeTcsa HESICHBIM 11eJeC000pa3Ho I PEKOMEHIO-
BaTh TOPMOHO3aMECTUTEIBbHYIO TEPAIINIO B ITIOCTMEHOTIA-
y3aibHOM nepuope nauueHTkaMm c JIATL Ilpu HenepeHo-
CHMOCTH CHUMIITOMOB MEHOTAY3Bl MOXKET OOCYKIAaThCS
TOPMOHO3aMECTUTEIbHAS TepaIlisI B COUCTAHNU C TIPUC-
MOM TIEPOPATTBHBIX AHTUKOATYJISTHTOB.

6.3.1.3. MnaHoBbIE ONEpaTUBHbIE BMELLIATENLCTBA

CunTaeTcst, 9YTO IIAHOBBIE XUPYPrUIeCKUE BMeEIa-
TeJIbCcTBA y MainueHToB ¢ JIAIT MMEIOT BBICOKUI PUCK.
OcraeTcs HesICHBIM KaKOW BU aHECTE3WH TIPEATIOITHTE-
JIEH, OTHAKO 3MUAypajibHas aHECTE3UsI BO3MOXKHO Tepe-
HOCHUTCS JIerye HexXeIn ool Hapko3 [165-167]. IMaumu-
€HTBI, TTOJTyYalolre MepopaibHYIO TEPAIUIO, MOTYT ObITh
BPEMEHHO TepeBeeHbl Ha BHYTPUMBEHHOE WU WHTaNsI-
LIMOHHOE BBEACHUE MPEIapaToB 10 BOCCTAHOBJIEHUSI IJI0-
TaHUSI U BCAChIBAaHMSI MEPOPATbHBIX JIEKAPCTB.

6.3.1.4. MpodwunakTrka nHbekumin

ITaumenTs! ¢ JIAT uyBCTBUTENIBHBI K BOBHUKHOBEHUIO
IMTHEBMOHMU, KOTOpast B 7% ciiydaeB SIBIISIETCS IIPUYMHOMN
cMeptH [34]. HecMOTpst Ha OTCYTCTBHE KOHTPOJIMPYEMBIX
KJIMHUYECKUX HCCIEAOBaHUIA, PEKOMEHAYETCS MPOBO-
JIUTb BaKLUMHALMIO MPOTUMB BUpYyca TpUMIla U MHEBMO-
KOKKa.

6.3.1.5. MecmxocoumanbHas noaaepxka

JIT" oka3bIBaeT CylleCTBEHHOE BJIMSIHME HA TICUXOJIOTHU -
gecKoe, COIMaabHOe (BKIIOYas (PMHAHCOBOE), SMOIIHMO-
HaJIbHOE 1 MyIIEBHOE COCTOSIHME MAllMEHTOB U UX CEMEN
[168]. CermanucTsl, Beayliye mauueHToB ¢ JII, JoKHbI
MMETh HAaBBIKM M 3HAHUS IJIS OLIEHKU U PEeIIeHUsI BCeX
3TUX 33724 COBMECTHO C KOJIJIETAMU B COOTBETCTBYIOILLIUX
00J1aCTsAX, OCOOCHHO B TSDKEJIBIX CUTYyallUsIX, T.€. C MpHu-
BJICUEHUEM IICUXMATPOB, KIMHUYECKUX IICUXOJIOIOB,
pabOTHUKOB COLIMAILHOTO O0OECIIeYeHUSI U MOMACPKKU.
Tpyrnnbl moaaepXKu MalMEeHTOB MOTYT UIpaTh BaXHYIO
pOJib, IO3TOMY CJIEIYET PEKOMEHI0BATh OOJbHBIM BCTY-
nath B Nogo0OHbIe 00beauHeHus. JII' ssBisieTcst 3aboJieBa-
HHEM, KOTOPOE MOXET 3HAYMTEILHO COKpaIllaTh IIPOIOJI-
XKUTEJILHOCTh XM3HU. B mgomomHeHMe K mcuxoJioThde-
CKOM M colMaJbHON MOAAEPKKE HEeOOXOIMMO 3apaHee
MJIaHUpOBaTh OpraHMU3alulo yxoda 3a OOJIbHbBIMU
¥ HaIpaBJieHVe TTalleHTOB K CIIeNaICcTaM MaJuIiaTuB-
HOTO yXoJia Mpy HEOOXOAUMOCTH.
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6.3.1.6. MpuBepxeHHOCTb Tepanum

Ilepuognyecky HEOOXOAMMO TIPOBEPITH ITPUBEPKEH-
HOCTh MAallMeHTa Tepanuu, MOCKOJbKY JjedeHue JIAT
CJIOKHOE M BO3MOXHO CIIOHTAaHHOE YMEHbIlIeHUE 00beMa
Tepanuu Uiu ee U3MEeHEeHUE CAaMUM ITallMeHTOM WJIM Bpa-
YyaMM, He UMEIOIIMMU OMBIT B BegeHUuU 00abHbIX ¢ JIT.

6.3.1.7. MNyTewecTtBus

HccnenoBanusl ¢ IpUMEHEHUEM CHMYJISILIMU T0JIeTa
IJIST OMpeleICHUSI TIOTPEOHOCTH B KHUCIOPOOOTEPAITH
BO BpeMsI IPOIOJCKUTEIBHBIX aBHAIIEPEICTOB Y MTAIlMeH-
TOoB ¢ JIAT oTcyTCcTBYIOT. MI3BeCTHBIN (D13MOJOTMYECKUIA
3¢ eKT TUTIOKCUH TIPEAIToIaraeT, YTo IIpUMeHEeHNE KIC-
JIOpoZIa BO BpeMsI TT0JIeTa CJIeayeT 00ayMaTh y ITallieHTOB
III u IV ®K BO3 u gaBiieHnM KMCJIOpoaa B apTepuaib-
Hoit kpoBu <8 kIla (60 mm pr.cr) [169]. CkopocTh
IMOTOKAa 2 JI/MWH TOIHWMAaeT IaBJIICHHE KHCIOpOIa
BO BIBIXa€MOM BO3IyXE IO €ro COACPKAHMS IIPH JbIXa-
HUU Ha YpOBHE MOpsI. AHAJOTHMYHO CJIeAyeT M30eraThb
MpedsIBaHUS B BhICOKOTOphe >1500-2000 M 6e3 Kucio-
pomHOIT mommepkku. IlameATaM peKOMEHIYeTCST ITyTe-
1IECTBOBATh C MUCbMEeHHOM MH(popmaLueit o JIAI 1 KoH-
TakTHOW uHGopMaumeir o ueHtpe JII, Haxomsierocs
IMOOIM30CTH K MECTY ITyTCIIICCTBHSI.

6.3.1.8. leHeTnyeCcKoe KOHCYNbTUPOBaHNE

CrenyeT mpemjiaraTb TeHETUYECKOE KOHCYJIBTUPOBA-
HHEe oTOoOpaHHBIM TanueHTaMm ¢ JIAT (rmompo6HO B Paz-
gene 5.1.12) [26]. B cBs13u ¢ BAMSIHUEM Ha IICUXOJIOTHYE-
CKO€ COCTOSIHHME, KOTOPO€ MOXET OBbITb OOYCJIOBJIEHO
MOJIOXKUTEIbHBIMU WJIM OTPULIATEIbHBIMU PE3YIbTaTaMU,
T€HETUYECKOe TECTUPOBAHME U KOHCYJBTALIMKU CJIeAyeT
MPOBOAUTh B COOTBETCTBMM C MECTHBIMU IpaBUIaMU
B YCJOBUSX MYJBTUAWCUMILIMHAPHOIO TOAX0Ja C BO3-
MOXHOCTBIO oOpallieHUs K cieuranictam no JIATL, koH-
CYJILTAHTOB TE€HETUKOB, TICHXOJOTOB W MEIMLMHCKUX
cecrep. IlalMeHTBl M YJieHbl CEMbM, OTHOCSIIUECS
K TpyIIie pucKa, MOTYT XOTeThb Y3HATb O HAJIWYUMU MyTa-
LIMIA Y HUX C LeJIblo TJITaHWPOBaHUs ceMby. B HacTosiee
BpeMsI CYILECTBYIOT HECKOJbKO PENpOIyKTUBHBIX BO3-
MOXHOCTEU I Tap, SIBISIIOLIMXCS HOCUTEISIMM MyTa-
1 BMPR2, octaBathCst Oe31€THBIMU, HE IeJIaTh IpeHa-
TaJIbHOE T€HETUYECKOE TeCTUPOBaHUE (PENPOAYKTUBHBIN
IIaHC), IPOUTH TIpeHATAIBHYIO WIN IIPEUMITIAHTAIIIOH-
HYI0O TEHETHMYEeCKYI0 OTUarHOCTHKY [170], mMcmoib30oBaTh
JIOHOPCKYIO TTOJIOBYIO KJIETKY WJIM YCHIHOBUTh pebeHKa.

6.3.2. MoapepxuBatowwaa Tepanus
PexomeHnpanuy no moaaepXKrBaplleil Teparu JaHbl
B Tabauie 17.

6.3.2.1. MNepopanbHble aHTUKOArySHTbI

V nmauuenrtoB ¢ MJIAI npu mocMepTHOM uCCliea0Ba-
HUM 4aCTO BCTpeUaroTcss TPoM003bl cocynoB [171]. beuin
OITMCaHBI HApYIICHUSI B CBEPTHIBAMOIICH 1 (PUOPUHOIM-
THUYECKOM cucTeMe KpoBu [172-174]. Dtn M3MeHEHUS

TaGnuua 17
PekomeHaauum no nopaepXxusaiowiei Tepanum

Knacc® Yposenn® Ccbinku’
© 178

PekomeHpauum

Tepanusa anypeTukamm nokasaHa |
y nauueHToB ¢ JIAI npu Hanu4mm Npr3Hakos
MK HELOCTATOYHOCTY U 3a8EPXKM

XUAKOCTK

MocTosHHas AnvTtensHas Tepanus O, | 179
pekoMeHnayeTcs y nauneHTos ¢ JIAI npu
CHxeHun Hanpskensi O, B kposu <8 kMa

(60 Mm pT.CT.)d

Tepanusa nepopanbHbIMK llb
aHTUKOArynsHTaMm MoXeT 06CyXaaTbes

y naumeHntos ¢ UNAT, HNAT n NAT

BCNeACTBME NpnemMa aHOPEKCUreHoB

84,171,
175-177

Y naumneHTos ¢ JIAMLL MoxHO IIb 184

06CcyXaaTh KOPPEKLMIO aHEMUM 1/vnn
Xene3onepuUmTHOro COCTOSIHUS

MpumeHeHne MHrMbrUTopoB ]

aHrMOTEH3UNPEBPAaLLAoLLLEro GepMeHTa,
QHTaroHVCTOB PELLENTOpa aHrMOTEH3UHa-2,
6eTa-610kaTopoB 1 MBabpaanHa

He pekoMeHayeTcs y nauneHToB ¢ JIAT,
€C/n 3TN npenaparbl He NoKa3aHbl ANng
NIeYeHns COMyTCTBYIOLLMX 3a60neBaHuin
(T.€. BBICOKOr0 apTepranbHOro AaBieHus,
uwemmyeckoii 6one3Hun cepaua

U NEBOXENYL04KOBOI CEPAEYHON
HefoCTaToO4YHOCTH)

< b
Mpumeyanme: * — Knacc peKOMeHaaLMi, - — YPOBEHb 0KA3aTeNLHOCTH, © — cobin-
d
K1, NoAAepXVBaIOLLIME YPOBEHb A0KA3aTeNbHOCT,  — CMOTPM Takke pekomeHaa-
Lmm no BeaeHuto JIAT, acCoLmmMpoBaHHON C BPOXAEHHbIMV CEPAEYHBIMM LYHTaMU.

CokpauwieHnus: JIAT — neroyHas apTepuansHas runepteHams, HITAI — Hacnepn-
creertas JIAT, WIAT — navonatuyeckas JIAT, O, — kucnopoa, MK — npasbiit
Xenynoyek.

BMECTE C HecIeIIn(pMIeCKNMH (haKTopaMU prCcKa BEHO3-
HBIX TpoM0Oo30B, Bkiwodyag CH um mMmMMoOuIM3aumio,
MIPEACTABIISIOT PAllMOHAIBHOE OOOCHOBAHUE IS TIPUME-
HCHMS TIepOpPabHBIX AHTHKOATYJISSHTOB Yy ITaIlCHTOB
¢ JIATL. JlokazaTeabCTBa B IOJIb3y NMPUMEHEHUS Tepo-
paJbHBIX AHTUKOATYJISIHTOB OTPAaHMYCHBI JaHHBIMU
o nauueHtax ¢ WJIAIL, HJIAT u JIAI, oOycinoBieHHON
TIPHEMOM aHOPEKCUTEHOB, 0OBIYHO OCHOBAaHBI Ha PETPO-
CHEKTUBHBIX HMCCJICHOBAHMAX, BEIITOJTHEHHBIX B OTHOM
neHtpe [84, 171]. Pe3ynbraTsl, ITOIydeHHBIC W3 PETUCT-
poB 1 PKW, nipeacTaBisiioTcsi reTeporeHHBIMU U HeyOe-
auteabHbIMU  [175-177]. TloTeHuumanbHasi I0Jb3a
WCITOJIB30BaHMS TI€POPAbHBIX AHTHKOATYISITHTOB IIPU
AJIAT ocraetrcs eme meHee sicHoi. Kak mpaBuio mpu
OTCYTCTBHMU IIPOTUBOITOKA3aHU, TAITMEHThI, HAXOISIIIM -
ecs Ha IJIMTSILHOUM Tepaluy BHYTPUBCHHBIMU ITPOCTa-
HOMIaMU, TTOJyJalOT aHTUKOATYJISTHTEI YaCTHYHO BCIICH-
CTBHE OMIOJHHUTEILHOTO (haKTopa pucKa TpoMbo3a,
00YCIIOBJICHHOTO HAJTMIMEM KaTeTepa. Porb HOBBIX TTepo-
paJibHbIX AaHTUKOAryJSHTOB y TmauueHtoB ¢ JIAT
He u3BecTHa. JlonmomHutenbHasa uH@opMauus o AJIAT
IaHa B OTHCIHHBIX TJIaBax.
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6.3.2.2. nypetukm

JexommencuposanHas [12K CH BeneT K 3agepskKe K-
KocTu, noBbilieHuto LIB/I, BeHO3HOMY 3aCTOI0 B MEYEHMU,
acuuTy U nepudepuyeckuMm otekam. M xors Her PKU
Mo TpUMEHEHMIO AuypeTukoB mnpu JIAI, KiMHWYecKuit
OITBIT ITOKA3bIBACT OTYCTIIMBOE YIYUIIICHIE CUMITTOMATHKI
IIPY WCITOB30BAaHMM MOYCTOHHBIX Y IAIIMEHTOB C TIepe-
TPY3KO# XKUIKOCTBIO. BEIOOD IMYpPeTUKOB M JO3MPOBAHME
MOXKET OCTaBaThCSA 32 BpauoM, BEMYIITAM ITallneHTOB ¢ JIAT
[178]. JloGaBieHMe K Tepallii aHTATOHVCTOB AJIbIOCTEPOHA
CJIeayeT OCYIIECTBIISATH OMHOBPEMEHHO C CUCTEMATTIECKIM
oIpele/icHIEM YPOBHS 3JICKTPOJMTOB B IDIa3ME KPOBH.
ITpu McTIoIb30BaHNM INYPETUKOB BasKHO MOHUTOPHUPOBATH
GYHKIINIO TTOYEK ¥ OMOXMMIYECKIE TTOKA3ATSII KPOBH JIJIST
TOTO, YTOOBI M30€XKaTh TMIIOKAIMEMHIO W TIPePEHATEHYIO
HEIOCTaTOYHOCTh, BOSHUKAIOIIYIO ITPY CHIDKCHUY BHYTPH-
COCYIMCTOTO 0ObeMa KPOBH.

6.3.2.3. Kucnopopotepanus

M3BecTHO, YTO BOBIXaHUE KUCIIOPOIA BEIET K CHIKE-
auto JICC y marmenTos ¢ JIAI, omHAaKO HET paHIOMM3H-
POBAaHHBIX MCCIICIOBAHUM, KOTOpPBIC OBl ITOATBEPXKIANM,
YTO IJIUTEIBHOE WCITONb30BaHWE KHCIOpPOAA SIBIISICTCS
MOJE3HBIM. Y OOJIbIIMHCTBA MaueHToB ¢ JIAT, 3a nckimo-
yeHneM 001bHBIX ¢ BIIC 1 ccTeMHO-JIETOYHBIMU IIIYH-
TaMM, OTMEYACTCSI JIeTKasi TUTIIOKCEMUSI B apTepHaTbHOM
KPOBHU B IIOKOE, €CIIM TOJBKO OHM HE MMEIOT OTKPHITOE
OBaJIbHOE OKHO. BBIJIO ITOKa3aHO, YTO MHTAISIIINN KUCIIO-
poma B HOYHOE BpeMs He MEHSIIOT €CTeCTBEHHOE TCUCHIE
TsKebIX opMm cuHApoma DiiseHMeHrepa [179]. Peko-
MEHIAIIUM MOTYT OCHOBBIBATHCSA Ha JAaHHBIX O MaIlMeHTaX
¢ XOBIJI; korma gaBiieHHWe KUCIIOpoAa B apTepHalbHOMN
KpoBu cooTBeTcTBYeT <8 KIla (60 MM pT.cT.; miu <91%
caTypaluny KHCJIOpoaa B apTepraIbHOM KPOBH) TTallCH-
TaM COBETYIOT ITOJIb30BAaThCSI KUCIOPOAOM IO TOCTIKE-
HUS TaBJICHUS KMUCIOpoaa B apTepruaIbHOM KpoBH >8 Kl1a
[169]. Kucnopogorepamnuss B aMOyJaTOPHBIX YCIOBUSIX
MOXeT OBITh Ha3HAUCHA B CJIydae YIyJIIeHUS] CUMIITOMA-
THKA ¥ KOPPEeKINHW IecaTypaluyd IIpu (U3NICCKOU
Harpy3kKe.

6.3.2.4. IUrokCuH 1 opyrue cepaeyHo-cocyamcTeie npenaparhbl

Bbeimo mokazaHo, 4to aurokcwH yiaydimaer CB
B OCTPBIX TTpo0ax, onHaKo ero 3¢pGeKTUBHOCTb MPU XpO-
HUYEeCKOM Ha3HayeHMM He m3BecTHa [180]. Jurokcun
MOXHO Ha3HayaTh JISI CHUXKEHUSI YacTOThbl CEPIEUYHBIX
cokpaileHuii y nmauueHToB ¢ JIAI npu pa3BuTuu mnpen-
CEepIHBIX TaXUAPUTMUIA.

YoenutenbHble AaHHBIE O MOJIb3€ UM 0E€30MaCHOCTU
WHTHOWTOPOB aHTMOTCH3WH IIPEBpaIIaroNiero hbepMeHTa,
aHTaroHUCTOB PELIENTOPOB aHTnoTeH3uHa 11, 6eTa-6oka-
TOPOB WJIM UBaOpaarHa y maiueHToB ¢ JIAI' OTCyTCTBYIOT.

6.3.2.5. AHemusa 1 xene3ofePULMTHOE COCTOSIHUE
Jednur xXeme3a 9acTO BCTpeUYacTCs y IALMCHTOB
¢ JIAI' u Obu1 3apeructpupoBaH y 43% manueHTOB

¢ WNIIAT, 46% c JIAI, accouunpoBaHHOI CO CKJIEpOAep-
mueit, 1 56% mauMeHTOB C CUHAPOMOM Dii3eHMeHTrepa
[181-183]. Ilpm Bcex AAHHBIX HO3OJOTUSX TIPEIBAPU-
TeJIbHBIC Pe3YNIBTaThl MCCICIOBAHUI CBHUICTCIBCTBYIOT,
YTO XeJIe301e(pUIIUTHOE COCTOSTHIE MOXKET OBITh CBSI3aHO
CO CHIDKECHUEM TOJIEPAHTHOCTH K (DM3MIECKOM Harpy3Ke
W BO3MOXHO ¢ 0ojiee BBEICOKOII CMEpPTHOCTBIO, HE3aBH-
CUMO OT HaJIM4YUs WU TskecTn aHemuwu [181, 182, 184,
185]. OcHOBBIBasICh Ha 3TUX JaHHBIX, CICIYET PETYISIPHO
OLICHMBATb YPOBEHb Xeje3a y nauueHToB ¢ JIAI u npu
oOHapyxXeHUM AcduImTa Xeje3a MCKAaTh BO3MOXHEIC
npuanHBL. [lammeHTaMm ¢ Xelle30me(UIIMTHBIM COCTOSI-
HUEM HEOOXOAMMO pPEKOMEHIOBATH 3aMECTUTCIBHYIO
Tepanuio IiperapaTamMu kejesa. Y mnauueHToB ¢ JIAD
MOXET OBITh HapyIICHO BCAaChIBAaHUE 3Kejie3a MpPU IIepo-
paIbHOM IIpHEMeE, TIO3TOMY B HEKOTOPHIX MCCIICTOBAHUSIX
TpeIIarajJoch MPEAIOYTUTEIEHO BHYTPUBCHHOE BBEIC-
Hue Tipernaparos xkenesa [181, 184, 186]. OngHako He xBa-
TaeT KOHTPOJIMPYEMBIX MCCIICIOBAHUIA.

6.3.3. Cneunduyeckas MeguKkaMeHTO3Haa Tepanus
6.3.3.1. brokaTopsbl KanbLMEBbIX KAHANOB

BruTO0 HEOMHOKPATHO MPU3HAHO, YTO TOJBKO HE3Ha-
yuTesbHOEe KoandecTBo mauueHTtoB ¢ MJIATL, mmerommux
TIOJIOXKUTEILHBIN OTBET IIPA OCTPOM TECTe C Ba3oaujIaTa-
Topamu (Tad:1. 11) Bo Bpemst mposeneHms KITKC, xopoio
otBevatoT Ha Tepanuio BKK [84, 85]. B omyommkoBaH-
HBIX WCCIICOOBAHUSX MPEUMYIIECTBEHHO ITPUMCHSUINCH
takue BKK, xak Hudegunux, nuiatuaseM, U aMJIOIU-
MIMH, C 0COOCHHBIM aKIIEHTOM Ha HU(DEINITMH 1 TVITHA-
3eM [84, 85]. Beioop BKK ocHoBaH Ha MCXOIHOM 4acToOTe
CEepIEeYHBIX COKpAIICHWI ITalleHTa, C IPEeaImOYTCHUEM
HUGbEIUIMHA WA aMJIOOWIIMHA TIPM OTHOCUTEJIBHOM
OpamTuKapIuyd W OWJITHAa3eMa IPU CKIOHHOCTH K TaXH-
kapmuu. CyTouHas mo3a IIperaparoB, 3(D(GEKTUBHOCTD
npu UJIAT KoTopsix Obl1a MOKa3aHa, JOCTATOYHO BBICOKA
u coctapiget: 120-240 mr mig HudenunuHa, 24-720 mr
01T puiTrazema 1 go 20 Mr it ammonumnmHa. HaumHath
TepaImio PpeKOMEHIYETCS ¢ HU3KOM M03HI, T.¢. 30 MT Mel-
JICHHO BEICBOOOXHAIOIICTOoCcs HUMEIWIIMHA IBa pasa
BIOeHD vin 60 MI AuITHa3eMa TPU pas3a B IeHb (T.p.A.) Wik
2,5 MT amJIOODWNMHA OOWH pa3 B IeHb, W B JaJbHEUIIIEM
OCTOPOXHO M IIOCTCIICHHO YBEJIWYMBATH TO3UPOBKY
M0 MaKCHMaJIbHO IIepeHOCHMMON. OTpaHNIMBAIOIINMU
(bakTOpaMM B TTOBBIIICHUH JO3BI OOBIYHO SBJISIOTCSI CHC-
TeMHasl TUIOTCH3WSI M OTEKM HIKHMX KOHCYHOCTEH.
ITauuenTtoB ¢ MJIAT, KoTopble UMEIOT COOTBETCTBYIOIINE
TIOJIOXKUTEIPHOMY Ba30pEaKTUBHOMY OTBETY KPUTCPUU
u nnojydaroT bKK, cineayeT TiiateabHO HabI0AaTh U OLie-
HMBaTh 3(PPEeKTUBHOCTb U 0€30IIaCHOCTb, C IIOJIHBIM
obciremoBaHneM depe3 3-4 MecsIiia Tepaluy, BKIIIOYAs
nposenenue KITKC.

Ecnu y maumeHTa OTCYTCTBYET aleKBaTHBIA OTBET
Ha Tepamnuio, omnpeaeaseMblii Kak goctvkenue I wim 11
®K BO3 u 3HaunTeNbHOE YIYYIICHHE TeMOTMHAMMIYIC-
CKMX TIOKa3aTeel (IpaKTHMICCKM HOpMaIn3aIusl),
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KNNMHWYECKME PEKOMEHZALNN

TO B TaKOM CJIy4ae CJICAyeT BBOOUTH IOITOJTHUTEIBHBIC
npenaparbl sl JedeHus: JIAIL B HeKOTOphIX ciaydasx
Tpedyercs komoOuHauusi bKK u omo6penHbix JIAI mipe-
rnapaToB, MOTOMY Kak Ipu momnbiTke otMeHbl bKK mpo-
HWCXOIUT JaJbHEHINee KIMHIIECKOES YXYIIICHIE COCTOSI-
Hus. I[lammeHntaM, kKoTopbiM He BbinojHsuicss BPT, wim
OOJIBHBIM C OTPUIATEIBHBIM TECTOM HE CJIeoyeT Ha3Ha-
yatb BKK u3-3a BO3MOXHBIX TSXKEJIbIX MOOOYHBIX
sddexrax (Hampumep, TUHOTeH3UsI, cuHKore u 1K
HEIOCTaTOYHOCTH) [187].

Ilo Bcelt BUAMMOCTH, Ba30peakTUBHAsI UYyBCTBUTEb-
HOCTB HE SIBJIICTCS IIPEAUKTOPOM JTOJTOCPOIHOTO OJ1aro-
npusitHoro oteeta Ha Tepanuio BKK y mauuenros ¢ JIAT
npu Hanmunu C3CT, BUY, nopTto-nyabsMoHanbHoM JIT
(IITJIT) m BOBJI [188, 189].

Pexomengannuu no tepanuu BbKK mpencraBieHbl
B Tabymire 18. 1T KOHKPETHO YTBEPXKICHHBIX 103 TIpe-
aparToB, MoXajyicra, o00paTuTech K OOHOBJIIEHHOM 01~
UaTbHOU MH(MOPMAIINN WHCTPYKITAHN.

6.3.3.2. AHTaroHUCTbI PELLENTOPOB SHOOTENNHA

AKTHMBalMS CUCTEMBI SHIOTEIMHA OblIa OOHapyXeHa
Kak B IJla3Me, TaK U B TKAHU JIETKUX y nauueHToB ¢ JIAT
[190]. 1 xOTs1, ocTaeTCsI He SICHBIM SIBJISIETCSI JI TIOBHITIIC -
HHE YPOBHS SHIOTCIMHA-1 MPUYMHON WM CJICICTBUEM
JIT [191], o™i maHHBIC MOAAEPKUBAIOT 3aMETHYIO POJIb
cucTeMbl SHHoTeanHa B martoreHese JIAIL [192]. DHmore-
JWH-1 TpUBOAUT B ACUCTBHEC Ba30KOHCTPUKTOPHBIC
W MUTOTEeHHEIE 3(PDEKTHI, CBSI3BIBASICH C IBYMS OCOOBIMU
n30(OopMaMU PELEITOPOB TIAAKOMBIIICYHBIX KJIETOK
COCYIOB JIETKMX, SHIOTCIMHOBBIMU PEIICITOPAMM THIIA
Au B. Xapakrepuctuka PKU ¢ npumenenuem JIAI-cne-
IPUICCKUX TIPEIIapaToB, B3aUMOICUCTBYIOIINX C ITyTEM
SHIOTEIMHA, TIpeacTaBieHa B Web Ttadimiie VIA.

Ambpuzenman

AMOpu3eHTaH sIBiIsieTcss APD, KoTophIiil mpenMyIie-
CTBEHHO CBSI3BIBACTCA C DHIOTCIMHOBBEIM PELIETITOPOM
tira A. AMOpr3eHTaH ObLT M3y4YeH B MUJIOTHOM MCCJIe-
moBaHuM [ 193] m xBYX KpynHeix PKUW, mpogeMoHCTpHpO-
BaBIIMX 3(GGEKTUBHOE BIMSHHEC Ha CHUMIITOMATHKY,
du3mIeckre BO3MOXHOCTH, TEMOIWHAMHUKY U BpeMs
10 KJIMHWYECKOro yxyalleHus y mauudeHTtoB ¢ WUJIAT
u JIAI, accomumpoBannoit ¢ C3CT u BUY-nHbekmmei
[194]. Hoast maToNMOTMIeCKUX OTKIOHEHUN B OMOXMMM-
YeCKMX MoKa3aTeIsaX (QYHKIMU IICYCHW KOJICOIeTCs
ot 0,8 10 3%. B CIIIA exeMecsiuHbII KOHTPOJIb JIabopa-
TOPHBIX ITOKa3aTelneit (YHKUMU IICYCHW HE SIBIISICTCS
ob6s3aTempbHBEIM [195]. Ha doHe mcmonb3oBaHNsS aMOpH-
3¢HTaHa YBEIMIMBAJIACh PACIIPOCTPAHECHHOCTD mepude-
PUYICCKUX OTCKOB.

bozenman

BbosenTaH sBiIsieTcs IepopabHBIM aKTUBHBIM aHTa-
TOHUCTOM SHIOTCIMHOBBIX perlenTtopoB A m B Ttuma
W TIEPBOW CUHTE3UPOBAHHOM MOJIEKYJIOW 3TOTO Kjacca.
BboszenTan 6buT ncciaenoBad mpu JIAI (ManomaTmaecKoi,
acconuupoBanHoii ¢ C3CT, u cuampomMe DitzeHMeHTepa)

TaGnuua 18
Pekomengauuu no tepanum BKK y naumentos
C MOJSIOXUTENbHLIM OTBETOM Ha OCTPbI BPT

YpoeeHs’  Ccbinku’
(0] 84, 85

Knacc®
|

PekomeHpauum

PekomeHayeTcs NprMEHEHNe BbICOKNX
103 BKK 'y naunenTos ¢ UNAT, HITAT

1 JINAT, UMetoLLIMX NONOXNTENbHbIN OTBET
Ha ocTpbiii BPT

TuwatensHoe HabnoaeHne ¢ NOMHLIM 84, 85
NOBTOPHbIM 06CNenoBaHrem Yyepes 3-4

mecsua 0T Hayana Tepanuu (BKo4as

KMKC) pekoMeHayeTcs y NauneHToB

¢ NAT, HITAT n JINAT, nonyyaioLmx

Tepanuio BbICOkMMM ao3amu BKK

MpoponxeHne Tepanum BoICOKUMMN 84, 85
nosamu bKK pekomerayetcs y naupeHToB

¢ WNAT, HITAT n JINAT, cocTosiHne

KoTopbix cootBeTcTBYeET | nnm 1 K

(BO3) co 3HaYnUTENbHbIM YNy4yLLEHEM

reMoAMHaMUKM (NPakTU4ECKM

HOpManu3aumen)

Y naumeHToB, COCTOSIHME KOTOPbIX
cootsetctayeT lll unn IV OK (BO3) nnu
€C/n y NaumeHTOB He HabnoaaeTcs
3HAYMMOrO YyYLLEHNS FeMOANHAMUKN
(NpakTU4eckn Hopmanu3aLmmn)

Ha GoHe Tepanuu BbICOKUMI [,03aMU
BKK, pekomeHayeTtcsi HaumHaTtb JIAT -
cneumbuyeckyo Tepanuio

84, 85

Beicokue no3bl BKK He nokasaHbl 1]

naumeHTam, y kotopbix BPT He npoBoguncs
UK ¢ oTpuLaTenbHbIM pesynbtatom BPT.
Xotsi cTaHAapTHble fo3bl BKK HasHavatoTcs
o APYrvM NokasaHusim (Hanpumep,
deHoMeH PeliHo)

< b
Mpumeyanme: ° — KNacc pekoMeraaLMi, - — yPOBEHb 10Ka3aTeNbHOCTH, © — CCbin-
K11, NOAAEPXKMBAIOLLNE YPOBEHD A0KA3ATENLHOCTY.

Cokpawenus: KK — 61okaTop kanbuueBbix kaHanoB, BPT — BasopeakTuBHbI
Tect, JUIAT — nekapctBeHHO uHAayumposaHHas JIAI, HJIAI — nacnencTeeHHas
JNAT, UNAT — nopnonatudeckas JIAL, JIAI — neroyHas aptepuanbHas runepTeHsmns,
KMKC — kaTeTepusaums npasbix kamep cepaua, MK — npasbiii xenyaouek, K —
dyHKUMOHaNbHbIN knacc, BO3 — BcemupHasi opraHu3aums 30paBooXpaHeHus.

B mect PKUM (Study-351, BREATHE-1, BREATHE-2,
BREATHE-5, EARLY u COMPASS 2), koTopble Tipofie-
MOHCTPHPOBAIN YIyIIICHUE TOJICPAHTHOCTU K (pu3mde-
ckuM Harpy3kaMm, @K, remommaamuku, OxoKI u morr-
wieporpadmIecKnx IMoKasaTelleil W yBEJIMYCHHUE BpE-
MEHM [0 KJIMHHUYeCKOoro yxyauenus [196-200].
[MoBbIneHne KOHIEHTPAIUNA TICYCHOIHBIX aMHHOTpPaH-
chepa3 perucTpupoBajoch mHpubnauzuteabHo y 10%
MAIMeHTOB, OBLIO M0303aBUCUMBIM 1 OOPaTUMBIM IIOCIIC
CHIKCHMSI JO3HI I OTMEHBI IIpeTapaTa. B ¢cBsI3u ¢ 3THM,
TmalnreHTaM, ITOIyJarolIuM 003¢HTaH, ClIeAyeT peKOMEH-
JIOBATh €XXKEMECTIHBIM KOHTPOJIb JJa00paTOPHBIX TOKAa3a-
Tenel GYHKIIUY TICYCHH.

Mauumenman

APD ManuTeHTaH ObUI M3y4eH B YITPABISIEMOM COOBI-
tassmu PKU [201]: 742 mammenTa ¢ JIAT mmorygany Marm-
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TeHTaH B mo3ax 3 wim 10 MT o CpaBHEHUIO C TPYIITON
mrane6o B cpenHeM B Tedenne 100 Hemenb. B kauecTBe
MIEPBUYHON KOHEUYHOM TOYKM OBUIO B3SITO BpeMs
OT Hayajla Tepalny IO IEePBOTO CIyYass KOMITO3UTHOM
KOHEYHOM TOYKM, TAaKOM KaK CMEpTh, IIpeIcepaHasl Cer-
TOTOMMUSI, TIepecanka Jerkux, MHULIMalus Tepanvu mpo-
CTaHOMIAMU ¢ BHYTPUBEHHBIM WJIM MOIKOXHBIM ITyTEM
BBeneHUs winu yxynueHue tedenus JIAL. Ha done Tepa-
MY MaIIUTEHTAHOM 3HAYMTEIFHO YMEHBIIIAIACh 9YacTOTa
TOCTVKEHHSI KOMITO3UTHOY KOHEYHOM TOUKH 3a00IeBac-
MOCTH U JIETAJIBHOCTU cpeau mauueHToB ¢ JIAT 1 Takxke
VBEIMIMBAIINCH (PU3NUECKHE BO3MOXHOCTHU. Ilomoxm-
TeJibHbIEe 2(PDEKTHI HAOMIOAAIUCH KaK CPeAU MalleHTOB,
He TTOJIYYaBIINX IO BKIIOUCHUS HMKAKOW TepaIiiy, TaK
U TeX, KTo yxe npuHuman JIAI-crienudpudeckue npemna-
patel. He OBIITIO 3apermcTpupoBaHO CIIy4acB IeIaTOTOK-
CUYHOCTH, ONHAKO CHIDKCHHE YPOBHS TEeMOTJIOOMHA
<8 r/mn orMevanoch y 4,3% TalMEHTOB, IMOJYYaBIINX
10 MT MalITMTEeHTAHA.

6.3.3.3. Mnrnbutopel dochoamactepasbl 5 Tmna n CTUMynsTopbl
ryaHunaTumukiassl

MHrubupoBaHue HUKJINYECKOTO T'YaHO3UH MOHOGOC-
darta (U MD) mrytem merpagauny 3H3UMa Gucdoamuac-
Tepas3sl 5 THUIA MMPUBOANT K Ba30OMIATAIIMN Yepe3 ITyTh
OA/uI'M® B MecTax 3KCIpEecCHMH TaHHOTO (epMeHTa.
ITocKOJIBKY COCYIBI JISTKMX UMEIOT 3HAYUTETbHOE KOJIH-
yecTBO ocommacTepassl 5 THIIA, TOTCHIINATbHAS K-
HUYecKas II0JIb3a HWHTHUOUTOPOB (ochoanacTepassl
5 tuma (M®ID-5) 6b1a nccieqoBaHa y 00abHEBIX ¢ JIAT
Kpome toro, UDJID-5 mokaspiBaloT aHTUNpoaundepa-
tuBHBIe >(PdexkTnr [202, 203]. Bce Tpm Tmpemapara
NUD]ID-5, omobpeHHbBIE 1715 JIeUeHUsT 3PEKTUIHLHOM T1c-
dyHKUMU, cuiaeHaduna, Tagagdapuia U BapaeHadWi,
BBI3BIBAIOT 3HAYNTEIHFHYIO Ba30IMIATAIINIO COCYIIOB JIEeT-
KHX ¢ MaKCUMaJIbHBIM 3(pdeKToM, HAOII0MaeMbIM Yepes
60, 75-90 u 40-45 munyT, cootBeTcTBeHHO [204]. Xapak-
tepuctuka PKHM, B koTopsix ucnons3obanu JIAI-crienm-
¢duyeckme TIpermaparsl, B3aUMOICUCTBYIOIINE C ITyTEM
OA (CcTUMYISTOPHL PAaCTBOPUMON TyaHMJIATIIMKIIA3EI
(pI'l), ®AD-5) mpencrasneHs B Web Tadaume VIB.

Cuadenacpua

CunpgeHapusr TIepopalbHBIM  MperapaT, MOIIHO
M CeJICKTUBHO OJOKMpyommit dhochommacrepasy 5 TUIIA.
Yeteipe PKU ¢ yyactuem nauueHToB ¢ JIATL, mogyyaBiimx
crneHadWI, TTOATBEPIVIIN OJIarONPUSATHBIC PE3yIbTaThI
Ha (pu3mIecKre BO3MOXHOCTH, CHUMIITOMATHKY W/WIN
remognHaMuky [205-208]. B PKW, oueHuBaommum
apdexT pobaBiaeHus cuineHadwia K 3MOMPOCTEHOY,
mocye 12 Hemenb Tepanuy OBLTO 3apeTUCTPUPOBAHO YITyd-
meHue pesyabraroB T6MX u yBelMdyeHHE BpeMEHU
0 KIMHWYIECKOTO yxymineHus. M3BecTHO, 4TO B 3TOM
HCCIIeIOBaHNE CEMEPO IMAIIMEHTOB YMEPIM, M BCE OHU
ObLIM B IpyIie, noaydaniieii mwiaueoo [209]. K npumene-
HUIO ogobpeHa go3a crineHadwia 20 Mr T.p.A. boabmmH-
CTBO MOOOYHBIX 3¢h(PeKTOB cHImeHaIa JIETKOM CTeTICHU

WJIA YMEPEHHOI 1 TIPESUMYIIECTBEHHO CBSI3aHBI C BA30IM-
Jmaramueid (rojloBHasT 00JIb, HOCOBOE KPOBOTCUCHHE).
Ormmpasich Ha JaHHBIe (hapMaKOKWMHETUKH, ObLIA TIPEIIIO-
JKeHa BHYTpPWBEHHas JieKapCTBeHHas ¢opma CHicHa-
¢uma [210] B kayecTBe “MocTta” s TmamyeHToB ¢ JIAT,
KOTOpBIC UINTEILHOE BpeMsT HaXOOWINCh Ha IIepOpajIb-
HOI Tepalmiy ¥ BpeMEHHO HEe MOTYT IJI0TAaTh Ta0JICTKU.

