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I'maBa 1. OIPEJEJIEHUE, KITACCUPUKALUA JIT

Jlecounaa cunepmensua (JII')) - 310 Tpynna 3a0oNeBaHM, XapaKTEPU3YIOIIMXCS
IIPOTPECCUPYIOIIMM MOBBIIIEHUEM JIerouyHoro cocynuctoro conpotusienus (JICC) u naBneHus
B sierounoi aptepun (/{JIA), koTOpoe IPUBOAKUT K Pa3BUTHIO MPABOKEITYTOUYKOBOM CEpCUHOM
HEJO0CTAaTOYHOCTHU U MPEXkAEBPEMEHHOM rHOeH MalueHTOB.

B coorBerctBUM ¢ POCCHHCKMMHM pEKOMEHIAUMSAMU II0 JUATHOCTUKE M JICYEHUIO
nerouyHol runeprensuu (2007r.) nuarnos JII' ycraHaBIuBaeTCsl IpU YPOBHE CPETHETO JaBICHHUS
B sneroydoi aptepum ([IJIAcp.) >25 mm pr.cT. B mokoe u >30 MM PT.CT. TIpu (PU3HUECKOM
Harpy3ke. B Hopme JIJIAcp. B mokoe coctaBisieT B cpenHeMm 1443 MM pT.CT U He nipeBbimaet 20
MM pT.cT. B mocinennue roapl MexayHapOAHbIE PEKOMEHAALMM PacCMaTpUBAIOT B KadyeCTBE
JMAarHOCTHYECKOro Kputepus ypoBeHb [IJIAcp. Gomee 25 MM.pT.CT. B IMOKO€ MO JaHHBIM
KaTeTepu3aliy MpaBbIX OTHeNoB cepaua. s ouenku npupocra JIJIA Ha BbIcOTe (PU3UUECKOIM
Harpy3kd HEOOXOJMMO MPOBEACHHUE CIEHHUANbHBIX HCCIEIOBAaHUN C IENbI0 CTaHIapTU3ALUU
IIPOTOKOJIOB HATPY304YHOI'O TECTA W YCTAHOBIICHUS THANA30HAa HOPMAJIbHBIX 3HAYECHUM.

Kaacenpuxanus JII'

Knunnueckas xnaccudukanus JII' HeoOxoanma ais cTaHAapTH3AIMKA JUArHOCTHYECKUX
MOAXOIOB U JeueOHbIX Meponpustuidl. Ha mpoTsikeHMM MoOJyBeka OHa IpeTepriena
3HAUYMUTENIbHBIE U3MEHEHUs, HauuHas ¢ 1973r., Korjga B COOTBETCTBHM C KOHCEHCYCOM IKCIIEPTOM
BbAeIsIoch  NBe Kareropuu: nepsuuHas JII' (IJII') mnm JII' HEyCTaHOBIIEHHOM 3THOJIOTUU U
BropuuHasi JII' mpu BbISBICHUM TpUYMH WU ¢akTopoB pucka. B 1998r. na II Muposom
cumriosuyme B OBuaHe (Dpanius), mocssmieHHOM mpobaeme JII', Obutk BIiepBBIE BBIICICHBI
kareropun JII' Ha OCHOBaHMM CXOJACTBA IATOTCHETHMYECKHX OCOOCHHOCTEH, KIMHUYECKOM

KapTUHBI 1 TOAXOO0B K JICUCHUTO. C Toro BPCEMCHMU BBIACIACTCA MATh TOMOI'CHHBIX I'PYIIIT JIT".

Kiunnyeckasi Kjiaccu(pukanus JIeroOYHOM rUnepTeH3uu
1. Jlecounasn apmepuanvnuan cunepmensusn (JIAI):
1.1. Wawnonmaruueckas JII'
1.2. Hacnenyemas JII' (myTtamuu BMPR2, ALK, SHAOTIIMH (C Uau 0€3 HACIEICTBEHHOM
reMOpparuuecKkoi TeleaHTUIKTa3UH )

1.3. HNuaayuupoBaHHas MPUEMOM JIEKAPCTB U TOKCUHOB
1.4. AccouumnpoBanHas c:

1.4.1. cucteMHBIMU 3a00JIEBAaHUSMU COCTUHUTEIBLHON TKAaHU

1.4.2. BUU-undexumeit

1.4.3. mopTanpbHOM TUNIEpTEH3UEH



1.4.4. BpOXXIEHHBIMHU TTOPOKAMHU cepIia (CHCTEMHO-JIETOYHBIC ITYHTHI)

1.5. Ilepcuctupyromas JIAI' HOBOpOXKAEHHBIX
1.6. Jlerounast BeHO-OKKJIIO3MOHHAs 00s1€3Hb / JIETOYHBIN KanWUIApHBII reMaHTHOMaTo3
2. /lezounaa 2unepmen3un eciedcmeue namoa02un 1eblx OmMoenos cepoya:

* cUCTOJINYeCKask AUCHYHKIIUS

* TUACTOJINYEcKast TUChYHKIUS

* KJIanlaHHBIE TIOPOKHU
3.JIT, accoyuuposannas ¢ namonozueil ObIXameabHOol CUCMeMbl U/UIU 2UROKcemuell

* XpOHUYECKass OOCTPYKTHBHAsI OOJIC3HB JIETKUX

* UHTEPCTHULIMATIbHBIE 3a00JI€BaHUS JIETKUX

* Ipyrue 3a00JIeBaHMs JIETKUX CO CMEIIaHHBIMU PECTPUKTUBHBIMU U OOCTPYKTHBHBIMU

HAPYIICHUSMH

* CHHAPOM aJIbBEOJISIPHON TUIOBEHTUIISILIUN

* BeIicOKOTrOopHas JII'

* HapyILIEHUS JbIXaHUS BO BpeMs CHa
4. Xponunueckasi TpoMo03IM0O0ndeckas JII'

5. CmemanHbIe (hOPMBI

* reMaToJIoru4ecKue 3a001eBaHUs

* CUCTEMHBIEC HApPYIICHUS

* MeTa0OINYECKHe HapyLIICHUS

* Apyrue

PaznuyaroT npekanuuiIpHyo ¥ TOCTKAMWUTIpHYI0 Gopmbl JIT.

Kpumepuamu npexanunnapnoii JII' sBnaiorcs:
e cpenHee mAaBieHue B sierouHoit aprepuu (JJJIAcp.) > 25 MM pr.cT. (10 JaHHBIM
Karetrepusaluu npassix otnaenos cepaua (KIIOC);
* 1aBJICHHUE 3aKJIMHUBaHUS B ierounon aptepun ([I3JIA) < 15 MM pT.CT.;
* cepaeuHbiid BEIOpoc (CB) B HOpME WITH CHUIKEH.
Bce sviueykazannvle napamempol 00NHCHBI USMEPAMBCS 8 NOKOE.

Takolt remogMHaMUYecKUil BapuaHT MOxHO BbIsiBUTH npu JIAL, JII' BcaeactBue
narosioruu Jerkux, XTOJIT', cmemannbix popmax JII'. Toctkamumisipaas dopma JII' ¢ JIJTAcp.
> 25 mm pr.ct. u JA3JIA, npesbimaroniuM 15 mMm pr.cT., XapaktepHa s JIIT  BciaeactBue
MAaTOJIOTUHU JIEBBIX OT/IEJIOB CepLa:

I'pynna 1. Jlerounas aprepuajibHas runeprensusi (JIAI)) — sto kimuHHMYeckoe

COCTOSIHME, XapaKTEepU3ylollleecsd HaJIMdueM IpekanwuiipHoil JIIT mpu OTCyTCTBHM ApPYTrHX
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npuynH noBeimeHus JIJIA, Takux kak 3a0oyieBaHUS JIETKHUX, XPOHHYECKOW TPOMOOIMOOIHMH
JIETOYHOM apTepud W T.A., B TOM 4ucie peakux Oonesner (rpymma 5). JIAIT mpeacraBnena
uanonarudeckoit JII' (UJIT), nacnegyembimu popmamu JIATL; JIAT, uHIynMpOBaHHON MIPUEMOM
JIEKapCTB M TOKCMHOB, a TAKXKE aCCOLIMUPOBAHHBIMHU (POPMaMU BCIICACTBUE HAJTUYUs CUCTEMHBIX
3aboneBanuii coenuHuTenbHOW TkKaHu (C3CT), mopranbHOW THnepren3uu, BUY-undexnmm,
BpOXXIeHHBIX TTOpoKOB cepana (BIIC) (cucTteMHO-IeroyHbIX MyHTOB) U niepcuctupyromieit JIAT
HOBOPO’KJICHHBIX.

C 1951r. mox tepmunoMm «mepuyHast JII'» (IJII') moapa3zymeBanace JII' HensBecTHOU
STHOJIOTUU TPU OTCYTCTBHHM KaKOW-IHOO TAaTOJOTMM CO CTOPOHBI Cepala M JIETKUX: Kak
cemeitnbie (10 6% ot uncna 60apHBIX ¢ [IJII'), Tak u cnopaauueckue ciydau. B 2003r. na III
BcemupHoMm cummnosmyme, mocBsaiieHHOM npooieme JII', BMecTo TepMUHa «IepBUYHAs OBLIO
NPEUIOKEHO UCHoib30BaTh TepMuH «MJII» s o0o3HaYeHHs CHOPAJUYEeCKHUX CIydaeB
3aboneBanus. Mcnonb3zoBanue tepmuna «[JII» mpenmnonarano Hanu4ue TEPMHUHA «BTOPUYHAS
JII'», xoTopsIif ObIT OTMEHEH B Kiaccudukamuu 1998r., MOCKONBKY OMUCHIBAI T€TEPOTCHHYIO
rpynmy 3aboneBanuid. J{ns ycranoiaeHus: nuarno3a MJIIN Heooxoaumo BeIsiBUTH KpuTepuu JIAT
Y UCKJIIOYUTH BO3MOKHBIE aCCOLMUPOBAHHBIE (DOPMBI, KOTOPBIE UMEIOT CXOAHYIO KIMHHYECKYIO
KapTUHY Y  NaTOMOP(OJOTHYECKHE HM3MEHEHUS MENKHUX JIETOYHBIX cocynoB. JIAT
XapakTepu3yeTcs HanuuueMm npekanwuispHoit JIIT mpu oTcyrcTBUM 3a00JI€BaHUN JIETKUX,
XPOHUYECKON TPOMOOIMOOIHMH JIETOYHOW apTepuu, APYrux 0osie3Hel KaK BO3MOXKHON MPUYUHBI
nospiieHuss JICC wu  JUJIAcp. B Hacrosmee Bpems pauarHoz "WJII™ ykaseiBaer Ha
COpaguyuecKyo GopMmy 3a0oJjeBaHMsA, KOTJa Yy HalMEeHTa OTCYTCTBYIOT KaK HAaCJIeJCTBEHHBIN
aHamHe3, Tak 1 ¢aktopsl pucka. Hacnenyemas JIAI' quarHoctupyeTcst pu HaJTUIUH CEMEHHOTO
aHaMHe3a W/WUJU BBISBICHUU MYTallUi T€HOB, KOJUPYIOIINX PEeLEenTophl THUHa 2 Oelika KOCTHOTO
Mopdoreneza- BMPR2 unu aktuBuH-no00H0M krHa3e! - ALK 1.

[Ipu JIAT, uHIynMpOBaHHOW NPHEMOM JIEKapCTB U TOKCHMHOB, B KayecTBE (haKTOPOB
pucka JIAI' BbICTymaloT JEKapCTBEHHbIE TMpenapaTrbhl W TOKCHHBI, MPEACTABICHHbIE HUXKE
(mabauya 1).

JIAT", acconuupoBanHas ¢ C3CT - aTo BakHas kiauHU4eckas noarpymnmna JIAI, koropas
MOXET BO3HUKATh IIPU CUCTEMHOM CKIIEPOJEPMUU, CUCTEMHOM KPaCHOM BOJIYAHKE, CMEIIAHHOM
3a00JIeBaHUU COETMHUTENBHON TKaHU, 00Jiee PEIKO - PEBMATOMIHOM apTpUTe, JepMaTOMUO3ZUTE
unu curapome lllerpena.

JIAT" sBnsiercs peakuM, HO yCTaHOBJIEHHBIM ocioxHeHneM BUY. Ilpu nopronerounoii

runeprensun JIAT conmpoBo1aeT NOBBIIIEHUE JaBJIECHUS B CUCTEME BOPOTHOM BEHBI.



[Tpu JIAT BcnenctBue BIIC knaccudukaius BpOXICHHBIX CHCTEMHO-JIETOYHBIX IITYHTOB
YUUTBHIBAET TUII U pa3Mepsbl AedeKTa, Haluune WIK OTCYTCTBHE SKCTPaKapAHaTbHBIX aHOMAIUI U
craryc koppekiuu BIIC. Bce stu ¢aktopsl BHOcAT Bkiaa B passutue JIAIL, cunapoma
DW3eHMEHrepa 1 OMPeAeIIsioT MPOTrHO3 OOJIBHBIX.

Cunzapom Dif3eHMEHTepa MOXET OBITh OOYCIOBJEH KaK MPOCTHIM, TaK W CJIOXHBIM
(okono 30% OonpHBIX) MOpokoM cepauna. Cpenud HPOCTHIX MOPOKOB CIEIYyEeT OTMETUTH
HanOonee dacThle: JAedeKThl MexokenyaoukoBod —meperopoaku  (JAMIXKII), nedexts
MexnpencepaHon neperopoaku (JAMIIII) u otkpsrTeiii aprepuanbhblil npotok (OAIL). Cunapom
Diizenmenrepa pas3BuBaercs y 10% HeomepupoBaHHBIX OosibHBIX crapiie 2 ser ¢ JAMIXKII
moboro pazmepa, pu JMIIII - mpumepHo y 4-6-% OOTBHBIX.

JIAT pa3BuBaeTcs MOYTH Yy BCE€X OONBHBIX C OTKPBITBIM apTepUAIbHBIM IPOTOKOM, Y
50% OGonpHbIX ¢ JIMXKII npu nuamerpe nedexra 6omnee lem u 10% OGonpubix ¢ JMIII mpu
nuaMeTpe aedekra 6onee 2cM. Y OOJBHBIX C MalbIMU M CpelHUMH pa3Mepamu nedexra JII
pa3BuBaeTcs TOJIbKO y 3% OOJIbHBIX.

OOBIYHO paHHSASI XUpPyprudeckas KOPPeKIHs MOopoKa cepaua MpeAoTBpallacT pa3BUTHE
JIT'. Oxnako y psaa 60nbHBIX TspKenas pesuayanbHas JIAD pazBuBaeTcs mocie XUpPypradeckoi
KOpPpEKLIIMH MOpOoKa. B Takux KIMHUYECKHX CUTYallUsIX YacTO HEACHO, IPUCYTCTBOBAJIO JIU
HeoOpaTHUMoOe MOpakeHHE JIETOYHBIX COCYNIOB /10 ONEPATUBHOIO JICYEHHS MOpOKa ceplaua Win
JIETOYHOE COCYAUCTOE 3aboseBaHHE MPOTPEcCUpPYET, HECMOTPS Ha YCHEIIHO IPOBEICHHYIO
oIeparuio.

Knaccndukanns BpoKIEHHBIX CHCTEMHO-1eT0O4YHbIX IOPOKOB cepana:

1. Tun
- Ilpocmoii:

JledexT MexIpeacepAHON eperopoIKu

JleekT MexKeTy1I0uKOBOM MEPErOpOAKH

OTKpBITHIA apTepUATIBHBIA MPOTOK

AHOManus J1ero4YHbIX BEH
- Kombunuposanmwiii:

EnuHCTBEHHBIN KeEMya0ueK

JledeKThl MEeXIIPEACEPTHON U MEAOKEITYI0UYKOBOM TTEPETOPOIOK
2. Pa3mepsbl

- Manblii (mpu  JedeKTe MEXMpPEeACEepIHOW MEeperopoikd MeHee 2 cM U jaedekre

MEXOKETYJOUKOBOM EPEropoKy MeHee 1¢m)



- Oompmioit (mpu gedexTe MEXNIpeacepaHond meperopoaku Oonee 2 cM U nedexre
MEXKEITYIOUKOBOH Ieperopoaku 6oiee 1cm)
3. AcconuMpoBaHHbIe IKCTPAKAPAHAJIbHbIC AHOMAJTHH
4. CraTyc KOppeKIIuM NOPOKa cepAua:
- HEOINEPUPOBAHHBIN TOPOK
- YaCTUYHO CKOPPEKTUPOBAHHBIN TOPOK (AaTa)
- CIIOHTAHHO WJIM OIIEPATUBHO KOPPEKTUPOBAHHBIN MOPOK (AaTa)
JlerouHass BEHO-OKKJIFO3MOHHAsI OOJIE3Hb W JIETOYHBIM KAMWUISPHBIM TeMaHTHOMATO3
umeroT cxonuyio ¢ W' Mmopdosoruueckyo KapTuHY, HOJ00HbIE KIMHUYECKHUE MPOSIBICHUS U

reMOJJMHAMHUYECKHE XapaKTEPUCTHKH, a TaKke (PaKTOPBI PUCKA, YTO MO3BOJISAET NPUUNCIUTD HX
K rpynmne 1.

I'pynna 2. JIT" BcieacTBue maToJIOTUH JIEBBIX OT/A€I0B cepana
Hopan(eHmI JICBOT'O meny;[OqKa nJin KJIAITAaHHOI'O annapaTa JICBBIX OTHOCJIOB cepznua
NPUBOMST K TOBBIIMICHUIO JABICHHUS B JIEBOM MpeICEepauU, NaccUBHOE mnoBeimieHue JJIA

SIBJISICTCS CJICICTBHEM OOpaTHOM Mepeiauul TaBJICHHS.

I'pynna 3. JIT" BeaencTeue 3a00/1eBaHnii JIETKUX W/ MU THIIOKCHH

OcHoBHOW NpUUMHON pa3BUTHUA 3TOH (opmbl JII' sBIsieTcs anbBeONIsIpHAs THUIIOKCHUS
BCJIE/ICTBUE XPOHUYECKHX OOJIe3HEH JIeTKUX, HaJU4Ms HapyUICHUsS JbIXaHHUS BO BpEMs CHA,
npeObIBaHUS B BEICOKOTOPbE.

I'pynna 4. Xponudeckasi TpoM003M00/IM4YeCKasi JIeTrOYHAS THIIEPTEH3Us

Panee B 3Ty rpynmy BKIIIOYAJIUCh Pa3ndHble (GOPMBI OOCTPYKIIUH JIETOYHBIX COCYOB:
3MO0JIBI, OMYXO0JIU, THOPOIHBIE TEA.

I'pynna 5. JlerouHass rumepreH3dsi HEM3BECTHOr0 WM CMEMIAHHOIO TreHe3a
BKIIIOUaET 4 pyOpUKH:

5.1. 'emaronoruyeckue  3aboneBanust  (MuenonpoiudepaTHBHbIE  3a00JeBaHUS,
reMOJIUTHYECKas aHEMUS, CTNIEHIKTOMMS )

5.2. CucreMHbIe HapyIIeHU (BaCKyJIHUTHI, CapKOM103, TUCTHOLIUTO3,
nuMQpaHTHOIeHOMUOMATO3, Helpohudpomaros)

5.3. Merabonunueckue HapyuieHus (601e3Hb [ o1re, maToaorus MUTOBUIHON JKeJe3bl)

5.3. Jlpyrue cocTosiHus ¢ codeTaHHBIM reHe3oM JII' (mmcToMo3, KOMIIPECCHsl JIETOYHBIX
cocyoB, (puOpo3UpyrOIIMil MEAMACTUHUT, XpPOHHYECKas TOoYe4Has HeIOCTaTOYHOCTh C

MPOBEACHUEM T€MOIUATN3A)



I'maBa 2. PAKTOPBI PUCKA U ACCONMUPOBAHHBIE KIMHUYECKHUE
COCTOsAHMUA ITPU JIT'

®aktopom pucka (®P) JII- 310 mMr000H 5K30T€HHBIM THMOO SHIOTEHHBINH (HAKTOD,
COCTOSIHME WM 3a00JeBaHUE, KOTOPOE MOXKET WrpaTh MPeIpacloiaralollyld  poib WId
crocoO0cTBoBaTh paszputuio JII'. dakropamu pricka MOTYT OBITh (DEHOTHUIIUYECKHE MPU3HAKU
(Bo3pacT, moJ), JeKapCTBEHHbIE MpenapaThl, XUMUYECKUE BEIIeCTBa, UH(EKIIMOHHbIE areHThl U
T.1. TepMUH «acCCOUMUPOBAHHBIE COCTOSHUS» UCHONB3YeTCsl JUis O0003HAYCHHS] TaKUX
KIIMHUYECKUX COCTOSIHMM, Halu4yue KOTOPhIX CBA3aHO CO CTaTHYECKU JIOCTOBEPHBIM
YBEIIMYEHUEM BEPOATHOCTH pa3Butus JII'.

AOGcomoTHbil puck pasutus JII' mpu Hammuuu u3BecTHhIX PP mocTaTroyHO HUBKUH,
MOATOMY WHIWBHAyalbHasi YyBCTBUTEIBLHOCTh WJIM T'€HETHYECKas MPEApacroioKeHHOCTh, MO-
BUJIUMOMY, WIPAcT IPUOPUTETHYIO poib. Bece PP u acconuupoBaHHBIE COCTOSHMS MOYXKHO
KJIAaCCU(UIIUPOBATH B COOTBETCTBUU CO CTENEHBIO acconuanuu ¢ JII' 1 Hanmuuus yCTaHOBJICHHON
NPUIUHHON cBsi3u (mabauya 1).

Paznuuaror «onpeneaennsie» @P JII' u acconuupoBaHHBIE COCTOSAHHS, YTO
O3HAyaeT HaJIM4YMe  B3aMMOCBS3E€HM, TMOJATBEPKACHHBIX  HECKOJBKUMHU  HE3aBUCHUMbBIMU
HAONIIOJICHUSIMU, BKJIIOYash KOHTPOJUPYEMbIE HCCICHOBAHUS U JIOKA3aHHBIE AIHUICMUU;
«BEPOSAITHbIE», O KOTOPBIX CBHUJAETEIbCTBYET  pSAJ HE MPOTHUBOpEYALUX JpYr JpYyry
HaONOleHWH, B TOM YHCJIE CEpUU CIIyvaes, OJTHAKO UM HE€ NPUIHCHIBACTCS POJIb
YCTAHOBJICHHOW  MPUYUHBI; «BO3MOXKHBI€», KOrja MPUYUHHO-CIIEJICTBEHHAs  CBS3b
MpearnoyiiaracTcss Ha  OCHOBAaHWM CEPUM KIMHUYECKUX HaOJIOJCHUN, pPErucTpoB, MHEHUU
JKCIIEPTOB; «MAJOBEPOSITHbIE», C HAIUYMEM KOTOPBIX CBs3bIBaiMCh ciaydau JII, HO B
KOHTPOJIMPYEMBIX UCCIIEI0BAaHUSAX PUUMHHO-CIIEACTBEHHAs CBSI3b HE Oblila JOKa3aHa.

Tabmuua 1. @akropsl pucka JII' U accouuMpoOBaHHbIE KINHUYECKHE COCTOSTHUS

Onpene.neﬂm,le BEPOATHLIC BO3MO’KHbIC MaJIOBEPOATHBIC

ﬂekapcmeeHHble npenapaniol U MOKCUHbl

AMuHOpeEKC AMderamuu Mera-amberaMuHbI AHTHIETIPECCAHTHI
DendmypaMuH L-tpunrodan Koxaun OpaibHBIE KOHTPAIICTITUBHI
Hexchendaypamun XuMuoTepaneBTUYECKUe DCTPOreHbI

PancoBoe macno npenaparbl Tabakokypenmue

Jlemocpaguueckue u meouyunckue ycioeus.

[Ton bepemeHHOCTE - Oxupenme
ApTtepuanbHas
TUNEPTOHHUS




3abonesanus
onpesieJieHHbIe BEpPOSAITHBIE BO3MOYKHbIE BO3MOKHE
BUY-undexmus MopTajbHbIE 3a00J1€BaHuUs IITUTOBHUIHOM JKEJIE3HI, -
TUIIEPTEH3UH, 3a00JIeBaHuUs KPOBH,
3a0osieBaHus COCTOSTHHE TTOCIIE CIIEHIKTOMUH,
TICYEHH, CEPIIOBUAHO-KJIETOYHAS aHEMUS,
CUCTEMHBIE B-tamaccemus,
3a0o0sieBaHus XPOHHYECKHE
COE/IMHUTEIIbHOM MUeNonponepaTHBHEIC
TKaHH, 3a00J1€BaHus,
BPOXKJICHHBIE penKune reHeTHIecKre 3a00IeBaHus
CHCTEMHO- nim 00J1e3HH OOMeHa,
JIETOYHbBIC IYHTHI Ooue3nb [omre,
6one3np ®on ['bepka,
HaCJIeICTBCHHAS
reMopparmydeckas TeleaHruIKTa3us
(6one3nn Ocnepa-Bebepa)

Iaasa 3. SIIUAEMHOJIOTAA JETOYHOM T'MIIEPTEH3UA

ONuaeMuoI0rNYeCKUe JaHHbIE O pacipocTpaHeHHOCTH JII' kak B Hallel cTpaHe, Tak U B
MHUpe, B HacTosIlee BpeMms OTCYTCTBYIOT. Ilo maHHbIM 3apyOeXHbIX HaOMIOAEHUH, Npu
axokapauorpadpuueckom ckpuHuHre u3 4579 GonpHBIX mpu3zHaku JIIT (cuctommyeckoe JIJIA
Bbiie 40 MM pr.cT.) BhIABILINCH Y 10,5% OonbHbIX. M3 HUX TosbKO 4,2% NalMEeHTOB MMEIH
JIAT, 78,7% - JII' BciencTBUE MATOJIOTWU JIEBBIX OTHENOB cepana, 9,7% - JII' Ha ¢one
naToJjioruu jerkux, 0,6% - xponuueckyro Tpombosambonuyeckyro JII' (XTIJII'), B 6,8% ciyuaes
YCTaHOBUTH JUArHO3 HE MPECTABISAIOCH BO3MOKHBIM.

I'pynna 1. JIAT otHOocuTcs K uncny ophaHHbIX 3abosieBanuil. [1o snmaeMuonoruueckum
JTaHHBIM, B 00IIel momyssiuuu pactnpoctpaneHHOCTh JIAIDT cocraBnser 15 cnyyaeB 3aboseBaHus
Ha MwumoH Hacenenus, WJII' - 6 ciyuaeB 3a0oneBaHuss Ha MWIJIMOH HAaceJICHUs, a
3aboneBaemocts MJII'- He Oonee 1-2 cimywyaeB Ha MWUIMOH HaceneHuss B rox. MJIIT moxker
BO3HUKHYTh B JIFOOOM BO3pacTe HE3aBHCHMO OT moyia W pacbl. Hambonee dacto nedrot
3abosneBanus ormedaercs B 20-30 net y xenumuH, B 30-40 net - y MmyxuuH. CoriacHo JaHHBIM
peructpa NIH (CILA), BkmtouaBmem B 1981-1985rr. 187 60apHBIX B cpegHeM Bo3pacte 36 e,
COOTHOIIICHHUE KEHIIMHBI MY>XYUHBI cocTaBmwiio 1,7:1, 9% manuenTos O6butH cTapime 60 set, 8%
- momoxke 20 ner. Cpenmuuii mepuon OT neOroTa 3a00JEBaHUS JO MOMEHTa YCTaHOBIICHUS
JMarHo3a COCTaBJIsUI OKOJIO 2 JIeT. PerucTpsl, BHIIOJHEHHBIE B ITOCJIEIHUE IO/Ibl, YKA3bIBAIOT HA

M3MEHEHHE JeMOTrpapuecKuX XapakTepUCTHK. Tak, B eBpONEWCKUX CTpaHax CPeIHUI BO3pacT

6onpHBIX MJII" Ha MOMEHT yCTaHOBJICHHUS TUAarHO3a COCTaBUI 52 T0J1a, COOTHOIICHUE KEHITUHBI/



MyxunHbl - 1,6:1. [To poccuiickuM aHHBIM, 3a nocieaHee 10-neTre HAOMIOACHHE OTMEYaeTCs
BO3pacTaHUE COOTHOIIEHUSI KEHIIMHBI/ MYX4YUHBI 10 6,5:1. Bo3pacT Ha MOMEHT yCTaHOBJICHUS
nuarno3a cocrasisieT y 6onbHbix WJIT 31,2 roma. Ilepuon ot nebrota 3a00sieBaHus 10 MOMEHTA
YCTAHOBJIEHUS IMarHO3a MO-NPEXHEMY COXPAHSIETCS OKOJIO 2 JIET.