Tadaragpua

Tamamacdun gengercs ceneKTUBHBIM MPDID-5 Tuma,
KOTOpPBIN MpUHUMAETCS oAvH pa3 B AeHb. PKW npu yua-
ctuu 406 mauuenToB ¢ JIAT (53% Ha MCXOmHOI Tepanuu
003¢HTaHOM), IOMyYaBIIMX Tagamadwi B mose 2,5, 10
n 20 Mr/cyr., IIOKasajio OJarompuATHBIE 3(hGEKTHI
Ha TOJICPaHTHOCTh K PM3MIECKOIT HArpy3Ke, CUMIITOMA-
THKY, TeMOOIUHAMUKY Y BpeMsI 10 KIIMHIISCKOTO YXYIIIIe-
HUS Ha (PoHEe MaKcUMaTbHOM no3upoBke [211]. [Tpodunb
M000YHBIX 3((HEKTOB ObLT CXOAHBIM C CUIACHADUIOM.

Bapoenadhua

Bapmenadun takke orHOcUTcS K rpymnme MPID-5
THUITa ¥ IPUHUMAaeTC ABa pasa B 1eHb. B PKU ¢ 66 maru-
eHTamu ¢ JIAI, He nmonydaBimrmMu HUKakou JIAT-crieru-
(ryeckolf Tepanmuy OO BKIIOYCHUS B KCCIICIOBAaHWUE,
OBLTO MOCTUTHYTO YIIy4dllleHHe (QM3MIECKNX BO3MOXKHO-
CTel, TeMOAMHAMUKHY U YBeJIMUCHUE BPEMEHU 10 KIIMHU-
YeCKOTo yXyIIleHus Ha (DOHE Tepanuu BapacHA(IIOM
B J03€ 5 MT 1Ba pasa B AeHb [212]. IIpodrib moOOUYHBIX
5 HEKTOB OBUT CXOMHBIM C CHIIIEHADMIIOM.

Puocueyam

Torma xak UDPD-5 tuna, Takne Kak cuipeHadu,
Taganadw 1 BapaeHadwI, ycuausaioT Iyt OA-nl M®
nyTeM 3aMemieHus aerpagauny Ol M@, cTUMYISITOPHI
pI'll yBenmuumBaroT mpoaykumio I’ M® [213]. Bomee
TOTO, JOKJIMHUYICCKIE UCCIICAOBAHMS C MCIIOJIb30BaHNEM
ctumyaaTopoB pI'll Ha pa3HBIX XUBOTHBIX MOIEIISX
T0Ka3aJI aHTUIIPOIN(EepaTUBHBIC M aHTHUPEMOICTNHTO-
BBIE CBOIICTBA 3TOTO IIperapara.

PKMW [214] ¢ yuactuem 443 nauuenrtoB c¢ JIAT (44%
u 6% Ha ucxoaHoi Tepanuu APD wiu rnmpocraHouIaMu,
COOTBETCTBEHHO), TOJIy4aBIIUX PUOCUTYaT OO 2,5 MT
T.p.A., IPOAEMOHCTPUPOBAJIO TIOJOXHUTEIbHBIC 3(PDEKTHI
Ha (pU3NIECKHE BO3MOXKHOCTH, remonnHaMuKy, @K BO3
W BpeMsI 0 KIMHUYECKOTO YXYIOUICHUs. YBEIMYCHUE
bu3mIecKMx BO3MOXHOCTEI TaK Xe OTMeJaloch
¥ y TTAIIMEHTOB, MOJIYYaBIINX UCXOTHO CITEIU(PIICCKYIO
tepanuio JIAL. HanGomnee 4acThiM cepbe3HBIM ITOOOYHBIM
3¢ deKTOM B IpyIine miauedo u rpyrie 00JbHbIX, MOy~
4yaBIIMX 2,5 Mr puocuryara T.p.d., Obul cuHKone (4%
u 1%, coorBercTBeHHO). CoueTaHue pUOCUTYaTa
n UDID-5 tiima mpoTUBOITOKA3aHO BCIEACTBUE TUITO-
TEH3UM U APYTUX 3HAUUMMBIX TOOOUYHBIX 3(P(PEeKTOB, 3ape-
TUCTPUPOBAHHBIX B OTKPHITOI 6asze PKU [215].

6.3.3.4. AHanorn npocTaumkiMHa U arOHNCTbl PELLENTOPOB
NpOCTaUMKINHA

ITpocTallMKIMH TPEeUMYIIECTBEHHO CHUHTE3UPYETCS
SHAOTENAIbHBIMU KJIETKAMU U 00JIafaeT MOIIHBIMU
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Ba30MIIATHPYIOIINM ACHCTBIEM Ha BCE COCYIHUCTRIC Oac-
CEMHBI. DTO BEIIECTBO SBJISICTCS CAMBIM CHIBHBIM DHIO-
TeHHBIX MTHTHONTOPOM arperaliii TPOMOOIINTOB 1 TaKKE,
BEPOSATHO, 00JIamaeT IIMTOPOTEKTUBHOM M aHTHUIIPOJIH-
depaTuBHOI akTUBHOCTBIO [216]. ¥V maumenTtoB ¢ JIAT
OTMEYACTCS HApYIICHHE PETYISINN METaO0OIMIEeCKOTO
IIyTH IPOCTAIUKINHA, YTO OBUIO OIIEHEHO IO CHIKCHUIO
SKCIIPECCUN TIPOCTAIMKINH-CHHTa3sl B JIA M ypOBHIO
MeTabOoIMTOB TTpOoCTalMKIMHA B Moue [217]. Kaunnue-
CKO€ TIpUMEHEHME TTPOCTAIIUKINHOB Y TallMeHTOB ¢ JIAT
OBLIO IIPOIOJIKEHO ITOCIC CHHTE3UPOBAHMST CTAOVIIHHBIX
aHAJIOroB, 00MafalolUX APYTMMU (DapMaKOKUHETHYE-
CKMMU CBOMCTBaMHU, HO Pa3Ie/ISIONINX KAYeCTBEHHO CX0-
Xue dapMakoguHamMndeckue >(P@eKThl. XapaKTepu-
cruka PKU ¢ npumenenuem JIAI-crieunduueckux npe-
IMapaToB, B3aMMOACHCTBYIOIINX C MMyTeM ITPOCTAIIMKIIMHA
(TIpOCTAaHOMIBI ¥ aTOHKCTHI PEIICIITOPOB ITPOCTAITMKITMHA
IP) mpencrasiensl B Web Tabaume VIC.

bepanpocm

BeparpocT saBisieTcs MEepBEIM XUMHWIECKH CTAOMIIb-
HBIM TIepopajibHbIM aHaJioroM IpocTtauukinHa. PKU
[218], mpoBenenHoe B EBpore, n Bropoe PKM B CIIIA
[219] mpomeMOHCTPUPOBAIN YIYUIICHHE ITEPECHOCHMO-
¢t (U3NYECKON Harpy3KM, KOTOpPOE COXpaHSIOCH
110 3-6 mecsieB. He ObL10 OTMEYEHO YIydIlIeHUS II0KAa3a-
TeJIei TeMOIWHAMUKY YUIH JOJITOCPOYHOTO ncxona. Ham-
0oJree YacTEIMM ITOOOUYHBIMU 3(PeKTaMu OBUTH TOJIOBHAS
00J1b, OLIYIIEHWE MPUJIUBOB, 00JIb B 00JIACTA YEIIOCTU
U auapes.

Anonpocmenoa

BDronpocTeHoN (CMHTETUYCCKUM ITPOCTALIMKIIIH)
nMeeT KOPOTKUI mepuon moaypacmaga (3-5 MuH)
W COXpaHSeT CTAaOWIHHOCTH IPM KOMHATHOI TeMriepa-
Type TOJIBKO B TeUCHHUE 8§ 9acoB; MpernapaT HEOOXOIUMO
OXJIaXIaTh W IUIST €0 MCITOJIB30BaHMSI TpeOyeTcs ycTa-
HOBKa IIOCTOSTHHOM WMH(MY3MOHHOI ITOMIIBI U KaTeTepa
TYHHEJIBHOTO THMa. D(POEKTUBHOCTH ITOCTOSTHHOTO BHY-
TPUBCHHOTO BBEACHUS SITONPOCTCHOJIA OBUIAa M3ydeHa
B Tpex “cienbix” PKUM y mammenros 111 u IV @K BO3
¢ MJIAT [220, 221] n JIAT, accounmmpoBaHHOM CO CKIIEPO-
JIepMUYECKUM CITIEKTpPOM 3abosieBaHuit [222]. Dmomnpo-
CTEHOJI YJIyYIIaeT CUMIITOMATUKY, TOJEPAaHTHOCTH
K du3mueckuM Harpy3kaM U TeMOIMHAMUKY IIPU 00emX
Ho3osorusx JIAIL, 1 3T0 SIBISeTCS ¢IMHCTBEHHBIM JIcUe-
HHUEM, KOTOopoe CHuxXaeT JeTalbHOCcTh mpu WIIAT
no gaHHbIM omHoro PKM [221]. Mera-ananu3 oOleit
cMmepTHOCTH B Tpex PKHU [220-222] ¢ mpuMeHeHUEeM 3110~
IIPOCTEHOJIa TIOKa3ajl CHIDKEHHE pHCKa JIETAIbHOTO
ucxona Ha 70%. [lonrocpouHoe coxpaHeHue 3(PGhEeKTUB-
HOCTHU OBUIO MPOAEMOHCTpUpoBaHo [96, 107] y mamueH-
toB ¢ MJIAT n AJIAT [223-225], 1 y OOJIBHEIX C HeoIlepa-
oenpHOM XTOJIT [226].

Teparmio 3ITOIPOCTEHOJIOM HAYMHAIOT C JO3UPOBKH
2-4 HT/KT/MWH, ¢ TIOBBIIICHUEM J03BI, KOTOPOE JIMMUTH-
pyetcs moboyHbIMU 3dhdeKTaMu (MIPWIKBBI, TOJIOBHAS
601, mapesi, 60J1b B Horax). ONTHMaIbHasl T03MPOBKa

BapbUpyeT Yy MAlUMCHTOB MHAWBUAYAIBHO, B OOJBIITNH-
cTBe cityuyaeB B npenenax 20-40 ur/kr/mun [96, 107].

Cepbe3HbIe TTOOOYHBIC NEMCTBUSI CBSI3aHBI C CHCTE-
MO MOCTaBKM M BKJIIOYAIOT AUCGYHKIIUIO ITOMIIHI,
MHQEKINOHHBIC OCIIOXHEHUS B MECTE BBSICHUS IIperia-
paTa, OOCTPYKIIMIO KaTeTepa M cemcuc. b mpemio-
KEHBl peKOMEHIAIIMM IO IPOoQMIAKTHKE WHQEKIINH,
ACCOLMMMPOBAHHBIX C HAJWYMEM IICHTPAJIbHOTO BEHO3-
Horo Katetepa [227]. CiregyeT n36eraTh BHE3aITHOTO TIpe-
KpalleHns MHGY3UH 3TIOMPOCTEHOJIA, TaK KaK Y HEKOTO-
PBIX OOJIBHBIX 3TO MOXKET IMpUBe3TH K Kpu3y JII' ¢ KimmHu-
KO YXyOIICHUS W IaXe CMEpTH. TepMocTaOMIbHAS
JIeKapcTBeHHas (hopMa 3ITOIIPOCTEHOJIA TAaKKe TOCTYITHA,
OHa 0OBIYHO He TPeOyeT OXJIaXKIATOIINX ITAKETOB M COXpa-
HSET CTaOMIIBHOCTH Ooee 8-12 yacos [228].

Haonpocm

WompocT sIBasIeTcsl XUMIUIECKH CTaOMIIBHBIM aHAJIO-
TOM TIPOCTAIIMKIINHA, KOTOPHIA TOCTYIIeH B BUIe MHDY-
3UM IJid BHYTPUBCHHOTO BBEICHHSI, IIEPOPATbHOIO
WCITOIb30BaHUSI M a’p030iu. MHTamsumoHHas ¢dopMma
wionpocta 6bl1a uccienoBaHa B onHom PKH, B koTopom
TMOBTOPSIOIINECS HWHTAISIUKA WIONPOCTa (OT IMECTH
IIO IEBSITH B I€Hb, 2,5-5 Ur Ha OgHY WHTAJISILINIO, B CPElI-
HeM 30 Ur/cyT.) CpaBHMBAJINCH C MHTAISAIINACH IUIaie6o
y nauueHToB ¢ JIAT u XTOJII [229]. B ucciaemoBanuun
OBLTO 3apETHCTPUPOBAHO ITOBHIIICHUE (DU3NICCKIX BO3-
MOXHOCTe! u yiaydienne cumirroMatnku, JICC u kim-
HUYIECKUX COOBITHI Y BKITIOUSHHBIX 00IBHEIX. Bo BTOpoM
PKMU ¢ yuactuem 60 maiueHTOB, yKe MOJy4aBIInX Tepa-
o 003¢HTAaHOM, OTMEYAJIOCh ITOBBIIICHUE TOJICPAHT-
HOCTH K m3mdecKkoit Harpy3ke (p<0,051) y marmeHTOB,
PaHIOMU3UPOBAHHBIX B TPYIIITY JOOABICHUS K MCXOTHOM
Tepalny WHTAJSIIIUA WIOMPOCTa IO CPaBHEHUIO C TPYyII-
noii tranie6o [230]. Jpyroe moxoxee MCCIeTOBaHKE
OBLTO TOCPOYHO OCTAHOBJICHO M3-3a OTCYTCTBHUSI ITOJIO-
KUTETBbHBIX ¢ dekToB [231]. B He10M manmeHThI XOpOIIo
TIePEeHOCUII MHTAJISIIIAY MJIOTIPOCTa C HanboJree YaCThIMU
no0ouHbIMU 3¢@deKTaMu B BUOE IIPUJIMBOB U 0O0JIM
B HIDKHEH YemocTh. [ITnTeIbHOe BHYTPUBEHHOE BBEIC-
HIE WJIOIPOCTa COITOCTaBUMO 110 3(h(HEKTUBHOCTH C BII0-
TIPOCTECHOJIOM 10 JaHHBIM MCCJICIOBAHWI Ha HEOOIBIITNX
rpyniax manueHToB ¢ JIAT u XTOJIT [232]. DddexTo
TIepOPaTbHOTO UCIIOIB30BaHUSI MIIOIIPOCTA HEe OBLIN OIIe-
HEeHBbI y TTaieHToB ¢ JIAT.

TIpenpocmunua

TpenpocTUHUI SBASETCS TPULUUKINYECKAM OEH3UINA-
HOBBIM aHAJOTOM SIIONPOCTEHOJA C JOCTATOYHO CTa-
OWJIBHOWM XMMMYECKOW CTPYKTYpOM, YTOOBI MCHOJIb30-
BaThCsI IIPM KOMHATHOM TeMIiepaType. DTH XapaKTepH-
CTUKM ITIO3BOJISTIOT Ha3HAYaTh IIperapaT BHYTPUBEHHO
¥ MOOKOXHO. [1py MoaKOXHOM HMCIIOJIB30BAHUH TPEIIPO-
CTUHWJI MOXHO BBOIUTH C TIOMOIIBI0O MUKPOMH(Y3MOH-
HOHM TIOMITBI WJIM MAaJIeHBKOTO ITOZKOXKHOTO KaTeTepa.
DddekTe TpenmpocTuHmWIa ObUTM M3yYeHH B PKU
W XapaKTepU30BaJINCh VIyUIIeHNEM (U3NIECKUX CIIO-
coOHOCTel, TeMOOWHAMUKM W cUMIITOMAaTWKHA [233].

35



Poccuiickuin kapayonorudeckuin xypHan N2 5 (133) | 2016

Haub6osmbiiee yayqiieHre TOJIEPAaHTHOCTH K (GU3MIECKIM
Harpy3kaM HaOJIOmaloch Yy MCXOOHO 0oJiee TSIKEIBIX
MMAIlMEHTOB M OOJBHBIX, KOTOPHIC TEPEHOCHIN ITO3M-
POBKy IIpeIlapaTa Ha ypOBHE HaMOOJIBIIET0 KBapPTUJIS
(>13,8 ur/kr/MuH). boab B MecTe nHGY3UM ObLTa HAM00-
Jiee 4acThIM ITOOOYHBIM 3(P(HEeKTOM TpPenpoCTUHUIIA,
KOTOpasi IpUBOAMIA K IIPeKpalleHHIO JeueHus B 8% ciiy-
YaeB ¥ OTpaHNYMBaJIa ITIOBBIIICHIE JO3UPOBKH Y TAKOM XKe
nponopunu 60nbHBIX [233]. [TogKoKHOE BBEIeHUE Tpe-
IIPOCTUHWJIA HAUMHAIU B 103¢ 1-2 HT/KT/MHH CO CKOPO-
CTBIO TTOBBIIICHUS ITO3WPOBKU, JUMHUTHUPYEMOIN MO00Y-
HBIMU 3(pdekTamMu (00JIb B MECTe BBEICHUS, TIPYIINBEI,
rojioBHas1 0071b). OnTUMalbHAS TO3MPOBKA WHIVBUIY-
ajJbHA IS KaXIIOTO TMaIlieHTa, HO B OOJBIIMHCTBE CIIy-
yaeB BappupyeT Mexay 20 1 80 Hr/Kr/MuUH. BBIIO BBITION-
HeHo PKUM ¢ npuMeHeHreEM BHYTPUBEHHOTO TPEPOCTU-
Huia y namueHToB ¢ JIAI, HO BKJIOYEHHUE B 3TO
HCCIIeI0BaHNEe OBUIO MPEKPaIleHO M3-3a COOOpakeHUI
6e30IaCHOCTH IOcje Toro, Kak 45 (36%) ot 3aruiaHupo-
BaHHBIX 126 GOJIBLHBIX ObLIM PaHAOMM3MPOBAHBI [234].
PesynbraTsl nccieoBaHMs, IMOJYICHHBIC HA OCHOBAaHNH
JaHHbIX 31 BeDKMBLIMX (25%) mocie a3kl paHaOMuU3a-
mun (23 TanMeHTOB MOMyJaM aKTUBHBIN IIpemapar
u 8 T1ane00) cowTn HeHaneXXHBIMHA. J1031poBKa TPEIpo-
CTHWHWJIA TIPEBBIIIACT TO3MPOBKY BHYTPMBEHHOIO 3II0-
MMPOCTEHOJIa B IBa-TpH pasa [235, 236].

B PKMU ¢ ucnonb3oBaHEM WHTAISIIMOHHON (DOPMBI
TpenpocTuHWIA y TauueHToB ¢ JIAI, Haxomsumxcs
Ha 0a30BOIi Tepanmuu 003€HTAHOM WJIU CUJIAeHA(DUIIOM,
OBUIO TIPOAECMOHCTPMPOBAHO YBEIWYCHHE IMCTAHIINU
npoxoxaeHns B T6MX Ha 20 M Ha (hOHE MaKCUMaJIbLHOM
IIO3UPOBKE 1 Ha 12 M Ha (poHEe camMoil HM3KOM TO3HI TIpe-
napata, cHukeHue ypoBHI NT-proBNP u ynydiieHue
KaudecTBa xXn3HU [237].

[lepopanpHOe TpPUMEHEHHE TPEIPOCTUHIIIA OBLIO
uzydyeHo B aByx PKW y maumentoB ¢ JIAI, momy4aBiimx
VICXOMHO OO3¢HTaH W/WIM CIacHADII, M1 B O0OOMX MCCITe-
JIOBaHMSIX TIEpBMYHASI KOHEYHas Touka, T6MX He JocTur-
Jla CTaTUCTUYECKU 3HaumMocTtu [238, 239]. B momonHu-
tenabHOM PKUW y manveHToB, He moaydyaBmux JIAI-crie-
OUGUUIECKYI0 Tepamuio, OTMEUYaJoCh YBEJIWICHUE
IACTaHUMU TpoxoxaeHnss B TOMX Ha 26 M Ha ¢oHe
MaKCHUMaJIbHOE TO3MPOBKH 1 Ha 17 M Ha (poHe HAaMMEHB-
mreit mo3sl mpemnapara [240].

Ceaexcunaz

Cenekcuriar SIBJISICTCS TIEPOPATBHBIM CEICKTUBHBIM
aroarcToM IP pereriropoB mpocraumkimHa. X0Ts CeleK-
CHIAr U €ro METaOOJUTHI MMEIOT CXOXME MEXaHW3MBI
IEUCTBUS C SHIOTCHHBIM MPOCTAIIMKINHOM (aroHm3Mm IP
pelenTopaM), OHM XUMUYECKN OTIIMIAIOTCA OT IIpOCTa-
LUKJIWHA, oOjajgas OpyruMu (HapMakoJIOTUYECKUMU
cpoiictBamu. B munmorHom PKM y mammenTtoB c JIAT

PekomeHgauum no adpPpekTmeHocTu moHoTepanum JIAT (rpynna 1) B cooteeTcTBum ¢ K (BO3).
MocnepoBaTtenbHOCTb onpeaenseTcs GapMakosiorM4eckoi rpynnoi, pemTuHrom u no andasuty

Tepanus
®K 11BO3
BnokaTopbl kasbLyieBbIX KaHaNoB
AP3S AMOpV3eHTaH
BosenTaH
MauuteHTaH®
WHrmnbutopsl ®3-5 CungeHadun
Tapanadun
BapaeHadun’
Ctumynstopsl 'y, Pvioumryat
AHanoru PGI2 3nonpocTteHon BHyTpMBeHHbIﬁE
Mnonpoct MHransiumoHHbIn
BHYTPUBEHHbIIA’
TpenpocTuHun MoaKoXHbIN
WNHransiumoHHbiin°
BHyTpMBeHHbM'
MepopanbHbii’®
Bepanpoct’

AroHucTbl peuentopos IP Cenekcunar (|'|epopaanbu7|)g

TaGnuua 19
Knacc peKomeu.qauuu° — YPOBEeHb .t:wxa:aarenwoc:'rmb Ccbinku®
K 111 BO3 &K IVBO3
[ c [ c - - 84,85
| A | A IIb C 194
| A | A lIb C 196-200
I B | B Ib C 201
| A | A lib C 205-208
I B | B Ib C 211
IIb B llb B llb C 212
| B | B 1]} C 214
- - | A | A 220-222
- - | B 1]} C 229-231
- - lla (¢ lb c 232
- - | B llb C 233
= o | B llb C 237
- - lla C IIb C 234
- - Ib B - - 238-240
- - llb B - - 218
I B | B - - 241, 248

Mpumeyanue: ° — KIacc peKoMeHaaLMIA, b YPOBEHb 0KA3aTENBHOCTH, © — CChINKY, NOAAEPXMBAIOLLME YPOBEHb [OKA3ATENLHOCTY, ¢ _ Tonbko Y NALMEHTOB C NONOXMTENb-
HbIM OTBETOM Ha OCTPbI Ba30PEaKTVBHLIV TECT — Knacc |, ana namonatunydeckon JIAT, HacnencteeHHow JIAT n JIAT BcneacTBue npvema nekapcTs; knacc lla, ans coctosHmin
aCCOLMMPOBaHHBIX C JIAT, © — Bpemsi 10 KIMHUYECKOrO YXY/ALEHMS! SBASIETCS NEPBUYHOM KOHEUHOM Toukoi PKI 1an npenaparsl, Ha GoHe Tepanui KOTOpbIMU GbiNo Npoae-
MOHCTPUPOBAHO CHIKEHWE CMEPTHOCTY OT BCEX MPUYMH, - y MaLMEHTOB, KOTOPLIE HE MEPEHOCSTT MOAKOXHOE BBEEHUe Npenapata, ° — AaHHbIi npenapar He ono6peH EMA

Ha BpeMs NyGAVKaLMM JaHHbIX PEKOMEHAALWAN.

Cokpauenuns: EMA — EBponeiickoe MeayUMHCKOe areHCTBO, APS — aHTarOHWCTbI peLenTopoB aHAOTeNVHa, JIAT — nerouHas aptepvansHas runepteHsus, PKU — pan-
[IOMU3MPOBaHHbIE KNHUYeckne nccnepoBanns, PK — pyHkLMOHaNbHbIN knacc, BO3 — BeemupHast opraHusaums 3ApaBooXpaHeHus.
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(HaxomsgmIuxcsa Ha CTaOWIBHOM Tepanmuu APD w/mmm
N®OD-5 tuma) peructpuponanoch cHkeHnne JICC cry-
ctg 17 Hegenb Tepanuu ceyekcunarom [241]. B tpetbeit
daze PKU, ympapiasieMoro HacTyILUIEHMEM COOBITUIA,
n BKIouasiieM 1156 manumenTtoB [248], MoHOTeparus
CEJICKCUTIaTOM WJIM H00aBJICHUE CeJIeKCHIlara K MOHO-
WM KOMOMHUpOBaHHOU Tepanuu APD u/mmm UDID-5
tuna cHuxaina Ha 40% (otHoweHue puckos 0,60,
p<0,001) KOMITO3UTHYIO 3a00J€BaEMOCTh W KOHEUHYIO
TOYKY, JICTATBHOCTH (BKJTIOYAss CMEPTHOCTH OT BCEX IIPH-
YWH, TOCIUTAIN3ALNIO B CBSI3U C YXYAIICHUEM TCUCHMS
JIAT, yxynienue teueHus JIAI, moTpeboBaBiliee TpaHC-
IUTAHTAIIUM JIETKUX WJIM TIPEOCEepOHON CENTOTOMUM,
Havajla IapeHTepaIbHOU Tepalruy IPOCTAHOUIAMM WU
ITOCTOSTHHOM KHUCIIOPOIOTePAITAN 3-3a YXYIIICHUS TeUe-
Hus JIAI u mporpeccupoBaHus 3a00j1eBaHUsI). PekoMeH-
mauun 06 addexkTuBHocTU MOHOTepanuu JIAI-crienm-
draecKUMU TIperapaTaMu IIpeACcTaBIeHEI B TabauIle 19.

6.3.3.5. SkcnepumeHTabHble MpenapaTtbl 1 CTpaTerumn

Hecmotps Ha nporpecc B jedeHuu JIAIT ¢yHKIMO-
HaJIbHOE OTpaHMYCHIE 1 BBLKBAEMOCTD ITAIIMEHTOB OCTa-
I0TCSI HEYIOBJIETBOPUTEIBHBIMI. XOPOIIIO M3BECTHBI TPU
MyTH, KOTOpble BHOCAT BKJan B martoreHe3 JIALL myTb
sHpotennHa, OA n pocranukimHa. [Ipemapatsl, BIusIO-
e Ha 3THU ITyTH, Takue Kak APD, MDJID-5 tua u mmpo-
CTAaHOWIBI, XOPOIIO M3yYCHBI B KIIMHUUYECKON ITPaKTHKE.
C 1ebio YIyJIIeHUST CUMIITOMATUKA ¥ IIPOTHO3a OCY-
IIECTBIISICTCSI TIOMCK TOITOTHUTEIBHBIX TepalleBTHUCCKIX
CTpaTeruii, KOTOpble OBl BO3ICHCTBOBAIM Ha WHBIC T1ATO-
6uojorndyeckne W3MeHeHMSI. HeymoBieTBOpUTEIbHBIC
pe3yJIBTaThl OBUIM ITOJydeHBI IPW HCCICHOBAHUM TpPEX
IyTeH C MCITOJIb30BAaHUEM CJICAYIOIINX TIPEIIapaToB; Ba3o-
AKTUBHBIM WMHTCCTUHAJIBHBINA TIENTHI B WHTAISIIMOHHON
dopme, THTUOMTOPHI TUPO3MHKWHA3E! (HHTHOUTOPHI (pak-
TOpa pOCTa, BbICBOOOXAAIOIIETOCS W3 TPOMOOLIMTOB)
W aHTarOHWCTHI cepoToHMHA. Ha paHHei# ctamum paspa-
OOTKM HAXOMITCS CIICAYIOIINE BEIIeCTBA: WHTUOUTOPHI
rho-KmHa3bl, WHTUOUTOPHI PEHEITOPOB COCYIUCTOTO
SHIOTEINAILHOTO (haKTopa poCcTa, MHTUOMTOPHI AaHTHOIIO-
9THHA-1 M WHTHOWTOPHI 3ymacta3pl. CTpaTermy TeHHOM
Tepany TeCTUPYIOTCS Ha XXMBOTHBIX MomesIX. JlokazaHa
3¢ HEKTUBHOCTh KJIIETOYHOM Tepaliii B MOHOKPOTAIMHO-
Boil Moaenu JIAT' y KpbIC M B HacTosIee BpeMsl POBO-
IUTCS TOKa3aTeIbCTBO TIPAaBUJIBHOCTA KOHIICIIIIUM
U TIOMCK A03bl y mauueHToB ¢ JIAILL biaronpusTHbIN
9(pdexT ObLT MOoJyYeH B pesyibTaTe neHepBauuu JIA
¢ TIOMOIIBIO KaTeTepPHOM pagnodacTOTHOM adJIaIliy B IIPO-
TUBOPEYMBOM UCCIIeoBaHNY [242, 243].

6.3.4. KomOuHupoBaHHasa Tepanus

KoMmOuHupoBaHHass Tepanusi C OJHOBPEMEHHBIM
KCIIOJIb30BAaHUEM ABYX U 0oJsiee mpernapaToB U3 pa3HBIX
KJIaCCOB YCTIELIHO MPUMEHSIETCS TPU JEYEHUU CUCTEM-
Ho¥ aptepuanbHoi runepreH3un 1 CH. DTa crparerus
npuBiiekaTeJbHa U A8 BedeHMs TauueHToB c JIAT,

TIOCKOJIBKY TPHU Pa3IWYHBIX CUTHAJIBHBIX ITyTH, BOBJIC-
YeHHBIX, KaK N3BECTHO, B MATOTCHE3 3a00JIEBAaHMS, MOTYT
OBITh MHUIIICHIMH IJISI CIICHIMDUICCKUX TIPEIIapaToB: ITyTh
MPOCTAIMKINHA (IIPOCTAHOMOBI), IIyTh SHIOTCIMHA
(ADP) 1 myts OA (MDID-5 tima u crtumyssitop pl'Ll).

Pacter onmbIT MprMeHeHNSI KOMOMHUPOBAHHOM Tepa-
MUY ¥ HeJaBHO OBLI OIyOJIMKOBAaH MeTa-aHAIU3 IIeCTH
PKH, mnocBsIeHHbIH HW3YYEHHUI0 KOMOWHUPOBAHHOM
Tepanmu y 858 mammeHToB [244] M0 CpaBHEHUIO ¢ KOHT-
ponpHOI Tpyrmoii. Ha ¢oHe KOMOMHMPOBAaHHOI Tepa-
MUY CHIDKAJICA PUCK KIMHUYECKOTO YXYIIICHUS (OTHO-
cutenbHbIl puck (OP) 0,48 (95% noBepuTenbHBII
untepsan (JAM) 0,26, 0,91), p=0,023), yBeauuuBanach
IUACTaHLNS TTpoxoxaeHus B TOMX Ha 22 M 1 CHUKAJIOCh
cpemree JIA, AITIT un JICC. YacToTa cepbe3HBIX HeXe-
JIaTeIbHBIX SIBJICHUI ObLTa cXoxeil B aByx rpymmax (OP
1,17 (95% AU 0,40, 3,42), p=0,77). CHIXEHKE CMEPTHO-
CTHU OT BCEX IIPUYMH He OBIJIO CTATUCTHYECKY 3HAYNMBIM.
Tem He MeHee, yacToTa JeTajlbHbIX McxonoB B PKH
¢ mnpumeHeHueMm JIAI-cnenuduyeckux IpenapaTon
OTHOCHUTEJIFHO HM3Kasl W Ui JOCTIDKCHUSI CTaTHUCTUIC-
CKOM 3HAYMMOCTH MOXET HOTpPeOOBaThCS BHIOOpKA,
COCTOSIIAS U3 HECKOJIBKNX THICSY MAlIMEHTOB [244].

KoMbuHMpOBaHHOE JICUeHNE MOXKET OBITh Ha3HAUYCHO
TOCIIEA0BATEIFHO I BHaYaIe (AaBAaHCOM).

Haubonee pacnpocrpaHeHHbIM moaxogom B PKH
¥ KIMHUYECKOU IpaKTUKE SBIISICTCS ITOCIeIoBaTeIbHAS
KOMOMHUPOBAaHHAS TepaIus: OT MOHOTEPAITNU IIePeXo0-
IT K 100aBJICHUIO BTOPOTO, a 3aTeM M TPEThETO IIpelia-
pata TIpH OTCYTCTBUM HEaIeKBAaTHBIX KIMHUUYECKUX
pe3ynbratoB wiam yxymmeHun. CiemyeT HCIIOIb30BaTh
CTPYKTYPUPOBAHHBIN IUIAH IS OUEHKW KIMHHIECKUX
pe3yabTaTOB IIPM OCYIIECTBICHWM, TaK Ha3bIBAGMOIL,
LeJIeBO Tepaltnu, JIeIeOHOM CTpaTern, NCITOIb3YIOIICH
M3BECTHEIC IIPOTHOCTUIECKIE MapKePhl B KAYeCTBE IIeIei
Tepanmu. Tepalinst cCuuTaeTCs aneKBaTHOM, €CJIM TOCTUT-
HyTH I1lenn. KoroueBoe oTIM4Me IEICBON Tepalmu
OT HECTPYKTYPHMPOBAHHOTO ITOAXOMAa B TOM, YTO TMAallH-
CHTBI, JOCTUTHYBIINE CTAOMIBEHOTO COCTOSTHIS MJIN TaKe
HE3HAYNTEILHOTO YIIYYIICHUS, MOTYT IIOJIy4aTh ITOIIOJI-
HUTEIBHYIO TEpaIiio, €CJIW Iean JICYeHUS] He ITOCTUT-
HYTHI. B cTparermu mesreBoro Jje4eHMSI HCIIOIB3YIOTCS
pasnbie nenu, Bkmodasgs @K BO3 1 u 11, Hopmanu3anus
CH B iokoe n/wmm KoHueHTpauy NT-proBNP B mazme
KpoBH. Pe3yibraTtel HemaBHErO MCCICIOBAHUS ITOATBEP-
KIAKOT JIVUIIWKA MPOTHO3 y MAlUMEHTOB, JOCTUTAIOIIMX
STH M, TI0 CPAaBHECHHUIO ¢ MEHEee YCITCIITHBIMU OOJIb-
HBIMU [97].

PexomeHmanum M IOKa3aTeIbCTBO HCIIOIB30BAHUSI
crepUIEeCKNX IIPEIapaToB MCXOOTHO B KOMOWHAIIMU
U TI0CIeA0BaTeIbHOM KOMOMHUpPOBaHHOI Teparnuu JIAD
cormacHo @K BO3 mpuBenensl B Tadmuue 20 m Tabd-
qmiie 21, COOTBETCTBEHHO.

O06ocHOBaHNE W3HAYATBHON WIN 3a01arOBpeMEHHOMK
KOMOMHUPOBAHHOM Tepaniy OCHOBBIBACTCSI HAa M3BECT-
HoM netanbHOCTU ITpu JIAT, KOTOpast HAaIIOMUHAET CMEePT-
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Ta6Gnuua 20
PekomeHngauum no apPpeKTUBHOCTU HaYaNbHOMN
KOMOMHUPOBAHHOI NekapcTBeHHo Tepanuu JIAT
(rpynna 1) B cootBeTcTBUM ¢ DK (BO3).
MocnepoBaTenbHOCTb NpenapaTos
npeacTasfieHa no PenTuHry

Tepanus Knacc pel(omerm.ahu,lavla —ypoBeHs  Ccbinku®
AOKa3aTeNnbHOCTN
®KIIBO3 ®KIIBO3 &®KIVBO3
AMBpU3EHTaH + Ta,l:u,ama\cpvmd | B | B 11} (0] 247
[Apyroit BAP + UOL3-5 la C lla 'C Ib 'C
BoseHTaH + cungeHapun + - - lla C lla © 246
B/B 9MOMNPOCTEHON
BoseHTaH + B/B - - lla (0] lla C 198, 245
3MonpoCTEHON
[Opyroit AP3 nnn UPA3-5 b C b C
+ /K TPENPOCTUHUA
[Opyroit AP3 unn NOA3-5 b 'C b 'C

+ Apyroin B/8 aHanor
npocTaumkIMHa

MpuMeuanme: * — KNacc pekoMeHaaLi, b YPOBEHb [10KA3ATENBHOCTH, * — CChINKY,
noaaepXvBaoLLMe YPOBEHb A0KA3aTENbHOCTU. - BPEMS A0 KIIMHUYECKOW Heyaaun
OnpeaesneHo B Ka4eCTBE NePBUHHOV KOHeYHOM To4k PKW nnn npenapatsl, npyumeHeHne
KOTOPbIX NPOEMOHCTPUPOBASIO CHUKEHME NIETANILHOCTM OT BCEX NPUHMH (YCTAHOBNEHO
B pe3y/bTare NpoCneKTMBHOIO UCCNEeA0BaHS).

CokpaueHusi: APO — aHTaroHUCT PeLenTopoB SHAOTENNHA, B/B — BHYTPUBEH-
b, UD3-5 Tuna — nHrMbuTop dochoamactepasbl 5 Tna, PKN — paHgomusu-
pOBaHHOE KJIMHWYECKOE UCCNEA0BaHME, N/K — NOAKOXHbIN, PK — dyHKLMOHab-
HbIi Knacc, BO3 — BcemupHas opraHvaaums 3npaBooXpaHeHus.

HOCTh IIpM MHOTHX 3JIOKaYeCTBEHHBIX HOBOOOpa30OBa-
HUSX, a TaKKe (haKTe O TOM, 9TO MPU JCUCHUM 3JI0Kade-
CTBEHHBIX ONMyxojeit m Kputmdeckmx coctossHmii (CH,
3JIOKAYECTBEHHOE TCUCHHE apTepHaIbHOM TUIICPTCH3NHT)
HE TIPUMEHSCTCS IIONIATOBBIN ITOOXOI, a HAaIlpOTHUB,
WCIIOJIb3YeTCsl yIpexkaaroiiasi KOMOMHUPOBAaHHASL Tepa-
mst. OTBIT IPUMEHEHUST NCXOMHON KOMOMHMUPOBAHHOM
Tepanuu Obl1  ompoboBaH B Heboabmom PKU
BREATHE-2 (Web Tta6m. VID), koTopoe He ITOKa3alio
KaKOM-IM00 3HAYMMOM pa3HUIIBI MEXIY MHallliCHTAMM,
IMOJTyYaBIIMMUA KOMOMHAIIMIO SIIOIPOCTEHONIA U 003¢H-
TaHa, M OOJIBHBIMM, HAXOISAIIVMMUCS Ha TEPAITUU TOJIBKO
sronpocteHooM [198]. B HemaBHO 3aBepiimBIIEMCS
HCCIIEI0BAaHNHN IIPOBOAMIOCH CpaBHEHME 3 deKTa MOHO-
TepaIrmy SIIOMPOCTCHOJIOM Y TOA00paHHON MCTOpUYE-
CKOM KOHTPOJBHOW TPYIIBI C pe3yabraTaMi HCXOTHO
KOMOMHUPOBAHHON TepaIlmy 3IOIIPOCTeHOIa U 003¢H-
TaHa y 23 MallMeHTOB, HE TTOIYIaBIINX IO 3TOTO HUKAKOU
JIAT -cnenmgnaeckoii Tepanum [245]. B aTtoM uccieno-
BaHMM OBLIO IIPOIEMOHCTPHUPOBAHO CTATHCTUYECKU
nmoctoBepHoe cHIKeHUe JICC B TpyIIme ¢ MCXOTHO KOM-
OMHUPOBAHHOI Tepamnueil, OMHAKO, TeMOTUHAMUYECKUIA
3¢ deKT He IMpeodpa3oBaiCs B CTATUCTHYECKH JOCTOBEP-
HYIO pa3HUIY B BEDKMBAaEMOCTH MJIM BELDKMBACMOCTH TIPU
OTCYTCTBHM HCOOXOIUMOCTH B TpaHCIDIaHTAIIUM. [TnmoT-
HOE MCCIIeI0BaHNE MCXOTHOM TPEXKOMIIOHEHTHOI KOM-
ouHMpoBaHHOU Tepanuu y 19 mammenrtos III u IV ®K

TaGnuua 21
PekomeHngauum no ap¢peKTMBHOCTU NOcnenoBaTeibHON
KOMOWHMPOBAHHO JIeKApCTBEHHOI Tepanum
ans JIAT (rpynna 1) B cootBetcTBumn ¢ ®K (BO3).
lNMocnepoBaTtenbHOCTb OnpeaeneHa PENTUHIOM
v angaBUTHBIM NOPSAAKOM

Tepanus Knacc pekomeHaauun® — yposeHb  Ccbinkm®
[noKasaTenbHoCTH'
®KIIBO3 ®KIIBO3 ®KIVBO3
MauwuTeHTaH B ononHeHne | B | B lla © 201
K C|/|J'|,u,eHa<¢)vu1yd
Puouuryat B gpononHexve | B B lla C 214
K 603eHTaHy
Cenekcunar’ B gonontHexme | B B lla 'C 241, 248
K AP3 w/nm U 3-5°
CwvnpeHadun B ONONHeHVE - - B lla B 209
K anonpocTeHony
TpenpocTuHun lla B lla B lla C 237
VNHranaLUMOHHbIN
B AOMNONHEHNE
K cungeHaduny uam
603eHTaHy
Mnonpoct nHransumonksin  llb B lb B b 'C 230, 231
B [LONOJIHEHME K GO3EHTaHy
Tapanadun B gonontexve lla © lla C lla © 211
k 603€eHTaHy
AmOpu3eHTaH B fononHexve  llb C Ilb C Ilb () 249
K cunaeHaduny
BoseHTaH B gononHeHne - o lib C b C 250
K anonpocTeHony
Bo3eHTaH B 4ONoNHeHne Ib C Ilb C b C 251,252
K cunpeHaduny
CunpeHadun Ilb @ IIb C Ilb © 252
B [OMOJIHEHME K GO3EHTaHY
[pyrvie nBoMHbIE b C Ib ' C b ' C =
KOoMOUHaLMK
[Lpyrve TpoliHble Ilb (0] Ilb C b C -
KOMOUHaLMK
Puouuryat B gononxexve Il B 1] B 1] B 215

K cungeHaduny nnm
npyromy Ud[13-5

MpuMeyanme: * — KNacc pekoMeHaaLui, b YPOBEHb [10Ka3aTeNbHOCTH, © — CCbi-
K1, NOLAEPXVBAIOLLME YPOBEHb A0KA3aTENbHOCTH, ‘_ BPEMS [0 K/AMHWYECKOro
YXyALEHNs ONpeneneHo B KAYECTBE NEePBUYHON KOHe4HOoM Toukn PKW wnn npenapa-
Tbl, MPUMEHEHNE KOTOPbIX MPOAEMOHCTPUPOBANO CHVKEHWNE NETaNbHOCTU OT BCEX
NPUYKH (YCTAHOBNEHO B pe3ynbTaTte NPOCNEeKTUBHOMO UCCNEeL0BaHMS), ® — JaHHbIi
npenapart He ofo6peH EMA Ha Bpemsi nyGnmkaLym faHHbIX PEKOMEHAALMIA.
Cokpawenuns: EMA — EBponeiickoe meayumHckoe areHcTBo, APD — aHTaro-
HUCT peLenTopoB anjoTenuHa, JIAI — neroyHas aprepuanbHas runepTeHsms,
NDAI3-5 — nHrmbutop dochoamactepassbl 5 Tvna, PKU — paHaommanpoBaHHoe
KIMHU4eckoe uccnenosanne, ®K — dyHkuUMoHanbHbIN knace, BO3 — BecemupHas
OpraHn3aumns 30paBooXpaHeHms.