B crpykrype JIAI' mo manHbIM peructpoB Ha nonto namueHtoB ¢ WJIIN mpuxomutces
39,2% O6onbHBIX, YV 3,9% OONBHBIX MMEETCs] CEMEHHBIN aHaMHe3 3abosneBanus. [Ipu cemeitHbIxX
¢dopmax JIAI' B 70% citydaeB BBIABISIOTCS MyTallMU I'eHa, KOJMPYIOIIETO perentopa Tuma 2
Oenka xoctHoro Mopdgorenesa (bone morphogenic protein receptor-2 (BMPR2), koropsrii
MPUHAJUICKUAT K cCeMENCTBY TpaHchopmupyomux (akTopoB pocta (transforming growth factor
B (TGFB) u nacnemgyercs 1o ayrocCOMHO-TOMMUHAHTHOMY TUITY € HEMOJIHOM nenerpanueil (20%).
VY OonpHbiX ¢ JIAI' Ha ¢one Gone3nu Ocnepa BBIABISIOTCS MYyTallMii T€HOB, KOIUPYIOIIUX
perenTopsl akTUBUH-TI01I00HOM KuHa3bl - ALK 1 wnm sHornmmHa.

Cpenu accorunpoBaHHbIX (popm npeodnanatot ciaydau JIAD Beaencteue C3CT (15,3%),
y 11,3% - Ha ¢done BpoxaeHHsix nopokoB cepaua (BIIC), 10,4% - nopranbHON TUIIEPTEH3UH,
9,5%- npuema JeKapCcTBEHHBIX MpenapaToB/ TOKCUHOB, 6,2% - BUY.

I'pynna 2. V Gonsabix ¢ JII' Ha ¢QoHe 3a0onmeBaHMil NEBBIX OTAEIOB cepilla He
oOHapy>KUBaeTcs TeHeTHYecKoro cyOcTtpata 3aboneBanus. Pacmpocrpanennocts JIIT mpu
XpoHuueckor cepaeunor HemoctatouHocTH (XCH) BospacTtaeT 1o Mepe HapacTaHUS
¢yukuonansHoro knacca (®K). Ilpuznaku JII' BeisiBnsitores 'y 60% OompHeix ¢ XCH
BCJIEJICTBHE CHUCTOJIMYECKON AUCHYHKIIMU JIEBOTO Kenynouka u 10 70% ManueHToB, HMEIOIINX
M30JIMPOBAHHYIO AMACTOIUYECKYIO NUCHYHKIMIO JIEBOTO Xenynouka. Pacnpocrpanennocts JII
MIPY HAJIMYUHU KJIAIAaHHBIX TIOPOKOB JIEBBIX OTAENIOB CEpALla 3aBUCUT OT BBIPAXKEHHOCTH J1e(heKTOB
U KJIuHU4YecKor cumnTomaTuku. JII' pazBuBaeTcss MpakTUYECKH BO BCEX CIIy4asX IMOPaKECHHI
MUTpPAJILHOTO KJ1anaHa u 10 65% ciydaeB IPU CTEHO3€ YCThsl AOPTHI.

I'pynmna 3. Ilpu JII' BcnencTBre NaToI0rUM JETKUX M/WINM THUIIOKCEMUU TOJIBKO B OJJHOM
HCCIE0OBAaHUHM Yy OOJBHBIX C XpPOHUYECKON 00CTpyKTHBHOU Oose3Hbto jierkux (XOBJI) onmcan
nonmuMmopdu3m reHa ceporoHuHa. PacmpoctpanenHocts JIIT mpu XOBJI mpu Hamumuwm 10
MEHbBIIEH  Mepe OJHOM  TOCHHUTANIM3ALMU  BCIEACTBUE  yCYryOJeHHs  JbIXaTeNbHOM
HegocTaTouyHocTH coctaBisieT 10 20% cinydaeB. B passepnyroit ctagun XObBJI gwacrora JII'
Bo3zpactaer (>50%), opnako creneHb moBbimieHuss JIJIA o6bryHO HeOombmias. Ilpu
MHTEPCTULHANBHBIX 3a00JeBaHUsIX Jierkux pacrnpocTtpaHeHHocTh JII' cocraBnser 32-39%.
Coueranue JseroyHoro ¢ubpo3a u 5SM(uU3EMBbl JETKUX CIIOCOOCTBYeT O0ojiee YacTomy

BO3HUKHOBeHUIO JII'.
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I'pynna 4. Ilpu XTOJII' He oOHapy)UBaeTCs TeHETUYECKOro cybcTpaTa 3a0o0JieBaHMS.
UYactora pazsutus XTOOI' mocie mepeHeceHHONW OCTpoil TpoMOOIMOOIHMH JIETOYHON apTepuu
Bapbupyetcst ot 0,5% 1o 3,8%. Cuuraercs, uro 50% OonpHBIX ¢ 3TOM (opmoii JII' MmoryT He
UMETh B aHaMHE3€ OCTPOH TPOMOOAMOOJIMU JIETOYHOW apTepUu HJIM TPoMOO3a TyOOKHX BEH

HIDKHUX KOHEYHOCTEM.

I'pynna 5. B sty rpynmy BkitouaroTcs pasznuudbie Gopmbr JIIT HEM3BECTHOTO WU
CMENIaHHOTO T'eHe3a. YUHThIBAs ¢ reTCpOrcHHOCTh, HC MPCACTABIACTCA BO3SMOXHBIM OLICHUTH

pacrpoCTpaHEHHOCTh U HAJTMYKE TeHEeTUYECKOTro cyocTpara O0JIe3HH.

I'maBa 4. IATOI'EHE3 JIT'

B naToreHese 3a0o0JieBaHUA clenyer BBIJICTIHUTD YeThIpe OCHOBHBIX
naTo(U3NOIOTHUECKUX (DeHOMEHa:

1) Ba30KOHCTPUKLIUS

2) peayKIus JerO4YHOro COCYAUCTOrO pyciia

3) CHIKEHHUE 3JTaCTUYHOCTH JIETOYHBIX COCY/IOB

4) obnuTepalus JIETOYHbIX COCY0B (TpoMO03 in situ, mponudeparus riaaKOMbIIISIHBIX
KJIETOK).

Jlo HacTOsIIEro BpeMEHN TOYHO HE YCTAHOBJICHBI IIPOIIECCHI, UTPAIOIINE MTYCKOBYIO POJIb
B Pa3BUTHM MATOJIOTMYECKUX U3MEHEHUU B JerouHbIx cocynax mpu JII'. CoBpeMeHHbIE TeOpUHr
natorene3a JII' pokycupyrorcs Ha AUCPYHKIMU WU TOBPEXKICHUU DHIOTENUS, MPUBOISIIEH K
HapyHIeHUIO OanaHca MEXIy Ba30KOHCTPUKTUBHBIMHU M Ba3OAMIATUPYIOUIUMH BEIIECTBAMU U
pa3BUTHUIO Ba30KOHCTpUKIHMU. (OCBOOOXKIACHHE HEUICHTH(PHUIIMPOBAHHBIX XEMOTAKCUYECKUX
areHTOB U3 MOBPEKICHHBIX KJIETOK SHAOTENHS BbI3bIBAET MUTPAIUIO IJ1aIKOMBIIIEYHBIX KIETOK
B MHTHUMY JIETOYHBIX apTepuoi. Cekpenus JIOKaJbHO aKTHBHBIX MEIWATOPOB C BBIPAKEHHBIM
Ba30KOHCTPUKTOPHBIM JIEHCTBHEM CIIOCOOCTBYET Pa3BUTHIO TPOMOO3a in situ, TpaHCHOPMHUPYS
COCTOSIHUE JIETOYHOTO COCYIUCTOTO pyclia U3 OOBIYHOTO AHTHUKOATYJISIHTHOTO COCTOSIHUS
(BcmencTBUE  OCBOOOXIEHHUS MPOCTAIMKIMHA ©W  WHTHOWTOpPa TKAHEBOTO  aKTHBATOpa
IJIa3MUHOTEHA) B MPOKOAryiasiHTHOE. B pe3ynbrare oOpa3yercs MOpOYHBIN KPYT: MOBpEXKICHUE
SHJIOTEJHSI HEYKJIOHHO MPOTrPECCUPYET U MPUBOIUT K PEMOACTHPOBAHUIO JIETOYHBIX COCY/IOB,
HApacCTaHUIO COCYAMCTON OOCTPYKIMH M obmuTepauuu. Ilpu 3TOM marosorudyeckue Mporecchl
3aTparuBalOT BCE CIOM COCYAMCTOM CTEHKH, pa3IUYHbIE THUIBl KJIETOK- 3HIOTEIHAlIbHBIC,
rIaJKoMbllIeuHble, (QuOpoOracTel. B agBeHTHIIMM oOTMeYaeTcs TOBBIIMICHHAs MPOIYKIUS
AKCTPALCIUTIOJISIPHOTO MAaTpPUKCa, BKIIOYAs KOJUIareH, 3JacTUH, (UOPOHEKTHH W TEHACIIHH.

BocnanurenbHble KIETKH U TPOMOOLUTHI TAK)KE UTPAIOT CYLIECTBEHHYIO poib B pa3BuTuu JII'.
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B mnasme kpoBu OosibHBIX ¢ JII' MOBBIIEHBI YPOBHHM HPOBOCHAIUTENBHBIX LHUTOKHMHOB, B
TPOMOOIIUTAX HAPYIIAETCS META0OINU3M CEpOTOHHMHA.

IIpu wucciaenoBaHWM BAa30AKTUBHBIX CyOCTaHIMIT OBUIO TOKa3aHa IOBBILICHHAS
IOPOAYKIUS TPOMOOKCaHAa M MOIIHOTO Ba30KOHCTPUKTOPHOTO TMENTHIA 3SHIOTEINAIBHOTO
IIPOUCXOXKACHUSA C MHTOTCHHBIMM CBOWCTBAMU B OTHOIICHMM TJIaJAKOMBIIIECYHBIX KJIETOK-
SHOTENMHA-1, NepuuuT Ba3oaAnIaTaTopa MPOCTALUKINHA U OKCUA a30Ta.

VY GonbimHcTBa 00NBHBIX ¢ cemeiiHol JIT', a Takke y paaa O0JIbHBIX CO CIIOPAANYECKUMU
ciaydasmu JII' - WII' BeIsIBIIIETCS acconuanus ¢ MyTalUsMU I'eHa, JOKAJIU3YIOLIErocs Ha 2
XpoMoOcoMe U Koaupyromiero pernentop tumna Il k mporenny koctHoro mopdorenesza. OmnHaxo,
70 CHUX IIOp HE YCTAaHOBJIEHAa MATOOMOJIOIMYECKas B3aUMOCBA3b MEXIY TIE€HEeTHUECKUMHU
HapymeHusiMu U pa3ButreM JII'. O6pamaer Ha cebs BHUMaHue Bhicokast yactota MJII' n Huzkas
neHerpauus mnpu cemeitnoit JII' (mpumepno 20% wMyTauuié HOpPUBOAUT K MaHHU(ECTAIUH
3a005IeBaHNUs), KOTOPHIE YKAa3bIBAIOT HA TO, YTO MJs Pa3BUTHS 3a00NEBaHUS HEOOXOIUMBI
JONOJHUTEIbHBIE TPUITEPbl. DTO MOXET ObITh NOAMMOpP(U3M TeHOoB, Koxupyromux NO-
CHHTa3y, KapOuMumi-pocar CUHTA3y, CHHTE3 IEPEHOCUNKOB CEPOTOHMHA, UJIU IPYTUE CTUMYJIBL,
OTBETCTBEHHBIE 32 KOHTPOJb POCTA JIETOYHBIX COCYAUCTBHIX KJIETOK. Y OTJENbHBIX NAIlUEHTOB, a
TaKXKe B CEMbAX C HACJEICTBEHHOM remMopparndeckoil TteneaHruskraszueil (6omnesnp Ocnepa-
BebGepa-Pannio) onmcansl MyTanuy reHOB PELENTOPOB (GakTopa HEKPO3a OIyXOoJu [3, aKTUBHH-
MOJOOHOM KMHA3EI 1, SHAOTIIMHA.

Takum o0Opa3oM, OTAeNbHBIE MATOOMOJOTHMYECKHE IPOLECCHl B KIETKAaX M TKaHIX
O6onbHbIX JII' ycTaHOBJIEHBI, OJHAKO B3aWMOJEHCTBHS S3THUX MEXaHHW3MOB B pPa3BUTHH U
IPOTrPEeCcCCUpPOBAaHUM 3a00JIEBaHUSI TOYHO HEU3BECTHO. TEOpEeTHUEeCKH MOXKHO MPEATIONIONKHUTH,
YTO HACJIEJCTBEHHAs MPEIPACIIONOKEHHOCTh PEATM3YETCs M0/ BO3AECUCTBIEM (DaKTOPOB PHUCKA,
YTO NPUBOJUT K H3MEHEHUSM DA3JINYHBIX THUIOB KJIETOK (TPOMOOLUTHI, IN1aJKOMBIIICYHBIE,
SHAOTENHAIbHBIE, BOCHAJIUTENbHbIE KIETKH), a TaKXe B OSKCTPALEIUIIOISIPHOM MaTpUKCE
MUKPOLMPKYJISITOPHOIO PyCliaM JIETKHX.

Jucbananc  Mexay  TpoMOOTHYECKMMH, MUTOTCHHBIMM, IPOBOCHAIUTEIbHBIMH,
Ba30KOHCTPUKTUBHBIMH bakTopamu u MEXaHU3MaMHu o0paTHOro NECUCTBUS-
AHTUKOATryJSHTHBIMH, AHTUMHUTOI'€HHBIMH, Ba30JMJIATHPYIOLINMH, CHOCOOCTBYET
BAa30KOHCTPUKIIMU U TpomOo03aM, NpOoIu(epaTUBHBIM M BOCHAINTEILHBIM H3MEHEHHSIM B
JIETOYHOM MHUKPOLIUPKYJIATOPHOM pycie. VMeHHO 3T MEXaHU3Mbl OTBETCTBEHHBI 3a Pa3BUTHE
U IPOTrpecCUpOBaHME MATOJIOIMUECKMX OOCTPYKTHBHBIX IPOLIECCOB B JIETOYHBIX COCYyJax IpH
JII', xoTOpO€E MPUBOIUT K YBEIMYEHHUIO JIETOYHOI'O COCYIHUCTOrO0 CONPOTUBIICHMUS, IEPETPY3KE U

JIEKOMIICHCAIIUH TTPABOTO KEITYA0UKa, THOEN OOTHHBIX.
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I'maBa S. JUAT'HOCTHKA JIT

Crpareruss nuarHoctuku 1npu JIIT nmpeanmomaraer mpoBeAEeHHE  KOMIUIEKCHOTO
o0clieIoBaHMs C LIEJbI0 YCTAHOBJICHUS OUAarHo3a, OIEHKH KJIMHUYecKoro kiacca u tumna JII', a
TaKXe OLEHKH (PYHKIHMOHAIHHOTO M TeMOJUHAMUYECKOI0 CTaTyca MmanueHToB. Llerecoobpasno
BBIICTIUTH CIEAYIOIIME OTambl IUArHOCTHYECKOro U auddepeHraibHo- TUarHOCTHYECKOTO
nporiecca (cxema 1):

I. Tlonmospenue y 6onpHoro Hamuuus JII' (JIT'- mpeaBapuTenbHbINA AMATHO3)

II. Bepuduxamus auaraoza JII

ITI. YcranoBnenue knuHnyeckoro kiacca JII'

IV. Ouenka JIAT (Tun, pyHKIIMOHATBHAS CIOCOOHOCTD ).

Cxema 1. dranbl nuardoctuxu JII'.
I. Tlomo3penue y 6onpHOro Hamuuus JII' )
*  KJIMHHUYECKUE CUMIITOMBI,
* ¢usuKagpHOE 00CICI0OBAHMNE,
*  MpoIEIyphl CKPUHUHTA,
*  Cly4aiiHble HAXOJKHU
II. Bepudukamus nuarnosza JII' >
« DKI,
* peHTreHorpadusi OpraHoB ITPYTHON KIETKH,
* TpaHCTOpaKalbHAas dXOKapaAurpadus
* KaTeTepu3alus IpaBbIX OTAEJIOB CEP/la, TECThl Ha BA30PEAKTUBHOCTh
III. Ycranosnenue kauHu4eckoro kinacca JII
* OBJ,
*  aHaJM3 ra30BOT0 COCTaBa apTePUAIBLHON KPOBH,
*  BEHTWISIHUOHHO-TIEp(y3NOHHASI CUMHTUTpAUs JTETKUX,
*  KOMIIbIOTEpHAs ToMorpadus,
*  IyJIbMOHOAHTHOTpadus
IV. Ouenka JIAT:
*  THII - aHAJIU3bI KPOBU, UMMYHOJIOTHs, TecT Ha BUY, Y3U BHyTpeHHHX OpraHoB
*  (yHKIIMOHATBHAS CIOCOOHOCTh OOJIbHBIX- TeCT 6-MUHYTHOM XO0/IbOBI,

KapAHOIMYyJIbMOHAIIBHEIN TeCT (MMKOBOE MOTPEOICHUE KUCIOPOa, aHAPOOHBIN TTOPOT).
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Jtan I. Mlono3penue Ha Haauuue JII' (JII'-npeaBapuTebHbIA IMATHO3)

Knunuueckue npusnaku u cumnmomsl, ykazvigarowjue na naauyue JII'

Bce xnmnndeckue cumntomsl JII, BeIsIBIsieMbIe IIPU Paccpoce U OCMOTpe OOJIBHBIX, HE
ABJIAIOTCSI TMAaTOTHOMOHMYHBIMM, YTO YAacTO 3aTPyIHSET pPAaHHIOI JUAarHocTHKy. CHeKTp
KJIMHUYECKUX CHUMIITOMOB- OJBIIIKA, cIAa00CTh, MOBBIIIEHHAs YTOMISEMOCTb, 00JIM B 00JIaCTH
CepAla, FOJOBOKPYKEHHUS U CUHKOMNAJIbHBIE COCTOSIHUSA- 00YCIIOBIIEH, TJIaBHBIM 00pa3oM, ABYMs
OCHOBHBIMM IPUYMHAMHU- 3TO HAPYIIECHHBI TPaHCIOPT KUCIOPOJAa M CHUKEHHE CEPIECYHOIO
BbIOpoca. Kpome Toro, xapakrepubiMu cumnromamu JII™ SBISIOTCS Kaliesnb U KpOBOXapKaHbE.

Ha navanbHOM 3Tane 3a0o0sieBaHME MOXET NPOTEKATh OECCUMITOMHO, TEM HE MEHee
OJbIlIKAa MNpHU (PU3NYECKUX Harpy3skax sBJseTcs Hambosee YacThIM CHUMITOMOM Je0roTa
3a00JIeBaHuUS.

Oovluika WVHCIUPATOPHOTO XapakTepa BbIpa)KE€HA B pPa3JIMYHOM CTENEHH: OT
MUHHMMAaJIbHOW, BO3HUKAIOUIEH JIUIIb [IPU 3HAYUTEIILHON HArpys3ke, 10 UMEIOLIEH MECTO JaXKe B
[IOKOE W TpH HE3HAYUTENbHbIX ycwiusx. Kak mnpaBuio, ¢ TedeHHeM OOJE3HM ObIIIKA
IIPOrpecCUBHO HapacTaeT. [Ipu 3ToM MpUCTYNOB yAyIIbs OOBIYHO HE HAOIHOAAETCs.

bonu 6 epyou y mauuentoB JII' 0OBIYHO UMEIOT HEONPEICICHHBIN XapakTep: JaBsilue,
HOIOIIIME, KOJIIOIHE, CKUMaroIye; 0e3 4eTKOro Havasa, IpOJ0JKUTEIbHOCThIO OT HECKOIBKUX
MHUHYT 70 CYTOK, YCUJIMBAIOTCS IpU (PU3MUECKUX Harpy3Kkax, OObIYHO HE KYNUPYIOTCS IPUEMOM
HUTpPOIJIMLEpUHA. Y pAna nanueHtoB ¢ JII' oTMedaroTcs TUNWYHBIE IPUCTYINBI CTCHOKAPAMH-
MHTCHCUBHBIE TPHUCTYNOOOpa3HbIe OONM CHKUMAIOIIEr0 XapakTepa, JIOKATU3YIOIIUecs 3a
I'PYyAMHON, UHOTAA UPPAJAUHUPYIOIUE B JIEBYIO JIONATKY U JEBYIO PYKY, YTO MOXET MacKUpOBaTh
WIIEMUYECKYIO 00JIe3Hb CEP/IIa U JaXKe OCTPBIA MH(PAPKT MUOKapAa.

bonee yem y mnonoBuHbl OonbHBIX JII' oT™MedaroTcsi cono6okpydicenus u 0OMopoxu,
npoBouupyemble (Gu3ndeckoil Harpy3koil. OObIYHAs NMPOJOKUTENBHOCTE OOMOPOKOB 10 2-
SMunyT, uHOrga 10 20-25MuHYT. BOJBIIMHCTBO OONBHBIX KadyeTcss Ha cepAleOueHus u
nepedbou B pabore cepana (mpu 3toM Ha OKI' 370KadecTBEHHBIE HAPYIICHHsS PUTMA, Kak
IIPABUJIO, HE PETUCTPUPYIOTCS, YaIlle - CHHYCOBasi TAXUKAPANS).

Kawenv otmedaercss y tpetu OombHbIX ¢ JII', CBs3aH, MO-BUAUMOMY, C 3aCTOMHBIMHU
SABICHUSIMA M TIPUCOCAMHEHHUEM BOCHAIUTENbHBIX HW3MEHEHMH B JIETKUX M OpOHXax.
Kposoxapxanve (o 10% OGonpHbix ¢ JII') 0OOBIYHO BO3HUKAET OJHOKPATHO, HO MOXKET
IIPOAOIIKAThCS HECKOJIBKO JHEH, CBSI3aHO KaK C TpPOMOOAMOOJIUSAMH B MEJKHE BETBH JIETOYHOM
apTepUH, TaK U BCIECICTBUE pa3pblBa MEJIKUX JIETOYHBIX COCYZAOB B CBSA3H C BbICOKOU JII'.

[Ipu puzukansHOM ocMoTpe narueHToB ¢ JII' Hanbosee YacTo BBISBISETCS aKpOLIMAHO3,

MpU ITUTEIPHOM TEYCHUH OO0JIE3HHW - M3MEHEHHE (ajlaHT TMajblieB MO TUIY «OapaOaHHBIX
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Majgo4YeK» U HOITe B BUJE «YACOBBIX CTEKOJ», U3MEHEHHE (OPMBI TPYJHON KIETKH Y OOJIbHBIX
¢ aMmpu3emoii nerkux («6oukooOpazHas» rpyaHas kierka). [Ipu pa3BuTHu mpaBOXKeTyI09YKOBOK
CepACYHON HEJOCTATOYHOCTH Yy OOJBHBIX OTMEYaroTCs HaOyxXIIMe IIeiHble BEHBI,
rernaToMeraius, nepudepudeckue oTekd, acuur. [lpu ayckyapranmum ¢ OONbLIONW OJeiH
BEPOSITHOCTH MOKHO YCTAHOBUTH HAJIMYKE MTATOJOTUU JIETKUX U CEpALa, a TAKKE BBIPAKEHHOCTh
JII'.  XapakTepHbIMH ayCKyJbTaTUBHBIMU Tpu3Hakamu JII' saBisitorcs akueHT II ToHa Hanm
JIETOYHOM  apTepueyd,  MaHCUCTOJIMYECKUM  CUCTOJIMYECKHH  IIyM  TPUKYCIHIAIBLHON
HEJ0CTaTOYHOCTH, yM [ 'pexema-Cruia.

Cumnmombol, C6A3AHHBIE C CONYMCMEYIOUWUMU 3A0071€6AHUAMU

OpTONHO? M MAapOKCHU3MAIBHOE HAPACTAaHWE OJABIIIKM B HOYHBIC Yachl YKa3bIBaeT Ha
MOBBIIIEHUE BEHO3HOTO JaBJICHUS M 3aCTOMHBIC SBICHHS B MajoOM Kpyre KpoBOOOpalieHHs
BCJIEICTBHE NTOPAXKEHMSI JIEBBIX OTIEJOB ceplla. ApTpajriu, KOXKHbIE IPOSBICHUS, IMXOpaaKa U
Apyrue CUMITOMBI 3a00JIEBaHUI COEAMHUTENBHOM TKAaHM YKa3bIBAIOT HA CBSI3b OJBIIIKH C
CUCTEMHBIMU 3a00JIEBaHUSIMH COCTUHUTENBHON TKaHU. Xpal U HOYHOE alHOd, CBA3b OBIIIKHU C
HapylIeHUSIMH JIbIXaHHS BO BpeMsi CHa TpeOyeT TMpOBENEHUS TMOJIMCOMHOTpapuIecKoro
UCCIIEI0OBaHUS.

Cumnmomuvt npozpeccuposanus 3a00,1€6anHus

OTeky HWKHUX KOHEYHOCTEH, acIUT, CHIKEHUE alllleTUTa, BbIpaKeHHasl ci1adoCTh
CBUETEIHCTBYIOT O AUCPYHKIIMU MPABOro KEITYyJ0UYKa, HApaCTaHUU CTETIEHU TPUKYCIHIATbHON
HEIOCTaTOYHOCTH. JIJis OLIEHKM JMHAMUKHA TeueHHs 3al0oneBaHMs U APPEKTUBHOCTH
MIPOBOJIUMON TEpanuy HEOOXOIUMO KOJIMYECTBEHHO OIEHMBATH TOJEPAHTHOCTh K (PM3NYECKUM
Harpy3kaM ((yHKIIMOHAJIBHBIN KJIACC, TECT 6-MUHYTHOM XOIb0BI).

AHnamnecmuueckue céedeHus

YuuTeiBas YCTAaHOBIIGHHBIM  reHeTwueckuid acmekT JIAD, HeoOX0oIMMO HCKITIOYUTH
HAJIMYME XapaKTePHOM KIMHUYECKOH CHUMITOMATUKU Y POJACTBEHHHKOB OonbHOro. Cremyer
YUYUTHIBATh TMOTEHIMAIbHBIA puCK pa3BuTua JIAIT 1pu nOpUMEHEHUH JIEKaPCTBEHHBIX
MpenaparoB, TOKCHHOB (QHOPEKTHKH, parcoBO€ Macio), xumuorepanuu (mukinodocdan,
OnmeoMUIIMH ¥ Ap.). JlMarHo3 BBICOKO BeposATeH y OonpHBIX ¢ cumnTomamu JIAT,
BO3HHUKAIOIIMMU Ha (OHE CUCTEMHBIX 3a00JIeBaHHH COEIMHUTEIBHOW TKaHH, MOPTAIbHOM
runeprersun, BUY-unbekuu, BpOKIESHHBIX MOPOKOB cepaiia co cOpocoM KpOBH cClieBa

HaIpaBo, BEHO3HBIX TPOMOO30B.

Jrtan II. Bepudpukanus nuarnosa JII'
[Ipu oOHapyXeHHMM TeX WM HHBIX IaTOJOTMYECKHMX H3MEHEHUH, YKa3bIBAIOIIUX Ha

Hanuyue JII', Heo0X0IMMO TIPOBECTH PsAZT MHCTPYMEHTAIBHBIX METOJIOB OOCIICTIOBAHHS.
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Onexmpoxapouoepagus (OKI') BBISBISET TpPU3HAKKA TUNEPTPOPHH U TEperpys3Ku
MpaBoOTO JKENyAOuYKa, JujaTaluu W runepTpodunm mpaBoro mpexacepaus (p-pulmonale),
OTKJIOHEHHE DJIIEKTPUYECKOW OCH cepiana BrpaBo. lumepTpodus  MpaBOTO IKEIyAOYKa
BEISBIIsIETCS ¥ 87%, OTKIIOHEHHUE AJIEKTPUUYECKON OcH cep/a BIpaBo - y 79% 6Gonpabix ¢ WJII.
VYuursiBas, uro yyBcTBUTeNbHOCTH DKI' mpu JIAI' coctaBnser aumb 55%, a cnenupuuHOCTb -
70%, OKI' He Bcerma sBisieTCss METOAOM CKpuHHMHTa B auarHoctuke JIAI. YV GoibHBIX ¢
Tsoxenoi JIAI mokeT oOHapyxuBaThesi HensMeHenHast DKI .

Ecin u3zmenenus Ha OKI' BO3HMKAOT JMIIb NPU HAIMYUU JOCTATOYHO BBIPAKEHHOU
runepTpouu MOpaBbIX OTAEIOB CepAlla, TO C TIOMOIIBI0 BeKMOpKapouocpaguyu MOKHO
IUarHOCTHPOBaTh 3TH M3MEHEHUs B Oojiee paHHUX cTaausx. @Pouoxkapouozpaghuueckoe
uccnedosanue TO3BONSET HE TOJBKO JUATHOCTHUPOBATH THIIEPTEH3UIO WM THIIEPBOJIEMHUIO B
MajoM Kpyre KpoBOoOOpallleHHs, HO U OTHOCHTEIbHYIO HEJOCTATOYHOCTh TPUKYCIHIATHHOTO
KJIaraHa ¥ KJamaHa JITOYHOW apTepuu, HO M OOHApYXUBATh NPHUOOPETEHHBIC U BPOXKICHHBIC
MOPOKHU cepilia , BeizbiBaronue JII'.