BO3 noxka3aino npeaBapuTeIbHBIC JaAHHBIC O TOJITOCPOY-
HOW MoJIb3e yIpexXaaloleii KOMOMHUPOBAHHOM Tepanuu
C TIpUMEHEHNEM TpeX MpernapaToB Y NalMEHTOB C TSKe-
soii JIAT [246]. B HegaBHEM MHOTOLIEHTPOBOM MHOTOHA-
LIMOHAJIBHOM CJIETIOM TUIale00-KOHTPOJIMPYEMOM UCCTIe-
noBaHnuu (Web Ta6a. VID) cpaBHUBaiu MOHOTEparuio
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KNNMHWYECKME PEKOMEHZALNN

TagaadIoOM B Ka4eCTBE IIpeIrapara IepBoil IMHUHT TN
MOHOTEpannio aMOprM3eHTAaHOM C yIIpeXaarolieit Komou-
HUPOBAHHOM Tepalmell Tamamadmia ¥ aMOpHU3cHTaHA
y nepBryHbIX nanueHToB ¢ JIAL 11 u 111 @K [247]. I1ep-
BUYHOW KOHEYHOI TOYKOW ObLIa oIpeneaeHa COBOKYII-
HOCThb HEXeJIaTeIbHBIX COOBITHN (BKJIIOYAs CMEpPTh,
rocnutanu3auuio, mporpeccuposanue JIAI' u HeymoB-
JICTBOPUTEIbHBIN KIMHWYECKU cTaryc). McciaemoBanme
ObLIO YCIELIHBbIM cO CHuXeHneM Ha 50% coObITHit
B TpyIllle KOMOMHUPOBAHHOW Tepanuu. B moroiaHeHMe
OBLTIO OTMEUCHO YBEJIMUYCHUE TOJCPAHTHOCTH K (DU3MIe-
CKOI Harpyske, 4acTOTe YIOBJICTBOPHUTEIBHO KIMHIYEC-
CKOTO OTBETa Ha TepaInio M CHIZKEHNE KOHIICHTPAIINU
NT-proBNP B mmmasme xposu [247].

6.3.5. JlekapcTBeHHbIe B3aUMOAENCTBUS

3HaYMMBbIe JIeKapCTBeHHbIe B3aumoneiicTsus ¢ JIAT-
criernIeCKMMU IIpeItapaTaMy yKa3aHbI B Web Ta0miie
VII. B npanHO# TaOnuile oTpaxkeHbl BaXXKHBIE M3BECTHBIC
B3aMMOJICHCTBUS IIpEIIapaToB, HO B Hee HE BKITIOYCHBI
TeOpeTHUYCCKNEe HEWCCIeIOBaHHBIC B3aMMOICHCTBUS,
KOTOpBIE MOTYT OBITh KIMHUYECKN 3HAYMMBIMU. Kpome
TOTO, HEOOXOAMMO 03HAKOMUTBCSI C OOHOBJIIEHHON 0(u-
UAJTbHOM MHCTPYKIMEH K MPUMEHEHHIO KaXIOro IIpe-
rmapara.

BosenTan sgBiageTCSI MWHAIYKTOPOM M303H3UMOB
CYP3A4 u CYP2C9 umroxpoma P450. IlmasmeHHBIE
KOHIICHTPAIINH JICKAPCTB, META0OIM3NPYIONIUXCS STUMU
M303H3MMaMM, OYIyT CHIZKCHBI TP COBMECTHOM Ha3Ha-
YyeHUM ¢ 003eHTaHOM. bo3eHTaH Takxke MeTaboJIu3Upy-
eTcsI 3THUMHU SH3MMaMM, IIO3TOMY WX WHTUOWpOBaHUE
MOKET MMPUBECTH K MOBBIIICHNIO KOHIICHTpAuK 003¢H-
TaHa B IUIa3Me. B momonmHeHMe K B3aWMMOICHCTBUSIM,
npeacTtaBieHHBIM B Web Ttabmune VII, kxomOmHaums
MoinHoro mHTHOnTOpa CYP3A4 (KeToKOoHAa3051a, PUTO-
HaBupa) u/wm unruoutopa CYP2C9 (T.e. aMmronapoHa,
daykoHaszoma) ¢ 003¢HTAaHOM IIPOTUBOIIOKA3aHa,
ITOCKOJIBKY MOXKET BBI3BaThb 3HAUMTCIHLHOE ITOBBIIICHIE
YpOBHSA 003¢HTaHa B IUIa3Me KPOBU. TeopeTHIeCcKH BO3-
MOKHO B3aMMOJIEIICTBHE C UTPAKOHA30JIOM, TAKPOIUMY-
COM, CHPOJIIMMYCOM, KapbaMa3emuHOM, (DEHHUTOWMHOM,
¢deHobapOMUTOHOM, TATICOHOM U 3BepO00EM.

CunmeHadun MeTabOIM3UPYETCI M303H3UMaMU
CYP3A4 (rnaBubiii myth) 1 CYP2C9 (BTOpocTeneHHbIIA
myTh) 1utoxpoma P450. BuomoctymHocTs cuiaeHadwmia
TTOBBIIIIACTCS, a BRIBEACHNE CHIKACTCSI TP COBMECTHOM
ncnonb3oBanum ¢ CYP3A4 cybcrpataMu M MHTHOWTO-
pamu 1 CYP3A4 cybcTparamu B coueTaHUM ¢ OeTa-ampe-
HoOokaropamu. MuaykTopel CYP3A4, Takie Kak Kap-
06amazenuH, pudaMnuurH U 3Bepo00il MOTYT MPUBOIUTH
K 3HAYMTECIFHOMY YMEHBIICHUIO YPOBHIO CHJIAcHAadMIA.
KonneHtpaums cunmeHadgmia yMEpeHHO ITOBBIIIACTCS
IIpY YIIOTPEOICHNM CBEKETO COKa rpeittichpyTa, KOTOPHIA
apiseTcd cnadbbiM mHrnouropoM CYP3A4. HeobxomuMo
OBITh BHUMATEIIBHBIMUA IIPA COBMECTHOM Ha3HAYCHUU
JIAT -cnenpuryeckoil Tepanuu 1 aHTUTUIEPTEH3UBHBIX

TpenapaToB, TAKUX KaK OcTa-aapeHOOJIOKATOPHI, WHTH-
OMTOpPBI AHTHOTCH3WHIIPEBpaIIaomero ¢hepMeHTa 1 T.1.,
YTOOBI M30¢KaTh N30BITOYHON CHUCTEMHON TMIIOTCH3NM.

6.3.6. BannoHHasa npeacepgHas cenToToMUs

Co3maHme BHYTPHUIIPEICEPIHOIO IIPaBO-JIECBOTO
IIIyHTa MOXET Pa3rpy3UTh IIPaBbiec KAMEPHI Cepla 1 yBe-
TmanTh npenHarpy3Ky JIDK m MOK [253, 254]. Kpome
TOTO, 3Ta IIpOoLeAypa VIy4YIIaeT CUCTEMHBII TPAHCIIOPT
KHCIIOpOIa HECMOTPSI Ha AecaTypalldio apTepuaTbHOU
KpoBH [253] ¥ CHIZKAeT TUIIePPEaKTUBHOCTD CUMIIATHIC-
CKOI HEPBHOM CUCTeMBbl. PeKOMEHIyeTCsS TeXHUKA TO3M-
pOBaHHOW OaJJIOHHOW AWJaTallMU IIPU MpeacepaHOin
CEeNTOTOMMU, KOTOpasl JaeT SKBUBAJCHTHOE YIydIICHUE
TeMOIMHAMUKY ¥ CUMIITOMATUKU 1 MMeeT 00JIece HU3KUI
PHMCK II0 CPaBHECHUIO C OpUTUHAIBHOM TEXHNKOM HaHece-
Hus paspe3a. OcTalbHbIC METOOWUKN CUMTAIOTCS DKCIIC-
pUMeEHTaILHBIMU [255].

TimarenbHast cTpaTUUKAIUs pHUcKa 00eCIIeUYUBaCT
HUBKYIO JeTalIbHOCTh. CllegyeT M30eraTh BBIIOJHCHHUS
6amonHolt nipencepaHoii cerrrotromun (BITC) y kpaifte
TSDKEJIBIX ITAIIMeHTOB, NCXOMHO nMerommmx cpemxaee JTTTT
>20 MM PT.CT. ¥ CaTypaIuio O2 B riokoe <85%. [anueHTsI
IOKHBI IIOJTy4aTh ONTHUMAJBHYI0 MEIMKAMEHTO3HYIO
TepaImio, KoTopass MOXeT BKIIIOYATh IPeIBapUTEIBHYIO
MOATOTOBKY € NPUMEHEHUEM BHYTPMBEHHBIX MHOTPOII-
HBIX IIPEIIapaToB IO MPUHSITHS pelIeHUS O BHIITOJTHECHUN
BIIC. B omy0amMKoBaHHBIX pabOTaX TOBOPUTCS O TIOJIB3¢
BIIC y mammmenTos ¢ IV ®K BO3 ¢ I1T2K CH pedpakrep-
HOl K MEOWKAMCHTO3HOM TepalMy WIM C TSLKEIbIMU
CUHKOTIAJIBHBIMU cocTosTHUSIMU [253, 254]. BIIC Moxer
00CYXIaThCsl y MMAIIMEHTOB, HAXOMSIINXCSI B JINCTE OXM-
IaHWs TPAHCIDIAHTAIIUK C HEYIOBICTBOPUTEIHHBIM KT -
HUYCCKIM OTBETOM Ha MaKCHUMAJIbHYIO MEIMKaMEHTO3-
HYIO TepaIliio WX MpY HEAOCTYITHOCTH JIEKAPCTBEHHOTO
neueHus. [IpoBeneHHBIC MCCIEOBAHNS IEMOHCTPUPYIOT
yBemueHne CU u carkenne JI1I1 B coueTannm ¢ yiryd-
meHreM pesyiasratoB TOMX [253, 254]. Biusuue BIIC
Ha IOJTOCPOYHYIO BBDKMBACMOCTh HE OBUIO M3YYCHO
B PKU [253, 254]. BIIC ciemyeT OTHOCHUTB K ITAJITNATAB-
HO¥ TIpolieaype Wik “MocToM” K TOCIIECAYIOMIEe TpaHC-
TUTAHTAIINH, OHA JOJIKHA IIPOBOAUTCS TOJIBKO B IIEHTpaX,
uMeroIuX onblT BeimonHeHus BIIC [256]. ITockoibKy
BIIC BemonmHSIETCS KpaifHE PeIKo, TO OHA He BKIIIOYCHA
B aJITOPUTM JIeUeHMUS (pHC. 2).

6.3.7. lekomneHcMpoBaHHas npaBoxenynoykosas CH
6.3.7.1. JleyeHve B OTAENEHNN MHTEHCUBHOW TEpanum
IMTauuentam ¢ JII' moxer moTpeboBaThcsl JCUEHUE
B oTmesieHMU WHTeHCcUBHO# Tepanuu (OUT) mo moson
COMYTCTBYIOIIEH MaToJOruu (BKJIIOYasl OOMbIINE XUPYP-
rmyecKre BMemarenabeTBa), 112K HemocTaTouHOCTH MU
obounx cocrogHmii. [To manHbIM 13 @paHIIM CMEPTHOCTD
namueHToB ¢ JIAI, rocnuranusupoBaHHbIX B OWT,
pocturana 41% [257], noguyepkuBasi HeGIArONMPUSITHBIIA
nporHo3. Iloatomy, mamueHTsl ¢ JIAI, HyXnaroiiuecs
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B 1edenun B OUT, 1oJKHBI HAOTIOJAThCS B CIIEIIATN3-
POBaHHBIX IIEHTPAxX YCIOBMSIX BCSIKUU pa3 IpH JIO0OM
BO3MOXHOCTH. ba30oBEIl MOHUTOPWHT BKJIIOYAeT HAOIIO-
IIeHUE 3a BUTAJIBHBIMU (DYHKIIUSIMU (JaCTOTa CepHCUHBIX
COKpalllcHWI, apTepHaJbHOE NABIICHHWE, TeMIICpaTypa
Tejla W caTypalms 02), IAype3, IEHTpaJTbHOEe BEHO3HOE
IaBIICHUE, CaTypallys O2 BCHO3HOI KPOBH U3 LICHTPAIb-
HOI1 BEHBI ¥ YPOBCHB JJaKTaTa KpoBr. CodyeTaHNe HU3KOU
LICHTPAIbHON BEHO3HOIH caryparmu O, (<60%) c pacty-
el KOHIEHTpallMeil jaKTaTa W HHU3KAM WIH OTCYT-
CTBHEM OUype3a CBUACTCIBCTBYET O HaIBUTAIOIICHCS
II2K CH. Ilpu ompemelleHHBIX 0OCTOSATEIBCTBAX MOXKET
MOTpebOBaThC KaTeTepu3allvsl TpaBBIX KaMep cepiia
TSI TIIATEJTbHOTO MOHUTOPUHTA reMOIUHAMUKU. OCHOB-
HBbIe IpUHIUIIBI BeaeHus nauueHToB ¢ JII' u 12K Hemo-

ITanuenr,
paHee He NMOJYYaBLIMIA
JIAT -cnenuguyeckyio

Tepanuio

JIAT

IKCHEePTHBIM HEHTPOM

ctaTogHOoCThi0 B OUT BKIIOYAOT B ceOSI KOPPEKIIHMIO
TPUTTEPHBIX (PAaKTOPOB (TAaKMUX KaK aHEeMUs, HapyIICHUS
puTMa, WHOEKIIUN YUIM COIYTCTBYIOIIAS TIATOJIOTHS),
ONTUMM3ALIMSI BOJHOTO OajlaHca (OOBIYHO C TTOMOIIBIO
BHYTPUBCHHOTO BBEICHMSI INYPETUKOB), YMCHBIICHUE
noctHarpy3ku 12K (06bI4HO ¢ MOMOIIBIO TTapaHTepaib-
HOTO BBEACHUS aHAJOTOB IIPOCTAIIMKINHA, HO WHOTIIA
TaK Xe ¢ npumeHeHueM apyrux JIAI-cnenubuyeckux
npernapaToB), yayamieane MOK wHoTponamu (mo0Oyta-
MWHA SIBJISIETCS TIPSATIOUNTaeMbIM MHOTPOITOM TSI JIeUe-
aus [12K HemocTaTOYHOCTH) M IO psKaHNEe CHCTEMHOTO
apTepHaIbHOTO JaBJICHUS Ba30oIIpeccopaMy IIpH HEOOX0-
aumMoctu [258-260]. CnenyeT u3derarb MHTYOALMK TTALIK-
eHToB ¢ 12K HemocTaTOYHOCTBIO, T.K. OHA 9acTO 3aKaH-
YUBACTCA TeMOTMHAMIICCKIM KOJUIAIICOM.

Oo1ue MeponpusITUs
(Tada. 16)

MOATBEPKIACHA

IToanep:KuBaromas repanus
(Tada. 17)

Tepanus BKK

(Tada. 18)

BaszopeakTuBHbIii

OcTpblii BA30peaKTHBHDIIi TECT
(tommko WIAT/HJIAT /JIJIAT)

TeCT «+»

ii BaszopeakTHBHbIii TeCT «-»

Hwu3knii uaM yMepeHHblii pucK

— (@K II-TID)a

Havambnas
MoHOTepanus?
(Tadma. 19)

o

HavanbHas nepopajibHas
KOMOHMHHPOBAHHAS TepanmusPd

!

v

BbIcokwuii puck
(BO3 ®K1V)a

HavanbHas KOMOMHUPOBAHHAS
Tepanusi, BKJI0Yasi B/B

(Tadu. 20) npocranouapic (Tada. 20)

| |

HeanexkBaTHblii KJIMHUYECKHi1 OTBET

!

OO0cyKaeHHe HanpaBJIeHUs

E——
Ha TPAHCIVIAHTAIIMIO JIETKUX

(Tabda. 15)

|

HBOﬁHaS[ HIn Tpoﬁl-laﬂ nocjaeaoBarebHass KOMﬁl/l}[allllﬂ

(Tadu. 21)

Y

HeanekBaTHblii KIMHUYECKHIi OTBET

(Tadu. 15)

O0cyx1eHne HaNpaBieHUs!
Ha TPaHCILIAHTanuIo Jerkux! (Tadn. 22)

Puc. 2. Anroputm nedexus JIAT, OCHOBaHHbIN Ha [0Ka3aTeNbHON MeanUMHE (TOMbKO ANS NaumeHToB 1 rpynnbl; CMOTPYW ONCAHWE B TEKCTE).

Cokpauwenus: KK — 6nokaTtopsl kanbLyeBbix kaHanos, JIUTAT — neroyHas runepTeHauns, accoLMmMpoBaHHas ¢ npueMom nekapcts, HITAI — HacneacTBeHHas neroyHas
apTepuanbHas runepteHsus, Al — nanonatnyeckas nero4Has aptepuanbHas runepTeHsnst, B/B — BHYTPUBEHHBIN, JTAT — neroyHas aptepuansHas runepteHsus, MA —
aHanoru npoctauuknnHa, K BO3 — dyHKLMOHaNbHbIA Knacc BcemypHas opraHu3aumns 34paBooxpaHeHus.

Mpumeyanue: e HekoTopbix nauyeHToB Il @K BO3 MOXHO OTHECTH K rpynne BbiCOKOro pucka (Tabn. 13),  — HavasbHas Tepanus ambpuseHTaH + Taganadpun npo-
[EMOHCTPMPOBANa NPEBOCXOACTBO Nepe/ HauaNbHON MOHOTEPanuel aMBPU3EHTAHOM MW TAAAnabUIOM B OTHOLLEHWM OTCPOYKM KIMHUYECKO Heyaaun, © — cnemyet
0TAaBaTb NPEANOYTEHNE BHYTPUBEHHOMY 3MOMPOCTEHONY, Tak Kak €ro NPUMEHEHIE NPYBENO K CHUXEHUIO 3-X MECSYHOW NETanbHOCTY Y NaumeHToB ¢ JIAT BbICOKOro pucka
Tak Xe B ka4ecTBe MOHOTEPanuK, ¢ takxe 06CyanTb BbINONHEHWE GanNOHHOM aTPMOCENTOTOMUM.

b
’

40



KNNMHWYECKME PEKOMEHZALNN

6.3.7.2. MNopaepxka NpaBoro xenyaoyka

I[IpuMeHEHNE BEHO-apTEePUAIBHONM 3KCTPAKOPIIO-
panbHO MemOpaHHOU okcureHaruu (DKMO) cremyet
paccMaTpuBaTh y 0ToOpaHHbIX mauueHToB ¢ JII' u TTK
HEIOCTAaTOYHOCTHIO. BeHO-BeHO3HOE ITOAKITIOUYCHUE
MOXKET YIYUIIIATh OKCUTEHAIINIO, HO OHO HE pa3rpyxKaeT
I2K, 9T0 menaeT Tako IMOAXOI He TOAXOMSIIAM IJISI JaH-
HOW TIOIMYJISIIMM ITallieHToB. JIBe 0a30BBIE CTpaTermu
omnpeneinsiior puMmeHeane DKMO y mamuenToB ¢ JIT
u 12K HemocTaTOYHOCTBIO: “MOCT” IO JOCTMXKEHUSI BOC-
CTAHOBJICHUS M “MOCT” K TpaHCIUIAHTaIluM. beITH OITy-
OJIMKOBAaHBI HECKOJIBKO PaOOT O KOHIICIIIINKA BOCCTAHOB-
neHus [261], kotopas 1erecoobpa3Ha TOJBKO Y IallMeH-
TOB C SICHOU CTpaTeTHeil Tepallid W peaJbHBIM IIaHCOM
BoccTaHOBJICHMSI. OTHAKO €CTh HECKOJIBPKO ITyOIMKAIINIA
00 ycremrHoM wucmoiab3oBaHnu OKMO B KadecTBe
“mocta” M0 TpaHCIUTAHTALIMU, OCOOCHHO IIPU IIPUMEHE-
HUU y TTAIMEHTOB, HAXOISIIMNXCSA B CO3HaHUM [261-263].
AJBTepHATUBHBIIN TTOOXOM BKIIIOYACT ITOOKIIOUYeHUE 0e3-
IIOMIIOBOI'O YCTPOMCTBA K JIETOYHOMY KPOBOTOKY [264,
265]. Bce sty mpoienypbl AOCTYIIHbI UCKIIOUUTEIHHO
B BBICOKOCIICITMATM3NPOBAHHBIX IICHTPAaX.

6.3.8. TpaHcnnaHTauus

IMosiBnienue TapretHoi Tepanuu Tsekenon JIAI cHu-
3UJI0 ¥ OTCPOYNJIO HAIIpaBJICHUE MAIMEHTOB Ha TPaHC-
ra"HTauuo [256]. JoarocpodyHbsle MCXOABI MALMEHTOB,
MMOJTYYAIOIINX MEOUKAMEHTO3HYIO TepaItnio, OCTAIOTCS
HESICHBIMU, ¥ TPAHCIUIAHTALIVS JOJIKHA OCTaBaThCsI BaXK-
HOIl BO3MOXHOCTBIO TIpU He3(hGEKTUBHOCTHA JIeKap-
CTBEHHOTO JICUYCHMS IUISI ITAIlEHTOB, COCTOSIHUE KOTO-
pbix ocrtaercs Ha yposHe III-IV ®K BO3 [96, 107].
3amep:KKa B HAaIIpaBJICHNN Ha TPaHCIUIAHTAIIMIO B COUe-
TaHUW C JUINTEBHOCTHIO HAXOXICHUS B JIMCTE OXUIA-
HHS, BCICICTBHE HEXBATKN TOHOPCKMX OPTaHOB, MOXET
YBSJIIMIUTD JICTATBHOCTD ITAIIMEHTOB M3 JIMCTA OXKUIAHMS
1 TSDKECTh WX COCTOSTHUS Ha BPeMsI BBITTOJTHEHUS TPAHC-
IUTAHTAIIAMN.

AOCoOIIOTHAs S5-JIETHSISI BBDKMBAEMOCTDb OCJI€ TpaHC-
rmaHTauuy B cBs3u ¢ JIATL cocrapisiia Ha ypoBHe 45-50%
C XOpOIINM Ka4eCTBOM XU3HU [266]. [TocaenHne naHHbIE
MIPOAEMOHCTPUPOBATIA YBSIMICHNUE S-JIeTHEIl BEIKMBac-
MocTH 10 52-75% u 10-1etHeit o 45-66% [267-269].

YauTeIBas TpencTaBIeHHYIO paHee WH(OpMAIUIo,
KaHAMWJATOM Ha TpaHCIUIAHTALUIO 1IeJeCO00pa3HO CUr-
TaTh ITAaIleHTa, MMEIOIIET0 HealeKBaTHBIM KIMHWYE-
CKMi1 OTBET Ha IIEPBOHAYAJBHYI0O MOHOTepamuio. [lpu
COXpaHCHWH HeaJIeKBaTHOTO KIMHUYCCKOTO OTBETa
Ha (hOHE MaKCHUMaJIbHOM KOMOWHUPOBAHHOW TepaIrmu
HEoOXOIMMO Cpa3y Xe HaIpaBIsTh Ha TPAHCIUIAHTAILIIIO
(puc. 2). B npuHATAN pelIeHUsT MOXET IIOMOYb 3THOJIO-
rust JIAI, T.K. TpOrHo3 BapbUpPYET B 3aBUCUMOCTU
OT OCHOBHOTO COCTOSIHMSI, BbI3BaBuiero JIAI. JleiicTBu-
teabHO, JIAT, accomumnpoBanHast ¢ C3CT nmeeT Xymmmmia
nporHo3 no cpaBHeHuio ¢ WJIAI, paxe mpu Tepanuu
npocTaHougaMu, Torga kak mamueHThl ¢ JIAIL, accouu-

upoBaHHo# ¢ BIIC, mMeroT IydiIyio BBLKMBAEMOCTb.
HawubGonee HeOmaronpusTHBIA IIPOTHO3 OTMEUYaAeTCS
y maumerToB ¢ BOBJI u JIKT u3-3a otcyrcTBust addek-
TUBHOTO MEIMKAMEHTO3HOTO JICUCHUS, ITO3TOMY 3THUX
MAIMEHTOB CJIEAYeT CTABUTD B JINCT OXKUIAHMS Ha TPaHC-
TUTAHTAIIMIO C MOMEHTA OIIpeAe/ICHNS TMarHo3a.

Y nauuenToB ¢ JIAI BEITIOTHSUIMCH KaK TPpaHCIUIAHTA-
usT cepille-JIeTKre, TaK 1 OmIaTepaabHash TpaHCIDIaHTa-
LUST JIETKKX, XOTSI TIOPOT IJISI OIIpeae/ICHIST HeoOpaTUMOIA
cucronmdeckoit muchyHkoun 12K w/mmm gmactommde-
ckoii nucdyHkimu JIZK He uzBecTHbl. B HacTos1iee BpeMst
OOJIBITMHCTBY OOJIBHBIX II0 BCEMY MUPY BBIIOTHSICTCS
OwmnatepasbHas TPaHCIDIAHTAIIMS JIETKMX, YTO ITOKAa3aHO
Ha mmarpammax Permcrpa MexmyHapomnoro OomrecTsa
TpaHCIUTaHTAaUMU cepaua u Jerkux [270]. ITammuenTtam
C CHHIPOMOM Dil3eHMEHTepa, NMEIOIINX B OCHOBE 3a00-
JIeBaHUS IIPOCTHIC IIYHTHI, IIPON3BOANTCS N30IMPOBAHHAS
TpaHCIDIAHTAIIAS JIETKMX W KOPPEKLMS ITOpPOKa Cepalia
WY TpaHCIUTAHTALIMsI KOMIUIEKCa cepale-ierkue [266].

HecmoTpst Ha TO, YTO MCXOOHbIE JaHHBIE PEeTUCTpa
TMOIIePKUBAIN TIOJIOXKUTEIFHOES BIMSIHIME Ha BBIKUBAC-
MOCTh TpaHCIUIAHTAIIMI0O KOMIUIEKCA CepHlle-JIeTKre
y mnauueHtoB ¢ JII, accoumupoBaHHOU ¢ aeheKTOM
MEXCKETYIOYKOBOM Meperopoaku [271], OIMBIT BEITIOIHE-
HUs M30JIMPOBAaHHON OMJIaTepallbHON TpaHCIUIAHTALINT
JIETKUX BBIPOC U TTOCJIEIHME NTAHHBIE MTOAIEPKUBAIOT 3HA-
YeHUEe JAHHOTO IOIXOJa B COYCTAHWM C BEITIOJTHEHUEM
KOppeKIIMH TTopoKa cepaua [272].

[Moceqnne myOoMMKAIMM CBUACTCIBCTBYIOT O BO3-
MOXHOCTH BHenpeHnsTI DKMO y manmeHToB ¢ KOHSTHOM
cragueit JII, HaxomsIIMXcsT B CO3HAHWUM, B KadecTBE
“mocTa” K TpaHCILTaHTauuu [263].

6.3.9. Anroputm neyeHus

Aunroput™m nedeHus nanueHToB ¢ JIAIDT mpencraBieH
Ha pucyHKe 2. Kitaccel peKoMeHIalInit 1 ypOBHU TO0KAa3a-
tenbHOCTU 17151 JIAT-cnieunduyeckux rpemnapaTroB yKa-
3aHbl B Tabnuie 19 (MmoHorepanus), 20 (HavaTbHAsT KOM-
OmHMpoBaHHas Tepanus), 21 (rmociaemoBaTelbHAsT KOM-
omnuposBanHas Tepanus) n 22 (O T n mHTepBeHIIMOHHEIC
MeTonsl JedeHust). OmpenelieHUs] BapMaHTOB KIMHWYC-
CKOTI'0 OTBeTa IpeacTaBiaeHbl B Tabauie 15. Heobxoaumo
0CO3HaBaTh, YTO ITOAXOIEI K MEIMKAMEHTO3HOM TepaItin
y manneHToB ¢ JIAT MOTYT pa3nmdaThCsI B 3aBUCUMOCTH
OT JIOKQJIBHOHM TOCTYITHOCTH (M KOMIIETEHTHOCTH) METO-
IIOB JICYCHUS B PA3IMIHBIX KIMHUKAX W TIPA Pa3TMIHBIX
KIIMHUYICCKUX COCTOSHMAX. COOTBETCTBEHHO, B TaOJIM-
max 19, 20, 21 n 22 gaHBl HeOOXOOWMBIE NaHHBIE IS
OCYIIECTBJICHNS aIbTePHATUBHBIX JOKa3aTeJIbHBIX Tepa-
MEBTUYECKUX CTpaTeTwii. B 3T TaOMMIIBI BKITIOYCHBI
HMCKIIIOUUTENIFHO MperapaThl, OpUIINATIbHO OT00pPEHHBIC
s nedenust JIAT unu nmpoxopsinye ono0peHue peryJis-
TOPHBIMM OpTaHaAaMHU KaK MHHHMYM B OTHOM CTpaHe.
YeTrIpexypoBHEBas CCTEMa NepapXuK KOHEUHBIX TOUEK
st PKM Owmina mpemioxeHa 3KcIepTaMM COTJIACHO
YPOBHIO J0Ka3aTeIbCTB 3 deKTUBHOCTH [273, 274].
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TaGnuua 22
PekomeHgauum no apPpeKTMBHOCTN BEAECHUS NALMEHTOB
B OTAENIeHUN UHTEHCUBHOMW Tepanum,
6annoHHOI aTPMOCENTOTOMUU U TPAHCNTAaHTaLMUMN JIerkux
y naumenToB ¢ JIAT (rpynna 1) B cootBetcTBum ¢ @K (BO3)

Ccbinku®

Knacc pekomeHaauum® — ypoBeHb
nokazatensHocTn’
®KIIBO3 PKIIIBO3 PKIVBO3

| C

Mpouenypa/neyeqne

257

locnuTanuaaums
B OUT pekomeHnpyetcs
nauventam ¢ JIr
C 4acTOTOW CepAeYHbIX
cokpalleHuii >110
YA./MVH), HU3KUM
CUCTEMHBIM AaBNEHNEM
(cucTonnyeckoe
apTepuanbHoe JaBneHne
<90 mm pT.CT.),
HU3KUM ANYPE30M
1 NOBbILLEHHLIM YPOBHEM
nakTtara BCneacTave
COnyTCTBYIOLLEN
nartonorum unm Het
Y naumeHToB
C runoTeHsuew
pekomeHzyeTcs
MCnonb30BaTh
VNHOTPOMHYIO NOAAEPXKY
TpaHcnnaHTaums 270
Nerknx peKoMeHpyeTcs
cpasy xe nocne
HeafekBaTHOro
KIIMHUYECKOro oTBeTa
Ha MakCUMMasbHyto
NeKapCTBEHHYIO
Tepanuio
BAC mMoxHo obcyxaatb lib lib C 253, 254

npvi BO3MOXHOCTU

€€ BbINONHEHNS

nocne Heyaa4yHomn

MaKCVMasbHOM

MEeAMKaMEHTO3HOM

Tepanum
Mpumeyanme: * — knacc pekoMeHaaLWii, - YPOBEHb [10KA3aTeNLHOGTH, © — CCbiN-
KU, NoAePXMBAIOLLME YPOBEHD [0Ka3aTeNbHOCTU.
Cokpauwenusi: BAC — 6annonHas atpuocentotomusi, JIAT — nerouHas aptepu-
anbHas runepteHsus, OUT — oTaeneHve UHTEHCKBHOM Tepanuu, JIT — neroyHas
runepTeHaus, OK — dyHKUMOHanbHBIN knace, BO3 — BcemupHas opraHusaums
3APaBOOXPaHEHMS.

CornacHO ITaHHOW MepapXyW, IpelapaThl WA KOM-
OMHAIIMKM TIperapaToB, KOTOPBIC IIPOXEMOHCTPHUPOBAIN
BIMSTHUE Ha BpeMsI 10 KIIMHWYCCKON HeyIaun WIN K-
HUYECKOTO YXYIIIICHUS, B3ATBIC B KAUeCTBE IEPBUYHBIX
KOHEUYHBIX ToueK B PKW, mim mpemapaThl, ITOKa3aBIIIe
CHIDKECHNE CMEPTHOCTHM OT BCEeX IPHIMH, (OIpemesieHO
IIPOCIIEKTUBHO) BEHIICIICHB TIPUMEYaHUSIMHM B TaOJIMIIAX
19, 20 u 21. Anroput™m nedeHust JIAI He IpUMEHNM UTSI
MMAIIMeHTOB OPYTUX KIMHUICCKUX TPYIII M, B OCOOCHHO-
ctH, g 60abHEIX ¢ JIT, acconmmmpoBaHHOIM co 2 TPyNIoit
(IJIKC) umu 3 rpymnmsl (3a0oneBaHuA J1eTKux). Kpome

TOTO, JIEKapCTBEeHHBIC TIperrapathl n3ydeHsl B PKU mpen-
myuiectBeHHO y nauueHToB ¢ UJIAT, HJIAT, JIAI, acco-
LUMPOBAHHOM ¢ TipuemoM JekapcTB u JIAIL, accouuupo-
BanHoit ¢ C3CT m BIIC (mmpoomeprupoBaHHBEIMM WA
HET).

Onucarnue aszopumma aevenus (puc. 2)

* Ilocne TomTBepXXIOCHMSI OWATHO3a y TALIMCHTOB,
HE TOJIYYaBIIMX TEPaITUIO, B SKCIICPTHOM IICHTPE IIpei-
JlaraeTcsI HadaJbHBIN MOIXOA B JICUCHUM B BHUIE BBIMIOJ-
HEHMS 00X Mep W HavaJia MOAIep>KUBAIOIICH TepaImii
npu HeobxoaumMocTu (tabm. 16 u 17).

* Ocrtpsriit BPT cieayeT mpoBOAUTE TONLKO TTalleH-
tam ¢ UJIAT, HJIAT u JIAIL, accounnpoBaHHOI ¢ Ipue-
MOM JIEKapCTB U TOKCHHOB. [1allMeHTHI ¢ MOJIOXKUTETb-
HBIM Ba30pPCaKTUBHBIM OTBETOM HOJDKHBI IIOJIYYaTh
BeIcokme n03bI BKK (TmocTemeHHast TuTpamys); aneKBaT-
HOCTh OTBETa Ha Tepammio CleAyeT OICHUTH depe3 3-4
Mecsma jgedeHus (tabi. 18). [TammeHTaM ¢ MOIOXUTETh-
HbiM BPT, HO He UMeIIKX aneKBaTHOTO KJIMHUYECKOTO
otBeta Ha Tepanuio bKK, ciemyer Ha3HAaUYUTh 0J00pEH-
aeie JIAI-crienmduueckre mpermaparbl, COIJIACHO CTpa-
TEeTUU JICYCHUS ITAIIMCHTOB C OTPHMIIATEIBLHBIM TECTOM
Ha Ba30pEeaKTUBHOCTb.

* IMaumentam c¢ orpuuarenbHbiM BPT, mmeromiux
HUBKUN WA YMEePEeHHBINM prcK (Tadm. 13), MOXHO Ha3Ha-
YaTh MCXOMHO MOHOTepamnuio (Tabdir. 19) wim mepopaib-
HYI0O KOMOMHUPOBAaHHYIO Tepanuio (Tab. 20).

* Ecim mepBOHaYalbHO BBEIOpaHA MOHOTEpAIIHS,
TO CIIEAyeT UMETh B BHUAY, UYTO MCCIICAOBAHUS C ITapaj-
JISTbHBIM CPaBHEHUEM pa3IWYHBIX IIpernapaToB OTCYT-
CTBYIOT ¥ TIO3TOMY HET IOKa3aTeJbCTB KaKoil IIperapar
MOXHO HCIIOJI30BaTh B Ka4eCTBE MOHOTEPAIINH IIEPBOIA
JuHAM. B maHHOM ciydae BBIOOp IIperapaTa 3aBUCHT
OT pa3HOOOpPa3HBIX (DAKTOPOB, BKIIOUAs HAJWIHUE OHO-
OpeHUs K IPUMEHEHHNIO, MApKUPOBaHUeE, ITyTh BBEICHNS,
poduiIb MOOOYHBIX 3(P(PEKTOB, MOTEHIMATLHOE B3au-
MOJICMCTBME C OCHOBHOM Tepammeid, MNpearodyTeHue
nalreHTa, CONYTCTBYIOIIAs ITaTOJIOTHWsI, ONBIT Bpaya
¥ CTOMMOCTB TIpeIiapara.

+ [Ipssmoe comocTaBiIcHNE HAYaIbHOW KOMOMHHPO-
BaHHO# Tepanmuu aMOpM3cHAaHOM U TamajaduIoM
¥ Ha9aJIbHOM MOHOTEpaITNi aMOPU3eHTAHOM WA CHIIIC-
HapMIOM IPOIEMOHCTPHPOBAIIO IIPEUMYIIIECTBO KOMOM-
HUPOBAHHOTO BapHaHTa B OTCPOYKE KIMHUYICCKON HEy-
Ja4d, 9TO ITOCTYKUJIO TPUCBOCHMIO BBICOKOTO YPOBHS
PEKOMEHIALINY [IJIsT JAHHOI HaYalbHOM KOMOMHMPOBAH-
Hoit Tepanum (Tada. 20) [247].

* Ilamuenrtam c orpunarenbHbiM BPT 1 GoJbHBIM,
He noJsydyaBiiuM paHee JIAI-cneuuduueckoit tepanuu,
OTHOCSIIMXCS K TPYIIIe BEICOKOTO prcKa (Tabi. 13), cire-
IyeT MCXOOHO HazHavYaTh KOMOMHMPOBAHHYIO TEPAITHIO,
KOTOpast OyIeT BKJIIOYATh BHYTPUBCHHBIC aHAJIOTH IIPO-
craumkanHa (Tadi. 20). PekoMeHIyeTCsT OTOaBaTh IIpei-
TMOYTEeHNE BHYTPUBEHHOMY 3IIOIIPOCTECHOITY, T.K. OH CHH-
KaeT 3-MeCSYHYIO JICTATbHOCTh Yy manueHToB C¢ JIAT
BBICOKOT'O PHICKa M B BUIe MOHOTeparmu (Tabi. 19) [149].
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MoXHO paccMmaTpuBaTh ajbTepPHATUBHBIE BapUaHThI
MepBOHA4YaJlbHOM  KOMOMHMpPOBAHHOW  Tepamuu
(tabm. 20).