Peumeenoepagpusa opeanos epyownoii kiemku TO3BOJSET YTOYHUTH dThosioruto JII':
BBISIBUTh MHTEPCTUIMANIbHBIC 3a00JI€BaHMs JIETKUX, MPHOOPETEHHBIE U BPOXKICHHBIC MOPOKU
cepaua, a Takke cyauTb o TspkecTd JII'. OCHOBHBIMM PEHTI€HOJNOrMYECKMMM Ipu3Hakamu JII'
SBIIAIOTCST BbIOyXaHUE CTBOJA M JIEBOW BETBU JIETOYHOM apTepuu, KOTOpble (QOPMHUPYIOT B
npsamoil mpoekuu Il nyry mo neBOMy KOHTYpYy CepAlla, pacliMpeHHEe KOPHEH JIEerKHX,
yBeIMUEHUE TpaBbiX oOTAENOB cepama. Y 90% OonpHBIXx WJIIT Ha MOMEHT yCTaHOBIICHUS
nuarHos3a, y OombHbIX ¢ Msrkou JII' BciencTBue 3aboneBaHuMil NeBbIX otThenoB, npu JIBOb
PEHTTEHOJIOTUYECKash KapTUHA JIETKUX M CepAlla MOXET ObITh He M3MEHEeHa. Y OOJbIIMHCTBA
6onpHbIX WJITT 0oTMeuaeTcst MOBBIIIIEHNE MPO3PAYHOCTH JICTOYHBIX TTOJIeH Ha nepudepun 3a cuer
00eTHeHMsI IETOYHOTO PUCYHKA.

Tpancmopakanvuas  sxoxapouoepaghuss  (IxoKI') cumraercs Hamboliee [IEHHBIM
HEWHBAa3WBHBIM METOJOM AMArHoCTUKM JII', Tak Kak HE TOJIBKO MO3BOJISIET OLICHUTh YPOBEHB
JUIA, HO n nmaet BaxHylo mHpopmaruio o npuunHe U ocnoxkHeHusx JII'. C momompio 3TOro
METOJIa MOXHO MCKJIIOYHTh MOPAKECHHUS] MHUTPATBLHOTO, AOPTAILHOTO KIIAMaHOB, OOJIE3HU
Muokapza, BIIC ¢ myHTupoBaHneM KpoBH cji€Ba HANpPaBo, MPUBOAALIUE K pa3BuTHIO JII'.

VYV nmanuenTtoB ¢ JII' BBIABISETCS pacClIMPEHHUE MOJOCTEN MPABOrO MPEACEPAHs U MPABOTO
xenynouka (ITK), yrommenue mepemneit crenku [DK, m3meHsieTcs xapaktep IBHIKEHUS
MEXOKETYJOUKOBOM IEPETOPOAKU: B CHCTOIY OHAa CMEIIAETCs ‘“‘TIapaJloKCaJbHO B CTOPOHY

[MpaBoOro Xejayaovka.
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Jonmneporpadus Mo3BONSIET U3MEPUTH CKOPOCTh KPOBOTOKAa B CEpJALlE, YTO B CBOIO
ouepenb JaeT BO3MOXXHOCTh HeWHBa3uWBHO ompeaenuth JIJIA. Hambomee TecHas koppensius
MEXy PAaCUETHBIM U «IIPSMBIM» H3MEPEHHEM CHUCTOIMYECKOrO JaBJICHHS B JIETOYHOM apTepuu
ObLTa MOTY4YeHA MPU ONPEACTICHUU BEIMYHHBI CHCTOJIUYECKOTO JIABJICHUS B JICTOYHON apTepuu 10
CTENEHH TPUKYCHHUIAIBHOW PErypruTalyy C MOMOLIbI0 HENpPEpBhIBHO-BOIHOBOrO Merona. [lpm
OTCYTCTBHUM  OOCTPYKLHH  BBIHOCSILIErO TpakTa [MpaBOro JKeIyJodyka IO  CTENEeHU
TPUKYCIIUJATBHOM  pErypruTald MOXHO pacYeTHbIM IYTEM ONpPEAENUTh BEJIUYUHY
CHCTOJINYECKOTO AaBieHus B yeroynoil aprepuu (CHJIA) ¢ momomipio MOAU(GHUIMPOBAHHOTO
ypasnenus bepuysmu: AP=4V? | rie AP — rpaJueHT JaBlIeHus 4epe3 TPEXCTBOPYATHIH KIanaH ,
V - ckopocTh TpuUKycnuaalibHOW peryprutauun B Mm/c. Jna mnoacuera CIJIA meromom
oTpejieNieHUs TpPaJleHTa JaBJIeHHs Yepe3 TPUKYCIUJANbHbBIN KIanaH K IPaJueHTy JOKHO ObITh
no6asnieHo naenenue B mpaBoM npencepauu (AI1I1). [To coBpemennsiM pexkomermamusm CIJIA
OTIPEICTISIOT C yYETOM JaBieHus B HKHeH nosoli Bene (HIIB) u ee xonnmabupoBaHus Ha BIOXe.
HccnenoBanne HIIB mo3BonsieT 00beKTUBU3NPOBATH SIBICHUS 3aCTOSI KPOBU B OOJIBIIIOM Kpyre
KpOBOOOpAIIeHHs], a TaK)Ke KOCBEHHO OLICHUTh YPOBEHb CHUCTOJIMYECKOTO JaBJIICHUS B IPaBOM
MpeACepInHd, TO €CTh LIEHTpaabHOTO BeHo3Horo nasienus (IIB]I). MccnenoBanue mpoBoasT U3
CyOKOCTaIbHOTO JIOCTYMa, JAaTYUK YCTAHABIMBAIOT 1O MEUYEBUIHBIM OTPOCTKOM U
OpUEeHTUPYIOT B mo3utuu amuHHOM ocu HIIB. Jlmamerp HIIB ymensbimaercst Ha riyOOKOM
BJIOX€, KOI/la OTPULIATENIbHOE JABJICHHE B TPYAHOM KIIETKE BENET K YBEIMYECHHIO HANOJHEHHUS
IDK u3 cucremusix BeH. Juamerp HIIB u mpoueHT yMeHbIIEHUsI AHMaMETpa BO BpeMsl BlIOXa
KOppenupyroT ¢ naBieHueM B mpaBoMm mnpezacepaun (AIIII). Y 3mopoBoro uenoBeka mpu
HopmansHoM JIIII, paBHOM 00BIYHO 5 MM pT. cT., auamerp HIIB menpme 1,7 cm, u oH
crajaercst mocie riyookoro Baoxa 6osee yeM Ha 50%. Ilpu Hammyuu mpaBoXenyI0YKOBOM
HEJOCTAaTOYHOCTH, IIOBBIIICHWH KOHEYHO-AMacToiaudeckoro pasinenus B IDK w I,
HabmrogaeTcst 3aTpyJHEHHE MPHUTOKAa KpoBU K cepany. Ilostomy kommabuposanue HIIB Bo
BpEMS BJI0Xa CYIIECTBEHHO YMEHBILAETCS, YTO SIBJISIETCS MOKA3aTelIeM 3acTOs KPOBU B BEHaX
00JBIIIOTO Kpyra KpoBooOparieHus u cBuaeTenbcTByeT o noBeimenun JIIIT (LIB/I). dunaTtanus
HIIB Gonee 1,7cM mpu HOpMalnbHOM pecnupaTopHoM kojutarce Oonee 50% mnpenmosnaraer
cpennee yBenuueHue aasieHus B IIIT (6-10 mm pt. ct.). Eciin peciupaTopHblil KOJIanc MeHee
50%, nmaBnenme B III1 cocraBmser or 10 mo 15 mm pr. cr. Hakonen, mumaramus HIIB 6e3
KoJuIarca Ha BJOX€ IpearnosaraeT 3HaunTeapbHoe ypeaudenue nasienus B 111 6onee 15 MM pr.
ct.. Hamportus, ymenwsmenue amamerpa HIIB (oObrunO Menee 1,2 c¢M) CO CIIOHTaHHBIM

KoJutabupoBaHueM yacTo Habmomaercs mpu ymenbinerann OLK.
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[Ipu ompeneneHUM BOCHPOM3BOAMMOCTH cienyeT oOpaTUTh BHUMaHHE Ha JOCTATOYHO
3HaunMyto omuOky mpu pacuere CHJIA (4,9-8 MM PT. CT.) METOJOM OIPEICICHUS TPAIUCHTA
JABJICHUS Yepe3 TPHUKYCIHUIATbHBINA KianaH. Takue MOTpemHOCTH MOTYT TOJIBKO OTYacTh
MPUIUCHIBATECA HEOJHOBPEMEHHOCTH WMHBA3UBHBIX M JOMNIUIEPOBCKUX HCCIECIOBAHUNA WIH
CyOBEKTUBHOCTH CKOPOCTHBIX Hu3MepeHuil. BocmpousBomummocts wm3mepenuss CJIJIA depes
TPUKYCTIHJIATbHBIN KJIalaH 3aBUCUT B OCHOBHOM OT KayecTBa 3alMCH JIONIIEPOBCKOTO CHEKTPA.

Cucronuyeckoe JaBiI€HUE B MPABOM KEIYI0UKE Y 3/I0POBbIX Jt0ei B Bo3pacte 1-89 ner
coctaBisieT 28+5 MM.pT.cT. (15-57 MM.pPT.CT.) U YBEJIMYMUBACTCS C BO3PACTOM M YBEIWYECHHUEM
WHJIEKCA MAacChl Tena. TpuKycnuIanbHasi perypruTanus OnpeaessieTcs y OOIbIIMHCTBA OOIBHBIX
c JII' (74%) B wuccienoBaHusX ycTaHOBIEHa KoppensuuoHHas cBs3b (0,57-0,93) mexny
naBieHueM, u3MepeHHbIM Mpu OXoKI' u Bo Bpems kaTeTepu3alluy MpaBbIX OTIEIOB cepiala U
JIETOYHOW apTepHH.

BuyrpuBenHoe BBeeHUE (U3HOIOTHYECKOTO PACTBOpPA IO3BOJSET  ONPENCIHUTH
OTKpbITOE OBalbHOE OKHO, [IMIIII Thma BeHO3HOro cuHyca. [l NOATBEPKICHUS HAIWYUSA
OTKPBITOTO OBaJILHOTO OKHA WK Hebobioro JIMIIII, onienku ero TouHOTO pazMepa Tpedyercs
nposenenune upecnunieBogaorn IXOKIT'.

Ouenka zemoOuHaAMuUKU

Karerepusamus npaeix otnenos cepana (KIIOC) momkHa mpoBOIUTECS BCEM OOTBHBIM
JIAT' nnst moaTBep kKACHHS JMarHo3a, OIEHKH TsDKECTH, pelIeHUs BOmpoca O  BBIOOpE
MaTOTCHETHYECKOW Tepanuu U oleHKu ee dddextuBHOCTH. Pexomenmyercs moropsats KITOC
JUIS TIOATBEPKACHHS KIMHUYECKOTO YXYAIICHUS, JJIs PEIICHUs BOIMpoca O HEOOXOIUMOCTU
Ha3HAYCHUS] KOMOWHUPOBAHHOM TEeparuH.

Ha »tane Bepudukammm muarHosa KIIOC mnpoBoguTcss i OIEHKH TSKECTH
reMOJMHAMHUYECKUX HapyIIeHWH U TMPOBEJEHUS TECTOB HAa Ba30peaKTUBHOCTh. Heobxommmo
OLICHUBATh CIEAYIOIIHNE MapaMeTphl: JABICHHE B IPABOM MPEICEPAUH, JABICHUE B JIETOUHOU
apTepuu (CHUCTOJIMYECKOE, HUACTOIMYECKOE, CpEIHEE), JABJICHHE 3aKIMHUBAHUSA B JICTOUHOU
aprepun (/I13JIA), cepacunbplii BHIOPOC (METOAOM TEPMOJMIIIONUHU WA MeToaoM 1o Duky B
CllydasXx HaJIMYUsl CHCTEMHO-JETOYHBIX HIYHTOB), AJl, JIeroYHOE M CHCTEMHOE COCYAHCTOE
COTMPOTHBIICHUE, HACHIIICHHE KUCIOPOJIOM apTepPHAbHOM U BEHO3HOH KpPOBH (2 TakkKe KpOBU
13 BEPXHEW MOJI0M BEHBI TPU CUCTEMHO-JIETOYHBIX TYHTAX).

JIAT ompenensieTcst mpu cpeHEM JaBJICHUU B JISTOYHOM apTepuu Oosiee 25 MM.pPT.CT. B
nokoe W Oomee 30 mpu Harpyske, gaBiaeHuu J3JIA menee 15 mm.pr.cr.,, JICC Gonee 3
MM.pT.CT.//MuH. (eguHuikl Byna). Karterepusarus neBbIX OTHIENIOB cepilia HEOOXoauMma B

peaKux ciaydasx, korna He yaaerca usmeputs J3JIA.
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Bepudukanuss aumarnoza JII' ¢ moMoripio KaTeTepw3allud TMPaBBIX OTACIOB cepAla
HeoOxoanMa /171t 00bHBIX ¢ MArkoi JII' o TaHHBIM TONMIIEPOBCKOIO UCCIIEI0BaHMS, UMEIOIINX
II u [T ®K (BO3) st onpeeneHust TAKTUKY JieueHHst. Y OONBbHBIX ¢ yMepeHHO! U Tspkenoi JII
IIPOBEJIEHUE KAaTE€TEpHU3allMM IPABBIX OTIEIOB CEpALla C ONPEACIEHUEM TIeMOJMHAMUYECKUX
nokaszaresei HeoOX0AUMO Ul OLIEHKU IIPOTHO3a.

[ToBblllIEHHOE CpelHEeEe MaBJEHWE B MPABOM NpeAcepAuu W cpeaHee napiieHue JIA,
HU3KUH Cep/eYHbI BBHIOPOC M caTypaiysi BEHO3HOH KPOBU KHCIOPOJOM CBHUAETENBCTBYIOT O
XyAueMm rnporaose 6onpaeix MIIT.

C momompio ocTpeiX (papmakosmornueckux mpod (ODII) Bo Bpemst kaTeTepusanuu
IIPaBbIX OTIEJIOB CEPALIA M JIETOYHOW apTepUU MOXKHO ONPEACIINTh MOTCHIHMAIBHBIA YCIEX
JICYEHUS AHTarOHUCTaMH KaJIbIUs. s [IPOBEIECHUS ODII UCIIOJIB3YITCS
KOPOTKOJICHCTBYIOIIME Ba30AMIATATOPHI, BO3ICHCTBYIOMINE HA MaJblii KPYyr KpOBOOOpPALICHUS:
npocraraasAnd El u uHransaiuoHHbI OKCH a30Ta.

Tabmuua 2. Octpble papMakogoruyeckue Npoodbl 1JIs1 OLeHKH Ba30PeaKTHBHOCTH Y
0osbHbIX JII'

[Ipenapar [1yTs BBenECHUS T1/2 CraproBas | JleueOHas JmuTenbHOCTD
no3a no3a

III"' E1 BHYTPUBEHHBIN 3MuH. 5 1o 30 30-40muH.
HT/KT/MUH. | HI/KT/MHH.

OKcHJ a3oTa | MHrajasiquoHHeld | 15-30 cex.| 10 ppm 20-40 ppm SMUH.

ppm- YacTHUI] Ha MUJUIMOH B Ta30BOiIl CMECH.

[TonoxutensHass ODII onpenensiercss npu cHmwkennu cpeanero JIJIA Gonee yem Ha 10
MM.pT.CT., JOCTH)KEHUHU aOCONIOTHOM BenmuuuHbl cpenaHero JIJIA menee 40 MM.pT.CT. mpH
YBEJIIMYCHUU WM OTCYTCTBUM JMHAMUKM CEpACYHOTro BbIOpoca. Tonbko deTBepTh OOJIBHBIX
WII', xoropeie umelOT nonoxutenbHylo O®II, MOXHO C ycHexoMm JIMTENbHO JIEUYUTh
aHTaroHUCTaMU Kanblus. M3-3a BO3ZMOXKHBIX CEpbE3HBIX OCJOKHEHUI HE ClellyeT Ha3HadaTb
AQHTAarOHMUCTHI KATbIIUS SMIUpudeckn 0e3 mposenenus ODII.

VY GonbHBIX ¢ XpOHMYECKOH TpomOosMOomueil nerounoi aprepun, BIIC Heobxomumo
takke oueHuBarb O®DII g onpeneneHus NMOTEHIMAIBHOIO YCIEXa TEPANMM aHTarOHUCTaMH
KaJIbLUA.

TpaauIMOHHO aHTUOMYJIbMOHOTPauUsl CUNTACTCS HAUIYUYIIUM METOJIOM, MO3BOJISIIOIINM
YCTaHOBHUTH MOKa3aHMUs K SHAAPTEPIKTOMHUH. Y OOJBHBIX C MOJO3PEHHEM Ha XPOHUYECKYIO
TOJIA, He TOATBEPXKICHHYIO TPU CHUHTUTpAQUU JIETKUX, I JTUATHOCTHUKU JTUCTAIIBHBIX

00CTpyKIHiA JIETOYHOTO COCYIHICTOTO pycna 1esecooopasHo NpOBE/ICHUE
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aHTUOIYJIBMOHOTPA(HUHU C CENEeKTUBHBIM KOHTPACTUPOBAHMEM IIPaBOM M JIEBOM OCHOBHBIX
BETBEHl JIErOYHOM apTepuy U aHAJIM30M B MHOKECTBEHHBIX IMPOEKIIUSAX.
Puck ocnoxxnenuit MuHuMmaneH (<1%) mpu HaJIMuuU BBICOKOCHELUUAIU3UPOBAHHOTO

nepcoHalia, MpUMCHCHUN COBPECMCHHBIX KOHTPACTOB.

Jramn III. YcraHnoBiaeHne KIMHUYECKOro Kiaacca JI'

Crnenyroomui 3Tan AMarHOCTUKHM HAIMPaBJICH HA ONpeeTeHne KIMHn4Yeckoro kiacca JII' ¢
Y4ETOM KIIMHUYECKOH KJIacCU(UKAIINU, TIPEICTABICHHON B Ta0mie 1.

Ha »toM »srtame HeoOxomumo mpoBecTd TpaHcTopakanpHyto OXOKI, nerounsie
(yHKIIMOHABHBIE TECThl (Ta30BBIA COCTAaB apTEpUAIbHON KpPOBH), BEHTWUISIMOHHO-
nephy3uOHHYIO CIUHTUTPAPHIO JIETKUX, KOMITBIOTEPHYIO ToMorpaduro,
MyJIEMOHOAHTHOTPadHUIO.

Hccneoosanue ¢hynkyuu 6Hewne2o OvlXanus TIO3BOJSET BBIABUTH BKJIAJ TMOPAKEHUS
JBIXATENBHBIX MyTeW WU MapeHXMMATO3HOTo 3a0ojieBaHUs JeTKuX B paszutue JII': BBIIBUTH
OOCTPYKTHBHBIEC WJIM PECTPUKTHBHBICE M3MEHEHHUS C LeNbio nuddepeHInanbHON IUarHOCTUKU
JII' m yrouneHus: TspKecTH mopakeHws Jierkux. st GonpHbIx JIIT XxapakTepHO yMEHBIIICHHE
mudy3noHHol cmocobHocT MoHOKcuna yriepona (40-80% oT HOpMBI), HEOONBINOE WU
yYMEpPEHHOE CHUKCHHE JIETOYHBIX 00HEMOB, HOPMaJIbHOE WIIM HE3HAYUTEILHO CHIKeHHOe Pa02
U OOBIYHO CHWXXEHHOE U3-3a aiubBeossipHOW runepBeHTWw MU PaCO2. Tlpm  Hanwmuuwm
HEOOpaTUMOW OOCTPYKIIMU JIbIXaTEIbHBIX NyTeH CBUICTENHCTBYET B moib3dy XOBJI kak
npuunHbl runokcudeckor JII'. CHmKeHHBIE JerouHble 00beMbl U AU Py3HOHHAS CITOCOOHOCTH
JIETKUX MOTYT YKa3blBaTh HA HAJIMYME WHTEPCTUIMAIBHOTO 3aboseBanus Jierkux. [IpoBeneHue
MOJINCOMHOTpaUy TMO3BOJISIET HCKIIOYUTh OOCTPYKTHUBHBIE HApyIIEHUS BO BpeMs CHa U
AIU30/1bI IecaTypaiiu.

Benmunayuonno-nepysuonnan cyuunmuzpagun nezKkux

VY GonpHbIX JII' MOXKHO OOHApYXUTh Kak aOCOJIOTHO HEM3MEHEHHYIO KapTHHY, TaK U
HeOonpmue mnepudepuueckue cyocerMeHTtapHbie nedexTel mepdy3un 0e3 HapyIIeHHOU
BEHTWISIIMKM. DTOT METO[ siBIsieTcsl Harbosiee HHMOPMATUBHBIM B TUATHOCTHKE KIMHHUYECKOTO
Kjacca 4 - XpOHUYECKOH TpoMOOIMOOIINH JIErOUYHOM apTepun U ee BeTBel. [Ipu 3ToM nedexTs
nepdy3un OOHApPYKUBAIOTCSI B JIONEBBIX M CETMEHTapHBIX 30HaX. B muddepeHnmansHON
muarHoctuke WJIIT m xpoHnueckod TpOMOOIMOOIMU UYYyBCTBUTEIBHOCTh BEHTUJISIIMOHHO-
nepy3uoHHoi cuuHTUrpadguu serkux cocrapisieT 90-100%, a cneuuduunocts- 94-100%. Y
OOJNIbHBIX C MApEeHXWMATO3HOM O0O0Je3HBbIO JIETKUX Mepdy3uoHHbIE AE(PEKTHl COBMANAIOT C

,Z[Gq)eKTaMI/I BCHTUJIAIINH.
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Komnviomepuas momozpagus

Kommprorepnass tomorpadus (KT) wurpaer BaxkHyio ponb B auddepeHIuaibHoi
muarnoctuke JII. OOecrneunBas neTanbHOE H300paKEHUE JIETOYHOW MAapEHXUMBI, MO3BOJISIET
JIMArHOCTHPOBATh WHTEPCTUIMANBHBIE 3a0o0NieBaHUs JIeTkuX U SMmbpuszemy. [Ipu 3acroitHOM
JIEBOKETYJOUYKOBOI HEJOCTaTOYHOCTH MOXKET OOHapyXUBaThCs (PEHOMEH MAaTOBOrO CTEKJIa H
YTOJIIIEHNE UHTEPIOOYISIpHBIX cenT. Juddy3Hoe 1BycTOpoHHEE YTONIIECHHE HHTEPIOOYISIPHBIX
CEeNT, HAINYUE MEJKUX, INIOXOOYEPUYEHHBIX 04aroBbIX TeHEH ykasbiBaeT Ha JIKI'A.

KT mno3BosisieT OLEHUTh COCTOSHUE JIETOYHBIX IOJIEH, a TAaKKE€ CepAlla U COCYAOB C
IIOMOIIBK0 KOHTPAaCTUPOBAHMUS IOJIOCTEH CepAlla M IPOCBETA COCYAOB NPHU BHYTPUBEHHOM
BBegeHnN 80-120mn koHTpacTHOro BemiecTBa. KT- kapTHa XpoHHYECKOW TPOoMOOAIMOOIUH -
nmoyiHass OKKIo3Ws JIA WM ee BeTBEW, HaIMYue JKCIEHTPUUYECKUX Ne(EeKTOB BCIEICTBUE
TpOMOO30B WJIM pEKAaHAIM30BaHHbIE TPOMOBL [Ipu BBISBIECHUU TPU3HAKOB XPOHUYECKOM
TpOMOOIMOOIUH JIETOYHON apTeprH OOJBHBIM MOKAa3aHO MPOBEJCHUE aHTHOMYIbMOHOTpaduu B
JOTIOJITHEHUE K KaTeTEepHU3alMy IPaBbIX OTAEIIOB CEPALA.

Maznummno-pe3onancnana momozpagpua (MPT) ucnonbsyercs y 6onbHbix ¢ JIIT s
OLICHKM TATOJOTUYECKHMX U  (PYHKIHOHATBHBIX HM3MEHEHUH cepana W JIETOYHOTO
KpOBOOOpamieHusi W OOBIYHO HE UCHONB3YeTCS B PYTHHHOW MpakTUKe. | JaBHBIM
MIPEUMYIIIECTBOM METOA SIBIISIETCS TPEXMEPHBIA (00BEMHBIN) CIIOCO0 MOMyYeHUsT NU300PaKEeHHIA
6e3 apTeakToB OT KOCTEH M JIETOYHBIX IOJIEH, BBHICOKOE NMPOCTPAHCTBEHHOE pa3pellieHue, a
TaKkkKe OTCYTCTBHUE JIy4€BOM HArpy3Kd, HEUHBA3UBHOCTb, €CTECTBEHHBIM KOHTPACT OT
nBukytieiicss kposu. Yamie Bcero MPT ucnones3yetcst ipu obcnenoBanuu manueHToB ¢ WJIT,
TpOoMOOAIMOOJIMEH JIETOUYHON apTepuH, BPOXKIACHHBIMH TOPOKaMH Cepiiia co cOpOCOM KPOBH
CJIeBa HAIpaBo.

Jrtan IV. Onenka JII' (Tun, ToJIepAaHTHOCTH K (U3NUYECKHUM HArpy3Kam,
reMoAHHAMHNYECKHE TapaMeTpPhbl)

BonmbubiM ¢ JII' HeoOXOAMMO MPOBOIUTH PYTHHHBIE JIaOOpPAaTOpHBIE  TECTHI:
OMOXMMHYECKUN U OOIIMH aHaM3bl KPOBU, HCCIEAOBAaTh Koaryiorpammy, ypoBHH D-maumepa,
aatutpomOuna III, mporenna C nmast UCKItOUCHUS TPOMOO(DHMIIMM, OLIEHUBATH TOPMOHAIBHYIO
(YHKIUIO I[IUTOBHIHOM JKeJe3bl, ONMPENesITh TUTP aHTUTEN K docdonumunam (BOTIaHOUHBIN
AaHTHUKOATyJISHT, aHTUTelda K KapauonunuHy). [IpumepHo Tpers OompHbIX WJIIT mmeror
MOBBINICHHBIA TUTP aHTHHYKIYKIeapHbIX aHTuTen (MeHee 1:80). bonwsabie JII' ¢ cymecTBeHHO
MOBBIIICHHBIM THUTPOM aHTUTEN WM MOJO3PEHHEM Ha HaJlW4Yhe CHCTEMHOTo 3a00JieBaHUs
COCTUHUTEIILHON TKaHU HYXIAIOTCS B KOHCYJIbTAallMM peBMarosiora. Bcem OONBHBIM B

00s13aTeNIbHOM MOPSAKE CIIeayeT MPoBoAUTh TecT Ha BUY-undekmmro.
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AHanu3zpl Kpoeu u UMMyHOI02UYECKUE NOKA3ameu

AHnanuzwl kposu:

- o0mwmii (ypoBeHBb TeMOTTIO0MHA, SPUTPOITUTOB, TEMATOKPHUTA, JICHKOIIMUTOB, TPOMOOIIUTOB),
- Ouoxumuueckuit (oleHKa (PYHKIIMU MOYEK, IEYCHH, COIepKaHus Oenka),

- UMMYHOJIOTHYECKUH (aHTHUTENA K KapJAUOJIUIIUHY, BOTYAHOUHBIM aHTUKOATYJISIHT),

- KoaryiorpaMma KpOBH,

- TOPMOHBI IUTOBUIHOM *kene3bl, TTT,

- ceponorudeckuii rect Ha BUY

Y3U enympennux opzanoeé mo3BOJISIET HANCKHO HCKIOYWTH LUUPPO3 NEYEHU W/WIU
NOpTalbHyl0 rumnepreHsuto. lcmonp3oBanue 1BeTOBOM  Jommieporpaduu  MO3BOJISIET
g depeHIMPOBaTh MACCUBHYIO MOPTATBHYIO THIEPTEH3UIO BCIICIACTBUE MPABOXKEITYIOYKOBON
CEpACYHON HENOCTAaTOYHOCTH WJIM BCJIEACTBUE BO3HMKHOBEHHS TPAHCIIEUYEHOYHOTO BEHO3HOI'O
IpaJIMeHTa MPU UPPO3E MMEUCHHU.

DOYHKUMOHAJIBHAA CIIOCOOHOCTH

OObekTUBHAs OlICHKA (PYHKITMOHAIBHOW criocoOHOCTH OosbHBIX JIIT HeoOxommma st
oueHkd TspkecT JII' U AMHAMUKK KIMHUYECKOTO COCTOSHHS Ha ()OHE MPOBOAMMON TEparum.
[Tpu u3yueHnH TONEPAHTHOCTH K (PU3MUYECKUM Harpy3kam HauboJiee 4acTo UCIONb3YyeTCs TeCT 6-
MUHYTHOH XOJb0BI U KapIUOMyIbMOHATBHBIN HATPY30YHBIN TECT C OIIEHKOW ra3000MeHa.