* Ilpyu HeamekBaTHOM KJMHMYECKOM OTBETE
Ha HayajJlbHYIl0 KOMOMHHPOBAHHYIO TEpanuio WIu
HaJaJIbHYI0 MOHOTepamuio (Tabi. 15) peKoMeHIyeTCs
rnocJjenoBaTeIbHasl ABOKMHAS WINM TPOHAsT KOMOUMHUPO-
BaHHas Tepamms coriacHo Tabiume 21. CoBMecTHOE
HaszHaueHHe procuryata © MO D-5 trma mpoTUBOIoKa-
3aHO.

* Ilpu HeanekBaTHOM KJIMHUYECKOM OTBETe Ha (hOHE
MOCJIe0OBaTEIbHON NABOMHON KOMOMHMPOBAHHOI Tepa-
MUK CclienyeT MpoOoBaTh TPOMHYI0 KOMOMHUPOBAHHYIO
teparmmio (ta6i. 20, 21). Ilerecoobpa3Ho OLEHUTH IPH-
TOIHOCTb TMallMeHTa K TpaHCIUIAHTallMM MOCJe HeaneK-
BaTHOTO KJIMHMYECKOTO OTBETAa Ha HAayaJlbHyl0 MOHOTE-
panuio WM HayaJlbHyl0 KOMOMHUPOBAHHYIO Teparuio
W HampaBuUTh OOJBHOrO Ha TpaHCIUIAHTALIMIO JIETKUX
cpasy e mocJje MOATBEPXKIECHUST HeaaeKBaTHOTO KJIMHU-
yeckoro ad@dekra Ha (oHEe MAKCUMAJIbHOI KOMOMHUPO-
BaHHOI Teparmuu. BIIC cremyeT paccMarpmBaTh Kak
MAJUTMATUBHYIO TPOLEIypy WIM “MOCT” y TalMEHTOB
C YXyIOILIEHWEM, HECMOTpPSI Ha MaKCUMAaJIbHYIO JieKap-
CTBEHHYIO TepaIuio.

6.3.10. lnarHocTukKa n neyeHmne ocnoxdenui Jir
6.3.10.1. Aputmun

ApPUTMHUH SBJISIOTCS PACTYIEH KIMHUIECKON IIpO-
61emMoit y mauuneHToB ¢ JIALL B ocobeHHOCTH 3TO Kaca-
eTcsl CUMIITOMHBIX IIpEACEPIHBIX HApYIICHU pUTMa,
KOTOPBIC MOTYT CIIYXXUTh TIpeA3HaMEHOBaHNEM HebJ1aro-
MPUSTHOTO TporHo3a [275]. B omnuume OT MauueHTOB
¢ 3JIKC 310Kad4ecTBEHHBIC XEJyOIOIKOBHIC apUTMUM,
TakWe KaK XeJTyoOouKoBas TaXWKapaus, (prUOpUIUISIINS
1 TpelleTaHte XeIYIOUKOB, PEAKO BCTPEUAIOTCS Y HallH-
eHToB ¢ JIATL. B cepun 132 moKyMeHTHPOBaHHBIX OCTaHO-
BOK cep/ia y maureHToB ¢ JIAT opuopmmismms xKexymod-
KOB Ha0Jo1anach Tobko B 8% ciydaes [276]. B apyrom
HaoOmoneHnu 3a 231 matmenToM ¢ JIAT u XTOJIT He 6bU10
3apeTUCTPUPOBAHO HY OMHOTO CIIydasl 3JI0KAYeCTBEHHBIX
JKeJIyIOYKOBBIX HAPYIIEHUI pUTMa B TeueHue 6 jieT [275].
B »mux cepusix HaOMIOOCHWU CYIpPaBEeHTPUKYJISIPHEIC
TaxUapuUTMUM PErUCTPUPOBAINCH B 2,8% 3a roa. OguHa-
KOBO YacTO BCTPEYAINCh TPEIeTaHWe W (PUOPUIUISIINST
Ipeacepnnii, oba TUIIA HapYHICHWU pATMa HEHM3MEHHO
BelIM K KIIMHUYICCKOMY YXYIAIICHUIO ¢ mpu3Hakamu [12K
CH. [Ioka3zaHo, 4TO JicUeHHWE TpEIeTaHUS IIpeACepImit
0osiee ycmelHo, HexXenau (QUOPWIISUMU TIpeacepauil.
BoccraHoBIeHIE CTAOMIIBHOTO CMTHYCOBOTO PUTMa acco-
IIUPOBAHO C OJIATONIPUSITHOM JTOJTOCPOYHOIM BBIKMBAC-
MOCTBIO, TOTJa KaK TCPCUCTHPYIOIIas (PUOPHIIISIIHS
MIpeacepanii aCCOIMUPOBAHA C JICTAIBHOCTHIO B TCUCHUE
nByx jiet 6osee 80% [275]. Hanuuue cynpaBeHTPUKYIISIP-
HBIX HAPYIICHW pUTMA SIBJIICTCS TOKa3aHUEM IJIST TIePO-
palbHBIX aHTHKOATYJISTHTOB, aHTarOHMCTOB BHTaMHMHA
K uny HOBBIX mepopaabHBIX aHTUKOATYJSIHTOB. B ped-

paKTepHBIX CITydasx ObUIa JoKa3zaHa 3(pHeKTHBHOCTh KaK
SIIEKTPUICCKON KapAMOBEPCHH, TaK U PamglOIaCTOTHOM
abnauuu [277].

HecMmoTpss Ha OTCYTCTBHE IIPOCIICKTUBHBIX KOHT-
POJIMPYEMBIX UCCIIENOBAaHUIM, TOAIep>KaHE CTAOUILHOTO
CHHYCOBOTO PUTMa IOCJIC KapAMOBEPCUM CIICAYCT CUM-
TaTh BaXXHOM TepaIleBTMYECKOM 3amadeil y ITaIllMEHTOB
¢ JIAT. Ing 1oCTUXXEeHUsT CTaOUJIbHOTO CUHYCOBOTO PUT-
MaM CJemyeT MCIOJIb30BaTh IMPOTUBOPCIUANBHEIC IIPE-
Tmapartsl, KOTOpbIe He 00J1a1al0T HeTaTUBHBIMUA MHOTPOTI-
HBIMU 3(pdeKTamMu, Takue, HaImpuMep, Kak IIepopaTbHEII
aMMOIapoH (CM. JIeKapCTBEHHBIC B3amMoaeiicTBus B Web
tabmume VII), XoTs cnennduaHbIe JaHHBIE 0 eTo 3¢ eK-
THUBHOCTH OTCYTCTBYIOT.

6.3.10.2. KpoBoxapkaHbe

KpoBoxapkanbwe npuzHaHO oclioxkHeHuem JII, saBisi-
ercsl (haKTOpOM pPHUCKA JIETAILHOCTU U PETUCTPUPYETCS
Oosiee yacTo mpu omnpenesieHHbIXx Tinax JII, Takux Kak
HIJIAI, JIAI, accommmposanHast ¢ BIIC, m XTOJIL
TsaxecTp KpoBOXapKaHbsl pasjiMyaeTcs OT JErkoro
IO KpailHe TSDKEJIOro, BEAYLIEro K BHE3aITHOM CMEPTH.
PacnpocTpaHeHHOCTb KpOBOXapKaHbsl BapbupyeT oT 1%
a0 6% [278]. IlpemnaraeTcsl BBINOJHATh 3KCTPEHHYIO
9MO00IM3aALMI0 OPOHXUAJIBHBIX apTepuil B ciydyae TsKe-
JIOTO KpOBOXapKaHbsl W TIUJIAHOBYIO TIpoLEnypy MOpu
YacTbhIX JIETKUMX WM YMEPEHHBIX 3MM30/aX KpoBOXap-
KaHbsl. KpoBoxapkaHbe MOXET ObITb MPUYMHON MPOTU-
BOITOKAa3aHUs K aHTUKOATyJISTHTHOW Teparnuu.

6.3.10.3. MexaHnyeckne 0CNOXHEHNS

Mexannueckue ocioxHeHus mpu JIAI oObIYHO CBSI-
3aHBI C IMPOrpeccHMBHON mumaraumeil JIA ¥ BKITIOYAIOT
aHeBpu3My JIA, pa3pbiB U auccekuuio JIA, KoMIpeccuto
Pas3TMYHBIX CTPYKTYP TPYIHOM ITOJIOCTH, TAKHMX KaK JieBast
IJIaBHAsI KOpPOHApHAas apTepusi, JITOYHBIC BEHBI, TJIaB-
HBIIA GPOHX M BO3BpaTHBIE TOPTaHHBIE HEepBHI [279-281].
CUMIITOMBI ¥ TPU3HAKY HeCTIEIIM(PUIHBI U pa3TNIatoTCs
B 3aBHCHMOCTH OT XapakKTepa OCJIOXHCHWI, BKIIIOYAS
00JIb B TPYOHOHN KJEeTKEe (aHTMHO3HBIM XapakTep 00JM
WJIN HET), ONBIIIKY, JOKAJTbHBIM OTEK JIETKOTO W BHE3aIl-
Hyto cMepTh. KT BBICOKOTO pa3peleHus ¢ KOHTPaCTHUPO-
BaHWEM SBJISICTCS JIVUIINM BU3YAIM3UPYIOITAM METOIOM
IUIST OOHAPYKCHMST MEXaHNIECKIMX OCIIOKHECHUIA.

BapumaHTHI JIedeHUS aHEBPU3M, IICEBIOAHEBPU3M
n quccekumii JIA pa3paboraHbl HemocTaTouHo [279, 280].

IMoka3zaHus M pe3yabTaThl TPATUIIMOHHOTO XUPYPTHU-
YeCKOro Imoaxoaa mpu Hammanu JII' HeM3BeCTHHI U IIPO-
THO3UPYEMBIII PUCK MOXET OBITh OYCHB BBICOKMIA. Upe-
CKOXHBIC BMEIIATEIbCTBA (CTCHTHPOBAHWE) CTAJKHBA-
IOTCSI CO CXOXHMMH TEXHHYCCKMMH IIpoOjieMaMu
¥ B OOJIBIIICH CTETICHN U3-3a pAaHHETO BETBIICHNS TJIABHOM
¥ I0JIeBBIX BeTBeit JIA. bunatepanbHast TpaHCIUTAHTALIVST
JIETKUX WJIA KOMIUIEKCA CEPILE-JIETKUE SIBJISIIOTCS BO3-
MOXHBIMU ITOAXOIAMM JICUCHMSI, HO pellleHIe TTPOOIEMBI
TaKNM 00pa30M BO3MOXKHO TOJIBKO B XPOHMYECKMX M CTa-
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OMJIBHBIX CIIyYasiX, OOHAKO YCTKUX IMOKAa3aHUU K JTaHHOU
CTpaTeruu Het. Y MalueHTOB CO CAAaBJIEHUEM JIEBOI IJ1aB-
HOM KOPOHAPHO apTepUU CJIEAYET BBITOIHATH YPECKOX-
HOe KOpOHapHOe CTeHTHpoBaHue [282].

6.3.11. Yxoa 3a nauneHTaMm B KOHLLE XU3HU U 3TUYEeCKne
npoGnembl

Kinnnuueckoe teuenue JII' xapakrepusyeTcsl Ipo-
TPECCUBHBIM YXYIIIEHUEM C 3MU30JaMU OCTPOI JEKOM-
neHcauuu. TpynHO Tpeackas3aTh, KOTAa MalMeHT YMPET,
T.K. CMEPTb MOXET HACTYyMUTb BHE3aTHO WU MEIJIEHHO
BcaencTBre mmporpeccupytomieit CH. Beuto mokaszaHo, 9To
Bpauu, HaOJIOfaloNIMe IMaleHTOB, TATOTEIOT K CBEpX-
ONTUMUCTUYHOMY MPOTHO3Y M 3a4acTyl0 He MOHUMAIOT
XeJlaHuii 00JbHBIX.

OTKpBITOE U OCIMKATHOE OOIIeHWE C MallMeHTaMM
MO3BOJISIET TUIAHUPOBATh Oyaylliee, oOCyXAaTb CTpaxM,
COMHEHMSI 1 XeJaHUus, YTO HeoOXOAUMO ISl Hamjiexa-
1ero yxoaa. Bo3aMoXHOCTb 00CYKA€HUsI TIPOrHO3a Clie-
JIyeT co3/1aBaTh BO BpeMsI ITOCTAHOBKMU nuarHosa. [ToHu-
MaHWE TOro, 4YTO CEepAeYHO-JeroyHas peaHuMalus
y nauMeHToB ¢ Tsokenaou JIIT mMeeT IIoXoil MporHo3
MOXET JdaBaTb MPaBO HE BBIMNOJHATbL peaHUMALlMOHHbIE
MEPONPHUATHSI. DTO MOXET YBEIWYNTH BEPOSITHOCTH
HaxOXXAEHUS MalMEHTOB B MPEANOUYTUTEILHOM JJIs1 yX0a
MECTe B KOHIIE XKU3HU.

IMamyenTsl, NpubaMKaroIIMeCcs K KOHILY XU3HU, Tpe-
OYIOT YacTOU OLIEHKHU BCEX X MOTPEOHOCTEN MYIBTUANC-
OUIDTMHAPHOW KoMaHmoil. Clreayer yoeJauTh BHUMaHUE
B KOHTpOJi€ CHUMITOMOB, BBI3bIBAIOIIMX CTpaJaHue,
W CBOEBPEMEHHO Ha3HayaTh COOTBETCTBYIOILIME JieKap-
CTBA W OTMEHSITb HEHYXHbIe mpenapaTbl. XOpOIIO
nH(POPMUPOBAHHAS CIyX0a IICHXOJIOTOB, COLIMAIbHBIX
pabOTHUKOB W JOyXOBHas IOIJAEpXKa TakxXe KpaliHe
BaxxHbl. CiemyeT MHDOPMHUPOBATh CIICIIHAINCTA TTaJUIHA-
TUBHOW ITOMOIIY O MallMeHTaX, YbU MOTPEOHOCTU BBIXO-
IISIT 32 paMKU onbiTa KomMaHabl JIT.

JII' siBasieTcst 3a0o0jieBaHUEM, KOTOPOE MOXET Cepb-
€3HO OIpaHUYMBATh KU3Hb. B 1OMOJIHEHME K TICUXO0JIOTH-
YeCKOH U collMabHOM MOAIEePXKKe, CAeayeT 3a01aroBpe-
MEHHO TIJIaHMPOBaTb yXOH4 3a OOJIbHBIM M HampaBJisSITh
nalmyeHTa K CHEUUaIUCTy TMaIMaTUBHOU TOMOILU
Mo Mepe HEOOXONUMOCTH.

7. Cneunduyeckue nogrpynnoi JIF/JIAT
7.1. IAT y petei

JII' MOXeT mMpOSIBUTHCS B JIIOOOM BO3pacTe OT Iepruoaa
HOBOPOXICHHOCTH IO 3pejioro Bospacta. JII' y mereit
nMeeT psSI YHUKIBHBIX OCOOCHHOCTEH, KOTOpHIC
HE BCTPEYArOTCS Y B3POCIHBIX ManueHToB ¢ JII, BKimogast
MIpeHaTaIbHbIE STUOJOTMYeCKUe (PAKTOPHI, a TaKxXKe
IMOCTHATAIbHEIC TTAPEHXUMATU3HBIC M COCYIUCTEIC aHO-
MaJny pa3BuThs Jierkux [283]. 1o spbl amoIpocTeHoIa
y IeTeil MpOTHO3 OBLT 3HAYMTEIBHO XyXKE, CO CpemHEH
pacueTHOM BBDKMBAEMOCTBIO, cocTaBisaBiieir 10 Mecs-
IIeB, IO CPaBHEHUIO C 2,8 TogaMM y B3POCIBIX ITallCH-

TOB; OIHAKO C TOSIBJICHHEM HOBOIl TapreTHOM Tepartmu
VICXOIl 3HAYNTEIBLHO YIyJIImics [9, 284].

[MocmeqHne gaHABIE PETUCTPOB IIPOJIVIIM CBET Ha pac-
MpOCTpaHEHHOCTh M 3aboneBaemocTb JII' y mdereid.
B Hupepnanpax, 3abojieBaeMOCTh M PacIPOCTPaHEH-
Hoctb MJIAT cocrasnstet 0,7 n 4,4 Ha MWIJIMOH JIETE,
COOTBETCTBEHHO [285]. AnHamormuyHble HUOPH ObLIA
3aperucTpupoBanbl B Bemukoopurannu, ¢ MJIAT 0,48
cJIyJaeB B TOJl HA MUJUIMOH U pacIIpOCTPaHEHHOCTHIO 2,1
Ha MIWIIMOH [286]. HarmoHaipHbIE M IIMPOKOMACIITA0-
HBIe PETUCTPHI BKIIOUANM AeTeil [284] mmm mMcKImo4yn-
TEJIPHO ITOCBAINCHHBIC IICANATPUICCKON ITOMYJISIIINN
[287, 288], omuceiBanu pasznuyHblie 3THONOorMmM JIT,
Ho WJIAT, HJIAT u JIAT, acconnupoBanHnyio ¢ BIIC, kak
Haubosyee dyactele. Omuako, JII, accommmpoBaHHasg
C TIaTOJIOTHEH JIETKUX, MMEET BaXHOE 3HAUYCHWE, W BO3-
MOXHO 3Ta TpyIa HEIOCTATOYHO ITOAPOOHO OITMCaHa
[287].

Hecmorpst Ha TO, uro Kimaccudukanms 2009t Jlana
IMouHT BKIIIOYAET OOJBIIMHCTBO NMpUYMH paszButus JII'
B TIEAUATPUUICCKON TOMYJISIINK, OBUIO BHICKAa3aHO MHE-
HUE O TOM, YTO Pa3WYHBIC 3TUOJIOTUH IOJLKHBI OBITH
JIy4le omucaHbl B meguatpun. B 2011r 6bu1a Tpemio-
xeHa ITanamckas xmaccudukanus ¢ 10 pa3TmIHBIMU
noarpyrmamu JII' y mereit [289]. B 2013r B Hutme 6nura
npencTaBieHa KiaccuuKauus C HOBBIMU TpyMNIIamMu
¥ 3TUOJIOTUSIMU CIIEN(PUUHBIMA T neTeit [9], Takumu
KaK BpOXICHHAs M IPUOOpETeHHAs] OOCTPYKIIWS TIPH-
TOYHOTO/BBIHOCSIIIIETO TPaKTa JICBOTO XKEIyI0IKa M CeT-
menTapHas JII; saTa kinaccudukanus B JajabHel1eM Oblia
aganTHpoBaHa IS HacTodmmx Pexkomenmaumit EOK/
EPO (ta6x. 4 m Web Ta6m. I) ¢ ykazaHneM KIMHNYIECKO
(Tab:1. 6) 1 aHaTOMO-(U3NOIOTMYECKOM KIaccuduKauu
BPOXICHHBIX CUCTEMHO-JICTOYHEBIX ITYHTOB, aCCOLIMUPO-
BaHHBIX ¢ JIAT (Web 1a6:1. I1) 1 mOpOKOB pa3BUTHS JIEeT-
kux (Web ta6m. I1I).

IIJITH HoBopoxneHHbIX ocTaeTcss B rpynmne JIAT,
HO OBUI BBIHECEH B ITOATPYIINY, ITOCKOJBKY CUMTACTCS
0c000i1 HO30JI0THEH ¢ 0oJiee TPAaH3UTOPHBIM TEUYCHUEM
(tabm. 4 m Web ta6i. IV) B OOJIBITMHCTBE CIyJacs.

7.1.1. QnarHocTuka

OnpIKa, c1adboCcThb U 3a1epPKKa pa3BUTUS SBIISTIOTCS
OOIIMMM CHUMIITOMAMHU; CUHKOIIAJIbHBIE COCTOSHUS
OoJyiee 4acTo HAOMIOmAIOTCS y IeTeil, B CBOIO odepenb
maHudecrtauuss I[12K HemocTaTOYHOCTH BO3HUKAET
JIOCTATOYHO TMO3IHO, peOeHOK Haxke MOXET BHE3aITHO
yMepeTh 10 osBIeHus KimuHuKu 12K HemocTaTouHOCTH
[284, 287]. bt peKoMeHA0OBaH cHielIMaIbHBIN TUarHO-
CTUYECKUI alTOPUTM U IaXKe peAKue MPUIMHBI HE00X0-
INMO WCKIIIOYATh IIpeXae YeM OymeT OKOHYATEIbHO
ycranosieH nguarao3 UJIAT [284]. Heobxogumo 10cKo-
HAJIBbHOE U3YYEHUE CEMEUHON, INYHOW UCTOPUUN XKU3HU
¥ 00JIE3HU, BKIIIOYast TedeHne 6epeMeHHOCTH, poJopas3-
pellleHrne M TmocTHatajbHOro Iepuona [290]. JwarHo3s
JIOJKeH OBITh TONTBEpKIEH KaTeTepusalreil cepiala
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u caeayet BeinmoJHUTh BPT. B mociaeqHux myoaukaumsx
TOBOPHUTCS, UTO KaTeTepU3aIIMsI IOJIOCTEI cepama MOKET
COIIPOBOXKIATHCA OOJIBIINM PUCKOM Y IeTell IO cpaBHE-
HUIO CO B3POCIBIMU, OCOOCHHO IIpM HAJWYMU TaKMX
¢daxkTOopoB pHcKa, Kak Bo3pacT <1 roga u Beicokuit ®K
(IV ®K BO3). PexomMeHmyeTCsT BHIIIOIHSITH KaTeTepU3a-
LIMIO B OKCIIEPTHBIX LeHTpax [290]. Obmaa cxema aua-
THOCTMYECKOTO aJITOPUTMA [JIS B3POCIBIX ITAIlCHTOB
¢ AI' (puc. 1) MOXHO WCHOJB30BaTh M Y HETCH,
HO ¢ HeOOJIBIIONM amarnTaieil K oTInyaromencs dSnuie-
Muonornu [9].

Kak u y B3pocibix 6oabHbIX Hatnuue 12K Hegocra-
TOYHOCTH, IIporpeccupoBanme cumnromosn, 11I/IV OK
BO3 u moBwimenne kKoHueHTpaunn BNP accomumpo-
BaHBI C BBICOKMM PHCKOM CMEpTH. Y IeTeil 3amepskKa
pa3BUTHS U TaKe TEMOIMHAMUYICCKIE TTOKA3aTe I, KaK
cooTHoleHue cpeaHero JIJIA K cucteMHOMY apTepu-
anpHOMYy AaBieHuio, JITIT >10 mMm pr.ct. u uHgekc JICC
>20 en. By)l/M2 TaK e OBIJIM aCCOLIMUPOBAHBI C Ooyee
BBICOKMM PHUCKOM JIETAJbHOTO WCXOda, TOTHa Kak
pe3ynbratel T6MX He UMeIu IPOTHOCTUYECKOM 3HAYM -
MOCTH.

7.1.2. Jleyenne

TpynHO maBaTh CTPOrvMe PeKOMEHIALIMHU 110 BEACHUIO
neteid B cBsi3u ¢ orcyrctBueM PKWM B menmarpuueckoit
mpaktuke [291, 292]. PekoMmeHmyeTcsl 0COOBIN aITOPUTM
JIe4eHusl, MOAOOHBIA UCIOAb3YEMOMY Y B3POCIIBIX ALK~
eHTOB (puc. 2). [IpenmoXeHbl IeTepMUHAHTE U CTPATH-
¢ukanug pucka m crpatudukanmg pucka [9]. BKK
Ha3HA4aloT MalKeHTaM ¢ mmooxuteabHbiM BPT, oqHako
00s13aTe/IbHO TIIATEIBHO HAOJIOAaTh 32 GOJbHBIMHU, T.K.
Yy HEKOTOPBIX MMALIMEHTOB JOJITOCPOYHAs Teparus CTaHO-
BUTCSI HeA(h(HEKTUBHOM.

INokazaHuss K Tepamnuy SIIONPOCTEHOJOM CXOIHbIE
C TAKOBBIMM JISI B3pPOCJBIX MalUeHTOB. ONTUMAajIbHast
J103a BapbUPYET MeXAy OOJbHBIMU U TPeOyeT MHAUBUIY-
ajgpHOTrO TIombopa [293, 294]. Omy6imKoBaHBI TaHHBIC
O BHYTPMBEHHOM MCIIOJIb30BAHUU WIOIPOCTA U TPEIpPO-
CTUHWIA, U O ITOAKOXHOM BBEIEHUU TPEIPOCTUHMIA
[295]. B HeKOTOpBIX CTpaHax IIPUMCHSIOT OepampocT
IepOpajIbHO, OAHAKO, MpobjieMa B HEAOCTAaTKE M0Ka3a-
TeJIbCTB ero sdpdexkruBHocTU. Ilpu MCIONIB30BAHUU
MHTAJISILIMOHHON (DOPMbI MJIOIPOCTA CYIIECTBYET IIPO-
OyieMa JOCTaBKHU IIperapaTra, HO B HEKOTOPBIX paboTax
omucaH 3(pGeKT Tepanuu, B OOJBIIMHCTBE ClIydyaeB
B KOMOMHALIMK C OPYrMMU mpernapartamu [296]. ®apma-
KOKMHETHKA 003eHTaHa Oblla U3y4eHa B ABYX MCCJIeI0Ba-
Husx [297, 298]. B HECKOIBKHUX HEKOHTPOJIMPYEMBIX
HUCCIENOBAHUSAX OBbUIM IIOJYyYEHBl I10JOXUTEIbHBIE
pe3yabTaThl Tepanuu 0O3¢HTAHOM CXOIHbIE C JAaHHBIMU
y B3POCIbIX OOJBHBIX, C TOMOBOIl BBIKMBAEMOCTHIO
80-90% [298]. B EBpome 603eHTaH AOCTYIIEH B CII€LIM-
aJIbHOM JeTCKOM mo3upoBKe [299]. [JaHHBIX O IIpUMeEHe-
HUM aMOpu3eHTaHa HEAOCTATOYHO M UCCIEAOBaHME
B HACTOSILIEE BPEMSI IIPOJOJIKAETCS.

DddekTuBHOCTL cuigeHadmia gokazanHa [300]
u TIpenapaT omoOpeH B EBpome s MCHONB30BaHUS
y meteli B Bo3pacTte 1-17 meT. OmaceHnsI BOSHUKIIN B CB3H
C YBeJTMYCHUEM JICTATBHOCTH IIPU IIPUMEHEHNN BEICOKIX
o3 cuimeHadwmiaa, MO STOM IPUYMHE BBICOKHE TO3BI
HE TOJDKHEI IIPUMEHSITHCS Y AeTeit (0oiee BHICOKME MHIM -
BUAyaJIbHEIC MO3BI TIPH TPEXPa30BOM IIpPHEME HE pPEeKO-
MeHnaytorces: >10 mr/mo3a mipu Bece 8-20 kT, >20 Mr/mo3a
y meteii ¢ BecoMm >20 KT i >1 MT/KT/mo3a y MiIaIeHIIeB
¥ MaJleHbKuX neteit [301].

JlaHaHBIe TIpU HMCIOJIB30BaHUM CIUIIeHA(pIIIA TaKKe
CBUACTENIBCTBYIOT O ero addextuBHOocTH [302]; B HAacTO-
sIIee BpeMsI WICT ITOATOTOBKA K IPOBEICHUIO MCCIICIO-
BaHWS UIST OTIpeIeACHUS MHIVBUAYAIBHBIX TO3MPOBOK
IUTST AETEU.

HecMmoTpst Ha orpaHMdeHHOCTD (haKTOB, PACTET IUCIIO
IeTeH, TTOTyJaloNInX KOMOMHIPOBaHHYIO Tepanuio [303].

Crpaternn nekommnpeccnu 12K BKiogaloT B cebd
npencepaayio centoromuio [304], cTeHTMpOBaHUE
aprepmaibHOro Imporoka [305] m Xumpypruaeckoe
cosnanue myHToB I[Torrca [306]. I1pemnaranocs co3na-
BaTh INYHTH IloTTCa ¢ ITOMOIIBIO KaTETEpPHOM METO-
muku [307]. TpaHcITaHTaIIMSI JISTKUX OCTAaeTCS BaxkK-
HOI anbTepHaTuUBOU jedyeHus JII' B memuaTpuueckoit
TIOITYJISIIIAM OOJIBHBIX.

VY meteit ciiemyeT MCITOIB30BaTh OCOOBIC ILIENTH JIcUe-
Husd. HekoTopble M3 HMX 3KCTPAIlOJIMPOBAHBI M3 YXKe
M3BECTHEIX (DAKTOPOB pHICKa y HeTeif, HO OHM BCE €IIle
HYXIAOTCS B BaJuOalliy Ha OOJBIINX KOTOpTaxX OO0Jb-
HEIX [9]. HemaBHO B KadecTBe IIejicii Tepammy OBLIA
omnpeneneHsl @K, TAPSE u NT-proBNP [308].

Pexomenpganuu no Begenwuto JII' B meamaTpuueckoi
pakTHUKe JaHbI B Tabauie 23.

Ta6nuuya 23
PekomeHpauun no segeHuio JIl'
y neguaTpuyeckon nonynsaumm nauueHToB

YpoeeH’  Ccbinkn®
C 9,290

Knacc®
|

PekomeHpauum

[ins anarHoCTUKv 1 onpeaeneHus
cneuydU4ecKon 3TMONOrNHeCKO rpynmbl
JII' B neanaTpuyeckon nonynsuum
naLWeHTOB PeKOMeHAyeTCs UCnob30BaTh
[VNarHOCTUYECKMNIA anropuT™M nre
Anroput™m npumeHeHus JIAT -
cneuydu4eckon Tepann pekoMeHayeTcs
NPUMEHSTL B NEANATPUYECKON NOMyAsaLm
NaLneHToB C are

lla 295, 298,

302

B neamarpuyeckon nonynaumum
naumeHToB ¢ JII Heobxoammo obcyxaatb
KOMOVHVPOBaHHYIO Tepanuio

Cnepnyet o6cyxaatb cneuvduyeckne lla 9,308
napameTpbl pucka y nauueHTos ¢ JIT

neanaTpu4eckomn nony119u.u/||/|d

Mpumeuanue: * — KIacc pekoMeRaaLMii, b YPOBEHb [10KA3aTeNbHOCTH, © — CCbiN-
KU, MOAAEPXMBAIOLLIE YPOBEHb 10KA3aTENBLHOCTH, ‘—cm. Ivy D et al J Am Coll Cardiol
2013;62(25):D117-D126. dSee Ivy D et al J Am Coll Cardiol 2013;62(25):D117-D126.
CokpauwieHus: JIAI — neroyHas apTepuanbHas runepteHsus, JIL — neroyHas
rMnepTeHauns.
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7.2. JIAT, accoummpoBaHHas ¢ BPOXAEHHbIMM
nopokKkamu cepaLa Bo B3pOCJ/iOM BO3pacTe

JIAT, acconmmpoBanHas ¢ BIIC otHOocuTCs K 1 rpytiie
xiaccudukamuu JII (tabn. 4) u mpencrasisieT coboit
BeChbMa IeTEPOTEHHYIO MOMYJISLMIO MallMeHTOB. B HacTo-
SITIUX PEKOMEHAAIUSX TPUBEEHA OTICIbHAS KIMHUYE-
ckas kiaccudukauus (Tadi. 6) ¥ aHATOMO-ITaTO(OU3HUO-
Jormaeckast Kimaccuduramus (Web tao. 11) mrs ymydrre-
HUS WHIWBUIYATbHOW XapaKTEPUCTUKU B3POCIOTO
manuenTa ¢ JIAI, accommmposannoii ¢ BIIC [13, 309].
Hexotopsie Manbhopmainm, Takue Kak OTKPHITHIN apTe-
pUANTBHBIN TIPOTOK, AeeKT MEXIpencepaHON Tepero-
POIIKY TIO TUITY BEHO3HOTO CUHYCA MJIM YaCTUYHBINA aHO-
MaJIbHBI JPEeHaX JIETOYHBIX BEH, YaCTO HE TUAarHOCTUDPY-
I0TCSI, ¥ TIAIIMEHTHI OITMOOYHO KIaCCUDUIIUPYIOTCS KaK
o6onbHbie ¢ UJTAT. TToaTomy cinenyeT ocoOeHHO MTOMHUTD
00 3THX BPOXICHHBIX aHOMAJIHSIX.

DNUAEMUOTOTUIECKUX JTaHHBIX TMO-TIPeKHEMY HElo-
CTaTOYHO, TTOCKOJIbKY He TIIIAHUPOBAIVCH UCCIIEIOBAHNS
o oueHkKe pacnpocTpaHeHHocTu JIAIT Bo B3pocioi
ronysiuuy namueHToB ¢ BITC, xots mo naHHabEM EBpo-
neiickoro ompoca 5-10% B3pocibix manueHtoB ¢ BIIC
nmern JIAT [310]. ITocTrostHHOE BO3ACHCTBHIE YBETMUCH-
HOTO KPOBOTOKA TIPU CUCTEMHO-JIETOUHOM IIIYHTE,
a TaKXe TIOBBIIIIEHHOTO MABJICHUS HAa COCYIbI JIETKUX
MOXET MPUBECTH K TUITUIHON OOCTPYKTUBHOM apTepuo-
MaTUM COCYIOB JIETKWX (MASHTUYHON APYTUM THUIIAM
JIAT) ¢ mocnenytomum poctom JICC. Eciu JICC tipeBbI-
maeT cucTteMHoe cocymmcTtoe compotusicHne (CCC),
TO IIYHT MEHSET COBE HampasiieHWe (CMHIpPOM Dif3eH-
MeHrepa) [311].

7.2.1. QuarHocTtuka

Kaxk nmokazaHo B TaGiulie 6, KIIMHUYECKasl XapaKTepu-
CTHKa B3POCIBIX HareHTOB ¢ JIAI' MOXET pa3mmJaThCsl.
CuHopoM BDi3eHMEHIepa COIPOBOXOACTCS TIOIMOPTaH-
HBIMU HapYIICHUSIMA W SBJISIETCSI HambOoJiee TsKeIon
dopmoii JIAT y B3pocneix namreHaToB ¢ BIIC. CuMnToMBI
¥ IpW3HAKKM CUHApoMa Di3eHMeHTepa o0yciaoBieHsl JII
¥ BRITIOYAIOT B Ce0s1 HM3KYIO catypauuio O, apTepruaibHOi
KPOBU MW WM3MEHCHHE TEMATOJOTMYCCKMX ITOKa3aTeseid
B BHUJIE BTOPMYHOTO 3PUTPOLIATO3a, TPOMOOLMTONECHUU
W TepUomoB JelKomeHnH. IlallMeHTOB OECIIOKOUT
OIIBIIIKA, CTA00CTh M CHHKOITAJIBHEIC COCTOSTHUS. Y B3pO-
capix mauveHToB ¢ JIAI, accomumpoBanHoii ¢ BIIC,
B OTCYICTBHM peBepca IMyHTa BBIPAKCHHOCTH IIMAHO3a
W 3PUTPOIINTO3a MOXET OBITH JICTKON WIIM YMEPEHHOI.
Y manmmMeHToB ¢ CHUHAPOMOM OJi3¢eHMEHTepa OOBIYHO
HaOIromaeTcsT KpoOBOXapKaHbe, IepeOpPOBACKYJISIPHEIC
COOBITHSI, a0CIIECCHI TOJIOBHOTO MO3Ta, HAPYIIICHUS B CHC-
TeMe CBepThIBAaHMS KPOBU U BHe3amHas cMepTh. [Ipomor-
KHUTEJTLHOCTD XXM3HU Y O0JIbHEBIX C CHHIPOMOM DiI3¢HMEH-
repa CHIDKEHA, XOTS MHOTHE TOXWBAIOT IO TPHUIIIATH
¥ COPOKa JIET, a HEKOTOpEIe 00IbHbBIE Jaxke 10 70 et [312].
Bo BpeMeHa OTCYTCTBHSI HOCTYITHOM CIIeIIM(PUICCKOMI
TepaIy Cpeay IMaleHTOB, HAXOMSIINXCS B JINCTE OXMIA-

HUS Ha TPAHCIUTAHTAITUIO JIETKMX WJIM KOMIUIEKCA Ceplie-
JIeTKHe, OOJIBHBIE ¢ CHHIPOMOM OW3eHMEHIepa MMEIIHN
JIYYIIYIO BKMBAEMOCTDb paBHYIO 77% 3a 3 roma I1o cpas-
HeHuto ¢ 35% y manuentoB ¢ UJIAI, He mosydaBIIMX
seuenue [313]. B HemaBHO MpOBeIEeHHOM MCCIEIOBaHNM,
BKJTIOUABIIIEM Pa3INIHbIC KIIMHUICCKIE TPYIIITHI TTalleH-
toB ¢ JIAI, accouunpoBannoii ¢ BIIC (ta6i. 6), Hauxy-
ILIUI TPOTHO3 BbDKMBAEMOCTU OTMEYAIN Y 00JIbHBIX ¢ JIAT
TOCJIe KOPPEKUNN MaJICHBKIX/CITyJaitHO 0OHAPYKECHHBIX
IeeKToB M0 CPaBHEHUIO C MAIlMEHTAMHM C CHHIPOMOM
Di3eHMeHTepa WM OOJBHBIMU C IIPe00JIaIafoIIMM CHC-
TEMHO-JICTOYHBEIM HampaplieHueM InyHTa [314]. Jlyumias
BBDKMBAEMOCTh BO3MOXHO OOYCJIOBJICHA COXpaHECHHOM
dyuxumeit [1XK, T.K. oH He ToaBepraeTcs peMOIeIMpPOBa-
HUIO TIPU POXICHUM M OCTaeTCsSl THUIIEPTPODUPOBAaHHBIM
[315]. Kpome Toro, I2K pasrpyxaercs IpaBO-JICBBIM
copocoM KpoBH, nogaepxuBaommM MOK npy Hammaum
TUTTOKCEMUHN U LIMAHO03a.

Cpenu Bcex manueHToB ¢ BITC 60JbHEBIE ¢ CHHIPO-
MOM Dil3eHMeHTepa HanboJiee CIIIBHO CKOMITPOMETHPO-
BaHBI C TOYKM 3PCHMSI TOJICPAHTHOCTU K (PU3NUECKOM
Harpyske [314, 316]. ¥ mauuenroB ¢ BIIC (ocobeHHO
MpU OTCYTCTBUM IIYHTOB) MOXeT chopmupoBaTbes JIT
BCJICICTBHE MATOJIOTHH JIEBBIX KaMep cepalia (Tpyrma 2,
TaON. 4) WJIM COIYTCTBYIOIIEH ITATOJIOTUM JICTKUX
(rpymma 3, Tab6n. 4). B 3THX choydasx peKOMeHOyeTCs
BBITIOJIHATH TIIATEJIBHOE OOCIIeHOBaHNE, KaK 3TO OITH-
caHo B Paznemne 7.1.1.

7.2.2. JleyeHue

Y manmueHToB ¢ IIpeobamaHuEeM CHCTEMHO-JIETOU-
HOTO HaIMpaBJIeHUS IIYHTa MOXHO OOCYXHaTh KOpPPEK-
uio mopoka (ta6:. 6). Ha ocHoOBaHMUM TOCTYIIHBIX JIUTE-
PaTypHBIX JaHHBIX OBUTM IIPEIIOXEHBI KPUTEPUH 3aKPhI-
THSI IOyHTa, OCHOBaHHBIe Ha 0a3zoBoM ypoBHe JICC
(tadm. 24) [317-319]. JomoaHuTeIbHBIC KPUTEPUH BKITIO-
yaroT THN aedekTa, Bo3pacT, cootHomeHune JICC:CCC
[320]. ITpocnexTuBHBIE JaHHBIE O TpurogHocTy BPT,
TecTa 3aKpHITUS OedeKTa WKW OWOICHHM JIETKHUX IS
OIICHKM OITepabeIbHOCTU OTCYTCTBYIOT [320]. Xupypru-
YeCKHe WIN YPECKOXHBIC BMEIIATSILCTBA IIPOTHUBOITOKA-
3aHBI IMAIlIeHTaM ¢ CHHAPOMOM DI3¢eHMeHTepa 1 0ecIo-
JIE3HBI Y OOJIbHBIX C MAJICHEKUMU/CITyJIaitHO OOHAPYXKEeH-
HBIMU Je(eKTaMMU.