Tecm 6-munymmnoit xo0v66t (T6MX)- pOCTON, NENICBBIN, UMEIOIINI MPOTHOCTUYECKOE
3HadyeHue. ucranims B TOMX oOpaTHO koppenupyeT ¢ (pyHKIHOHAIBHBIM Kiaccom (BO3).
Tect 00BIYHO TOTONIHSAETCS OLEHKOW OABIIKU 1Mo bopry. CHM)KEHUE HACBHIIECHHUS KHUCIOPOIOM
aprepuanbHOil KpoBu Oosnee yem Ha 10% Bo Bpems TOMX yka3biBaeT Ha MOBBIIICHHBINH PUCK
netanbHOCTH. Jlucranuus B TOMX sBisieTcss NMepBUYHON KOHEYHOW TOYKOW B OOJBIIMHCTBE
MHOTOLIEHTPOBBIX UCCIIeA0BaHMUH y 60abHBIX JIT.

Kapouonynemonanvuwlii Hazpy30unsiilt mecm JAET BO3MOKHOCTb OLICHUTh BEHTHUJISALIUIO
1 Ta3000MEH BO BpEeMs JO3WPOBAHHOW (PM3MUECKOW HArpy3KH (MHIIEKC MUKOBOTO MOTPEOJICHUS
KHCJIOpOJia, aHadpoOHbIi mopor). Y 6onbHBIX JII' cHUKEHA BemWYnMHA aHA’pOOHOTO Mopora H
MMKOBOE TMOTpeOieHne Kuciopoaa. KapauonmyiabMOHanbHBIM HArpy30YHBI TeCT paHee
KCIIO0JIB30BAJICS. B MHOTOLIEHTPOBBIX MCCJIEIOBAHUSAX, HO HE JI0KAa3aJl OYEBHUJHBIX MPEUMYIIECTB
nepen TOMX, Tak Kak TEXHUUYECKH 00Jiee CIOXKEH, HE MO3BOJISIET OIEHHUBATh d(PPEKTUBHOCTD
Tepanuu, a NoJy4YeHHbIE PEe3YyIbTaThl 3aBUCAT OT OMbITA MEIULIMHCKOTO IIEpCOHAIA.

Ouenka Tskectn JII'

Dyukyuonanvustii kKnacc (PK)

22



s xapaktepuctuku Tspkectd JIIT mcnomb3yeTcst (QyHKIMOHANbHAsE KiacCU(pUKALUS
(BO3)- moambumupoBaHHsii Bapuant kiaccudukannn Horo-Hopkekoit Accormannn Cepana
(NYHA), npennoxeHHON I TAIUEHTOB ¢ HEIOCTATOYHOCTHIO KPOBOOOPAIIICHHUS

Knace I - Oonmpuble ¢ JII' Ge3 orpanuueHus Qusnueckoil axTUBHOCTH. OOBIYHAs
¢bu3nyecKas akTUBHOCTb HE BBI3BIBACT MOSBICHUE OJBIIIKH, CIA00CTH, 00U B IPYIHOMN KIIETKE,
TOJIOBOKPYKEHUS.

Kaace II - Gonbubie ¢ JII', mpuBoasmieii K HEKOTOPOMY CHHKEHHUIO (pu3mueckon
aKTUBHOCTH. B mokoe oHu omymiaior ceds KOMQOPTHO, OAHAKO OObIYHas (u3nvecKas
aKTUBHOCTbH COMNPOBOXKIACTCS MOSBICHUEM OJIBIIIKH, Cila0ocTh, OOnMM B TPYIHOM KIIETKE,
TOJIOBOKPY>KEHUS.

Kaace III - Gonbuble ¢ JII', mpuBoasAmIel K BbIpa)KEHHOMY OTpaHUYEHUIO (pusnueckon
akTUBHOCTH. HeOonpmas ¢u3nveckas akTUBHOCTH BBI3BIBAET MOSBICHHUE OJBIIIKH, CIA0OCTH,
00111 B TPYAHOH KJIETKE, TOJIOBOKPYKECHHUS.

Kaace IV - 6onpabie ¢ JII' HeCIOCOOHBI BBIMOIHATH JIFOOYI0 (PU3UUYECKYI0 Harpy3Ky 0e3
BBIIICTIEPEUNCICHHBIX ~ KIMHUYECKUX  CHUMIITOMOB. Opplmka WM cabocTh  MOTYT
MPUCYTCTBOBATH JaXe B MMOKOE, TUCKOM(OPT BO3PACTAET IPU MUHUMAIBHOM Harpyske.

buoncus jgerkux

[IpoBeneHne Kak OTKPBITOW, TaK M TOPAKOCKOMUYECKON OMOTICHU JIETKUX COMPSIKEHO C
CYUIECTBEHHO IMOBBIIIEHHBIM PUCKOM OCJIOXHEHHM, B TOM yucie U ¢aTalbHbIX. B pyTuHHON

KIIMHUYECKOM IMPAKTHUKE 3TOT MCTO/] OOBIYHO HE HCITOJIb3YCTCA.

I'maBa 6. PAKTOPBI, BJIUAIOIHIUE HA ITPOI'HO3 BOJIBHbIX JII'

+ OK (BO3)

* Hannune npu3HaKkoB MpaBOKEITYJTOYKOBON CEPICUHON HEIOCTATOYHOCTH

» TonepanTHOCTb K (PU3MUECKUM HArpy3KaM

» JlucraHius B TeCT€ 6-MUHYTHON XOIBHOBI

* VYpoBeHb MUKOBOTO MOTPEOIIEHUS KUCI0pO/ia

* DxoKI'- mapameTpsi

* Hanuune nepukapanaibHOTO BBIIIOTA

* Pa3zmep npaBoro npeacepausi, 1IEBOro KeIryJ0uKa

* I'emomuHamuueckue TmapamMeTpbl (IaBiieHHe B TMpaBoM mnpenacepauu, cpennee JIJIA,
CEpJICYHBIN BBIOPOC)

* Carypaiusi BeHO3HOU KpOBU

*  OrpunarensHas ODII
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* AHanu3bl KPOBU
* T'unepypukemus
*  VYpoBeHb HATPUYPETUUECKOTO NENTUIA
* Tpomnonun
* Hopangpenanun
e DuporeauH-1
IIporuo3 601bHBIX

Pexomennyercs onenuBath TsokecTh JIAIT y OOJBHBIX C MOMOIIBIO TAHENH JTAHHBIX,
BKJIIOUAIOIIUX TapaMeTpbl KIMHUYECKOTo, (PYHKIIMOHAIBHOIO, F€MOJUHAMHYECKOIO CTaTyca,
ypoBHs OnomapkepoB, mapameTpoB OxoKI'. PexomeHayeTcss MpOBOIUTH PETYNISIPHBIE BU3UTHI
HaOmoneHus: Kaxaple 3-6mec. B ToM umcie y OonbHbIX JIAD co craOMIbHBIM TeueHHEM
Oone3nu. Pekomennyercst neneBas crparerus yedenus OonpHbIX ¢ JIAD. Tak, B pesynbrare
JICUYCHUS KeJlaTeIbHO AOCTUTaTh quctaniuu B TOMX 6onee 400M. [Tammentsr monoxe 50 net Ha
(dhoHe Tepanuu 00BIYHO CITOCOOHBI MPOXOaUTh Oostee S00M, HeCMOTps Ha Hanmuuue Tsoxenon JII' u
OUCOYHKIIMK  TPaBOro  >KelyJAouyka. TakuM  OOJNIBHBIM  PEKOMEHJyeTcs  MPOBOJUTH
KapAWOMyJIbMOHAIBHEIL TECT C  ONpeAeNieHHEM NHUKOBOTO TMOTPEOJCHHs]  KUCIOPOa,
BEHTUJISIIIMOHHON 3(DPEKTUBHOCTH, MAKCUMAIBHOTO CUCTOIMYECKOro AJl Ha BBICOTE HArpy3Ku
W/WIM KaTeTepu3allio MpaBbIX OTIENIOB cepiaua sl 0ObEeKTUBHOM OLIEHKH (YHKIIMH IPABOTrO
KEITyJ0UKa. Onpenenenne YPOBHS OHOMapKepoB, IXOKapArorpapuuecKux u
reMOJMHAMHYECKHUX IMapaMeTPOB MO3BOJISIET ONMPENCTUTh CTA0MIBHOCTh COCTOSIHUS OOJBHOTO.
[TapameTpsl, MO3BOJIAIOMINE ONPENEIUTh MPOrHO3 O60nbHBIX ¢ JIAL, cTpaTerust AMHAMHUYECKOTO
HaOII0ICHUS TIPEACTABICHBI B mabauyax 3 u 4.

Tabnuma 3. [TapameTpsl ¢ 10KA3aHHOI 3HAYUMOCTHIO J1JIl OIIEHKH TS:KeCTH 3200/1eBaHus,
CcTa0MJIBbHOCTH TeYeHMsl, MPOrHo3a 00abHbIX ¢ JIAT

Jlydmuii nmporuos [Ipornoctrdeckue GpakTopbl Xyamui Ipor1o3
HET Knunrmyeckue mpu3HaKku ecTb
MPaBOKEITYJOUKOBOM
CepAeHYHON HEJJOCTATOYHOCTH
MenneHHbII Temn nporpeccupoBaHus Brictperit
CHUMIITOMOB
HET Cunkorie €CTh
I 11 O®K (BO3) v
> 500m* Huctanuus B Tecte 6-MX <300M
[MukoBoe motpebnenne O2>15 KapauomynsMoHanbHBIH [MukoBoe motpebnenne 02<15
MJT /MUH./KT Harpy304YHBIA TECT MJT /MUH./KT
B Hopw™me Yposerar BNP/proBNP B Brime HopMBI
1a3Me KpoBH
OtcyTcTBHE NEPUKAPIUATBHOTO Ox0oKI" mapamerpsl Hannuue nepukapauaisHOTO
BEITIOTA BBINOTA

24



Jlydmuii nmporuo3 [Ipornoctrdeckue GpakTopbl Xynmui IporLo3

Cucronmyeckas SKCKypCHUs KOJIbIIa Cucronmyeckas SKCKypCHUs KOJIbIIa

TPUKYCHHUIAILHOTO KIIaaHa>2CcM TPHUKYCIHUIATEHOTO
Ki1anaHa<l,5cMm

JlaBlieHHE B paBOM T'emoamHamuyeckue JlaBlieHHE B paBOM

peacepann<8Mm pT.CT. nmapaMeTpsl npencepann=>15MMm pT.cT.

Cepaednslit uHIEKC>2,511/MUH /M2 Cepaeunstit uaaekc<2,01/MuH /M2

*-B 3aBUCHIMOCTH OT Bo3pacta, BNP-M03roBoii HaTpuilypeTHUeCKHUI TENTH.

Tabnuna 4. /luHamu4veckoe HadawaeHne 3a 00abHbIMU ¢ JIAT': pekoMeHyeMble
MeTOoJbl 1 BpeMEeHHasl IIKaJIa

HcxomHo Kaxnpre 3-4- UYepes 3-4-mec. B ciryqae
(o Havana Mec. mocye Havaia KITMHAYECKOTO
TEpaIun) W CMEHBI YXYIUEHNS
Tepanuu
OreHKa KIMHIYECKOTO
cratyca ®K (BO3)
KT V V V V
IIpoBenenue tecta 6-
MX V V V V
KapnuonynsMoHanbHbIH
Harpy304HBIN TECT \ \ \
Yposenp BNP/NT-
proBNP \ \ \ \
OxoKTI' N N N
Katerepu3zanus npaBbix
OT/IENOB cepana N v v

I'naga 7. JEYUEHUE JIETOUYHOM T'MNEPTEH3UH

Ha mporskeHnr MHOTHX AecATWIETHH B JeueHun OonbHBIX JIIT Habmromancs kpaitHe
MeJIeHHBI mporpecc. CuTyalus CyIIECTBEHHO W3MEHUJIACh B IOCIETHHUE TOJbI, Olarogaps
3HAYUTEIbHOMY YBEJIMYECHHUIO YHCIIAa KOHTPOJIUPYEMBIX UCCIIECIOBAHUNA. AHTArOHUCTHI KAJIbIIUA,
AHTHUKOATYJISIHTBI, CEPACUYHBIC TJIMKO3UbI, KUCIOPOAOTEPANHUs B HACTOAIIEE BPEeMs, HECMOTPS
Ha OTCYTCTBHE COOTBETCTBYIOIIMX PaHIOMHU3UPOBAHHBIX  HCCIECIOBAHUM, COCTABJSIOT
CTaHJApTHYIO TEpamnuio, MUPOKO MpUMeHseMylo y OonbHbIX JII. Bmecte ¢ TeM mosBuimch
HOBBIE TPYNNbI JIEKAPCTBEHHBIX TMpenaparoB, 3(O(PEeKTUBHOCT M 0€30MaCHOCTh KOTOPBIX

JI0Ka3aHa pe3ynbTaTaMy KOHTPOJIUPYEMbIX HCCIIEI0BAaHUH.

7.1. O0mme pekoMeHIAUMA
st Bcex 6e3 uckimodeHus 60bHbIX JIIT akTyanbHbl 001IKe peKOMEHIAINH, COOII0ICHIE
KOTOPBIX TIO3BOJISIET YMEHBIIUTH PHCK BO3MOXKHOTO YXYHAIICHUS Te4YeHUs 3a0oieBaHus

BCJIC/ICTBUE ONPEICICHHBIX OOCTOSTENBCTB M BHEIIHUX (akTopoB. VX poip  CIOXKHO
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nepeoneHuTh. Yacto auarHo3 JII' cTaHOBUTCS NPUYMHOM COUMAIBHOM H3OJSLHUH, MOITOMY
MOTHBAIMS OOJBHBIX Y4aCTBOBaTh B COOOIIECTBAaX OOJIbHBIX KpailHe Ba)kKHA JIJISl MOBBIIIEHUS HX
YBEPEHHOCTH B ce0e, 00IIero HaCTPOSHUS, COCTOSIHUS, OOIICHHMSI.