Crparerrsi MeINKaMEHTO3HOTO JICYCHUS ITAIlUCHTOB
¢ JIAT, accouumposanHoit ¢ BIIC, u B ocobeHHOCTH
C CHHAPOMOM Dii3eHMEeHTepa MPEeUMYIIeCTBEHHO OCHO-
BBIBACTCSI Ha KIIMHUYIECKOM OITBITE 3KCIIEPTOB, HEXEIU
Ha (opManbHO (hakTUUecKMX AaHHBIX [311]. beut npen-
JIOXKEH KOHKPETHBINA aJroput™ JedeHns [309].

IManuenter ¢ JIAIL, accoumupoBanHoit ¢ BIIC,
IIOJDKHBI HA0TIOOATHCS B CIICIIMAIM3NPOBAHHBIX IIEHTPAX.
OO6yucHMe IMalieHTa, M3MEeHEeHNE ITOBEACHMS I HACTOPO-
KEHHOCTh B OTHOIIICHWH ITOTCHIINATBHBIX MEIUITMHCKIX
(hakTOpOB pHCKa SIBIISIOTCA BaXXKHBIMM acIIeKTaMM Bele-
HUS OOJBHBIX.
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¥V naumenTos ¢ JIAI, accoummpoBanHoii ¢ BIIC, k-
HUYECKOE YXYIIICHNE MOXKET BO3HUKHYTh IIPU pa3Ind-
HBIX 00CTOSATENbCTBAX, TAKUX KaK HEeKapANaJIbHOE XUPYP-
TMIeCKOe BMEIIATeIbCTBO, TpeOyrollee oOIIeil aHecTe-
3UW, AeTUApaTanvs, WHPEKINI JeTKNX U IIpeObIBaHIe
Ha OOJIBLION BbICOTE. PekoMeHmyeTcs M30eraTh ympax-
HEHWI, TPEOYIOMINX OOIBIINX YCUJINM, HO JIETKAE BUIBI
du3IecKoil aKTUBHOCTH MMEIOT OJIarOTBOPHOE BIIHS-
HHe. bepeMeHHOCTh accoumpoBaHa ¢ KpaitHe BEICOKIM
PHUCKOM 1T MaTepy M IJIOHA, B CBSI3M C YeM OepeMeH-
HOCTh IIPOTHBOIIOKa3aHa. IloaToMy 00sg3aTeIBHO
HCIIOIb30BaHMEe 3((EKTUBHBIX METOIOB KOHTPAILICTIIIN.
JIBoitHast KOHTpAIICIIIMS ITOKa3aHa MMareHTaM, IIpUHU-
MaromuM APD, yauThIBas B3aMMOMIEICTBHE C IIperapa-
TaM#, COIEPKAIINMU IIPOreCTePOH.

JnurenpHass KHUCIOPOAOTEpAsl MOXET YIYJIIUTh
CHMIITOMATHKY, HO HE BIIMSICT HAa BBKMBAEMOCTh, BO BCS-
KOM CJIydJae, IIp1 UCTIOJIb30BaHNH B HOYHOE BpeMs [179].
HomnonxurenbHoe nmpumeHeHne O, peKOMEHIYeTCs, eCIu
Ha (hoHe nHCY(sIImK O, perncTpUpyeTCst CTOMKOe yBe-
JIMYCHNE caTypalnn apTepuaibHoi kposu O, M yMeHb-
IIaeTCs CUMIITOMATHKA.

[IpuMeHeHe TepoOpadbHBIX AaHTUKOATYJISHTOB
Yy TAlMEHTOB C CHMHIPOMOM JW3e¢HMEHTIEpa ITOBOJBHO
CIIOPHO: C OMHOI CTOPOHEI, OTMEUYAETCS BEICOKAS 9acTOTa
Tpom603a JIA 1 MHCYJBTOB, HO C IPYTOil CTOPOHBI, CYIlIe-
CTBYET BBICOKHI PHCK KPOBOTCUCHUIT U KPOBOXapKAHbBS
[321]. JlaHHBICE OTHOCHUTEIBHO 3TOTO BOIIpOCA OTCYT-
CTBYIOT, IIO3TOMY HEBO3MOXHO aTh YETKMX PEKOMEHIA-
muii. [lepopalbHyI0 aHTHKOATYJASHTHYIO TEpaluio
MOXHO 00CYyXIaThb y 00JbHBIX C TPOMOO30M JIA, Tpu3Ha-
kamu CH TIpym OTCYTCTBMM WJIM MCKITIOYNTEILHO HE3HA-
YUTETLHOM KpoBOoxapKaHbe [321].

BropuuHEIil 3pUTPOIINTO3 HEOOXOOUM I ameKBaT-
HOro TtpaHcnopra O,, MOITOMY OOIICHIPUHATYIO TPaK-
TUKy iedboToMmii cieayer m3beratb. MraebOTOMUIO
C M30BOJIOMUYCCKUM BOCITOJTHCHUEM CIIEAYeT BHITION-
HSTB ITPA HATMINHA CUMITTOMOB TUTICPBSI3KOCTH T OOBITHO
IIpU ypOBHE reMatokpura >65%. Cienyer KOppeKTUPO-
BaTh Keje3omeuMTHOE cocrosHme. OTpeneacHHBIC
nmaHHBIe o ipuMeHeH BKK y mareHToB ¢ cMHAPOMOM
DH3eHMEHTepa OTCYTCTBYIOT, ITO3TOMY SMITMPUYECKOE
HazHaueHue BKK omacHo u ero ciaeayeT uzoeratb.

HNmerotcsa pesyabratel ogHoro PKU ¢ ucnonb3oBa-
HueM JIAT -crrenmraeckoit Tepany y alueHTOB ¢ CUH-
IpoMoM Di3eHMEHTepa U B HeM Ha (poHe Tepanin 003¢H-
TaHOM OTMEYalloCh YiydlleHue mokasateneitr TO6MX
u cHuxenune JICC crycrst 16 Henmenb y manueHToB 111 K
BO3. Hecmotpsg Ha GnaronpusTHBI 3ddekT Ha Toite-
PaHTHOCTh K (DM3MUYECKON Harpy3Ke M KadeCTBO KM3HU
B TaHHOM TPYIIITe MAIlIEHTOB, BIMSIHIEC HA BBLKIBAEMOCTD
ocraeTca HeomnpeneineHnoir [200]. Ilpu pauTenrbHOM
HabmoneHuH (40 HemeTb) Y MAIIMCHTOB PETUCTPUPOBAIACh
ycroitamBoe yaydmieHue [322]. B HacTostmee BpeMst 003¢H-
TaH omoOpeH B EBpore mis nCIionp30BaHKs y MAllIeHTOB
¢ cuaapomoMm DitzenMenrepa 11 GK BO3.

Ta6nuua 24
PekomeHaauumu no KOPPEKLUN BPOXAEHHbIX MOPOKOB
cepaua ¢ NpeMMyLLecTBeHHbIM CUCTEMHO-JIErO4HbIM
HanpasJjieHneM LUYHTUPOBaHUSA KPOBU

PekomeHpauun Knacc® \Ipoaem,b Cebinku’
wJicC Nnce Koppuru-
(en.Bya* M) (en.Byn) pyembiit’
<4 <2,3 Ha lla C 317
>8 >4,6 Het lla C 317
4-8 2,3-4,6 WHoveupyans-  lla C 317
Has oLeHka
naumeHTa
B TPETUYHOM

LleHTPe

< b
MpuMeyanme: * — KNacc pekoMeRaaLMi, - — YPOBEHb 10KAa3aTENbHOCTH, © — CCbiM-
d
Kn, nogaepXxmsaiouie ypoBeHb 0Ka3aTeNlbHOCTH, — OnepaTtnuBHOE JieYeHne nnn
YPECKOXHOE YPECCOCYANCTOE BMELLATENLCTBO.

Cokpauienus: JICC — neroyHoe cocyamctoe conpotvsnenve, nJlCC — nHaekc
NIer04HOr0 COCYAMCTOro CONPOTMBAEHNS, ea. Bya — eaynuy, Bya.

OnpiT npuMeHeHust apyrux APD [323] n UDD-5
tnma cuineHadwna [314] u ramamaduna [324] npone-
MOHCTPHUPOBAJI TOJIOXUTEIbHBIC (DYHKIIMOHAIBHBIC
U reMoJHaMuyeckue M3MeHeHus y nmauueHToB ¢ JIAT,
accomuupoBanHoii ¢ BIIC, u cuHmpomMoM DiizeHMEH-
repa.

Beit omyOGIMKOBaHBI PE3yJIBTaTHl BHYTPUBEHHOTO
HCITOJTb30BaHMUS SIIOIIPOCTEHOJIA Y IMTAIIMEHTOB C CUHIIPO-
MOM Dii3eHMeHTepa. PermcrpupoBaicst 6J1aronpusTHEINA
3(deKT Ha TOJICPAaHTHOCTh K (DM3MUICCKOM Harpy3Ke
¥ TeMOIMHAMUKY, HECMOTPSI Ha PUCK Pa3BUTHSI IMapamoK-
CaJTbHBIX 3MOOJIMII M cercrca IpH HaIMdMU KaTeTepa
B IeHTpaJbHBIX BeHaxX [223]. JIaHHBIX O NMPUMEHEHUU
IPYTUX IIPOCTAHOUIOB HET.

Omy0oIMKOBaHO HECKOJBKO MCCIICHOBAHMI, ITOCBSI-
IIEHHBIX KOMOMHUPOBAHHOM TepaInu, JIOTHIECKOe 000-
CHOBaHMeE ee MPUMEHEHUsI Takoe Xe, Kak u rpu UJIAT
[207, 314]. I[Tpumenenne JIAT -cneumduueckoit Teparmmm
C LIETBbIO0 TOCTVKCHMSI KPUTEPHUEB OIEepadeIbHOCTHA TIPU
JIAT Ha oHE CHCTEMHO-JIETOYHBIX ITYHTOB (TaOiI. 24),
TO3BOJISTIOIINX BBIIIOJIHUTh KOPPEeKOUio medekra (KOH-
HenusT “JICYUTh, YTOOHBI 3aKPHITh”) HE MOATBEPKIACTCS
MMEIOINMUCS JAaHHBIMU.

TparcmraHTanusl KoOMIUIEKCa Cephame-JIeTKHE WIIN
JIETKUX C KOPPEKIIHeH ITOpoKa SIBISIETCSI CTpaTerhueit
BBIOOpa B OTAEIBHBIX CIIy4asiX IPH OTCYTCTBUU OTBETa
Ha MEIMKAMEHTO3HOE JICUYCHME, OTHAKO TaKOM ITOIXOI
OrpaHWYEH IOCTYITHOCTHIO MTOHOPCKUX opraHoB. Kpart-
KOCPOUYHBIC M OJTOCPOUYHBIC TOKA3aTeIN BBIKMBACMO-
CTH TIOCJIC TPAaHCIUIAHTAIIMM KOMILIEKCA CepIlie-JIeTKIe
conoctaBuMbl ¢ apyrumu ¢dopmamu JIAIL. bonee mau-
TeJIbHAsI pacueTHAsl BBDKMBAGMOCTh ITAIIMCHTOB C CHH-
IpoMOM DIf3eHMEHTepa 3aTPyIHSICT IIPUHSITHE PEIICHUS
OTHOCHUTEJIBHO KOTO M KOTJa CJIeOyeT CTaBUTh B JIUCT
OXHMIaHUS Ha TpaHcIutaHTanuio [309].

47



Poccuiickuin kapayonorudeckuin xypHan N2 5 (133) | 2016

TaGnuua 25
PekomeHaauuu no BeaeHuio naumneHTos ¢ JIAT,
accouuMpoBaHHOM C BPOXAEHHBIMU NOPOKaMu cepaua

Knacc® Ypoeeb® Ccbinku®
| B 200, 322

PekomeHpauum

MpuMeHeHne 603eHTaHa PEKOMEHAYeTCs
y nauveHToB ¢ Il K BO3 ¢ cuHapomom
Oii3eHmeHrepa

MpumeHenune opyrux AP3, UPA3-5 Tuna lla
1 NpOCTaHOMAOB cnepyeT obeyxaatb

y NauMEHTOB C CUHAPOMOM Jii3eHMeHrepa

223,314,
323, 324
[Mpwn OTCYTCTBUM 3HAYNTENBHOIO IIb
KPOBOXapKaHbsi MOXHO 06CyX/aaTh

Ha3Ha4YeHWe NepopabHbIX aHTUKOArysiHTOB

y NauyeHToB ¢ TpoM6030M JT1A nnm

npu3Hakamn CepaeyHoii HeA0CTaTOHHOCTU

MprMeHeHVie [OMONHUTENBHON Tepanun lla 179
O, cnenyet obeyxaaTh B Cnyyasix, Koraa

Tepanus O, NPMBOANT K CTOIKOMY

NOBBLILLEHWIO caTypauuu O2 M YMEHbLLIEHNIO

CUMNOTOMATUKN

Mpy HaAM4MM CMNTOMOB FMNEPBA3KOCTU lla 183
cnenyet 06CyxaaTh BbINOSHEHNE
$neboToMUK C U30BOIOMUYECKUM
3amelLeHneM, 06bI4HO NPy YPOBHE
rematokputa >65%

MpumMeHeHne NpenapaToB, COAePXKaLLLMX 11} 184
Xene3o, MOXHO 06CyXaaTh y NauyeHToB

C HU3KUM ypoBHEM GeppUTUHA B Nnasve
KpoBM

Y naupeHToB ¢ cuHapomom dinzeHmerrepa  llb 207,314
MOXeT 06CcyXaaTbcs HasHaueHve
KOMBUHUPOBAHHO Tepanun

I}

Mcnonb3oBaHne BKK He pekomerayeTcs 189

y NaUVEHTOB C CUHAPOMOM Jii3eHMeHrepa

Mpumeyanme: * — Knacc pekoMeHaaLuii, b YPOBEHb 10KA3aTENLHOCTH, * — CCbII-
Ku, NoAePXMBAIOLLME YPOBEHD [0Ka3aTENbHOCTU.

CokpaueHusi: AP — aHTaroHuCT peLenTopoB aHpoTennHa, BKK — Gnokatopel
KanbLMeBbIx kaHanos, JIAT — neroyHas apTepuanbHas runepTeHsms, O2 — KuC-
nopoga, JIA — neroyHas aptepus, UPLI-5 — nHrnbutopsl hocdoamnactepassl 5
na, @K — dyHkumoHanbHbIN knace, BO3 — BcemupHas opraHv3auys 34paBo-
OXpaHeHus.

Pexomenpanuu no BeaeHuto nauueHToB ¢ JIAT, acco-
munpoBaHHoit ¢ BITC nipeacTaBiieHbl B Tabauile 25.

7.3. JIAT, accounmnpoBaHHasa ¢ CUCTEMHbIMMU
3ab6oseBaHNaAMMU COE,D,VIHI/ITEHbHOﬁ TKaHU

JIAT sgBisieTcsl XOpOIIO WM3BECTHBIM OCJIOXHEHUEM
C3CT, B 0COOEHHOCTH CUCTEMHOI CKIIEPOAEPMUM, CUC-
TeMHOI KpacHOU BoT9aHKu, cMernaHHbIX 3CT 1 B MeHb-
e CTETIEHN peBMAaTOMIHOTO apTpUTa, IePMaTOMUO3UTA
u cuHmpoMma Illerpena [325-329]. JIAI, accoummpoBaH-
Hag ¢ C3CT, 3aHMMaeT BTOPOE MECTO Cpeau Hamboiee
pacnpoctpaneHHbIX TUNOB JIAI mocne MJIAI B 3anman-
HbIX cTpaHax [10]. CucteMHas cKilepoaepMusi, B 0COOeH-
HOCTH B €€ JIMMUTHPOBAHHOM BapHWaHTE, MPEACTaBISCT
coboif ocHoBHOe 3aboneBanme cpenu C3CT, Koropoe
acconuupoBano ¢ JIAT B EBporre m CIIA (cucteMHast

KpacHasI BoJT9aHKa 0oJjiee paciipocTpaHeHa B Azmn) [325,
329]. PacrpocTpaHeHHOCTh npeKanuuisipHoit JIAIL mom-
TBep:KIeHA MCCICIOBAHUEM TeMOIMHAMUKN B OOJBIINX
xoroprax [46, 325, 330, 331]. ¥ smux naumenrtoB JIAT
MOXET pa3BUBAaTbCS BCJICACTBHE WHTCPCTUIIMAIBHOTO
TOpaxkeHMs JIETKUX WA B pe3yiabraTe M30JUPOBAHHOTO
TOpakKeHMS COCYIOB JICTKUX, C BOBJICYCHUEM M ITOCTKA-
muusipHbix Benya (BOBJI) [326, 332]. Kpome Toro,
MOXeT Habmomatekes 2 rpyrma JII, merouynast BeHO3Has
runieprensust Ha done 3JIKC [76, 326, 333]. B cBsizu
C MHOTOTPaHHOCTBIO 3a00JIeBaHMST HEOOXOIMMO YCTaHO-
BUTb TOUHBIN MexaHmu3M JII' it omnpenene s TaKTUKA
BeIleHUsSI OOJIBHOTO.

7.3.1. OnarHocTtuka

ITo cpaBHeHuio ¢ manueHtamu ¢ WJIAIL, GonbHBIE
¢ C3CT u JIAI' mpemMyIIecTBEHHO >KEHCKOTO IIOjia
(oTHOIICHNE XCHIMMHBI:MYXYNHBEI 4:1), Oojee crap-
Iero Bo3pacTa (CpeOHHUU BO3pacT HA MOMEHT ITOCTa-
HOBKU auarHo3a >60 JjieT), MOryT UMETh COIIyTCTBYIO-
mue 3a0ojeBaHMsA (MHTEPCTULIMAIBbHBIC 3a00JI¢BaHMUS
nerknx, 3JIKC) M MMeEOT MEHBIIYI0 BBIKMBACMOCTh
[326, 330, 334-336]. HeckoppeKTHUPOBaHHBIA PUCK
cmeptu aas JIAIL, accoummpoBaHHON CO CKJIepoaep-
mueit, mo cpaBHeHuio ¢ MJIAT cocrasnger 2,9 u mipen-
cKas3aTeqn pe3yjbTaTa B IICJIOM aHAJIOTUYHBI C TaKo-
BeiMu 1ipu MJIAT [336]. CUMITOMBI M KJIMHUYECKUE
nposiBieHus oueHb 1moxoxu Ha WMJIAI u OwiBaet, 4TO
P WCXOTHOM IIPEACTABICHUU 00 WMIMOIIATHICCKOM
renesze JIAI' BreisgBinsiercs JIAI, accoumumpoBaHHas
¢ C3CT, mpu mocTaHOBKE CKPUHUHTOBEIX UMMYHOJIOTH -
YeCKMX TeCTOB. 1T TMarHOCTUKN WHTEPCTUIINAIBHOTO
nopaxeHnus nerkux/BOBJI 1oie3Ho WCIOIb30BaTh
KOMITBIOTEPHYIO TOMOTpa(prio BBEICOKOTO pa3pelIeHMUS
rpyaHoii kietku [326, 332, 337]. ¥V mauueHTOB C cuc-
TeMHol ckieponaepmueit u JIAI' yacto peructpupyercs
n3onupoBaHHoe cHkeHue JACJI [327, 328].

Y manmeHToOB ¢ CHCTEMHOM CKIIEpOACPMHEH IIpH
OTCYTCTBUM cUMITTOMOB JII' peKOMEeHIOBaHO BBITIOJIHSITH
OxoKTI'-nuccreqoBanme B IMOKOE B KaUeCTBE CKPUHMHIO-
BOTO MCCJICIOBAHUSI, C TIOCICIYIOIINM €XKEeTOTHBIM CKPH-
aHUHTOBEIM DXOKI, ompenenermem JACJI 1 ypoBHS 610-
mapkepos [325]. Buccnenosanuu DETECT npemioxena
IBYXCTyITEHUATas] KOMITO3UTHAs OaUThbHAsl CUCTEMAa ISt
0TOOpa IMAaIIMEHTOB, KOTOPEIM HEOOXOAMMO BBITIOJHSITH
KITKC [327] OtnenbHble peKOMEHIAUM IJIST CKpU-
HUHTA/paHHEH TUAarHOCTUKY IpUBeIcHBI B Web TabmIie
IX. CpaBHeHUEe SKOHOMMYECKON 3(P(HEKTUBHOCTA 3THUX
CTpaTeTHii U TMAaTHOCTHMYECKOrO aJlfOpMTMa Ha OCHOBa-
HUAM CHUMITOMOB He mpoBoAuioch. [Ipu ocTalbHBIX
C3CT pekomeHayeTcst BRITOMHAT DXoK I mpm Hammanm
cumnroMoB JII. Kak u mpu apyrux ¢popmax JIAIL, KITKC
peKOMeHI0BaHa BO Bcex ciayyasx nomo3peHus: JIAT,
accoummpoBanHoii ¢ C3CT nmimg moaTBepKACHUS IHar-
HO3a, OIpEeACICHUS TSDKECTH W MCKIIIOYCHUS TTaTOJIOTHHI
JIEBBIX KaMep Cceplia.
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7.3.2. JleueHne

Jleuenue mnaumeHToB ¢ JIAI, accouuuMpoBaHHOMI
¢ C3CT, 6onee xomruiekcHoe mo cpaBHeHUI0 ¢ UJIAT.
HNMMyHOCyTIpeccUBHAS Tepamysi, KOMOMHHUPYIOIIAs TIT0-
KOKOPTHKOCTEPOUALl 1 HMUKI0hOoCchaMII, MOXET YIyd-
LIUTh KJIMHUYECKOE COCTOsIHME TTaueHToB ¢ JIAT, acco-
LOUAPOBAHHON C CHUCTEMHOM KpaCHOUW BOJTYAHKOU WA
cmemranaeiM C3CT [339].

Tonbko B <1% ciiyyaeB HaGIIOOAETCS AOJITOBPEMEH -
HBII TIOJIOKUTENbHBIN oTBeT Ha Tepanuio BKK [189].
Y manmeHToB ¢ CUCTEMHOM CKIIEpOIEepMUEII COOTHOIIIE-
HHE PUCKA:IIOJB3HI IITUTSIILHOTO Ha3HAYCHUS TIepOpah-
HBIX aHTUKOATYJISTHTOB MeHee OJIArONPUSITHO IT0 CpaBHE-
Huwo ¢ 6osbHbIMU ¢ WJIIAI B CBSI3M C TOBBILIEHHBIM
puckoM KpoBoteueHus [175].

Taktuka Benenus nauueHToB ¢ C3CT u JIAT noxHa
COOTBETCTBOBATh TAaKOMY K€ aJTOPUTMY JICUCHMS, KakK
u st 6oabHBIX ¢ UJIAT (puc. 2). [Ipennocsikoii K qaH-
HOM peKOMEHIAIIMU SIBJISIETCS TOT (DaKT, YTO IMAIIACHTHI
¢ C3CT sBkiI04eHBI B OOJIBITMHCTBO HamboJIee BaXKHBIX
PKH, npoBoguMbIx sl OOOOpPEHUST PETYISITOPHBIMU
opranamu JIAT'-criennguyecKux mpernapaToB, BKIIIOYast
HCCIIeI0BaHUsI KOMOMHUPOBAHHO Teparm.

B pesynbrare moarpymniroBoro aHajnW3a y ITAIlMEHTOB
C CUCTEMHOM ckjepoaepMmueit, yyactBoBaBiminux B PKM
C WCTIOJIb30BaHMEM 0O3¢HTaHa, MallUTeHTaHa, CYJIICHA-
¢duna, procuryata W TPEIPOCTUHWIIA IJII IOIKOXKHOIO
BBEICHUS, OBUI IIPONEMOHCTPHUPOBAH OJIarONPUSTHHIN
apdexr JIAT-tiperrapaToB. B HEKOTOPHIX 13 3TUX UCCIIC-
JIOBaHMI BeJIMYMHA OTBeTa Ha Tepamnuio B rpyrme JIAT,
accounmpoBaHHoii ¢ C3CT, 6bl1a 60J1ee HU3KOI 1o CpaB-
Henwmio ¢ rpyrmoit MJIAT [340]. IIpu Beioope JIAT -cre-
HU(PUIECKON Tepanuu y MallMeHTOB C CUCTEMHOM CKJie-
pomepMueli ciaemyeT OpaTh BO BHUMaHNE HaJIU4IMe TeHE-
paIM30BaHHOI MUKPOAHTUONATUHI U IPYTHe COCYIUCThIE
MMOpaXKeHMsI, TAKWE KaK TUTUTAJIbHBIC SI3BBI HA TEKYIIUIA
MOMEHT WJIX B IIPOIIIOM.

B PKU mnutenpHOCTBIO 3 Mecsia y mauveHToB ¢ JIAT,
aCCOIIMUPOBAHHOM C CHCTEMHOM CKJIEpOIepMHUEHi, 3ape-
TUCTPUPOBAHO VIIYUIICHNE TOJEPAHTHOCTH K (u3mue-
CKOI Harpy3Ke, CHMIITOMOB U TeMOIWMHAMMYECKIX TTOKA-
3aTelieil Ha (poHe HeIpepBIBHOI BHYTPMBEHHOM TepaIrmu
STMOMPOCTEHOJIOM [222]. OgHaKO peTpOCHEKTUBHBIN aHa-
13 nokaszai gydiiuid adexT B rpynme UIIAT no cpas-
HeHUIo ¢ Tpyrmnoi JIATL, accounnpoBaHHON ¢ CUCTEMHOM
ckyeponepmueii. Bo3aMoXHO, OTIaCTH 3TO OOYCIIOBJICHO
OoJibllIeli KOMOPOUIHOCTBIO OOJBHBIX CO CKJIEpOAEp-
MUEN C BOBJIEUEHUEM Cep/ilia U JIETKHUX.

He crmenyer paccMmaTpuBaTh CHCTEMHYIO CKIIEPOIEP-
MHI0O B Ka4eCTBe HE3aBHCHMOTO IIPOTHBOIIOKA3AHMS
K TpaHcIutanTtanuu [341]. PekoMeHIyeTCsT NCITOJIb30BaTh
MYJBTUIVCIUTIIMHAPHBIA ITOAXO B BEACHWM MAllMEHTa
CO CKJICpOIEPMHUEH HO-, BO BpeMsI M ITOCJIC XUPyprude-
ckoro BMemarenbeTBa [341]. TTokazaHus U IIPOTUBOIIO-
Ka3aHMSI K TPaHCIUIAHTAIIMM HEOOXOANMO agalTHPOBATh
K ciennduKe MaleHTa co CKIIEPOIepMUCH, YICISIST 0CO-

Ta6nuua 26
PekomeHaauum no seaeHuio naumueHTos ¢ JIAT,
acCoLMMPOBAHHON C CUCTEMHbIMU 3a00NEBaHNAMUN
COeAVHUTENIbHOWN TKaH!
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Y naupmenToB ¢ JIAT, accoummnpoBaHHom
¢ C3CT, pekoMeHzyeTCs UCMOb30BaTh
TOT € anropuTM™ JIBYEHNS, 4TO

1y naupeHtoB ¢ UNAI

Oxokapanorpadus B COCTOSHUM 46
NOKOSi PEKOMEHLLYeTCS B Ka4eCcTBe
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BoinonHeHne KMNKC pekomeHayeTcs 46, 327
BO BCEX CNyyasx nonospenns JIAT,

accoumnpoBaHHoi ¢ C3CT

Tepanus nepopanbHeIMK IIb
aHTUKOArynsHTaMm MoXeT 06CyXxaaTbes
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WNAT — wnpnonatuyeckas JIAM, JIAT — neroyHas apTepuanbHas runepTeHaus,
KNKC — kateTepusauus npasbix kamep cepaLia.

00o¢ BHUMAaHHUE IIATOJIOTHHU XKCIYOOIHO-KHIIIEYHOTO
TpakTa (TacTpo-330darcanbHas pedrokcHasT 00Jie3Hb
¥ TIaTOJIOTHUSI KUIICYHNKA), CEPICTHO-COCYINCTON CHC-
TEMBI, TTOYEeK 1 KOXKU.

Pexomenpanum mmo BeaeHuo namueHToB ¢ JIATL, acco-
nunposanHoii ¢ C3CT, mpuseneHs! B Tabauie 26.

7.4. AT, accouumnpoBaHHasi C nopTasbHON
runepreH3uvemn

JIAI, accouuupoBaHHasl C IIOPTaJbHOW TUMEPTEH-
31lei, OOBIYHO OTHOCIT K MOPTO-IyJabMOHanbHOW JII
(IIIJIT). D1y HO30J0THIO HE CIIeAyeT ITyTaTh C TelaTo-
MyJIbMOHAJTBHBIM CHHAPOMOM, KOTOPBIM XapaKTepHU3y-
eTcs TATOJIOTMYECKOM IUIaTalleil COCYHOB JICTKHUX
u rurtokcemmeii [342]. OmHAKO 3TH IBA COCTOSTHUS MOTYT
nepecekarbcs [343]. CormacHo TtepmuHomoruu ITTTIT
acCOIMMUPOBaHA ¢ HAIMYKMEM IOPTATBHON TUIIEPTCH3NH,
HO He 0053aTelIbHO C IIPHUCYTCTBHEM 3a00JICBaHMS
neyeHn. OmMHAKO IIUPPO3 MEYCHM IO CUX IOp SIBIISICTCS
HamboJiee 9acTol IMIPUIMHOM MOPTATBHOI TUIIEPTEH3NH,
noatoMy ITITIJIT o6b1yHO BeTpeyaeTcsl y O0JbHBIX C LIUP-
pozoM. [lpumepHo y 1-5% manueHTOB C MOPTaJIbHOM
runepteH3neii passuBaetcsd JIAT [344] w puck ee pa3Bu-
THSI COBEPIICHHO HE 3aBUCHUT OT 3THOJIOTHH 3a00JICBaHUS
¥ HapymeHus GyHKuuu nederu [345]. Hecmotps Ha 1O,
YTO OBUIO OIMMCAHO HECKOJIBKO FeHETUUECKUX (PaKTOPOB
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rMNepTeHans.

pucka [346], B3auMOCBs3b ITaToreHesa noprajisHoi u JIT
OCTAIOTCS HEeSICHBIMM.

7.4.1. AnarHocTuka

B 1emoM KIMHWYECKWE IIPU3HAKA W CHUMIITOMBI
TITIJIT moxoXu Wiu UAEHTUYHBI C OOJBIIMHCTBOM JpY-
rux Hoszojoruit JIAI' m xapakTepusyloTCs OCHOBHOM
KaJro00i1 Ha MPOrpecCUPYIONIYIO OMBIIIKY IIPH HAarpy3Ke.
KnumHmaeckyo KapTUHY MOXET 3aTeHSITb, Jiexallee
B OCHOBE, 3a00JIcBaHNE TIEUCHU M €T0 TsoKeCTh. Jmarao-
CTHYECKHE TIPOIEAYPHI TOKHEI COOTBETCTBOBATh aJITO-
putMmy, npuHsaToMy U s npyrux ¢opm JIT, mpu stom
clemyeT MOMHHTH, YTO OTHOBPEMEHHOE HaJM4Me ITOp-
TajabHOU ThnepTeH3uu u JII' He o3HaYaeT 00A3aTeTLHOTO
mmarno3a ITTTJIT [344]. HeoGxoaumo BBITIOTHSTH BECh
muarHoctTudeckuii  anroput™, Bkiaodas KIIKC mos
OLICHKM TSDKECTU 3a00JIcBaHMSI, TeMOTMHAMHYCCKOTO
npoduias U ApYyrux BO3MOXHBIX NpuuuH JII, Takux Kak
3aboneBanus ynerknx, 3JIKC w XTOJII. [dng rpyrmbl
TITIJIT xapakrepHo Hanuuue 6onbmero CHU u 6onee HA3-
koro JICC mo cpaBHenuio ¢ 6ompHbIMU ¢ UJIAT [347],
OITHAKO OBIBAIOT pa3IMYHBIC BADUAHTHI.

7.4.2. JleyeHue

Puck neranbHocTu y mamueHToB ¢ IIITJIT Takoii xe
BBICOKMI, KaK M y 00mbHBIX ¢ MJIAT [347, 348]. DTux
MAIMeHTOB CIIEAYeT HAIpaBJISITh B IICHTPHI, MMEIOIINE
OMBIT BeneHUs OoNbHBIX ¢ JIAIT M 3a0oneBaHUAMU
neyeHu. B neyenuu nmaumenroB ¢ IMIUJIT ciemyer mpu-
IEepKUBAThCS OCHOBHBIX IIPABMJI BEACHUSA OOJBHBIX
¢ npyrumu ¢opmamu JIAL, omHAKO CYIIIECTBYIOT BasKHBIX
MOMEHTOB 111 pa3MbiiieHus. IlauuenTs ¢ ITIJIT 3aua-
CTYI0 UMEIOT BBICOKUM PHCK KPOBOTEUCHUS M OOBIYHO
aHTUKOATYJISTHTHAs Tepamnus He peKoMmeHmyeTcs. bera-
0JIOKATOPBI, KOTOPBIC IMMPOKO TIPUMEHSIOT TSI CHIDKE-
HUS TIOPTAIbHOTO JABJICHUS, clleAyeT m30eraTb y 0O0Jb-
HbIx ¢ TTTJIT, MOCKOJIbKY OHU MOTYT YXyIllaTh FeMOA-
HAMUKyY W IIEPCHOCUMOCTh (PU3MICCKUX HATPy30K
B JAHHOM TTOMYJISILIMY MMaleHToB [349].

IMauuenter ¢ IIIUJII wuckimodyeHBl IIPAKTUYECKU
n3 Bcex PKU, mocsmennsix JIAIL, (3a mcKimoueHMEM
nccnegoBanust PATENT, B koTopoe BKiIIoUeHHI 13 mamm-
eaToB ¢ IIJIT). Ciy4aifHble MyOJIMKAIIUM OIMCHIBAIOT
BO3MOXHOCTh npuMeHeHnst APD, UDD-5 tuna, ctu-
MyJsiTopoB pactBopumoit 'Ll 1 aHamorop IpocTaim-
KJIMHA B JAHHOM rpymme 00bHbIX [214, 350-356]. OHn
BKJTIOUAIOT ITOTCHIIMAIBLHO TEITAaTOTOKCHMYECCKHUE IIpera-
paThl, TaKne KaK OO3¢HTaH, HO CJeAyeT IIOMHHTh, 9TO
9TOT IIpemapar HMeeT TEHICHINI0 K HAKOIUICHUIO
y MAIMEHTOB C TSDKEJIBIM HapyIIeHreM (byHKIINHT TIeYCHHI
(r.e. Yaiina-ITeio xknacc B u C) [356]. HoBeie APD (amM6-
pPU3CHTAaH, MAIIUTCHTAH) TEOPCTUICCKN UMEIOT IIPEUMY-
IIEeCTBO Irepea OO3¢HTAaHOM, T.K. PHMCK JICKapCTBEHHOM
rematoTokcmaHocTy Hike [194, 201, 357], omHako mpu-
MEHEHHE OOOMX IIpeIrapaToB He OBLIO CHCTEMATHYHO
uccaenoBaHo y nmauueHTos ¢ ITTTJIT.

Hanuuwue JII' uMeet 6oJbliioe 3HaYeHWE 15 TTallieH-
TOB, OTOOpAaHHBIX HA TpaHCIUIaHTaMIo neyeHu [358]. JIT
JIETKOM CTEIICHU ¢ HOPMaJIbHBIM WM OJIIKe K HOpMaJib-
Homy 3HadeHUO JICC mpm Hammamu BbicoKoro MOK
OOBIYHO XOPOINO IEPEHOCUTCS M MMEET CKIOHHOCTH
K perpeccy mociie TpaHciutaHTaumu [359]. Hamportwus,
ObUI0 MoKazaHo, 4To npucyrcTtBuu JIAI saBisieTcs rnas-
HBIM (akKTOpOM pHCKa TpaHCIIAHTAIIUM IICYCHMU.
[1o maHHBIM KIMHUKN M5O y MAIMEHTOB CO CPETHUM
JJIA >50 MM pr.CT. TeTanbHOCTh coctapisia 100% u 50%
y 601bHBIX co cpegunM JIA Mexmy 35 m 50 MM pT.CT.
n JICC >250 ,I[I/IH*CeK*CM—S [359]. [TosTOMY mAIlMEHTHI,
OTOOpaHHbIE Ha TpaHCIJAHTALUMIO TI€YEHU, ITOJKHBI
MPOXOOUTh CKPUHUHT Ipu3HaKoB JII, maxke mpum OTCYT-
CTBUHM COOTBETCTBYIOIINX KIMHUYECKUX IIPU3HAKOB.
B niponinnom Hanuuue BeipaxxeHHo JIAI cuutanocs npo-
THBOIIOKA3aHWEM K TpaHCIUIAHTAIIUM TICYCHH, OTHAKO
B pEOKUX ITyOJUKAIUSX TOBOPUTCS O BO3MOXKHOM YIIyd-
IIEHWHW WCXOIOB TOCJIe TPaHCIUIAHTAIIMM IICYCHHW IIPU
npeaBaputeabHoM JiedeHun JIAI-cneuuduueckumu
npenapartamu [360-363]. OgHako 3TUX JaHHBIX HELOCTA-
TOYHO UIST CO3MaHMS OOIINX peKOMEHIANI 1 pelIeHHe
0 TPaHCIUIAHTAIIUM IOJDKHO IPUHUMATHCS MYJIBTHINC-
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LUTIJIMHAPHOM KOMAaHIOW B OKCHEPTHBIX IEHTpax.
HeckonbKo cnienmaan3upoBaHHBIX LIEHTPOB MpeIiarajoT
KOMOMHMPOBAHHYIO TPaHCIUIAHTAIIMIO TICYCHB-JICTKIE
WIN TIe9eHb-CepaLle-JIETKNE IS TIIATEIbHO ITog00paH-
HBIX OOJIBHBIX [364].

Pexomenmanmu mo Begenuto mnammeHTtoB c¢ [ITIJIT
MpUBeIEeHBI B Tabmuie 27.

7.5. JIAT, accounmnpoBaHHas ¢ uHdekumen supyca
I/IMMYHO,U.e(bI/IIJMTa yenoBeka

I[IpuMeHeHME BBICOKOAKTUBHOI aHTUPETPOBUPYCHOM
teparmu (BAPBT) u arpeccuBHOE BemeHMe ONIOPTYHM -
CTMYECKUX WHOEKIWIA BHECIO 3HAYMTEIBHBINA BKIIAI
B YBEJIWYCHME IIPOMO/KUTSILHOCTA XW3HU Y ITallieH-
TOB, MHUUMpoBaHHbIX BUY-undbexiueit [366, 367].
B manpHeiImeM CHeKTp OCIOXHEHUNM CMECTUJICS B CTO-
POHY JpYTUMX IJUTENbHBIX COCTOSHUIA, BKiItodas JIAIL
CxiragbiBaeTcsl BieUaTIICHUE, YTO COBPEMEHHAS TaKTHUKa
BeaeHus1 mauueHToB ¢ BMY-undexkuueit ¢ nmpumeHe-
HueM BAPBT He TOJbKO yiydllldjia BbIXXHWBAaeMOCTb,
HO M IpHUBeJia K CHIXeHUIo 3aboneBaemoctu JIAT, acco-
uuupoBanHoi ¢ BUY-undexiueit [368]. B coBokymnHO-
CTH B TIOCTICAHUE OCCATIICTHS 3T 3P (PEKTHI Ha BBIKH-
BaeMOCTb M 3a00JIeBaeMOCTb TIPUBEIN K CTaOMJIBHOMY
YpOBHIO pacripoctpaHeHHOCTH JIAT y mauimeHTOB, UH(pU-
mupoBaHHbix BUY. B monynasuimoHHOM HcCCaea0BaHUMU
MUHMMaAbHasl pacripocTpaHeHHoCcTh JIAI, accomumpo-
BaHHoi ¢ BUY-undekuueii, cocrasisia 0,46% u Oblia
cxoxeii ¢ ypoBHeM 10 BHeapeHuss BAPBT [369]. [1atore-
He3 JIAI, accounupoBanHoit ¢ BUY-undekiueii, ocra-
eTcs I0 KOHIIA He SICHBIM. OTCYTCTBUE BUPYCHBIX TEJICIT
B IUIEKCHU(POPMHEIX yJacTKaxX MpeIIiojaraeT OImocpeno-
BaHHOE BIMSHNE BUPYCHOM WMHGEKINN Ha BOCHAJICHUE
1 GaKTOpsl POCTa W BO3MOXHO TPHUITCPHOE ICHCTBHUE
y IIPeapacIiOOXeHHBIX ITAIleHTOB.

7.5.1. AnarHoctuka

JIAI, accouunpoBanHasi ¢ BUY-undexuueii, pazue-
JISIET CXOAHYI0 KJIMHUYecKylo kaptuHy c¢ WIIATL
Ha MOMeHT nMocTaHOBKY AMAarHo3a COCTOSIHUE OOJIbIITH-
ctBa manueHToB cooTBerctByer CH III mmm IV ®K
(NYHA). ITamyeHTBI MOTYT MMETh U IPYyTrHe (paKTOpHI
pucka JIAT, Takme Kak 3aboyieBaHHE TIeUCHM (XpOHUYC-
ckuit rematut B mm C), Bo3meiicTBHE JIeKapCTB WU
TOKCUHOB WX 5MO0JIMU B cucTeMy JIA BCIEACTBUE BHY-
TPUBEHHOTO BBeJAcHMUSI HapKOTUKOB. [lanmenTsr ¢ BUY-
accouupoBanHoi JIAI gaie My>kKCKOTO T10J1a 1 HapKO-
MaHbl ¢ BHYTPUBEHHBIM MyTE€M YIOTpeOJIeHUsI HAPKOTH-
KoB. MccienoBaHuss Ha >XKMBOTHBIX MOATBEPXKIAAIOT
MHEHHE O TOM, UYTO AOIMOJHUTEIbHBIN 3((PEKT KoKanHa
Ha BUY-uHpeKUMI0 MOXET UrpaTh ONpeaeIeHHYIO POJb
B Pa3BUTUM JIETOYHOI apTtepuonatuu. WM3-3a HU3KOM
pacnpocTtpaHeHHOCTH, 6eccumritoMmHble BUY-unpunm-
POBaHHBIE MALIMEHTHI HE TOJKHBI MPOXOIAUTH 00CIen0Ba-
Hue Ha JIAT. Tem He MeHee, DxoKI moikHa OBITH BBITION-
HEHa Yy TalUMEeHTOB C HEOObSICHUMOM OABIIIKON IS

BbIsIBJIEHUs cBsizaHHBIX ¢ BUY cepaeyHo-cocynucThix
OCJIOKHEHMI, TAKMX KaK MUOKAPIUT, KapaIUOMUOTIATUN
wm JIAT. Bemonnenne KITKC aBisgeTcs 00g3aTeTbHBIM
I yctaHoBieHMs1 auarHoza BUMY-accomupoBaHHOM
JIAT u orcyrcrBue 3JIKC [369]. JIAT saBnseTcs He3aBH-
cuMbIM (pakTOopoM pucka cmeptd y BUY-mHbummpo-
BaHHBIX MAIIMEHTOB.

7.5.2. lleueHne

B oTcyTcTBHE KOHKPETHBIX peKOMEHIAIMIM, JICUCHIE
BUY accouunpoBanHoit JIAI' 1OJDKHO OCYILIECTBIASTLCS
corjlacHO pekoMeHmauusMm ajs jedenust UJIAD Bmecte
¢ BAPBT. Ilpu mynsruBapuatuBHoM aHamm3e CHU >2,8
JI/MI/IH/M2 n KommaecTtBo auMbonmToB CD4 >200 xire-
TOK/MJ SBJISIIOTCS HE3aBHUCHUMBIMU IIPEIMKTOPAMHU
BBIKMBaeMOCTH [225]. AHTHKOATyJISHTH OOBIYHO
HE pEeKOMEHIyeTCsI M3-3a ITOBBIIICHHOTO PHCKAa KPOBOTE-
YeHHSI, BO3MOXHBIX IIPOOJIEM € KOMILIACHTHOCTBIO
U JIeKapCTBeHHBIX B3aumopeiicTBuii. I[lamuentsr ¢ JIAT,
accoumupoBaHHoii ¢ BUY-uHdekumeii, mo Bceit BUAM-
MOCTHU, He oTBeuaroT Ha ocTpblii BPT u, Takum o6paszom,
He mokHBI noydath BKK [189]. HekoHTpommpyembie
HCCIIeIOBAaHMS TTOKA3BIBAIOT, YTO IIPOCTAIIUKINHBI MOTYT
VIY9IIUTh TOJICPAHTHOCTh K (PU3MIECKON HarpysKe,
reMOJWHAMUKY ¥ CUMIITOMBI Y mauueHToB ¢ BUY-acco-
mumnpoBaHHo#t JIAT [218]. B oTKpBITBIX MCCIeTOBAaHUIX
OBUIM 3apeTUCTPUPOBAHBI ITOJOXUTEIBbHBIE 3(h(MEKTHI
003eHTaHa Ha BCe MOKa3aTe/ N 3(D(HEeKTUBHOCTH TepariH,
BKJII04as pe3yabTathl TOMX 1 mokaszaTeiu MHBa3UBHOI
reMoarHaMuKu, y rauueHToB c JIAI, accoliumpoBaHHOM
¢ BUY-undexnueii [370]. EnmHnYHbBIE TTAIlMeHTH BKITIO-
yamch B PKUM ¢ amOpuszentanom [194]. TleuenouHas
MepPeHOCHUMOCTb OBUIa CXOXa C paHee IOJOXCHHBIMU
HabmoneHusMu npu apyrux ¢popmax JIAILL MuTepnpera-
s 3TUX MCCIICAOBAaHUI OTpaHMYeHA HEOOJBIINM pa3-
MepOM BBIOOPKU W OTKPHITBIM Iu3aifHoM. [1pu coBmecT-
HOM HCITOJIb30BaHNY PUTOHABMPA I CAKBUHABUPA C CUJI-
nmeHauIoM, 03y IOCICIHETO HEOOXOIMMO CHU3UTH,
BCJIEACTBUE JIEKapCTBEHHOIro B3ammopencTBus. BUY-
WHQEKIINS, KaK IIPaBUJIO, CIUTACTCS KPUTEPHUEM MCKITIO-
YeHUsI IJ1 TpaHCIUIAaHTALlMM JIETKUX, AaXe €CJIM B HEKO-
TOPBIX IIEHTpax OBUIM pealM30BaHbI CITEIMAIbHBIC IIPO-
rpaMMbl. CliemyeT OTMETUTD, YTO OBIIM OIMCAHBI CITyJan
perpecca 3abojeBaHus y namueHToB ¢ JIAI, accouunpo-
BaHHOI ¢ BHWY-uHdekuueit, monyyaBmux BAPBT
U crneunpUUecKylo Tepamuio. DTH HaHHBIE, BMECTE
C yMeHbllleHWeM uyuncia ciay4daes JIATL, accoliumpoBaHHOM
¢ BUY-uHbexuueit, B yCIOBUSIX COBPEMEHHOTO Jieue-
HUSI, MOTYT CBHUICTEIBCTBOBATh 00 3(P(PeKTUBHOCTU
arpecCMBHOM TaKTWMKW BEICHUS, KOTOpas YIydilaeT
WCXONBl B 3TOM IOMYJSIIMU TamueHToB. HeoOxommmer
NaJibHeUIIe KWCCAeN0BaHUs, YTOObl MOHSTh OCHOBHbBIE
MIPUIWHEI YIYIIICHUS UCXOIO0B Y 3TUX ITAIlCHTOB.

Pexomenpanuu no BeaeHuto mauueHToB ¢ JIAT, acco-
muupoBaHHoit ¢ BUY-uHdekuuei, npuBeaeHbl B Tab-
e 28.
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TaGnuua 28
PekomeHaauuu no BeaeHuio naumneHTos ¢ JIAT,
accouuuvpoBaHHoii ¢ BUM-undekumen
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PekomeHpauum
Oxokapamnorpadpuyeckunin CKpUHWHE JIT
y 6€CCUMNTOMHBIX NALMEHTOB

¢ BUY-nHdekumen He pekomeHayeTcs

Y naumenTos ¢ JIAT, accoummpoBaHHON lla
¢ BUY-nndekunen, cnepyet

MCNONb30BaTh TOT XE anNropuTM JIeYeHus,

4TO Uy MaumeHToB ¢ JIAT, npuHumas

BO BHMMaHMWe COMyTCTBYIOLLYIO NaToNormio

W NIeKapCTBEHHbIX B3aUMOAEVICTBUIA

194, 367

Tepanus nepopanbHbIMK 1] 175, 367

aHTUKOArynsHTamMm He PEKOMEHAYETCS
13-3a OTCYTCTBWS [JAHHbIX O COOTHOLLEHWN
3 DEKTUBHOCTb: PUCK

v b
Mpumedanme: ° — KNACC PEKOMERIALMI, - — YPOBEHb [I0KA3aTeNbHOCTH, © — CCbiN-
KU, NOAEPXMBAIOLLME YPOBEHb [0Ka3aTeNIbHOCTU.

Cokpawenus: BUY — Bupyc ummyHopeduumta yenoseka, MIAI — wnaumona-
Tnyeckas JIAI, JIAT — neroyHasi aptepvanbHas runepteHausi, JIT — neroyHas
runepTeHauns.

7.6. BOBJ1 1 nero4Hbi KanunnsapHbIn
reMaHrmnomaTto3

BOBJI n JIKT gaBnstiorcst peAIKUMU 3a00JIeBaHUSIMHA,
HO Bce Jallle TMarHOCTUPYIOTCS B KadecTBe ImpuauH JIT
[92, 371]. Ilatomormueckme xapaktepuctuku JIKI
obHapyxeHbl Y 73% OGonbHbix ¢ BOBJI u, HaobopoT
maToyiorndeckme xapakrepuctuku BOBJI perucrpupy-
1orcs y 80% GonbHbix ¢ JIKI [372]. CxoacTBa I1aTONIOTHU -
YeCKMX IIPU3HAKOB, KIMHUYECKHX XapaKTepUCTUK
W PHUCK MEIWKAMEHTO3HOTO OTeKa JICTKMX Ha (oHe
JIAT -cietmnyeckoit teparmuu [371, 373] mo3BOIIIOT
MIPEINOJIOXNTE, YTO 3TH IBa 3a00JIEBAHUS B3aMMOCBSI-
3aHbl, 1 OBLIO BBICKA3aHO mpeanojioxeHue, yro JIKI
MOXET OBITh BTOPMYHBIM aHTHOIIPOJN(pEepaTUBHBIM
ImpomeccoM, OOYCIOBICHHBIM  ITOCTKANTMJIISIPHOM
obctpykuueii mpu BOBJI, a He caMmoCTOSITeTBHBEIM 3200-
snesanueMm [6, 372]. Takum o6paszom, BOBJI u JIKI
0BT KJIacCU(UIMPOBAHHI BMECTE B OIIpedeICHHOMU
MMOATPYIIIe KIMHWUYCCKON KiraccMPUKAIINMU, CICHYIO-
meit 3a JIAI (tabn. 4, rpymma 1°) m3-3a OOIIHOCTH
TUCTOJOTUYCCKUX, TEHETUYECKMX W KIMHUYECKHX
XapakTepucTuk u u pasiamuust ¢ JIAD [6]. UcTtuHHas
3aboneBaemoctb BOBJI/JIKI' ocraeTcss HEM3BECTHOI,
TaK KaK BO MHOTHUX CJIy9asiX 3TH COCTOSHHS ITO-TIPeXK-
HeMY HeTIpaBWJIbHO Kitaccuduumpyorcs Kak JIAT [374].
Honsa uwauonatudyeckux ciydaeB JIAI, neiicTBUTENb-
HOCTH ynoBJeTBopsiorux kputepussMm BOBJI/JIT, Bepo-
SITHO cocTaBjisieT okojio 10% (MuHUMasbHas 3a6oJieBa-
eMmocTb 1 pacupoctpaneHHOcTs BOBJI/JIKT <1 ciyuaii/
MiH) [92, 374]. B omimmume ot MJIAT cpenu mammeHTOB
¢ BOBJ mpeobmamaror MmMalMeHTHI MYXKCKOTO II0jIa
U TIpOorHo3 3abojeBaHUs Oojiee HeOJAroNpUSITHBIA
[371]. Bein ormucan cirydait cemeiinoir BOBJI, Ho myTa-

nun BMPR2 penko oOOHapyXWBAIOTCSI B ITallMCHTOB
¢ TaHHBIM 3aboneBanueM [28, 371, 375]. B To Bpems Kak
JIAI, obycnosneHHast mytauueit BMPR2, nmeeT cBON-
CTBa ayTOCOMHO-IOMUHAHTHOTO IIPpM3HAKa C HEIIOJHOM
TEHEeTPaHTHOCTEIO, ceMeithbie cimydarn BOBJI/JIKI kak
MPaBUJIO, PEATU3YIOTCSI Y MOJOABIX CHOCOB OIHOIO
TIOKOJICHHUSI ¢ HE3aTPOHYTBIMU 3a00JICBAHUEM POIHTE-
JISIMM, YKa3bIBast, 9TO 0OJIE3HB HAcJIemyeTcs KakK perec-
cuBHBIM mpusHak [28]. B atux cempsax, BOBJI/JIKT
BBI3BaHBI OMAJUICIbHBIMUA MyTanusMu B EIF24K4 [28].
Kak mn JIAI, BOBJI/JIKI' MOTyT OCIOXHATH TeUCHHE
aACCOIIMMPOBAHHBIX COCTOSSHUM (CHCTEMHasl CKIIEpoIep-
must, BUY-uHpeKusa u T.1.) 1 BO3AeHCTBUE HAPKOTU-
KOB WJIM TOKCHMHOB (LIMKIOo(pochaMum, MUTOMUIINH
UTO.).

7.6.1. narHocTuka

Huarno3 BOBJI/JIKI' MoxeT OBITH yCTaHOBJICH
C BEICOKOM BEPOSITHOCTBHIO Ha OCHOBAHWM KOMOWHAIINH
KIMHUYECKOTO ITOHO3peHUs, (PU3MKATBLHOTO OO0CIeI0-
BaHMsI, OPOHXOCKOIIMHA 1 PaINoJIOTHIECKOTO O0CIIen0-
BaHU [371]. DTOT HEMHBA3WBHEBIN ITOIX0 MOXET M30e-
KaTh HCOOXOIMMOCTH BEITIOJHSTH OIMACHYIO JTUATHOCTH -
YeCKYIO IPOIeAYPY OMOTICHIO JICTKUX (30I0TOM cTaHTapT
TMOOTBEPXICHUSI THUCTOJOrmIeckoro muaraoza BOBJI/
JIKT'), Kotopylo Oojiee He peKOMEHIYETCSl BBIMOJHSTh
B OonpIMHCTBE ciy4daeB [371]. B HacmegyeMBIX cirydasix
IOCTAaTOYHO WICHTU(MUKAIUYN OHMAUICIbHON MYyTaIluK
EIF2AK4 nna monrBepxaeHus mmarHo3a BOBJI/JIKT
0€e3 TMCTOJIOTMYECKOTO MoATBepXKIeHusI [28, 376]. boib-
IIMHCTBO ITAIlMeHTOB XaJIYIOTCS Ha OOBIIIKY IPpU PU3M-
YeCcKOI Harpy3Ke M YCTaJIOCTh, T.0. KIMHUYCCKHE TIPO-
aBieHUs He otimyarotcesd oT JIAT [371, 374]. TIpu ¢pusn-
KaJbHOM  OOCJIeZOBAaHMM MOXHO OOHAapPyXHUTH
M3MEHEeHME MajblieB PyK MO TUIly “OapaGaHHBIX Majlo-
YyeK” W IIOTPECKMBAIOIINE XPUITBI IPU ayCKYJBTAIIUK
JIETKMX B 0a3aJbHBIX OTAEIAX C OBYX CTOPOH, 4TO
He xapaktepHo mis JIAT [371]. B mybamKamusix KJIMHM-
YecKUX CcllydaeB ITOKa3aHo, 4To ImamueHTH ¢ BOBJI/
JIKT umeroT 6oJiee BhIpak€HHYIO TUTTOKCEMUIO U OoJiee
auskue mudps A CJI Mo cpaBHEeHUIO ¢ ApyTUMH (Pop-
mamu JIAT [92, 371]. OObsICHEHIEM 3TOMY MOXET OBITh
HaJandIue XpOHMYCCKOTO WHTEPCTUIIMAJBHOTO OTeKa
JIETKUX W TIpoJimdepalinyd KamuUISIPOB JIETKUX TUTINY-
Hoit st BOBJI/JIKT.

PeHtreHorpadusi rpyagHoOil KJIETKM MOXET BBISIBUTb
quauu Kepnau B, yBennueHue auMbaTtudeckux aumdo-
Y3JI0B CPENOCTCHUS W TepuepUIeCKyI0 MHTECPCTUII-
ATbHYI0 WHOPUIBTPANIO B JOTOJHEHNE K APYTUM IIpH-
3Hakam JII' [92, 371]. AnbrepHaTUBHBIM METOIOM SIBIISI-
ercss KT BBICOKOTO paspelmieHWsT TPYOIHONM KIIETKH.
TunMIHBIMA WU3MEHEHUSIMHM, HaBONSIIMMU Ha MBICIH
o BOBJI/JIKI, gBnsioTcst yTONIICHUE CYOIUIeBPabHBIX
CeNTaJbHBIX JUHWI, IIEHTPOJIOOYISIpPHBIC OKPYIJIBIC
W3MEHEHUS 10 TUITY “MaTOBOIO CTeKIa” U InMdameHo-
natusa cpemocrerus [92, 371]. Beuto oO0HaApyKeHO, UTO
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COYETaHMWE 3TUX TPeX TMATHOCTHMYECKMX HAXOIOK 00Ja-
ngaeT 100% crnetnduyHOCThIO 1T TOCTAHOBKM IUAarHo3a
BOBJI/JIKT y naumeHToB ¢ JIAI' 1 9yBCTBUTETEHOCTHIO
66%. Kpome TOro, X IIpUCYTCTBUE, KAK IIPEICTABIISETCS,
TECHO KOPPEIMPYEeT C PUCKOM Pa3BUTHSI OTEKa JIETKUX
npu JedyeHuu JIAI-cmeuubpuyeckumMu IperapaTaMmu.
B/I1 cumnTHUrpadus Jerknux He JaeT ITojae3Hoit nHdop-
Marum B nuddepeHnmanbHoi auarnoctuke BOBJI/JIKT
u WIAT [377].

IMockonpky BOBJI/JIKI MOTYT OBITH aCCOLIMUPOBAHBI
CO CKPHITBIMH aJIbBEOISIPHBIMU TeMOPParusiMu, OPOHX0-
CKOITHSI C BEITTOJTHEHUEM OPOHXOAIBBEOJISIPHOTO JIaBaxka
MOTYT OBITh ITOJIC3HBIMU HCCJICHOBAaHUSIMHM B IHArHO-
cThKe. B peTpocneKTMBHOM HCCIeIOBaHUM OBUIM IIpOa-
HaJU3WUPOBAaHBI PE3yIbTaTEl OpPOHXO0AJTbBEOJISIPHOTO
JTaBaxa, mpoBemeHHOro y 19 mammentoB ¢ JIAI wim
BOBJI/JIKT. ITo cpaBuenuro ¢ JIAT B 8 cirygassx BOBJI
pPeTUCTPUPOBAJIOCh 3HAYMTEIBHOEC YBEIMYCHHME 9JHMCIIaA
KJIETOK, 0oJiee BBICOKUIA IIPOILIEHT MaKpodaros, Harpy-
KEHHBIX TEMOCHICPUHOM, M CYIISCTBEHHO TOBBIIICH-
HbIt nHaekc Tonme [378].

I[emogmaamMmyeckass kaptmHa nipu BBOJIB/JIKT
naeHTNIHa TakoBoit pu MJIAT [92, 371]. BaxxHO 0T™ME-
TnTh, uTo JI3JIA mouTH Bcerna B mpepenax HOpMaTbHBIX
3HAYCHUH, T.K. TTATOJIOTUICCKIE N3MECHEHHUS ITPOMUCXOIST
B MEJKMX BEHyJaX M KaIWUIIpaXx M He 3aTparhBaioT
KpymHble jierouHble BeHsl [92, 371]. BPT moxeT ocimox-
HSIThCSI OCTPBIM OTEKOM JeTKux [92, 371].

7.6.2. JleueHne

MenukamenrtosHoe edeane BOBJI/JIKT He ompene-
neHo [92]. Hamboiee BaxKHO 3HATh, YTO Ba30AMIATATOPHI,
U B OCOOCHHOCTH BHYTPMBEHHOE BBEICHME SIIOIPOCTE-
HOJIa HEOOXOIMMO OCYIIECTBIISITh KpailHe OCTOPOXKHO
M3-3a2 BBICOKOTO PHCKa Pa3BUTHUS TSKEIOTO OTEKa JIeT-
KHX, OOYCJIOBIICHHOTO AeiicTBHeM mpemapata [92, 373].
Tem He MeHee, UMEIOTCS COOOLIEHUST 00 YCTOWYMBOM
KIMHUYICCKOM YIYUIICHUH Y OTAEJBHBIX ITAIIUEHTOB IIpU
HUCIIOIBb30BAaHNM 3TUX IiperapatoB [379]. PexkoMmenmy-
JOTCSI BBICOKHE HO3BI TUYPETUKOB, KHMCIOPOMOTEPAIIHSI
W MEUICHHOE TIOBBIIICHUE O3Bl 3moIpocTeHona [379].
IMosromy tepanuio BOBJI/JIKI ciemyeT ImpoBOIUTH
TOJBKO B IIEHTPAX C OOJIBIIIMM OITBITOM PaOOTHI C OOJIb-
HeIMU JIT 11 TaIie HThI MOJKHBI OBITH ITOJTHOCTHIO HHGOP-
MHpPOBAHBI O PUCKax. B 3Toit rpymire 00JIBHBIX paccMa-
TPHUBAJIOCHh MCCIIEAOBaHWE IIPMMCHCHUS WHTUOUTOPOB
aHTHOTeHe3a, TaKWX Kak wuHTepdepoH anbda-2a,
HO B HacTosIIIee BpeMsI He OBLIIO peKoMeHIoBaHO [379].
EmnuacrBenabiM MetomoM jedeHnst BOBJI/JIKI sBist-
eTcs TPaHCIUIAHTAIINS JICTKHUX, ¥ HET COOOIICHMIA O PeIH-
IWBe 3a0o0JieBaHMS ITOcjIe TpaHcIutaHTauwu. [lomxomsi-
mux maruentoB ¢ BOBJI/JIKT cnemyetr HampaBiasTh
B LICHTP TPaHCIJIAaHTALUU JJIS1 OLEHKHU, KaK TOJIbKO ObLIT
yCTaHOBJIEH nuarHos [379].

Pexomenmanimm 1o BeaeHmIo ItammeHTOB ¢ BOBJI/
JIKT mipuBeneHs! B Tabauie 29.

Ta6nuua 29
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Cokpawenus: JIAI — neroyHas aptepuansHas runeptensus, JIKI — neroynsiin

KanunnspHbIA remaHruomatos, JIN — neroyHas runepteaus, BOBJT — BEHOOK-
K/I03MOHHasA 60Ne3Hb Nerkux.

8. JIl BcneactBMe NaTonorum neBsbix Kamep
cepaua (rpynna 2)

JIT sBnstiercst vacteiM ocnoxkHerneM 3JIKC (JIT, acco-
muupoBanHas ¢ 3JIKC), gacTto BcTpedyaeTcss KaK CHM-
TITOM JIeXKAIIleTo B OCHOBe cocTosTHUA [4, 380] u cBsI3aHa
Cc TsKecTblo 3aboneBaHus. JII, accoumupoBaHHas
¢ 3JIKC, MOXeT OCIIOXHSTD JTIOOYIO ITaTOJIOTHIO JIEBBIX
KaMep cepima, TaKylo KaK OOJie3HM KJIallaHOB cepilla
¥ BpOXICHHBIC ITOpOKHW. TeM He McHee, OHa Hamboiee
yacTo m3ydanach y nauueHToB ¢ CH ¢ coxpaHeHHO Win
cumxennoir @B [4, 380]. IMogsnenne JII, accoumupo-
BaHHoI ¢ 3JIKC, mpuBoauT K 60JIee TSKEJION CUMIITOMA-
THKE, XyOIIel TOJEPAaHTHOCTH K (DM3MIECKOM Harpy3Ke
M OKa3bIBaeT HeTaTMBHOe BIMsHMEe Ha wmcxon [4, 380,
381]. INo cpaBHeHmIo ¢ JIAT maumenTs ¢ JIT, acconmmpo-
BanHo# ¢ 3JIKC, (ocobenno B cmydae ¢ CHc®B JIK)
YacTo cTapliie, XXeHCKOTO T10j1a, ¢ 00jiee YacTol pacIpo-
CTPAaHEHHOCTBIO COITYTCTBYIOIINX CEPACIHO-COCYIUCTHIX
3aboneBaHmit [382] 1 GONBIIMHCTBO, €CJIN HE BCE, UMEIOT
MPU3HAKN MeTaboIMYecKoro cuHapoma [383].

Wctunnas pacnpocrpaHeHHOCTh JII, acconumpoBaH-
Hoit ¢ 3JIKC mpu CH, ocTaercst HEU3BECTHOM, TIPEUMY-
IIECTBEHHO MOTOMY 4TO ompexaeneHue JII' B armmmemmo-
JIOTHIECKUX MCCICIOBAHUSIX OBUIO OCHOBAHO HA JaHHBIX
OxoKTI'-uccrenoBaHusa ¢ MCIOIb30BAaHUEM Pa3TMIHBIX
TIOPOTOBLIX 3HaUeHMIi [4, 384]. Pe3ynbTaThl MTHBA3UBHOTO
WCCIIeIOBaHUS TeMOOWHAMUKM OIMCAaHBI B OTpaHWYCH-
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HOM 4YHCJIe ONHOLICHTPOBBIX myonukanuii [4]. I[lpu
PeTPOCIIEKTUBHOM aHAaJIN3¢, BBIIIOJHEHHOM KPYITHBEIM
nentpom JIT, 3JIKC 6butn maeHTUGUIIMPOBAHEI B Kade-
ctBe nipuuuHbl JII''y 36% Bcex MalueHTOB, HAIlpaBJIeH-
HBIX Ha 00CjIeIOBaHME, U3 KOTOPBIX 55% wmmenn “mac-
cuBnyto” JII, xapakrtepmayromrytocst TIII <12 MM pT.CT.
[151, 385].

JIT pasBuBaetcsa npu 3JIKC B 0oTBeT Ha ITaCCUBHYIO
o0paTHyIO Tepenadyy NOaBJeHUs HAIOJHEHUs, TJIaBHbIM
o0Opa3oMm 3a cueT guactoimyeckoin muchyHkuuum JIK,
YCWJIEHHOW MUTPAJbHOM PpErypruTalveil, BBI3BAHHOW
¢du3nYecKo Harpy3koi 1 norepeit komruiaeHTHOCTH JITT
[4]. ¥V HeKOTOpBIX OOJNBHBIX 3TH YKWCTO MEXaHWYECKUe
KOMITOHEHTHI BEHO3HOTO 3aCTOSI MOTYT BEI3BaTh 3((EKT
HaJlOXXEeHUS, C TPUCOEAUHEHUEM Ba30KOHCTPUKIIUU
JICTOYHBIX COCYIOB, CHIDKCHHMEM OMOomocTyITHOCTH OA,
TOBBILLIEHUS SKCIIPECCUU SHAOTEINHA, 1ECEHCUTU3ALAN
K Ba30aMIaTalliK, 00yCIOBICHHON NeCTBUEM HATPUIAY-
pPETUYECKOTO TEINTHIA, M PEMOICITUPOBAHUS COCYIOB [4,
380, 386]. BTO MPUBOIUT K AaTbHEUIIIEMY YBETMUCHUIO
J3JIA 1 MOXeT IPUBECTH K 3a00JIEBAHUIO COCYIOB JICT-
Kux, yBeauueHuto noctHarpysku I12K u T12K Hemocra-
TOYHOCTH [4].

Hedmaumus JII' 1 paznmnmane MeXIy Ipe- W IOCTKa-
mwusipHoir JIIT ocHOBaHBEI Ha OIIpeNEICHHOM YPOBHE
nmaBieHUs. D10 00BsicHseT, mouemy TIII, T.e. pasHuma
Mexnay cpexauM JIJIA m JI3JIA. ObUT MCIIONB30BaH [IJIST
pasrpaamdyeHns “maccuHoi” JII' (TIII <12 MM pT.CT.)
ot “aktuBHoi” JII' (TIIT" >12 MM pr.cT.) [151]. OmHaKO
9TO OIpeAeiCcHNE W COITYTCTBYIOIIAS TEPMUHOJIOTHS
OBUIM HEYHOBJICTBOPUTEIBHBIMU IO TaKOW CTEIICHU, UTO
ISl XapaKTepUCTUKU TeMOAMHAMUKUA HEKOTOPBIX Mallu-
€HTOB C BBIPaXXCHHBIMH M3MCHCHUSIMH B MajloM KpyTe
KPOBOOOpPAIIIEHUSI YaCTO MCITOIB30BAJICS TEPMHUH “IIHC-
nponopunoHanbHas” JIT, acconmumpoBannas ¢ 3JIKC [4,
151]. B wmpeame “mucrporropiIMOHaIBLHOCTD” JOJKHA
OIpEeACNISITHECA TeMOIMHAMUICCKIM ITapaMeTpOM, KOTO-
phrii Oymet (1) MapkepoM 3abojeBaHus, (2) McHee 3aBU-
cuMbIM oT m3MeHeHU JI3JIA 1 ymapHoro oobema u (3)
VUUTBIBATh ITYJIBCUPYIOIIYIO IIPUPOIY JISTOYHOTO KPOBO-
Toka [4, 81]. 3nauenne TIII' 3aBUCUT OT Bcex MmapamMe-
TpoB cpeaHero JIJIA, BKiiouasi KpOBOTOK, PE3UCTEHT-
HOCTh M JaBJICHNE HAIIOJIHCHMS JICBBIX KaMep cepaua [4,
81, 82]. Hammpotus, mnacrommueckoe JAJIA mpu cpaBHe-
Hum ¢ CIJIA n cpenaum JIA meHee 3aBucumo ot JI3JTA
pu 11000M 3HAaYeHUM ygapHoro oobema [4, 81]. Ckia-
nmpiBaetcss MHeHme, uro I (ompenensieMblii Kak maua-
crommaeckoe IJIA-IA3JIA) mydine Bcero MOOXOMTUT IJIST
XapaKTepHUCTUKHN 3a00JIeBaHUS COCYIOB JeTKuX [4, 81].
V 3p0poBbix MHAMBUAYYMOB 3HaueHue HIIIT HaxoguTcs
B Impenmesiax 1-3 MM PT.CT. M Y HAIIMEHTOB, KOTOPBIM IIPO-
BOIUTCSI MCCJIEIOBAaHIE 110 TIOBOMY 3a00JIcBaHUsI Cepalla
(kpoMe 1yHTOB), HIII' ocTaeTcss <5 MM PT.CT. B 0OJIb-
IIUHCTBE ciaydaes [4, 81, 387].

HenaBHo OBIIM OMyOJMKOBAHBI Pe3yIbTaThl UCCIIC-
noBaHuit, nocBsieHHbIX poau QI u TIIT B nporHo-

3upoBaHNU McxomoB y mauueHnToB ¢ CH [83, 385, 388].
[To maHHBIM ODHOIIEHTPOBOTO HCCIACAOBAHUS, BKIIIO-
yapmero 3107 maumentos, AIIT >7 MM pT.cT. OBLI
acCCOLIMMPOBAaH ¢ 0Oojiee XYOIIMM HPOTHO30M B IIOXI-
rpymiie 00JbHBIX ¢ moBbIIeHHBIM TIII >12 MM pT.CcT.
[385]. B mpyroMm wucciaeaoBaHuM, BKIo4YaBlieM 463
nauveHta ¢ @B JIXK <40%, puck cMepTu ObLI BBILIE
y nauueHToB ¢ JIT, korna onpenenenue JII' ocHOBbIBA-
nmock Ha JICC (p<0,01), ¢ ©oyee BBEICOKOI JIETaJIbHO-
cThio y 60bHBIX ¢ JICC >3 en. Byn [387]. Tem He MeHee,
ucxon He otrauyancst, Obi1 au TIII meHbiie uiun
6onpmie, yeM 12 MM prt.cT. [83], mpeamonarast, 4To
TMOCJETHUIN MOXET OBITh MeHee MMCKPUMWHAHTHBIM
yeM JICC nipu vHanmuuu JII. MHTEepecHO, YTO aBTOPBI
COOOIIMIN, YTO MOAATIAUBOCTH JIA Oblj1a HE3aBUCUMBIM
MapKepoM IIpoTHO3a. [pyrme McclemoBaTeNIM TaK Xe
TMOATBEPINIIN 3TO HAOIIOACHNE, TIpeaIIoIaras HaJlmare
HapyweHus nogamiuBoctu JIA mpu CH [389] maxe
npu orcyrcteum JII' [390]. Cpenu 25450 mammeHTOB,
TepeHecInX TpaHcIulaHTamuoo cepana B CIHIA, y 22,
6% 6oabubix TIII npesbiiran 12 mm pr.ct. [83]. B aT0it
KOHKPETHOM CHUTyalluM He OBUIO OOHApYXKEHO, UYTO
JAIIT nmen nmpenckasaTeJabHOE 3HAaUEHUE HEOIaromnpu-
SITHOTO MICXOIIa Ha IIpH JIIOOOM YPOBHE MCCIICIOBAHMS.
Hpyroe HemaBHee MCCIEIOBAHNE ITOKA3aJI0 OTCYTCTBHUE
nporHoctudeckoro 3HadeHus JI1I, gaxe ecau Bo3HU-
KaJIN CYIIEeCTBEHHBIC METONOJIOTMICCKIE OTPaHNICHUS
[391]. HecMoTpst HA OrpaHMYMBAIOIINKA TTPOCIICKTUB-
HBIU XapaKTep 3THX MCCICIOBaHWI, OHM HE MalOT JeT-
KOT0 OTBeTa Ha BOIPOC, KaKO¥ ITOKa3aTeb SBISCTCS
JIY9IIAM B TIPOTHO3MPOBAHWU HCXOHA y ITAllMCHTOB
¢ JIT, acconnupoBanHoii ¢ 3JIKC. Takum obpasom, ais
obecTeuyeHNST COTJIACOBAHHOCTH C OOIIMM OIIpenesie-
aueM JIT, pekoMeHIyeTCsT NCIIOIb30BaTh KOMOMHAIINIO
nokasateneit AT u JICC, 4yToOBI OXapaKTepu30BaTh
pasmuuHble TUITH JIT, accoumnpoBanHoii ¢ 3JIKC, T.e.
M30JIMPOBAaHHYIO TTocTKammusipHyo JII' m mpexkamnm-
nsgpaymo JII (tabi. 3).

8.1. marHocTuka

ITpu 3JIKC u ocobenno mpu JIZK CH JII' MmoxHO
JIETKO 3aIl0J03PUTh, WCIIOJB3ys ITOIIATOBBIN ITOIXOII,
COBMeEINasT KIMHUYECKYI0 KapTHUHY, CIeInOUIeCKIe
OxoKTI'-mpu3HakM M Opyrme MeTombl, Takme Kak DKI
¥ BU3YATU3UPYIOIINe METOOUKN. XOTS HA OOUH TTOKa3a-
Tenb He MoxeT nuddepeHnuponats JII, accormmmpopaH-
ayto ¢ 3JIKC, ot npexanuuisipHoii JII, Hammane MHOTO-
YHUCIICHHBIX (DaKTOPOB pHUCKa M pe3yIbTaThl 00CIea0Ba-
HUAS JOOJDKHBI  BBI3BaTh momo3peHme Ha  JIT,
accomuupoBanHyto ¢ 3JIKC (tabm. 30). Crexyet mpeario-
Jarath JIT, korga maiyeHThl o0pallalTcs ¢ HEOObSICHU -
MBIMHA CHMIITOMaM#, IIpHM3HAKaMU HEIOCTaTOYHOCTHU
TPaBbIX KaMEP CepAlla U COMYTCTBYIOIIMMU 3a00JIeBAHU -
SIMM, CBsI3aHHBIMU ¢ JII, TaKuMM KaK CHHIPOM COHHOTO
amHo3, XOBJI, TOJIA B aHaMHe3e 1 (pakTopaMu pHcKa
pasputus JIAT.
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KNNMHWYECKME PEKOMEHZALNN

CoOOTBeTCTBYIOIIAST POJIb BOMHOM HATPY3KH U IIPOOBI
¢ ¢m3ndecKoi Harpy3kou st BeisiBieHus JII, accorm-
npoBanHoii ¢ 3JIKC, y manuenToB ¢ COBJIK B HacTOs-
Imee BpeMs HE CTaHZApPTU30BaHBI, OTCYTCTBYIOT HOP-
MaJIbHBIC 3HAYCHMS IIOKa3aTejieli, YTO HE TO3BOJISICT
C03IaTh YeTKIe peKOMEHIAINH I Bpadeit. Kpome Toro,
BBICKA3aHO MPEAIOJOXEHUE, YTO y mamueHToB ¢ JIAT
MOXET OBITh aHOMaJbHOE IOBHIIIeHHEe ypoBHSI I3JIA
B OTBET Ha BOJIHYIO HArpy3Kky [77].

IMokazaaus mig BemoaHeHnss KITKC y manmueHTOB
¢ JIT, accommmposannoii ¢ 3JICK, xoTtopyroo ciemyer
BBITIOJIHATH MPEUMYIIECTBCHHO IIJIAHOBO M B CTaOWIIb-
HOM COCTOSIHMY TTallieHTa, IIpUBeICHHI B Ta0uie 10.

8.2. JleyeHune

OcHoBHas 1enb Teparmuu JII, accoummpoBaHHOM
¢ 3JIKC, momkHO OBITH YIyYIIIEHWE OOINETO BEACHMS
OCHOBHOTO 3a00JIeBaHUS IO PaCCMOTPECHUSI KOHKPETHBIX
mep mas aedyenus JII. Takoit momxon BKJIIOYaeT B ceOs
KOPPEKIUIO KIIAITAaHHBIX ITIOPOKOB IIPY HAJTMYNM ITOKa3a-
HUI 1 arpeccuBHYI0 Tepanuio CH co cHikeHneM cucTo-
mmaeckoit dpyakum JIK [4, 392]. HekoTopsiM malmeH-
TaM MOTYT IIPMHECTH IT0JIb3Y HeCIemn(pIecKre Ba30au-
JIaTaTophl, TaKMe KaK HUTPATHl W THUIOPAIa3dH, XOTSI
KOJIMIECTBO JOKA3aTeILCTB, ITOATBEPKAAIOIINX 3Ty CTpa-
Teruto, orpanmaeHo [4, 392]. IIpm Tsxenoit CH pemraro-
IIee 3HaAYCHNE MMeeT KOHTPOJIb BOJIIOMIYECKOTO COCTOSI-
HHUS, 9YTO MOXET IOTpeOOBaTh WMHBA3MBHOTO MOHUTO-
punra [4, 393]. Kpome Toro, ObUIO MOKa3aHO, YTO
AMITIAHTAIUs YCTPOMCTBA IJISI MEXaHMIEeCKOM Iommep-
xku JIZK npuBoaAMT K CHUXXEHUIO NaBjieHus B JIA myTtem
pasrpy3ku JIK 6e3 yBenuueHUs1 pucKa MOCTUMILIAHTA-
uroHHo# HemoctatouHocT 12K [4, 393, 395]. Cnenyet
KOHTPOJIMPOBaTh (DaKTOPHI PUCKA CEPACIHO-COCYINCTHIX
3a00J1eBaHUI M TIPU3HAKK META0OJIMIECKOIO CHHIpPOMA
[4, 392]. HeobxonmMo TMarHOCTUPOBATH U JICUUTH COITYT-
cTByIONINE 3a00JeBanus, Bemymue K JII, Bkmogas XOBJI,
CUHIPOM COHHOro armHo3 1 TOJIA. B otimune ot 31010,
HEeT HUKAKWX yOeOWTEIbHBIX NTOKa3aHHBIX PEKOMEHIA-
it mrs stedyenns CHce®B JIXK [392].

OcHoBaHueM 1151 ucrnoyib3oBanus JIAI-cnenmduue-
ckoit teparun npu JII, accommmpoBannoil ¢ 3JIKC,
OBLIO TTOAIEPKAHO OCTPHIMHU M KPATKOCPOIHBEIMHU HCCIIE-
IOBAaHUSIMHM C TIpUMEHEHHWEM IIpOCTaHOWIOB, BPD
n UDJ1D-5. BoabIIMHCTBO 3TUX MCCIIEIOBAHWI TTOCIIE-
JIOBATEJIEHO COOOIIMIN 00 YIYUIIICHUN TeMOIMHAMUKH,
¢um3mIecKoil paboTOCITOCOOHOCTH M CUMITTOMOB [4, 396].
OmHako 3TH WCCIIeI0BaHUS HECYT 3HAYUTEJIbHBIC METO-
IOJIOTUYECKHE OTpaHMICHUS (MaJIBIi pa3Mep BEIOOPKH,
eOMHCTBCHHBIN IEHTP, HESICHBIC TaHHBIC O TU3aifHE MU
OTCYTCTBHE TIpolliecca paHIOMHU3AINH), KOTOPHIE
He 00eCcIednBaioT JOCTATOYHO J0KA3aTeIbCTB, TIOATBEP-
KIAIOIINX UCIIOJIb30BaHNE 3TUX MpeTrapaToB B KIIMHIYC-
ckoe mpakTuke [4]. Kpome TOro, HeT DOKa3aTelIbCTB
TOTO, YTO OCTPEIC M3MEHEHMS B MaJIOM Kpyre KpoBooOpa-
IIECHUS MOTYT UMETh 3HAUCHHE B CEPACUYHO-COCYIUCTOM

Ta6nuua 30
Mpumepbl 0CHOBHbIX paKTOPOB,
nossongowmx npegnonaratb JIM 2 rpynnbi

Knuunyeckas npesentauus dxokapauorpacus Apyrue npusHakn

BospacTt >65 net CTpyKTYypHble n3meHenus 9K
JIEBbIX Kamep cepaua « K w/wan TN
+ 3abonesaHue knanaHos  * ®I1/TM
JIEBbIX Kamep cepaua - BJIHAI
+ YBenuyenue JIM + Hannune
(>4,2 cm) 3y6uoB Q
« ®notaums MMM Bnpaso
+ Oncdynkums JIX
+ KoHueHTpuryeckas
runeptpodus JIK n/
UV yBENMYEHNe Macchl
Mmuokapza JIK
Cvimntomel JIX cepaeyHon Mokasatenn [pyrvie naxHble
HEe[0CTaTOYHOCTH [fonnneporpapuyeckoro  BU3yanusupyloLLmx
1ccnepoBaHns MeToAuK
MOBbILLEHbI: nccnenoBaHust
* YBenunyexvie * JlnHum Kepnn B
COOTHoLLeHus E/e’ + Boinot

+ >2-3 TMn HapyLweHus
TPaHCMUTPaLHOTO
KpOBOTOKA

B NJeBPanbHON
nonocTu

+ OTek nerkmx

+ YBenuyenue JIA

MpusHaku metTabonnyeckoro
cUHApoMa

OTtcyTtcTBre

+ OucoyHkumm MK

+ CpesHecuCToNN4eckoro
NPUKPbITVS KPOBOTOKA
BJIA

+ BbinoTa B n0f0CTh
nepukapaa

AHamHe3 3abonesaHus

cepaua (B NPOLLIOM mnn

HacToALLEM)

MNepcuctupyiowas

Gubpunnauma npeacepamin

Cokpatuenus: TN — TpeneTtaHue npeacepauvii, I — dubpunnaums npeacepanii,
OKI" — anekTpokapauorpamma, MMM — mexnpencepaHas neperopogka, JIN —
nesoe npeacepauve, MM — runeptpodus JMN/aunataums, BJIHMNT — 6nokapa
NeBoii HOXKKM nyyka Mmca, JIM — neroyHas runepteHans, JIK — nesbiit kenyaoyek,
[TK — runeptpodus JIXK, JIA — neroyHas aptepms, MK — npasbiii xenyao4ex.

XUPYPTUH, TaKOW KaK TpaHCIUIAHTAIIAS Cepalia W/WIn
WMITIAHTAIIAS YCTPOUMCTBA IJIT MEXaHMIECKOU ITOmmep-
xku JIXK [4, 380].

B HemaBHeM MHOTOIIEHTPOBOM, IIIalle00-KOHTPOJIM-
pyemom ucciegoBanuu [397] 201 maument ¢ JII' Beaen-
crBue cuctoamdeckoit CH ObT paHIOMHU3WPOBAH
B YETHIpPE TPYIIILI IUIST CPAaBHEHUS TPeX O3 PUOIIMTYyaTa
(0,5, 1 u 2 Mr T.p.A.) ¢ mwiane6o B TeueHue 16 Heaeb.
Hukakoro BIMSIHMS Ha TIEPBUYHYIO KOHEUYHYIO TOUKY
(n3menenue cpeaHero JJIA uepes 16 Henenb) He HaOJIO-
JAJ0Ch IpU MPUMEHEHMHM JI000i [03bl pUOCUTyaTa
110 cpaBHEHMIO ¢ Turanebo [397].

B HacTos11I6e BpeMsI TIPOBOISITCSI ABA MHOTOIICHTPO-
BBbIe KIIMHUYECKNE NCIBITAaHMS Y ImarneHToB ¢ JII, acco-
muupoBaHHoit ¢ 3JIKC, ¢ mpuMeHeHueM cuineHadumia
(SilHF (NCT01616381)) u manutentana (Menogus-1
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Ta6nuua 31
BepeHue nauymeHToB ¢ JIl
npu 3aboneBaHUsaX NIeBbIX Kamep cepaua

YpoeeHs®  Ccbinku’
B 396

Knacc®
|

PekomeHpauum

OnTMMU3aLMS NeYEHUs1 OCHOBHOTO
3aboneBaHns PeKOMEHAYETCS Nepes,
NpUHATUEM peLLeHus 06 06cnefoBaHUM
JIT, accoumnmposanHoii ¢ 3JIKC (T.e.
NeyveHne CTPYKTYPHOW NaTonornm cepaua)
PekomeHayeTcs BbISIBNATL Apyrue 396
npuymbbl JII (1.€. XOBJ1, cuHapom

COHHOro anHoa, TAJTA, XTAJT) n neumnTsb nx
COOTBETCTBYIOLLMM 06Pa30M [0 NPUHATMA
peweHus 06 o6cnenosaHum I,
o6ycnosneHHolt 3/TIKC

MHBa3nBeHOe nccneposanue npu JIr
PeKoMeHyeTCst NPOBOAUTL Ha oHe
KOPPEKTUPOBAHHOMO BOIOMUYECKOrO
cTaryca

MaumenTos ¢ JII, accoummpoBaHHoOn lla
¢ 3JIKC, v BbipaxeHHbIM NpekanunspHbIM
KOMMOHEHTOM, Ha YTO YKa3biBaeT BbICOKWIA

ANT n/vnu Beicokoe JICC, cnenyet

HanpaBnATb B 9KCNEPTHbIV LeHTp JIT ana
BbINOSIHEHNS NMOHOMO AVArHOCTUYECKOTO
06cnefoBaHNs v NPUHATUS

VHAMBUAYaNbHOW ne4yebHol cTpaTernm

BaxHocTb 1 ponb BazopeaktueHoro Tecta Il 396
y naumneHTos ¢ JII", accounmpoBaHHOiA

¢ 3JIKC, He onpepneneHa, 3a UCKIIOYEHNEM
60MbHbIX, ABASIIOWMXCS KaHAaaTaMm

Ha TpaHcnnaHTaumio cepaua u/unm
VMMNIAHTaLMIO MEXaHNYeCKOoro yCTPoMNCTBa
ona noaaepxkmn JIK

Vicnonb3osanue JIAT-on06perHoii Tepanumn I 396
y nauveHToB ¢ JIIN, accoummpoBaHHO

¢ 3JIKC, He pekomeHayeTcs
<« b
MpumeyvaHue: * — knace pekoMeHaauUunin, - — ypoBeHb A0Ka3aTeNbHOCTH, ° — cebin-
Ky, nogaepxuvsearoLlne yposeHb 00Ka3aTelbHOCTU.

Cokpauwenus: XOBJT — xpoHuyeckasi 06CTpykT1BHas 60ne3Hb nerkux, XTI —
XpOoHUYeckasi TpoM6oambonnyeckas neroyHas runeptenaus, A0 — guactonm-
yeckuii rpanuneHT pasnenus, 3JIKC — 3abonesaHvie nesbix kamep cepaua, DK —
neBblli xenyaoyek, TAJIA — Tpomb6oambonus B neroyHyio aptepwio, JIT — neroyHas
runeptexaus, JICC — neroyHoe cocyamcToe CONpOTUBIEHNME.

(NCT02070991)), mpuyemM TOCIETHUIN SBISIETCS] €MUH-
CTBEHHBIM WCCJICIOBAaHHMEM, TPEOYIOIINM BBITIOJTHCHMST
KIIKC.

ITosToMy HET HUKAKMX HOBBHIX J0Ka3aTeJIbCTB, ITOMI-
TBEpXKAAloluX Ucrojib3oBanue JIAI Tepanuu y mauueH-
toB ¢ JII, accoumupoBannoii ¢ 3JIKC, yactmaHo u3-3a
OTCYTCTBUSl  MCCJIEAOBaHUM, CTpaTUDULUUPYIOLINX
WMCHHO TanmeHToB, nMetomux JII' u/munm ¢ opueHTa-
el Ha KOHKPETHO 3TO COCTOsSIHME. Takme mcciemoBa-
HUS HEOOXOOVMBI TSI pellleHUs JaHHOK 00JIacTh Hey-
JTIOBJICTBOPCHHBIX MEANIIMHCKHX ITOTPEOHOCTEM, 1 TTaIl-
€HTOB ¢ KOMOMHUPOBAHHOM IIpe- M IMOCTKAIMMLISIPHON
JII' cinemgyeT BKIOYATh B KIMHWYECKWE WCIBITAHUS.
Pexomenpganuu 1o BeaeHuio mauueHToB ¢ JII, accoum-
nposaHHoi1 ¢ 3JIKC, mpuBeneHs! B Tabmuie 31.

Ta6bnuua 32
femoguHamuyeckas knaccudpukaumsa JIr
BCneacTeue 3aboneeaHus nerkux [9]

TepmuHonorus FemoanHamuka (kaTetepusauus
npaebiX Kamep cepaua)

XOBJI/UND/KNPS 6e3 JTT Cpennee [J1A <25 MM pT.CT.

XOBJI/UND/KNDS ¢ T CpepHee OJ1A >25 MM pT.CT.

XOBJI/UND/KNPS ¢ tskenoit I CpepHee AJ1A >35 M pT.CT., Mam

cpepHee 1A >25 MM PT.CT. NpY HanM4YMm
HU3KOro CEpAEYHOro Bbibpoca

(CW <2,5 5n1/MUH, He 06BACHUMOro
LpYrMy NprdMHamm)

Cokpatyenus: C/ — cepaeyHbiii nhpekc, XOBJ1 — xpoHuyeckasi 06CTpyKTUBHAS
60ne3Hb nerkux, KJIP3 — KoMOMHMPOBAHHLIN NeroyHsblin Grubpos n amdrsema,
WN®d — nanonatuyeckunii neroyHblii drnbpos, IJIA — nasneHue B 1eroyHomn apTe-
pun, cpenHee AJIA — cpenHee HaBneHve B neroyHon aptepuu, JIN — neroyHas
runepTeHsus.

9. JIl BCnepcTBME NaTonorum nerkux u/unm
runokcum (rpynna 3)

[TaTonorust, maToprU3NOIOTHS M SIMTUACMUOIOT ST 3TUX
cocTostHMIT obcyxmamnch paHee (Pazmen 4). Hambormee
pacIpocTpaHeHHBIMU 3a00JICBAHUSMU JICTKUX, aCCOLIM-
upoBaHHbIMH ¢ JIT aBisiorcs XOBJI, nHTepcTULIMATLHAS
00JIC3HB JIETKMX M KOMOMHUPOBAHHBIC JICTOYHBIN (hrOpo3
u sMmpuzeMa. Penkue 3abosieBaHUS, TaKuMe KakK KIIETKU
rpaHyieMmaro3 JlaHTrepraHca WIM CapKOWMIO3 IIPEICTaB-
smeHsl B Web Tabymmue VIII. Tlpu mo6om 3aboneBaHUN
smerkux, passuthe JIIT compoBoxXmaeTcs yXyOIIeHUEM
TMePeHOCUMOCTH (PM3MIECKOI Harpy3Ku, HapacTaHHEM
TUTIOKCEMUM W CHIDKEHMEM BbDKMBaeMocTH [398-400].
Tsxects JII, kak mpaBwio, cjiabo CBsSI3aHA C TSKECThIO
ocHOBHOM maToyioruu jerkux [401, 402]. Haubonee pac-
TpocTpaHeHHBIe MapKephl JII' SBISIOTCS HEpOITOPIIO-
HanbHO HU3Kag JACJI 1 Hu3Koe naBieHne CO2 [401, 402].

Iemognnamuyeckass xnaccudukauus JII, accomm-
MPOBAHHOM ¢ 3a00JICBAHMSMU JICTKHX, IIPUBEICHA B Ta0-
qmae 32 [20]. B cmygae Tsokenoit JII, apyrre Bo3MOXHBIC
npuunHbl, Takne Kak 3JIKC mm XTOJIT 1oKHBI OBITH
WCKITFOUCHBI. ¥ HEKOTOPBIX OOJIBHEBIX C MATOJIOTHCH JIeT-
kux u JII, ocOOEHHO y MAllMEHTOB C JIETKOU (hopMOK
3a00s1eBaHUs JIeTKMX, HO TspKesoid JII, TpynHO ompene-
JnTh, SBagercsa mm JII' pe3yasraToM ITaTONOTUM JICTKHX
WIW MALMEeHT CTpaJaeT OT ABYX 3aboyieBaHuii, T.e. JIAT
W XPOHUYECKOTO 3a00JIeBaHUS JICTKUX. DTH ITaIlMCHTHI
IIOJKHBI OBITH HaTlpaBlieHHI B JI-11eHTp, THe ecTh TaKXKe
OITBIT PaOOTHI B 00IACTH ITyJTEMOHOJIOT .

9.1. marHocTuka

Kmanyeckue cuMnToMsl v (pU3MKaIbHbIC pU3HaKy JIT
OBIBACT TPYIHO BBISIBUTH Y IMAIIMECHTOB C PECIIMPATOPHBIMUI
paccTpoiictBamu. Kpome Toro, y ImalmeHTOB ¢ MaToJIOTHeH
JICTKMX, TIepreprIecKre OTCKH He 00s13aTeTbHO YKa3hIBAIOT
Ha HemocTatouHocTh [12K, 3T0 Takske MOXET OBITh pe3yIIbTa-
TOM BO3ICUCTBHUS TMIIOKCEMUN W TUTICPKAITHUM Ha CUCTEMY
pPEeHNH-aHTHOTeH3NH-ambaocTepoH. ComnyrerByromue 3J1IKC,
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KOTOPEHIC YaCTO BCTPEUAIOTCS Y OOBHBIX C XPOHUICCKIMU
3200JIeBAaHUSIMI OPTaHOB ABIXaHMSI, MOTYT TaKKe CII0C00-
crBoBarth pasputuio JII. Kak mpaBuio, mauueHThl C CUM-
IITOMaMHM, KOTOPBIC SIBIISTIOTCS OoJiee Cepbe3HBIMU, UeM
OXMIaJoch HAa OCHOBaHMH pe3yiasraToB MMDJI, momkHEBI
B JaJIbHEMNIEM 00Caea0BaTbCsI, B OCOOEHHOCTHM C MO-
moubio OxoKI mis noucka 3JIKC v JIT.

Ox0KI' ocraercst Hanboaee MHUPOKO HMCITOIb3YEMBIM
HEMHBA3MBHBIM NHMATHOCTUICCKUM WHCTPYMEHTOM [IJIST
onenku JIT. [Tokazanus k OxoKI y 601bHBIX ¢ 3a00€eBa-
HUSIMH JICTKMX BKJIIOYAIOT KIMHUYECKOE ITOHO3PCHUE
sHaunteabHoi JII' mm comyrerBytomero 3JIKC. Cie-
IIyeT, OMHAKO, OTMETUTD, UTO TOIYHOCTh DX0KI y matmeH-
TOB C JAJICKO 3allleAIINMU CTaTUsIMU 3a00JIeBaHMIT opra-
HOB JbIXaHWs sBasieTcss Hu3Kkoi [403-405]. IMamueHTH
¢ xkimmHndecknumu uian DxoKI'-npusnakamu Tsexenoit JIT
u/mnn  Tsokenoit muchyHkumm [12K momKHBI  OBITH
HanpasieHsl B JII ieHTp.

Tounslit fuarno3 JII' ocHOBaH HAa U3MEPEHUSIX, MOy~
yeHHBIX BO BpeMst KITKC. [ToTeHIMaabHBIMY ITOKAa3aHM -
avu g KITKC npu Tsokenbix 3a00JIeBaHUSX JIETKUX
SBsIIOTCA: (1) yTouHeHUe auarHosa wiuv uckiaouenue JII
y KaHAWAATOB Ha XMPYPTUUIECKOe JIeUeHNe (TpaHCILIaH-
Taluio, YMEHBIIICHUEe 00beMa JICTKMX), (2) IOmo3peHue
Ha JIAT o XTOJIT, (3) amm3onsr [12K HemocTaTouHOCTH
u (4) comauTenbHBIe DX0KI -gaHHBIE B CIyYasx ¢ BHICO-
KHAM YPOBHEM ITOHO3PCHMSI M BO3MOXKHBIMM TEPaIlCBTH-
YECKUMU TTOCIICICTBUSIMMU.

9.2. JleyeHune

B Hacrosimee Bpemst criemmduyecKkasl TepaIms it
JIT, accoumupoBaHHOM ¢ 3a00JIeBaHUSIMU JIETKUX, OTCYT-
ctByeT. [loka3zaHo, 9TO JOJNTOCPOYHOE IIPHMMEHEHHUE O2
YacTMYHO cHIKaet mporpeccuposanue JII' mpu XOBJI.
Tem He meHee, [JIA penko Bo3BpaiaeTcs K HOpMallb-
HBIM 3HAYCHUSIM, a CTPYKTYPHBIC aHOMAJINU JICTOYHBIX
COCYIOB YCTOMYMBO coxpaHsiorcs [169]. Ilpu neueHun
WHTEePCTUIINAIBHEIX 3a00JICBAHUSIX JIETKUX BIUSHUC
ITTATEIIFHOMN O2 Tepanmnuu Ha IporpeccupoBanue JII'
MeHee oIpeneiieHo. Tepamust ¢ ITOMOINBIO OOBIYHBIX
BasommIaTatopoB, Takux kKak BKK He pekoMmenmyercs,
TaK KaK OHU MOTYT HapyIIUTh Ta3000MEH B CBS3H C MHTH -
OMpOBaHMEM TUIIOKCMICCKON JICTOYHOM Ba30KOHCTPHK-
mmu [406-408], n n3-3a ux HegOCTaTOYHOU 3P PEKTUBHO-
CTH TI0CJIE UTATEIBbHOTO IipuMeHenust [409, 410].

ITy6nukauuii, MOCBSILEHHBIX OMBITY PAOOTHI C lieJjie-
Boit JIAI Tepamnueii He XBaTaeT, U 10 CUX ITOP HE CYIIECT-
BYeT HMKaKUX J0Ka3aTeJIbCTB, ITOJIYICHHBIX B Pe3yJIbTaTe
nposeneHust PKU, uro npumenenue JIAI' mpenapatoB
MIpUBEIET K VIYYIMICHWIO CUMIITOMOB WM WCXOIOB
y OOJIBHBIX ¢ 3a001eBaHUAMM JeTKuX [411-416].

Takum 00pa3oM, MalMEHTHI C 3a00JIeBaHUEM JIETKUX
u JIT, B cCOCTOSTHUM THITOKCEMUH JTOJKHEI TTOTYJIaTh TOJI-
TOCPOYHYIO TEPAITHIO 02, c ajanTtanyeit obImMx peKOMeH-
nmaruii 1o BegeHuio nauuneHToB ¢ XOBJI. JleyeHue ocHOB-
HOTO 3a00JIeBaHUS JIETKNX TOJDKHO OBITH ONTUMM3UPO-

Ta6nuuya 33
PekoMeHaauum rno BeAeHUIO NaLUeHToB
c JIl BcnepcTBue 3abonesaHunii nerkux

Ccbinku®
403, 405

Knacc® YposeHb’
| C

PekomeHpauum

Oxokapanorpadus pekomerayercs

N9 HEMHBA3VIBHOW AMArHOCTUKM

npw nopo3peHun JIIN y naumeHTos

¢ 3a60/1€BaHNEM NETKNX

MauneHToB ¢ axokapaorpaduieckmm

npuaHakamu Tsxenon JII u/unn taxenon
d

X ancdyHkumn pekomengyerca

HanpaBnsATb B 3KCNEPTHbIN LEHTP

OnTumManbHoe NeYeHne OCHOBHOMO 169
3a60n1eBaHUS NErkux, BKIYAS AJIMTENbHYIO

Tepanuio O, y NaLUMEHTOB C XPOHMYECKON

rnoKcemmei pekoMeHayeTcs y nauneHToB

¢ JIM Bcneactave 3a60neBaHUin NIETKUX

MaumneHToB ¢ NpuaHakamu Taxenoi JIr/ lla
Tspkenoin MXX HepocTaTouHOCTH cnegyeT
HanpaensTh B LeHTp JIT ans nopbopa
VHOMBUAYaNbHO Tepaninm

KMKC He pekomeHayeTcs npu nopo3perun | Il 169
JIT y naumeHToB ¢ 3ab6oneBaHnem

NErkux, 3a UCKII0YEHNEM Cry4aeB, Koraa
onpenenseTcs cTpaTerus neveHus
(Hanpvmep, TpaHCNNAHTaLWS NETKUX,
anbTepHATMBHLIV AMarHo3, Takmx kak JIAD
nnm XTAJM, noTeHUManbHas BO3MOXHOCTb
BKJIIOYEHNS B KIIMHUYECKOE NCCNel0BaHNE)
Y naupenToB ¢ JII Bcneacteve 3abonesanuii I 411-416
Nerknux He PeKOMeHyeTCs 1CMobL30BaTh

opnobperHyto JIAT Tepanuio

Npumeuanue: * — KIACC PEKOMEHAALMI, * — YPOBEHb JOKABATENLHOCTH, © — CCbi-
KV, NO/UIEPXVIBAIOLLME YPOBEHb IOKA3ATENLHOCTY,  — 3Ta PEKOMEHIALMS HE OTHO-
CUTCS K MauyeHTaM C TepMWHanbHOW CTagueilt 3aboneBaHust nerkux, KoTopble
He paccMaTpuBaIOTCS B KAYECTBE KaHANAATOB HA TPAHCMAHTALMIO NErKVX.

CokpauwieHnusa: XTAJIT — xpoHuyeckas TpoMboambonmyeckast neroyHas runep-
TeHawns, JIAT — neroyHas apTepuanbHas runepteHans, JIN — neroyHas runepreH-
3usi, KIMKC — kateTepu3aums npasbix kamep cepaua, MK — npasblii xenypoyek.

BaHo. [IpumeHeHure nmpenapaToB, og00peHHbIX a1 JIAT
HE peKOMEHIyeTCs y mareHToB ¢ JII' BcimeacTsue maro-
norum jerkux. Ilanmmentsl ¢ momo3peHuem Ha JIATD
B IOTIOJTHEHUE K UX 3a00JICBAHUAM JICTKHX (XapaKTepPU3y-
IOTCSI YMEPECHHBIMUA M3MEHCHMSIMU TAPCHXUMEBI JICTKUX,
CUMIITOMBI HEAOCTAaTOYHO OOBICHSAIOTCI MeXaHude-
CKMMM HapylIeHUSIMHM B JIETKUX W TALMEHTHl WMEIOT
reMoauHamuueckuii penorun JIAI, To ectb TsoKenyto JIT
¢ BeicokuM JICC n au3kuM MOK) MOTyT OBITH ITOJIy4aTh
JIedeHNe B COOTBETCTBUM C PEKOMEHAALIMSMH TS Taly-
eHToB ¢ JIAI, uMmess B BUIY BO3MOXHBIE IMOCJIEICTBUS
COITYTCTBYIOIIEH ITAaTOJIOTHH JISTKUX M OTBET Ha TEPAITHIO.

Pexomenmanmnm 1o BeneHuio naiueHToB ¢ JII' Benen-
CTBUE 3a00JIeBaHNI JIETKUX TIpeCTaBIeHBI B TabamIIe 33.

10. XpoHuueckasa Tpomo60amobonuyeckas Jir
(rpynna 4)

XTOJII aBastercss GOJNE3HBIO, XapaKTePU3YIOIIEcsS
OOCTPYKTMBHBIM peMofeianpoBanneM JIA BciemcTBue
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TpoMOOAMOOIUK KPYIMHBIX cocynoB. CoBOKymHas 3a00-
neBaemoctb XTOJIT' cocraBnsier 0,1-9,1% B TedyeHue
MepBbIX 2-X JIET Tocjie amm3ona cuMmnTtoMHoit TOJIA
[417]. Hlwpoxwe TrpaHWUIBI TOTPENTHOCTU BEPOSITHO
00YCJIOBJIEHBI HEYJIOBJIETBOPUTEIBHBIM HAMPABICHUEM
MMaIMEHTOB, CKYTHOCTHIO PAHHEW CUMIITOMATUKY U TPYI-
HOCThIO B nuddepeHImpoBKku octporo anu3ona TOJIA
ot cumntomoB npemaiiectByomieit XTOJII [418]. Xorsa
TOYHAsI PaclpOCTPAaHEHHOCTh U €XeroaHas 3aboseBae-
MocTb XTOJIT HeM3BECTHBI, HEKOTOPBIE TAaHHBIC YKa3bI-
BAalOT Ha TO, YTO 3TO 3a00J€BaHME MOXET BO3HUKATH
y 5 4e10BeK Ha MIJUIMOH HaceJleHus B rox [419].

IMpu nuddepennmanpHoil nuarHoctuke X TOJIT crne-
JIlyeT paccMaTpUBaTh U JICUYUTH CIIEAYIONINE COCTOSTHUS,
OMUpasiCh Ha COBPEMEHHbBIC HAWIYYIINE 3HAHUS. DTU
COCTOSIHMSI BKJIIOYAIOT B cebs capkoMy JIA, sMOonuio
OITyXOJIEBBIMM KJIETKAMM, TTApa3uTUIeCKue (IXMHOKOK-
KO3HBIE KUCTHI), 9MOOJIMN WHOPOIHBIMU TeJlaMH, BPO-
KIEHHbBIE WIN IPUOOpeTeHHBbIe CTeHO3bI JIA (Tabm. 4).

10.1. AnarHocTuka

IMpoBenenue perymsipHoro ckpuHuHra XTOJII mocie
snu3ona TOJIA He mommepXuBaeTcsl TEKYIIMMU OaH-
HBIMM; 3HaUUTENbHOE uncyio ciaydaeB XTOJII pa3BuBa-
€TCs MPU OTCYTCTBUU MPEAIIECTBYIOIIETO OCTPOTO 3MMU-
3o1a TOJIA.

CpenHuii Bo3pacTt OOJIbHBIX HA MOMEHT MOCTAHOBKU
JIMarHo3a cocTapisieT 63 roma, U 06a Tmojia MmopaxaroTcst
B paBHOU ctenieHu; [25] cayyau XTOJIT B mequatpuye-

ckoit mpaktuke penku [287, 420]. Knunuueckue cum-
TITOMBI ¥ TIPU3HAKU SIBJISTIOTCS HECTIEM(UIECKUMU VI
OTCYTCTBYIOT Ha paHHMX cTagusax X TOJIT, Tonbko ¢ mosiB-
JICHUEM TPU3HAKOB HEJOCTATOYHOCTH ITPaBBIX KaMmep
cepAla MpU TO3NHUX CTaausIX 3a00JeBaHUS TUArHO3
XTOJIT' craHOBUTCS OYeBUIHBIM. TakmM oOpa3oM, paH-
HSII IMarHOCTMKa ocTaercs mpobiemoit mpu XTOJIL,
B CPEIHEM TIPOXOIUT OKOJIO 14 MecsiiieB MeXy MOsIBIe-
HUEM CUMIITOMOB U MOCTAHOBKOW JMAarHo3a B 3KCIEepT-
HoM TieHTpe [421]. Korna oHM mpuUCyTCTBYIOT, KITMHUYE-
ckue cumnToMbl XTOJIIT MOryT HamoOMWHATH OCTPYIO
TOJIA unu WIAT; B mocieqHeM ciydae, OTeKA U KPOBO-
XapKaHb¢ BO3HUKAIOT damie y mmanueHToB ¢ XTOJIT,
B TO BpeMsI KaK 0OMOPOKH Yallle BCTPEeYaeTcs y OOTbHBIX
c WIAT [422].

Huarno3z XTOJII' ocHoBBIBaeTcsl Ha pe3yJbTaTax
o0cyiemoBaHMs, TTOIyYeHHBIX TTOC/Ie 3 MecsIIeB aneKBar-
HOI aHTUKOATYJISIHTHOW Teparnuu JJI TOTO, YTOOBI pa3-
mmauth XTOJIT ot “momoctpoii” TAJIA. [nst mocra-
HoBKU auarHo3a XTOJII HeoOXoaUMBI CIICAYIOIINE TaH-
Hbie: cpennee JIJIA >25 mwm pr.cT. u cpeanee JI3JTA <15 mm
PT.CT., HecOoTJlacOBaHHbBIE Ne(eKThI mepdy3uu P CIIUH-
TuTpamu JIETKUX U CrielnduIeckre TUarHoCTUIECKue
npuzHaku XTOJII, BeisgBiastembie Ha MCKT-aArmorpa-
(un, MPT unu oObIYHOI JIETOYHON aHTMOKMHEMATOTpa-
(us, Takme Kak KOJbIIEBbIE CTEHO3BI, CETEBUIHBIE/
LIEJIEBUIHBIE U3MEHEHUS TTPOCBETA COCYIa U XpPOHUYE-
CKUeE TOTAIbHBIE OKKITIO3UY (M3MEHEHMS B BUJE BHIOYXa-
HUS WY KIMHOBUIHOTO CY>XEHWS).

CuMITOMBI, 00beKTHBHBIE IaHHbIE, AHAMHE3, Bbi3biBaoIIie nogo3penune Ha XTHJIT

Bepostaocts JIT' mo nannbiv 3xokapauorpaguu (Tad.. 8)

Beicokas ui NpoMeKyTOYHAs

B/I1 cuuaTHrpadms Jerkux® :
HecooTBeTCTBHE AedeKToB nepdy3un U BeHTHISIun?

v

Hanpasurs
B 9KCIEPTHBII HEHTP
JIT/XTOJIT

v

KT anruonyasmoHorpadus,

KITKC+/-anrnomnyibmonorpadus

Puc. 3. Anroputm gnarHocTukm XTI

JluarHocTiyecKuii
anroput™ s JIT/JIAT
(puc. 1)

Mpumeyanue: ° — Npu BLINOTHEHNM €AMHCTBEHHOIO B3YaNM3NPYIOLLEro MccaenosaHms KT aHr1onynbMOHOrpadi MOXHO He AMarHoCTMpoBaTs XTSI
CokpauweHnus: KMNKC — kateTepusaums npasbix kamep cepaua, KT — komnbtlotepHas Tomorpadus, XTI — xpoHuyeckas TpOM603aMBonmyeckas erodHas rmnepTeH-
3ud, JIAI — neroyHas apTepuansHas runepteHans, JIN — nerouHas runepteHans, B/M — BEHTUASLMOHHO-NEPY3NOHHBIN.
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Hexkotopble malMeHTH, B OCOOEHHOCTH C OTHOCTO-
POHHEI TOJHOM 0O0CTPYKIIME KPOBOTOKA, MOTYT UMETh
HOPMAaJIPHYIO TeMOIMHAMUKY MaJIOTO Kpyra KpoBooopa-
IIEeHUS B TTOKOE, HECMOTPS Ha HAJIMYKE ITPU3HAKOB 3a00-
JIeBaHMS. DTH MAllMEHTH TAKKe CUMTAIOTCS OOJIBHBIMH
XTOJIT" u BegyTCsT COOTBETCTBYIOIINM 00pa3oM. ITomxo-
ISIIast TSPMUHOJIOTHS IS OMUCAHUSI 3TOTO COCTOSTHUS
XPOHMYECKOI TPOMOOIMOOTNUECKOI JISTOYHOM 00JIC3HN
IIO CHX TIOp OTCYTCTBYET.

Anroputm  guarHoctunkn  XTOJIIT mpeacraBieH
Ha pHCYHKeE 3.

B 1o Bpems kak KT aArnonyasMoHOTpadus SIBISICTCS
HCCIIEIOBaHNEM BHIOOpA B TUAarHOCTHKE ocTpoit TOJIA,
wraHapHas B/I1 cumHTHTpadums IeTKUx ocTtaeTcs IJIaB-
HBIM METOIIOM TIepBO# JIMHUY 111 Bu3yanu3amu X TOJIT,
TaK KakK UISI TTIOCTAaHOBKM OUAarHo3a OHa 00JamaeT JyB-
CTBUTEIBHOCTBIO 96-97% u creuudpuunoctoio 90-95%
[47]. B omimmame ot atoro, ipu UJIAT u BOBJI niepdy3u-
OHHas CUMHTHUTpadUs JIETKUX, KaK IIPAaBWIO, TTOKA3bI-
BaeT HECETMEHTHBIC Te(DEeKTHI MJIN KapTUHY HOPMaTbHOM
nepdy3un erkux [377]. bonee mo3mAMe pabOTHI MOKA-
3BIBAIOT, YTO KakK B/I1 cumHTHTpadhmst Tak M COBpeMeH-
Has KT adruornynsMoHorpadusi MOTYT OBITh TOUHBIMU
Metomamu Wit ooHapyxeHuss XTOJII, ¢ oTnmaHO# mra-
THOCTUYCCKOM 3((HEKTUBHOCTBIO B OIBITHBIX pyKax
(ayBctBUTEenbHOCTE 100%, 93,7% cneumduIHOCTD
n 96,5% rtounocts mist B/IT u 96,1%, 95,2% wn 95,6%,

cootBeTcTBeHHO, Mg KT anruomymemonorpadum) [93,
423, 424].

MCKT anrmomyabMoHoTpadus craja IprU3HAHHBIM
METOIOM BH3yaIM3aluu i ToaTBepXaeHus XTOJIT
[93], omHAKO, BHITTOJTHEHNE TOJIBKO 3TOTO BU3YATIN3UPY-
IOLLIETO UCCIIENOBAHUS He IT03BOJIIET UCKTIOUNTh X TOJIT
[47]. C momompo KT aArmomyiasMoHOrpadr MOXKXHO
IUaTHOCTHPOBATh ocioxHeHnust X TOJIT, Takme Kak quia-
tarust JIA, coIpoBOXAAIOMIAsIiCs KOMIIPECCHEH JIeBOMU
KOPOHAPHOM apTepuy U TUIIEPTPOGUPOBAHHBIC OPOHXM-
aJbHBIC apTepHaJbHBIC KOJUIATepald, KOTOPBIE MOTYT
MIPUBECTH K KPOBOXapKaHBIO.

KT BBICOKOTO paspelleHMsT TPYTHOM KIIETKH, ITO3BO-
JIeT OICHUTH COCTOSTHME MapeHXMMEI JISTKUX U BHISIBUTH
aMpu3eMy, aTOJIOTHIO0 OPOHXOB MJIM MHTCPCTULINATBHBIC
3a00JI1eBaHMS JIETKMX, a TaKke WMH(aPKTHI, MalbhopMma-
O COCYIOB M TlepuKapma, W aedopMaluyd TPyTHOU
creHKkU. [lepdy3noHHBIE HECOOTBETCTBUS ITPOSIBIISTIOTCS
B BUIIC MO3aWMYHOM KapTWHBI MApEHXNUMEI JIETKUX, C TEM-
HBIMHM Y9aCTKaMHM, COOTBETCTBYIOIIMMU 30HAM TTOHIKCH-
HOI mepdy3un. XoTs MO3aW4IHBIN ITATTepH YacTO Peru-
crpupyercst v manueHToB ¢ XTOJII, oH Takke MOXeT
Habmonarees 10 12% manuenTos ¢ JIAT [425]. CuuraeTcs,
yto MP TomMorpaduu cocyoB JIETKHUX MTO-MPEKHEMY YCTY-
maet KT [426], Ho 3TOT cioco0, a Takxke KT ¢ KoHyCHbIM
syqoM [427, 428] aHTMOCKOTNST BHYTPUCOCYIUCTOE YiTh-
Tpa3BYKOBOE HCCJICIOBAaHNE WJIM ONTHYECKass KOTepeHT-

JInarno3 noaTBepxKIeH
aKcnepTHbM neHTpom XTOJIT

v

IToxu3neHHad Tepanus

AHTHKOATYJIAHTAMMA

OueHka onepadeabHOCTH

myabTHauciunuHapHoi XTOJIT komannoi

Y

TexHHYeCKH BO3MOKHA onepanus

[ TexHuuecKu HeBO3MOKHA onepamm]

IIpuemaemoe Henpuemnemoe
COOTHOLIEHHE COOTHOLIEHHE \ IleneBas
PHUCK,/TI0JIb3a puck/nosb3a? JieKapCTBeHHAs
i Tepanus
DHAAPTePIKTOMHS Ilepcuctupyromas
M3 JIETOYHOI apTepun cumnromuas JIT PaccmoTpeTs BO3MOKHOCTD

BAJIA B 3KcniepTHOM nenTpe "

PaCCMOTpeTb BO3MO2KHOCTb
TPAHCIUVIAHTALUM JIETKUX

IlepcucTupyiomas
TspKenas cumnromuas JIT

Puc. 4. ANIropnT™ Nle4eHmns XpOHUYECKoi TPOMBO3MBOIMYECKON IErOYHOM TMNEepTEH3UN.

MpumeyaHune: * — NaumeHTbl, KOTOPHIM MO TEXHUYECKUM NPUYMHAM MOXHO BbIMOHUTL ONepaTBHOE IEYEHNE, HO MMEIOLLME HENPUEMEMOE COOTHOLLIEHUE pyCKa: MOfib-
3bl, MOTYT ObITb HanpasneHsbl Ha BAJIA, " HEKOTOPbIX LIeHTPax nekapcTeeHHas Tepanus n BAJIA MHULUMMPYIOTCS OAHOBPEMEHHO.

CokpauweHus: BAJIA — GannoHHas aHrMonaacTuka neroyHom aptepum, XTOJIT — xpoHuyeckas TpoM6oambonnyeckas neroyHas runepteHams, JIL — neroyHas runep-

TEeH3us.
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Hast ToMorpadusi, MOTYT AOTTOJTHUTETHHO UCTIOb30BaThCSI
B COOTBETCTBUY C MECTHBIM OTIBITOM U TTPAKTUKO.

KITKC siBnsieTcs BaXXHBIM TUAarHOCTUYECKUM UHCTPY-
MEHTOM. YPOBEHb MPeIONEePalMOHHOTO U cpa3y Iocie-
oneparmonHoro JICC sBisieTcss MapKepoM JOJITOCPOU-
HOTrO TIporHo3a [429]. 3akiIounTeTbHBIM 3TAlloM Iua-
THOCTUYECKOTO TIpOIlecca SIBJISETCS CEJIEKTUBHAS
AHTUOTYTbMOHOTpadUsI, KOTOPYIO HEOOXOIMMO BHITION-
HITh B TIepenHe3amHell m 00KoBoil mpoekmusx. OHa
BBISIBIISIET KOJTBIIEBUHBIE CTEHO3bI, CETEBUIHBIE U TIIEJIe-
BUIHbIE W3MEHEHMS TPOCBETAa COCYAOB, W3MEHEHUS
MEIIIOTYATOTO THTA, HEPETYJISIPHOCTh CTEHKU COCYIOB
U TIOJIHYI0 OOCTPYKIIMIO apTepUU, KOJUIATepaIu OPOHXU-
aJTbHBIX apTepuii, a TakKe IMOMOTaeT B TeXHUYECKO
OLIEHKE ornepadeTbHOCTH O00JIBbHOTO.

10.2. JleyeHue
10.2.1. Xupypruuyeckoe nevyeHue

DDJIA aBisieTcs MeTOIOM BBIOOpa ripu JieueHu X TOJIT
(puc. 4). B EBpome BHYTpMOOJbHUYHAS CMEpPTHOCTH
B HacTosILIee BpeMsI HeBbICOKast 1 cocrasisteT 4,7% [430],
a B psize KPYITHBIX IICHTPOB Jaxe Hinke [431]. Y 6ompmmH-
CTBa MAMEHTOB 3HAYMTEIILHO YMEHBIIACTCS CHMIITOMA-
THKA 1 TIPAKTUIECKY HOPMAJIM3YeTCs TeMoaunHaMuKa [430-
432]. B ommmumne OT XUPYpPrudyecKoil SMOOJISKTOMUM TIPU
octpoit TOJIA, neuerane XTOJII' TpebOyeT OmIaTepaJbHOM
SHIAPTEPIKTOMHUH C IOCTYIIOM Yepe3 MEOWAIbHBIN CIIOMU
JIA. Omnepaiiyist BEIIOTHSAETCS B YCJIOBHUSIX TIIYOOKOM THIIO-
TePMUH 1 OCTAHOBKU KpoBooOparmeHws [431], u He TpeOyeT
mepebpanbHOit mepdysun [433].

OmnepabeabHOCTh 600MbHBIX ¢ XTOJIIT onpenensercd
HECKOJIBKMMU (haKTOpaMu, KOTOPBIE HEIIPOCTO CTaHIaP-
TH3UPOBATh; OHU OIIPEACIISIOTCS C TIPUTOTHOCTHIO TTAIlH -
€HTa, OIIBITOM XMPYPTUIECKOM OpUTaIbl M MMEIOIITNMICST
pecypcamu. OOIIMe KpUTepHH BKIIIOYAIOT TIpeAOIIepaIi-
onnoit ®K-BO3 II-1V n xupyprudeckyo TOCTYITHOCTD
TPOMOOB B OCHOBHBIX, JOJICBBIX MJIN CeTMEeHTapHBIX JIA.
[IpexITOHHEBIIT BO3pacT caM Mo cebe He SIBISCTCS IIPOTH-
BOIIOKA3aHMEM K oIepalnyd. B mIpoTmBOmOKa3aHUSX
K OBJIA otcyrcTByIOT ypoBeHb JICC 1 moKa3aTesn TsKe-
ctu [12K nuchynkunm.

B TsoKenmbIX ciydasix B IIOCICOIEPallMOHHOM IIepruoae
pekoMeHmyeTcss DKMO B KauecTBe CTaHOAPTHOI Memu-
LIMHCKOM TToMoIIM B LeHTpax DDJIA [434-436]. Panuwuii
ITOCJICOTICPAIMOHHBIN penepPy3MOHHBIN OTEK MOXKET
nmoTpeboBaTh BeHO-apTepuaidbHoii DKMO, u BeHO-
BeHOo3Hast DKMO MoxXeT cTaTh “MOCTOM” TIepel IKC-
TPEHHOH TPaHCIUIAHTAIINM JIETKUX TIPH TSDKEIOHN MepCcu-
crtupytoieii JIT.

INanmeHTHI, KOTOPBIM ObLIa He BhIMoJIHEHA DDJIA mmm
crpamaromue ot nepcuctupyomieit XTOJIT wmm pe3umy-
anpHOM JIT mociie DDJIA, UMEIOT TIJI0X0 ITPOTHO3.

10.2.2. MegukaMmeHTO3HOE JieyeHne
OnrtuMaibHOe MeaukaMeHTo3Hoe JieyeHue XTOJT
COCTOUT M3 aHTUKOATYJISTHTOB M JUYPETUKOB, a TaKXKe

O, B ciayvasx CH nmm runokcemun. Ha mporsikeHnn
BCeUl XM3HU PEKOMCEHIYETCS IIPHEM aHTHKOATYJISTHTOB
Jaxe mociie BeImosiHeHusS DDJIA. JJlaHHBIX 00 a3 dex-
TUBHOCTHU M 0€30ITaCHOCTH HOBBIX IIEPOPATbHBIX aHTH -
KOaryJIsTHTOB HeT. HecMOTpsT Ha OTCYTCTBHE KOHCCH-
cyca, pyTMHHas ITOCTaHOBKAa KaBa-(UJIBTpa HE IIOI-
IEePXUBACTCSI MMEIOIMIMMHUCS JTOKa3aTeJIbCTBAMMU.
Hammune muxkpoanrnomnatun npu XTOJI pgaet 060-
CHOBaHUeE IIJIsI NCITOJIb30BaHMS HE T10 TIPSIMOMY Ha3Ha-
YeHUIO JEeKAapCTBEHHBIX CPEICTB, YTBEPXKICHHBIX
K IIpuMecHeHU0 y 00mbpHBIX ¢ JIAD [25]. [lo maHHBIM
HEKOTOPBIX HEPaHIOMU3UPOBAHHBIX MCCICIOBAHUU
¢ npuMeHeHueM JIAT-cnenubuyeckoit Tepanuu ObLUTO
OTMCUYCHO YIYYIIeHHE IEPEHOCHUMOCTU (PU3MUIECKOMU
Harpy3ku ¥ reMoguHaMuku [437-439]. JlekapcTBeHHast
teparusg XTOJT-cienudpuueckumu JIAT mpemapa-
TaMU MOXET ObITb OIlpaBlaHa y MallMEHTOB, KOTOPBIX
HEBO3MOXHO IIPOONEPUPOBATh WM IIpU HAJININU
HEIIPUEMJIEMOTO COOTHOIIEHUSI pPHCKA: TIOJb3bI
(puc. 2). ITauimeHTH ¢ TEPCUCTUPYIOIIEH VTN PN -
pupytomeit JII' mociae DDJIA Tak ke MOTYT OBITh KaH-
IWmaTaMy JUIS 1IeJICBOM Tepamuu. Y oOIepabelbHBIX
OOJBHBIX C TSKEIBIMU HapYIICHUSIMUA TeMOTWHAMUKUI
NpUMEHEHUE CIeUN(PUICCKOM Tepamuu B KadeCTBe
“MocTa” K BRITOJHEHUIO DDJIA He 000CHOBAaHO Hayd-
HBIMU JaHHBIMH.

HecenekTnBHBIN aHTaTOHUCT SHOOTEIMHA, 003¢HTaH
ObLT M3y4eH y 157 mareHToB ¢ HeorepabeabHo X TOJIT
WIN TIepCUCTUpYoIIel/penuanBupytomeit JII' 1ocie
DDJIA B TeueHune 16 Hemeb TEpaTIvi; IEPBUYHBIE KOHEY-
HBIC TOYKM, Takue Kak cHKeHue JICC m yBenmaeHue
T6MX, He ObLIM JOocTUTHYTHI [440]. OnHAKO HAa3HAYEHUE
nepopaibHoro crumynstopa pI'll, puoumryara y 261
narueHTa u3 446 CKpMHUPOBAHHBIX OOJIbHBIX C HEOMepa-
oenpHOM XTOJII mim mepcrucTUpyoIIeii/ pelinaInBAPYIO-
weit JIT mocne DDJIA, B TeueHue 16 Hemenb Teparuu
MIPUBEJIO K YBEIUYEHUIO IUCTAHLUUU MPOXOXKIECHUA
B T6MX B cpenreM Ha 39 M (p<0,001, mepBUYHast KOHEY-
Hasi Touka) v pasuuiel JICC B cpeaHeM B 246 ,Z[I/IH*CM*CCK_S
(p<0,001, BTOpMYHASA KOHEYHAsI TOUYKA) IIPH OTCYTCTBHE
W3MEHEHHUS BO BPEMECHHM IO KIMHUYCCKOTO YXYOIICHMS
[441].

[MpemomepanoHHass JIeKApCTBEHHASI  Tepamus
HE oIpenesicHa, TaK KaK BelInmumHa 3(G@PEKTOB TaKOTO
noxxona 6buta HeBenvKa B ogHoM PKU [442]. B omHOM
PETPOCTICKTUBHOM WCCJICIOBAaHUU HE OBLIO ITOJTYyYCHO
pa3HUIILI B MCX0HaX, HO OTMeUajach 3a7epXKa B orepa-
TABHOM JICUCHUM UISI TALIMEHTOB, ITOJYYaBIIMX JIeKap-
ctBeHHYIO Teparmio [442]. [IpocnektuBHBIe PKW HE00-
XOIMMO IIPOBOIMTL Yy ITAIIMEHTOB C MOTCHIIMAIBHON
BBITOIION JICYCHMS; HAIpUMEp, ITAIlMCHTOB C BHICOKUM
JICC 1 TeXHUYEeCKM CJIOKHOM aHATOMHUEIA.

ITocre OBDJIA, manmeHTHl JOJKHBI HaOJIOAATHCS
B XTOJIT' uenTpax, mo KpaitHeii Mepe, ¢ OMHOKpPATHOM
OLIEHKOI TeMOAMHAMHUKU 4epe3 6-12 MecslieB Iocie
BMEIIATEIbCTBA.
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10.2.3. NUHTepBeHLMOHHOE Nle4eHne

B 2001r Feinstein, et al. 1 octanpHbIC [443] omyOm-
KOBaJI cepuio M3 18 MMalmMeHTOB ¢ HeollepabelbHOMU
XTOBJIT, KOTOpPHIM BBITTOTHSJIACH OAJTOHHAS OUJTaTallUAs
JIA. HecMoTpsl Ha 3HAYMUTENbLHOE CHUXKEHME CPEIHEro
JJTIA, y 11 naumeHToB pa3Buiics penepdy3ruoHHbINA OTEK
JIETKUX M 3 moTpeboBajach MeXaHWICCKasT BEHTUJISIIUS
Jerkux. B mociaenmHee BpeMs SITTOHCKHME MCCIEHOBATEIIN
ycoBeplieHcTBoBaiu bBAJIA miyreM ucCIoib30BaHUS
MEHBIIIET0 KOJMYecTBa WHQJIAININ Oa/loHa 3a ceaHc
B OOHOM WJIM OBYX JICTOYHBIX COCYIMCTBIX CETMEHTaX
1 TIPUMEHEHUSI BHYTPUCOCYINCTON BU3yanm3anum [444-
446]. Ona ynyuinenus ¢yakuuu I12K B cpenteM Tpeby-
erca 4,8 ceancoB BAJIA Ha omHoro maumeHta [57].
BepexHbIii Tomxon ¢ BMEIIATEILCTBOM TOJBKO B 30HE
KPOBOCHAOKEHMS OTHOM IO 32 OMHY CECCHIO M KpaifHe
OCTOPOKHBIN ITOAO0P pa3zMepa OaTIOHA CHU3WIA YaCTOTY
pernepdy3MOHHOrO OTeKa JIETKUX A0 2% B OTOEIbHBIX
meHTtpax [447]. Xorss BAJIA Bce ele He MCHONB3YETCS
mupoko [448], oHa OBICTPO 3aBOEBLIBAET BHUMaHUE
Bo BceM Mmpe. BAJIA momKHA BEITIOTHSITHECS TOJBKO
B IICHTPAaX, IMEIOIINX OOJIBIIION OITBIT IO BEACHMIO HAIlH-
eHToB ¢ XTOJII.

PexomeHmanmu mo BemeHuio nammeHToB ¢ XTOJIT
npencTaBieHbl B Tadmie 34. Anroputm nedenus X TOJIT
IIpeICTaBIcH Ha pPUCYHKE 4.

11. JI ¢ HeiCHBIMU M/UNN MHOXECTBEHHbIMU
MexaHu3Mamu pa3Butus (rpynna S)

JIT ¢ HesasCHBIMU /U MHOXECTBEHHBIMU MEXaHU3-
Mamu (Tpymma 5, Tabi. 4) BKIIIOYaeT B CeOS HECKOIBKO
3a00yIeBaHNII ¢ MHOTO(DAKTOPHBIMU ITUOTIATOTeHETHYE-
ckuMu TIyTsiMu. OOIIIel YepToi 3TUX 3a00JICeBaHUI SIBJISI-
eTcsl To, yTo MexaHu3Mbl JII' TI0X0 M3y4eHbl M MOTYT
BKJTIOYATH B CE0ST JIESTOYHYIO Ba30KOHCTPUKIIUIO, TTPOJTH -
(bepaTBHYIO BaCKyJIOTIATHIO, BHEIIHIO KOMIIPECCUIO,
BHyTpeHHI0I0 okKio3uto, CH ¢ Beicokum CB, cocynuc-
Ty obmtepanmio 1 JIXK CH (Web ta6:a. VIII).

DTH MaMEeHTHl HYXAAI0TCS B THIATETLHOM 00CIeno-
BaHUU. JleyeHUEe NOJDKHO COOTBETCTBOBATH OCHOBHOMY
nuarHogy; jgedenue JII' sBasiercst BTopruuHbIM. Heobxo-
JIMMO CJIEZIOBaTh akcuome “JleuuTh Jerkue, a He JIaBjie-
aue”. PKHM ¢ npumenenneMm omoopeHHBIX JIAT-crietm-
duyeckux mpenapartoB y nauueHToB ¢ JII' 5 rpymmbl
otcyTcTBYIOT [450]. ChenmyeT ymelsiTb 0cO00¢ BHUMAaHUE
HEKOTOPBIM 3a00JIEBaHUSIM, ONTMUCAaHHBIM B Web Tabmmiie
VII, koTopble MOTYT MMETb BEHO3HbINA KOMITIOHEHT JII'
(BOBJI), TeueHre KOTOPOTO MOXKET 3HAYUTEIBLHO YCYTY-
OWTBHCS TIPU WCIIOJIB30BAHUM Ba30AMIATATOPOB JIETOU-
HOTO apTepUATLHOTO 3BEHA.

12. OnpepeneHne pedepeHTHOro LeHTpa
no BeAaeHuio nauueHTos ¢ JIr

JIAT aBnsieTcst penkuM 3aboieBaHueM. TToCKOIbKY
B LIEJIOM MEAUIIMHCKUE LIEHTPHI C OOJBIINUM 00BEMOM
MMAlIMEHTOB CTApPalOTCs TOCTUTATh HAWIYUYIINX PE3yiIb-

Ta6nuua 34
PekomeHpgauum no segeHuio naumeHToB ¢ XTI

Knacc®  YposeHn’ Ccbinku®
c 449

PekomeHpauum

Y naumeHToB, nepeHecwmnx TAJIA, lla
C COXPaHSIOLLENCa OAbILLKOV Npu

du3nyeckon Harpyske cnegyet

nopo3pesatb XTI

Bcem naumneHtam ¢ XTI pekomeHayetca | 91

NOXM3HEHHAA aHTUKOArynsaHTHaa Tepanma

Y Bcex naumeHTos ¢ XTI gonxHa | 91
OLEHMBATLCS BOBMOXHOCTb ONepaTUBHOIO

JIEYEHVS 1 PELLEHNE OTHOCUTENBHO APYriX

cTpaTeruii NeYeHns LOMKHbI NPUHUMATLCS

MYNbTUANCLMNIMHAPHON KOMaHAO0M

3KCNEPTOB

PekomeHpayeTcs BbINONHEHVE | 91
xupyprudeckoin 93J1A L naumeHToB

¢ XTAT B ycnosusix rnybokoii runotepmmm

1 LMPKYNSTOPHOrO apecrta

HasHadeHve prouuryata pekomeHayeTcs | 441
Y CUMMTOMHbIX NALMEHTOB

C NepCUCTUPYIOLLE/PeLMaNBIPYIOLLE

XT3JII nocne Xvpypruyeckoro neveHns unm

HeonepabensHoit XTI no oLeHKe rpynmbl

CneuyanucToB, BEAYLLMX NaLyEHTOB

¢ XTAJIT, Bko4asi He MeHee OfHO XMpypra,

MIMEIOLLIEro aKCnepTHbIe 3HaHKS B 061acTu

J3J1A

MoxHo 06cyxaaTb NPUMEHeHWe He Mo
Ha3HaY€eHM0 00006PEHHBIX ans JIAT,
npenapartos, Y CUMNTOMHbIX NaLyEHTOB

¢ XTI, npusHaHHo HeonepabenbHO

M0 OLEHKe rpynmbl CNEeLanucToB, BEAYLLMX
nauvenToB ¢ XTOJII, Bknoyas He MeHee
OIHO XMPYpra, UMEIOLLEro aKCMnepTHbIE
3HaHus B obnact I3J1A

lib 437-440

lb 57,
444-448,

448

NHTepBeHumoHHas BAJIA moxeT
06CyX/aThCs y NALMEHTOB, KOTOPbIE

N0 TEXHUYECKUM NPUYMHAM MPU3HAHDI
HeonepabenbHbIMU UK UMEoT
HebnaronpusTHoe COOTHOLLIEHNE
puvick:nonb3a ang 93JA

CKpUHUHT XTAJT y acuMnToMHbIX 6071bHBIX, I 417
nepeHecLuyx TAJIA, B HacTosILLEe BpeEMs

He peKOMeHA0BaH
< b
Npumeuanme: * — KNacc peKOMeHAALMM,  — YPOBEHb I0KA3aTENLHOCTH, ° — Cobin-
KM, NOLAEPXMBAIOLLME YPOBEHb A0KA3aTENBHOCTU.
CokpaleHus: BAJIA — 6annoHHas aHrmonnacTvika neroyHoi aprepumn, XTI —
XpOHMYeckas Tpomboambonuyeckass neroyHas runepteHsusi, JIAT — neroyHas

apTepuanbHas runepteHaus, TAJIA — Tpomb6oambBonus neroyHow apTepuu,
J3J1A — 3HAAPTEPIKTOMMS U3 IErOYHON apTepun.

TaTOB BeIEeHMS OOJBHBIX, TO CO3IaHHE 3KCIIEPTHBIX
LEHTPOB SIBISICTCSI KIMHUYECKHM M SKOHOMHUYCCKU
BeCchMa KeJIATeIbHBIM M IOIACPKUBACTCSI OpraHM3a-
OUSIMHA THanueHToB. Llenpio cnenuaan3upoBaHHOTO
LICHTPA SBJISIOTCS HOBBIC HAIIPaBJICHUS OOJIBHBIX, IIPO-
BeICHUE OIICHKM U MCCIIETOBAHUS BceX Ho3oormit JIT,
MMOBCEIHEBHOTO HAIJIEXKAIIEro BEACHMS ITAIIMCHTOB
¢ npuMmeHenueMm JIAT- u XTOJITI-cneumbuaeckmnx
mmperapaTtoB, paboTra B TECHOM KOHTAaKTe C APYTUMU
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Ta6nuua 35
PekomeHgauumn ans pedepeHTHbIX LLEeHTPOB
no BeaeHuio nauueHTos ¢ JIl

Knacc® YpoBens’
| C

PekomeHpauum

PedepeHTHbIM LeHTPaM pekomMeHayeTcs obecneunTb
BELEHME NALMEHTOB MYNbTUANCLUMINHAPHOW
KOMaHZo (cneunanucTbl B 061acTv Kapamonorum

W MyNIbMOHONIOMMN, MEANLIMHCKVE CECTPbI, PAAMONOTK,
PaBOTHUKI COLWMANbHO U MCUXONOMYECKON MOMOLLM,
COOTBETCTBYIOLLME KOHCYNbTAHTbI)

PedepeHTHbIM LeHTPaM PekoMeHIyeTcs UMeTb NpsiMble
CBSI31 1 BO3MOXHOCTb ObICTPOr0 HanpaBneHus B Apyrue
MeaMLMHCKIE YYPEXAEHMS N OTAENEHNS (Takue Kak
PEBMATONONNYECKOE OTAENEHNe, OTAENEHNe CEMEHOMO
nnaHmpoBaHus, 3JTA, TpaHCNAHTALMK NErknx,
BPOXAEHHbIX MOPOKOB CEPALA Y B3POCbIX)

CnepyeT yunTbIBaTh, YTO B pedepeHTHbIN LIeHTP ponxeH  lla

HabnoaaTb He meHee 50 naumeHTos ¢ JIAT unn XTI
M MPUHMMATB MO MEHbLLEe Mepe, ABa HOBbIX NauyeHTa
B MecsL, C AOKYMeHTMpoBaHHoM JIAT nnun XTI

Cnenyer yuuTbIBaTh, YTO pedepeHTHbIN LUeHTp pomkeH  lla

BbINOSIHATH MO MeHbLLEN Mepe, 20 Ba30pEaKTUBHbIX
TECTOB B rof y nauneHTos ¢ WJIAT, HITAT v JINAT

PecdepeHTHOMY LieHTPY cnefyeT NpMHUMATb yyacTue
B COBMECTHbIX KIIMHUYECKMX NCCNEeS0BaHNSAX
y naumneHTos ¢ JIAT, skntoyas Il v lll dpasbl kKnnHn4eckmx
ncenepoBaHuii
< b
MpuMeyaHme: * — KNACC PEKOMEROALMIA, = — YPOBEHb J0KA3ATENbHOCTY.

Cokpauwenus: C3CT — cucTemHble 3a60neBaHns COEOMHWUTENbHON TKaHu,
XTOJNI — xpoHuyeckast Tpomboambonuyeckas JII, JIT — neroyHas runepreHaus,
NINAT — JIAT, wHpyumpoBaHHas npuemom nekapcts, HJTAI — HacnepcTBeHHas
JIAT, UNAT — nanonatuyeckas JIAT, JIAI — neroyHas apTepuanbHast rMnepTeHamns,
O3J1A — 3HOAPTEPIKTOMUS U3 NErO4HON apTepuin.

MEIULIMHCKUMY pabOTHUKAMM C IEJIbI0 ITOJIydeHUs
JIVYIITAX Pe3YIbTaTOB Y NAIICHTOB, BHITIOJHECHHE ayau-
TOPCKUX TIPOBEPOK, MCCIEIOBATEILCKONM paboOThI
1 00y4eHUsI.

KoHcynpraTUBHBIE LIEHTPH JOJDKHBI MMETh HOCTa-
TOYHOE KOJIMUECTBO IMallIEeHTOB, HAXOIAIINXCS Ha I~
TEeJILHOI Tepanny, a TakKe HOBBIX HaIpaBJIEHUM 00JIb-
HBIX, YTOOBI COOTBETCTBOBATh CTarycy. MumeaabHoe
YUCJIO TallMeHTOB, HAOIIOJAIONIUXCS B ILEHTpPE IS
B3POCHBIX OOJBHBIX JOJKHO OBITh He MeHee 200 B rog,
13 KOTOPHIX, TT0 MEHbBIIIEe Mepe TTOJIOBUHA MMEET OKOH-
yaTelbHbIM nuarHo3 JIAIL B crTpaHax ¢ HacejleHueM
6onee 10 MIH 4YenoBeK, B3pOCHble LIEHTPH B Hueaje
IOJDKHBI YBEJIWYMTh YHCJIO TPUHUMAEMBIX OOJBHBIX
ceoimie 300 exerogHo. PekoMeHmyeTcs, 9TOOH B pede-
PEHTHOM IIeHTpe HaOJIomannch, Mo MeHbIIeir Mepe, 50
nammeHToB ¢ JIAI u XTOJIT u nBa HOBBIX MalMeHTa
B MeCSIII HAIIPABJISUIMCH B IIEHTP C TOKYMECHTHUPOBAHHOM
JIAT u XTOJII. Ong nmegdaTpyuuecKUX LIEHTPOB PEKO-
MEHIYeMOE YHCJIO HOBBIX OOpAIIeHNIA B TOH COCTABIISICT
30-50 manmeHToB. KonmmuecTBO OOJBHBIX U 0OpallleHUI
MOTYT OBITh aJallTUPOBAHBI B COOTBETCTBUM C KOHKPET-
HBIMH XapaKTepUCTUKAMHM CTpaHBI (pacIipelesicHue
HaceJIeHUs, reorpadmIecKre OTpaHUIICHUS, 1 T.10.).

12.1. YcnoBus u HaBbiku, TpeOyemble Ang
pedepeHTHOro LeHTpa

1. Oka3aAne MeTUIIMHCKOI ITOMOIIH B peepeHTHOM
LEHTPE TOJDKHO OCYIIECTBISITHCS MYJIBTAAVCITUTLIMHAD-
HOW KOMaHIOU Bpayeu, KoTopasi, KAK MUHAMYM, JOJKHA
BKJTIOYATh B cebst [451-456]:

(a) mTBa KOHCYIBTUPYIOIINX Bpada (OOBIYHO OIMH WA
oba cIennaanucTa KapaWoJIOTH WIN ITYJIbMOHOJOTH),
VIMEIOIINE OIIBIT BeAeHMs ImareHToB ¢ JII, B amOymaTop-
HBIX YCIOBUSIX, B CTAaIlMOHApPEe W B OOCYXKICHNU BEACHMS
OOJIPHBIX B YCIOBUSIX MYJIBTUINCIATUIMHAPHON KOMAaH/IBI

(6) MmemuIIMHCKAS cecTpa

(C) PEeHTIeHOJIOT C OMBITOM PadOTHl B BU3YaIM3aIlNN
y naieHToB ¢ JIT'

() XapauoJor WIM Bpad, padOTAIOIIWil C ITalldeH-
tamu ¢ JIT, nmeronmii ormeiT B OX0KT

(¢) KapaMoJIoT MJIX Bpad, pabOTAOIINIA C TaIlMeHTaMK
¢ JIT, mmetonuii oneiT B KITKC 1 mpoBenennu BPT

(1) mocTym K OpraHM3anusIM TICHXOJIOTHMYECKOM
¥ COIMATIBHOM MOIIEPXKKH

(K) COOTBETCTBYIOIIAS JeXKypHAsI U KOHCYIbTaTUBHAS
ciyx06a

2. PedepeHTHOMY LIEHTPY pPEKOMEHIYETCSI WMETh
JIOCTYII K CJIETYIOIIUM CITyK0am:

(a) oTmeneHMe C TIEPCOHAJIOM, MMEIOIINM OITBIT
paboThl ¢ 6oabHBIMU ¢ JIT

(0) oTmeneHNe MHTEHCUBHOM Tepaliii ¢ COOTBETCTBY-
FOIIIM OITBITOM PaOOTHI

(c) Bpava crienMamcTa aMOyIaTOPHOI ITOMOIITH

() oTmeneHNe HEOTIOKHON MEIUITMHCKON TTOMOIIIN

(¢) mMarHOCTMYECKUE ITOAPA3IC/ICHNISI, BKIIIOUAIOIINE
9xoKI, KT, cumarurpadputo, MP Tomorpacduro, yiasrpa-
3BYKOBYIO JMArHOCTHUKY, TECTHPOBaHME C (DM3MICCKOM
Harpy3Koi, (GyHKIIMOHATbHBIC TECTHI JISTKNX 1 KaTeTepH-
3aLMI0 MOJIOCTEN ceplia, TabopaTOPHYIO AMAarHOCTUKY

(1) TOCTYII K MOJTHOMY CIIeKTpY crertndmaeckoi JIAI
n XTOJI nexapcTBEHHOW Tepanmuu, WMeIOIIeics
B CTpaHe

3. PecdbepeHTHBIM LIEHTpaM PEKOMEHIYETCS CO3IaBaTh
YCTOMUYMBEIC CBS3U (T.€. KPUTECPUM HAIIPABIICHUS, ITyTH
HaIlpaBJIeHUS OOJBHBIX M KIMHUYECKUE ITPOTOKOJIBI
BEICHUS MAIMEHTOB) CO CJICHYIOIINMMN HEOOXOIUMBIMU
CITy>k0aMH B paMKax OJHOTO LieHTpa [452]:

(a) TeHeTHKA

(6) peBMaTOJIOTHS

(c) IaHMpOBaHME CEMbU

(m) BBJIA

() TpaHCIIAaHTAIIUSI JIETKIX

(1) BIIC y B3pocibIx

4. PedepeHTHBIM IIEHTpaM CJIeAyeT pacCcMaTpUBaTh
BO3MOXHOCTb ITIPOBCACHUSI TIPOBEPKU COOTIOICHUS
TIPUHIINIIOB YCTAHOBJICHHBIX PEKOMEHIAIINI 1 KITMHIIC -
CKHX MCXOHO0B, KOTOPBIN BKIIIOYACT aHAIN3 BELKMBAEMO-
cTd. PeBM3nM HOJDKHBI TaKKe ITPOBOMNTH CPaBHUTEIIb-
HYIO OLICHKY paOOTHI B IIpefeiiaX OTHOM CTOPOHBI, TIE
CyILIECTBYeT 0oJiee OMHOTO peepeHTHOTO LIEHTPA.
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5. PedepenTHBIe IIEHTPH TOJDKHBI paccMaTpUBATh
BO3MOXHOCTh COBMECTHOTO YYacCTHSI B KIMHWYECKUX
nccienoBanusx y manueHToB ¢ JIAI u XTOJII, Bkmogast
II u 111 dazy.

6. PedepeHTHBIM LIEHTpaM CIEAYyeT 3aHUMAThCS
nH(GOPMUPOBAHNEM O KPUTEPHUSIX HAIIpABIICHUS U 00ec-
IIeYeHUEM 00pa30BaTeIbHOTO IIpollecca 000 BCeX acleK-
tax JII' COOTBETCTBYIOIINX MEOULIMHCKNX PaOOTHUKOB.
B 0coOGeHHOCTH 3TO KacaeTcsT MOJIOOBIX CIICIIUAIICTOB,
KOTOPBIX BMECTE CO CTapIINMU KOJUIETAaMH CJIETyeT
HAIIpaBJIATh Ha 00YJAIOIINe KYPCHI.

7. PecbepeHTHBIE IICHTPHI JOJDKHBI Y4aCTBOBATh B CTa-
HOBJIECHMM U BKJIIOUEHUU B paboTy ceTtu LieHTpoB JII
B IIpeesax CTpaHkl, Tae ecTh 0osee ogHoro JII merTpa.

8. PedepeHTHBIM HEHTpaM CIEOyeT ITOMICPKNBATh
CBSI3M ¢ HAIIMOHAJIBHBIMA W/WIM EBpOIIeCKMMM TIalM-
SHTCKMMHM OpraHm3anusMu. PekomeHmamuu mist pede-
peHtHOro HeHTpa JII' mpuBeneHs B Tabmuie 35.

13. OCHOBHbIe NOCNaHNg U3 PeKOMEeHZauuii YTo
Oenartb M 4ero He Aenatb

AnarHoctuka JIr

KaTteTepusaums npasbix kamep cepaa
pekoMeHayeTCs Ans NOATBEPXAEHUS
pavarHosa JIAT (JIAr-rpynna 1)

1 onpefeneHuns TakTukv BeAeHNs
MposeneHve BPT pekomeHayeTcs

y naumenTos ¢ WUJIAT, HIAT v JIAT,
VHAYLMPOBAHHOW NPYEMOM NPenapaTos Ans
naeHTUdrKaLM NALUNEHTOB, KOTOPbLIX MOXHO
JIEYNTb BbICOKMMM Ao3amMmn BKK

TaxecTb JIAT

TaxecTb JIAI pekoOMeHayeTCs OLEeHNBATb,
onMpasicb Ha COBOKYMHOCTb A@HHbIX
KIIMHW4ecKoro obcnenoBaHust, Harpy304HbIX
TECTOB, BUOXMMUYECKUX MAPKEPOB,
pesynbratoB IxoKI 1 nccnenoBaHus
remMogmHamuiku (tabn. 13, 14) v BbINONHSATL
perynspHoe obcnenosanue kaxasle 3-6
MecsLEeB Y CTabubHbIX 60MbHbIX

(tabn. 14)

06wwe meponpusiTus npu JIAT

PekomeHayeTcsi n3beratb 6epeMEHHOCTH
nauneHTkam c JIAI

Tepanusa JIAT

PedepeHTHbIM LEeHTPaM pekoMeHayeTcs
obecrneynTb BeAEHUE NaLMEHTOB
MYNbTUANCLUUMINHAPHOW KOMAHA0N
(cneumanucTbl B 061aCTV Kapayonormm

1 NyNbMOHONOMMMN, MeANLIMHCKNE
CecTpbl, Paanonoru, paboTHWKK
COUManbHOM 1 NCUXONOTMYECKON MOMOLLM,
COOTBETCTBYIOLLWIE KOHCY/bTaHTbI)
Maumnentam ¢ JIAT, paHee He Nony4aBsLUMM
JIAT-cneunduryeckyto Tepanmio, 60bHbIM
C HU3KUM WY MPOMEXYTOYHBIM PUCKOM
PEKOMeHyeTCa Ha4MHaTb leYeHne

¢ opo6peHHoi JIAT -cneundunyeckom
MoHoTepanuu (Tabn. 19)

MaumnenTam c JIAT, paHee He Nony4aBLINM
JIAT-cneumduyeckyto Tepanuio, 60/bHbIM

C HU3KWUM U/ MPOMEXYTOYHLIM PUCKOM
PEKOMEH[LYeTCS HaYMHaTb NeveHne

C 0100peHHOI NepopasnbHoii JIAT -
cneumnduyeckoit KOMOUHUPOBAHHOV Tepanuu
(Tabn. 20)

MocnenoBatenbHas KOMBUMHUPOBAHHASA
Tepanuvsi pekOMeHAyeTCs Y nauyeHToB

C HeafeKkBaTHLIM OTBETOM Ha HayaNbHYo
MOHOTEpPanuIo MW Ha4anbHyIo ABOMHYI0
KOMOVHMPOBaHHYtO Tepanuio (Tabn. 21)

PekoMeHpauuu no BeaeHuio naumeHToB ¢ JIF BcneacTene sabonesaHunii
JeBbIX Kamep cepaua unu 3a6osieBaHuin Nerkmx

MpumeHeHne ono6peHHbIx JIAT - 1] C

cneuydUIecKMX NpenapaTos AJis ledeHms
JII BcnencTeve 3a00N€BaHNIA NEBbIX
Kamep cepaua unu 3aboneBaHuii Nerkmnx
He peKkoMeHayeTcs

PekomeHpauuu no BeaeHuio naumeHtos ¢ XTI

Xupypruyeckas aHaapTepakTomus us JIA |

B YC/OBMSIX TMMNOTEPMUM U LIUPKYNISITOPHOTO
apecTa pekoMeHayeTcs y nauneHTo ¢ XTI
1 OLLEHKA OMepabenibHOCTY U MPUHSTVE
peLLEeHNst OTHOCUTENBHO APYrMX METOA0B
NleYeHns (NekapcTBEHHas Tepanus unm
6annoHHas aHrvonnacTtuka JIA) Heobxoaymo
[lenaTb B COCTABE MY/bTUAMCLMMINHAPHO
KOMaH[bl 3KCnepToB

14. dneKTpoHHOE NpuoXeHue

Bce snexTpoHHBIE PUCYHKM W TaOIWIBI JOCTYITHBI
B BJICKTPOHHOM TIpmitoxkeHnu: http://www.escardio.org/
Guidelines-&-Education/Clinical-Practice-Guidelines/
Pulmonary-Hypertension-Guidelines-on-Diagnosisand-
Treatment-of

Unennl komuteta EOK 110 mpakTnyecKuM peKOMeH-
JAIASIM W PETIeH3eHTRI OT TiepeuncieHbl B [Ipunoxenun.

15. MpunoxeHue

Yaensl komutera EOK mo mpakTuyeckum pekomeHna-
masim (CPG): Jose Luis Zamorano (Chairperson) (Spain),
Victor Aboyans (France), Stephan Achenbach (Germany),
Stefan Agewall (Norway), Lina Badimon (Spain), Gonzalo
Bar6n-Esquivias  (Spain), Helmut Baumgartner
(Germany), JeroenJ. Bax (The Netherlands), Héctor
Bueno (Spain), Scipione Carerj (Italy), Veronica Dean
(France), Cetin Erol (Turkey), Donna Fitzsimons (UK),
Oliver Gaemperli (Switzerland), Paulus Kirchhof
(Germany/UK), Philippe Kolh (Belgium), Patrizio
Lancellotti (Belgium), Gregory Y.H. Lip (UK), Petros
Nihoyannopoulos (UK), Massimo E Piepoli (Italy), Piotr
Ponikowski (Poland), Marco Roffi (Switzerland), Adam
Torbicki (Poland), Antonio Vaz Carneiro (Portugal),
Stephan Windecker (Switzerland).

Hanmonansaple KapauoJormyeckue oodmectsa EOK,
TIPUHSIBIIINE aKTUBHOE YIaCTHE B PEIIEH3MPOBAHUY PEKO-
MEHIaL;

Albania: Albanian Society of Cardiology, Sokol Myftiu;
Austria: Austrian Society of Cardiology, Diana Bonderman;
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Azerbaijan: Azerbaijan Society of Cardiology, Ibrahimov
Firdovsi; Belarus: Belorussian Scientific Society of
Cardiologists, Irina Lazareva; Belgium: Belgian Society of
Cardiology, Michel De Pauw; Bosnia & Herzegovina:
Association of Cardiologists of Bosnia & Herzegovina,
Sekib Sokolovi¢; Bulgaria: Bulgarian Society of
Cardiology, Vasil Velchev; Croatia: Croatian Cardiac
Society, Maja Cike$; Cyprus: Cyprus Society of Cardiology,
Josef Antoniou Moutiris; Czech Republic: Czech Society
of Cardiology, Pavel Jansa; Denmark: Danish Society of
Cardiology, Jens Erik Nielsen-Kudsk; Estonia: Estonian
Society of Cardiology, Ly Anton; Finland: Finnish Cardiac
Society, Pertti Jaaskeldinen; France: French Society of
Cardiology, Fabrice Bauer; Georgia: Georgian Society of
Cardiology, Archil Chukhrukidze; Germany: German
Cardiac Society, Christian Opitz; Greece: Hellenic
Cardiological Society, George Giannakoulas; Hungary:
Hungarian Society of Cardiology, Kristéf Karldcai;
Iceland: Icelandic Society of Cardiology, HjOrtur Oddsson;
Ireland: Irish Heart Foundation, Sean Gaine; Israel: Israel
Heart Society, Doron Menachemi; Italy: Italian Federation
of Cardiology, Michele Emdin; Kyrgyzstan: Kyrgyz Society
of Cardiology, Talant Sooronbaev; Latvia: Latvian Society
of Cardiology, Ainars Rudzitis; Lithuania: Lithuanian

Society of Cardiology, Lina Gumbiene; Luxembourg:
Luxembourg Society of Cardiology, Frederic Lebrun;
Malta: Maltese Cardiac Society, Josef Micallef; Moldavia:
Moldavian Society of Cardiology, Victor Botnaru;
Morocco: Moroccan Society of Cardiology, Latifa
Oukerraj; Norway: Norwegian Society of Cardiology,
Arne K. Andreassen; Poland: Polish Cardiac Society,
Marcin Kurzyna; Portugal: Portuguese Society of
Cardiology, Maria Jodo Ribeiro Leite Baptista; Romania:
Romanian Society of Cardiology, loan Mircea Coman,
Russia: Russian Society of Cardiology, Olga Moiseeva;
Serbia: Cardiology Society of Serbia,
Branislav S. Stefanovi¢; Slovakia: Slovak Society of
Cardiology, Iveta Simkova; Sweden: Swedish Society of
Cardiology, Gerhard Wikstrém; Switzerland: Swiss Society
of Cardiology, Markus Schwerzmann; The Former Yugoslav
Republic of Macedonia: Macedonian FYR Society of
Cardiology, Elizabeta Srbinovska-Kostovska; The
Netherlands: Netherlands Society of Cardiology, Arie P.J.
van Dijk; Tunisia: Tunisian Society of Cardiology and
Cardio-Vascular Surgery, Abdallah Mahdhaoui; Turkey:
Turkish Society of Cardiology, Cihangir Kaymaz; UK:
British Cardiovascular Society, Gerry Coghlan; Ukraine:
Ukrainian Association of Cardiology, Yuriy Sirenko.

Texcr “PEKOMEHJALIMN ESC no auarHocTvke U Jie4eHUIo jierouHoi runeprersun 2015” akkpenutoBan CoBeToM EBpOIIBI TSI aKKpeauTa-

umu B kapauonoruu (EBAC). EBAC pab6otaeT cornacHo ctaHmaptam Kadectsa EBporieiickoro CoBeTa Mo akKpeIuTaL|K ISl TOCJEBY30BCKOTO MEIM-

urHckoro obpaszoBanus (EACCME), koTopslit siBiisieTcst yupexaeHrueMm EBporneiickoro coto3a mMeauumHckux crienmanictoB (UEMC). B cootBet-

ctBuu ¢ TpedoBaHusiMu EBAC/EACCME Bce aBTOpPBI, y4aCTBYIOIIMX B 3TOM ITPOrpaMMe PaCKpbUTH MOTEHLIMATbHBIE KOH(MIMKTBI MIHTEPECOB, KOTO-

PBIE MOTYT BBI3BAThb IPEAB3ATOCTL B HAYYHOM MaT€pHralic.

OpraHHSaHI/IOHHHﬁ KOMUTET OTBEeYaeT 3a obecrieyeHre TOro, 4YTO BCE€ IMOTCHUMAIbHBIC KOHCI)]II/IKT])I HUHTEPECOB B IIpOorpaMme OOBSIBIISIIOTCS

y4JacTHUKAM JI0 Havaja [esiTeIbHOCTH. Bompock 1y1st 3Toii cTaThyl fOCTYIHEI Ha: caiite European Heart Journal http://www.oxforde-learning.com/

eurheartj u EOK http://www.escardio.org/guidelines.

Cnucok nutepartypbli: http://www.scardio.ru/rekomendacii/rekomendacii_esc/
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