QDu3uueckan akKmMueHOCMy

Bonwubie ¢ JII' mo/KHBI BBITIOMHATh HATPY3KH B TIpeIesiax Tol (U3HMUeCKOl aKTUBHOCTH,
KOTOpasi BO3MOHa UCXO/ U3 KIMHUYECKOM CUMITOMATUKU. B MOBCceTHEBHON KNU3HU NallUEHTHI
¢ JII' momxHBl m30eratb BO3HUKHOBEHHWS TAaKUX TMOTEHIMAIBLHO OMACHBIX CHMIITOMOB, Kak
BBIp@XEHHAs OJBIIIKA, CHHKOIE, 0OJTM B TPYAHON KJIETKe. 3anpenarTcs Gu3ndeckue Harpy3Ku
MocJie efpl, MpU HEOJaronmpusITHOM TeMIlepaTypHOM pexume. B To ke Bpems 6onpHBIM JIIT
cienyer MOJJICPKUBATh aJICKBATHOE COCTOSIHUE CKEJIETHOM MYCKYJATypbl, BBIIOJIHSS
©KETHEBHBIC TO3UPOBAHHBIE W pEryaupyeMbie (HU3MYECKHE HArpy3KH, HE BBI3BIBAIOIIUE
BBIIIICYKA3aHHBIX CUMIITOMOB, YTO CIIOCOOCTBYET YIYUYIICHHIO KA4eCTBa )KU3HU M KIMHUYECKOU
cumnToMatuku. llokazaHa poiib CHENHUANBHBIX MPOTPAMM IO peadMIUTAIUU OOJIBHBIX st
ylydlleHus: Tokazarened (Qusmueckoro craryca. HeoOXOoAMMBIM — yCIOBHEM  SIBISETCS
MOCTOSIHHBIM KOHTPOJIb MEAUIIMHCKOTO MePCOHaa 3a IPOBEJCHHUEM KOMILIEKCa peabuIuTaIiy.
ExenneBHble 103UPOBAHHBIE U PETYIUPYEMbIE ¢usnyeckue Harpy3ku CHOCOOCTBYIOT
yIYUYIICHUIO Ka4eCTBa KU3HU U CUMIITOMATHKU 3a00JIEBaHUS.

bepemennocmeo, poowl, 3amecmumenvuas 20pMOHOMEPANUA 6 NOCHIMEHONAY3ATbHOM
nepuoode CBS3aHbl C MOBBILICHHBIM PUCKOM YXYAILIECHUS TeUEHUs 3a00JIeBaHUS U CMEPTHOCTH.

B cootBercTBuM ¢ MHeHHEM 3kcriepToB BO3, pexomennanusm EBponeiickoro obmiectsa
KapAHOJOroB OEpEeMEHHOCTh MpOTHMBOMOKa3zaHa OoipHBIM ¢ JII, Tak Kak MaTepuHCKas
cmepTtHOCTh coctaBiisgeT 30-50%. Bceem nmanumentkam c JII' penpoayKTUBHOTO BO3pacTa TOJKHBI
ObITh PEKOMEHJIOBaHbl COOTBETCTBYIOIIME METOAbI KOHTpauenuuu. Y OonbpHbIX JII' Hanbonee
MPEAMOYTUTETHPHO HCIIOJIb30BAHUE JCTPOTCH-HECOIEPKAIINX KOHTPAIENTHBOB, OaphepHBIX
METOZOB KOHTpALICNINK, MPOBEICHUE XUpypruuecko crepunuzauuu. I[lpu oneHke wep
KOHTpALIECTILUN BaYKHO MOAYEPKHYTh, YTO OapbepHble METOAbI O€30MacHbI, HO HE 00ECTIeYnBaIOT
HAJEKHOTO KOHTpauentuBHoro s¢dekra. IIpenapatel nmporectepoHa (MEAPOKCUIIPOreCTEPOHA
arierar, sToHorectpen) 3()QeKTUBHBI U 0€30MaCHBI B CBS3H C OTCYTCTBHEM MOTECHIUATHHOTO
pHUCKa, CBS3aHHOIO C NMPUMEHEHHEM SCTPOTE€HOB, KOTOpbIE paHee MPUMEHSUINCh B OPaJbHBIX
KOHTpalEeNTUBax. B 3HauUuMTENbHOM YHCIIE MCCIEIOBAaHUN HE YAAJIOCh BBISIBUTH B3aMMOCBSI3H
MEXy UCIOJIb30BAHUEM OpalbHBIX KOHTPAUENTUBOB U BO3HUKHOBeHHEM JII'. bo3zeHTan Moxer
CHIKAaTh 3((EKTUBHOCTh OPAIbHBIX KOHTpAaLENTHBOB. [ mocTmwkeHHs HaaexHOro sddekra
1esecoobpa3Ho coyeraTh JiBa METOJa KOHTpaueniuu.  BoO3MOXHO Takxke MpHUMEHEHHE

WHTpaBaruHaJbHBIX IpErapaToB. B cinysae OepemenHoctn OonbHAs JOJDKHA OBITh
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MpenynpexaeHa O BBICOKOM pucke (aTalbHOTO HCXO0Ja U HEOOXOAMMOCTH MpepbIBaHUs
OCpEeMEHHOCTH.
3amecTuTeNnbHAs TOPMOHAIBHAS Teparnus Mmoka3ana manueHtkam JII' B mocTMeHomnayse

JUIIb TPU BBIPAKEHHBIX KIMMAaKTEPUUYECKHX  CHMITOMax M O00s3aTENbHO MPU yCIOBHH
JNOCTUKEHHSI aJeKBATHOW THUIOKOATYISIUU C MOAOOpPOM aJeKBAaTHOM aHTHUKOAryJISTHTHOU
Teparnuu.

Ilymewecmeusn

l'unokcust ycyryOmnsier BazokoHcTpukuuio npu JII, mosTomy BO Bpems MOJETOB Ha
aBuarpaHcropte st OompHBIX ¢ JIIT HEeoOxoammo 0O0CYX)JaTh BO3MOXKHOCTH IPOBEICHUS
JIOTIOJIHUTENBHON KUCIOpoAoTepanuu. J[o HacTOSIIEero BpeMEeHU He MPOBOAMINCH KIMHUYECKHE
UCCIICIOBAHMS, KOTOpbIe OBl JIOKa3alld HEOOXOAMMOCThH JOMOJHUTEIHLHON OKCUTCHOTEparuu
6onbHbM ¢ JII' BO Bpems aBHamepeneToB. TeopeTHdecKH, HCXOAsd U3 (U3UOJIOTHUYECKUX
acIeKTOB TUITOKCHM, MOXKHO IIpelrojaraTb, 4To OHa LenecoobpasHa y OonbHbIX ¢ -1V
¢byakuroHansHbIM KiaccoM (PK) npu mapumaneHoM naBiaeHun O2 B apTepualibHONM KpPOBU
menee 8klla (60 mm pt.ct.). CrOpOCTh 2 J/MHUH. JIOCTATOYHA JIJIsi TIOBBIIICHHS  JIaBJICHUS
KHCIIOPOJIa IO YPOBHSI COOTBETCTBYIOIIETO YPOBHIO MOps. TakuMm OONBHBIM OKCUTEHOTEpaIus
HeoOxonuMa mpu mojerax Ha BbicoTe Oonee 1500-2000M. Beem marnueHTam, COBEPIIAIOIIAM
aBuamepesieTsl B JApPyrue CTpaHbl, BaKHO PEKOMEHJOBaThb UMETh MpH ceOe MEeIUIUHCKHE
JOKYMEHTBI O JMArHo3e, MECTOHaXOXICHUU OJmkaiiiiero MectHoro 1eHtpa JII', KOHTakTHOM
uH(pOpMALIUU C HUM.

Ilcuxonozuueckan nodoepicKa u nOMouLb

bonpubie JII' UCOIBITBIBAIOT CYIIIECTBEHHBIE OTpaHWYEHUS B (U3MUYECKOW aKTHBHOCTH IO
CPaBHEHHIO ¢ TeM 00pa3oM KU3HU, K KOTOPOMY OHH IMPHUBBIKJIA A0 BO3HUKHOBEHHUS OOJIE3HU.
Nudopmanus o T1sokectd 3a0oyieBaHUs, TONY4YCHHAss OOJIBHBIMA W3 HEMEIUIIMHCKHIX
HMCTOYHUKOB, MPHUBOJUT K MOBBIIIEHHON TPEBOT€ WM JEMPECCHH, YTO CYHIECTBEHHO CHHUXKAET
KaueCcTBO JKM3HM TaKUX MalMeHToB. [ UX aganTanuu B )KU3HU U 00IIeCTBE, MOHUMAaHUS CBOEH
00J1€3HU MMOKa3aHa MOMOIIb MICUXO0JI0Ta WM MICUXUATpa, a TakKe MOJAJIEpKKa APYTrUX NaleHTOB
U UX CEMEM.

Ilpogpunakmuxa ungexkyuonnvlx 3a00186aHUIL

Bo3nukHoBeHne mHEBMOHUHU ycyryomser Tedenuwe JII, Bcerma TpeOyeT mpoBeneHHS
OBICTPOM TUAarHOCTUKU M HEMEAJIEHHOro Havana 3¢ ¢extuBHoro neuenusd. Y 7% OonpHbix ¢ JII'
MTHEBMOHUH SIBJISIFOTCS] PUYMHON CMEPTENbHBIX UCX0/10B. ClielyeT peKOMEHI0BaTh MAIlHeHTaM
BaKIIMHUPOBAHUE OT TPUIIIA U THEBMOKOKKOBON HH(EKITUH.

Xupypzuueckan nomouip
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[IpeanodTuTeNbHBIM BUAOM aHECTE3HOJIOIMYECKOIO MOCOOUS SIBISETCS SMHUAypalibHAs
aHecTe3usl, KoTopasi mepeHocuTcst 6onbHbpIMU ¢ JII' mydie, yem oOrmnas anecte3us. Heodxonumo
OCYILIECTBIIATH NEpPeBOJl OOJBHBIX C MEPOPaJbHOM TEepanuu Ha BHYTPUBEHHOE BBEJCHHE
npenaparoB. XUPYpruueckue BMEIIaTeIbCTBA CBA3aHbI C TIOBBIILICHHBIM PUCKOM Il OOJIBHBIX C
JIT, ocobenno mpu @K IV, a Takke B ciydae TOpakaJbHOW WM a0JIOMHUHAIBLHON OIEpaIlvy.
Tepanuio aHTUKOAryJasHTaMH CJeIyeT HpeKpallaTh Ha MaKCHUMalbHO KOpOTKoe Bpems. B
nocjaeonepaoHHoM repuoae OonbHBIM ¢ JIIT 00s3aTrenbHO TPOBOAUTCA MPOdUIAKTHKA
TpOMOO030B ITyOOKUX BEH TOJICHEH.

Koumponw ypoens zemoznoouna

bonbhble ¢ JII' BBICOKOUYBCTBUTEIbHBI K CHI)KEHUIO YPOBHS IeMOIJIOOMHAa B KPOBH,
MIO3TOMY JaKe HEBBIpa)KeHHasi aHeMus TpedyeT ObicTporo 3(h(eKTUBHOTO JedeHus. Y OOJIbHBIX
JII' ¢ BBIpaXEHHOH TUMOKCHEH, HanpuMep Ha (OHE JIErOYHO-CUCTEMHBIX IIYHTOB, BO3HHKAET
BTOPUYHBIA 3puTpormro3. Ilpu ypoBHe remorokpura Oosnee 65% M HaIUYUM CHMIOTOMOB,
YKa3bIBAIOIUX HA MOBBIIIEHHYIO BSI3KOCTh KPOBH (IOJIOBHBIE O0JIM, HAPYLIEHNE KOHLIEHTPALH

BHUMaHU ), IOKa3aHbl KPOBOITYCKAHUSI.

7.2. JlekapcTBeHHasi Tepanust
Crnenyer BBIACTUTH JBa pa3lena JIGKAPCTBEHHOW Tepanuu y OonpHbix JII:
noJ/iep:KuBamasi Tepanus (OpaJbHble AHTUKOATYJISHTBl M JI€3arperaHTbl, IUYPETUKH,
CepACUHbIE TJIMKO3MJbI, OKCUTE€HOTepamus) U  crnenu@uyeckass Tepanus, BKJIIOYArOIIas
AQHTArOHUCTHI KaJIbIMsI, MPOCTAHOUIBI, AHTAarOHHCTHI PELENTOPOB SHAOTENUHA, WHTHOUTOPHI

dbocdoaurcrepassl Tuma 5.

7.2.1. lloanepxxuBarwinasi Tepanus

Anmuxoazynanmal u 0e3azpezanmal

[Moxa3zanust qig Ha3HAUYeHUs OopaibHBIX aHTHKOAryIsaHTOB (OAK) y GonpHbIX JII' cBS3aHBI
C TPagUIMOHHBIMH (DaKTOpaMH pHCKa BEHO3HBIX TPOMOOSMOONMH, TaKUMHU KakK cepledHas
HE/I0CTaTOYHOCTh, MAJIONOJBM)KHBIM 00pa3 JKU3HM, a TaKXkKe IPeApacloiIOkKEeHHOCTbIO K
TPOMOOTHUYECKUM M3MEHEHHUSIM B JIETOYHBIX COCYJaX- MHKPOLMPKYIATOPHOM pycie MU
ANACTUYECKUX JIETOYHBIX apTEPHUSIX.

Bnaronpusitasie 3¢pdextst OAK y OonpHbix JII' mokazaHel B OJHOLEHTPOBBIX
PETPOCIIEKTUBHBIX HccaenaoBanusx y OompHbix ¢ WJIIT wu JIAIT BcmenctBue mnpuema
aHOPEKTUKOB. B Hacrosmiee BpeMs WX HazHaueHWe MokazaHo OonbHbIM ¢ WJII', Hacinemxyemoit
JIAT, accomumpoBanHoii JIAIT Ha ¢one mnpuema aHOpeKTHKOB. LleneBoil ypoBeHb

MexayHapoaHoro HopManu3oBanHoro otHomenus (MHO) npu UJITT cocrasuser 1,5-2,5. Tlpu

28



npyrux ¢opmax JII' pemenne o HazHaueHun OAK MODKHO B KaXKIOM Cilydae MPUHUMATHCS
WHIUBUAYAIIbHO HAa OCHOBAHUU OLIEHKH COOTHOLIEHHS pUcK/3¢ddexkTuBHOCTh. B wacTHOCTH, Y
O0nbHBIX C¢ moprojeroyHoid JII' BBICOK PHCK pa3BUTHS KPOBOTEUEHHUS M3 PACIIMPEHHBIX BEH
MULIEBOJA.

[Tpu XTOJII" nenessie ypouu MHO Ha ¢done Tepanuu BaphapuHOM COCTABISAIOT 2,5-
3,5 B 2013 r. gnsa 7edeHuss OTOM KaTeropud OOJBHBIX PEKOMEHIIOBAHA Teparus
AHTUKOATYJISTHTOM MPSMOTO AEHCTBUS - MPSIMBIM MHTHOUTOpOoM (hakTopa Xa puBapokcadanoM 15 mr
i 20 mr. TIpoBoAWTE MOHUTOPUHT ApaMETPOB CBEPTHIBAHUS KPOBH HE TpeOyeTcsl.

B kauecTBe anbrepHaTUBBI BaphapuHy y psaaa nanueHToB ¢ JII' ¢ MOBBIIIEHHBIM PUCKOM
KpPOBOTEYEHMN WJIM HE MNEPEeHOCAIIMX JTOT IMpenapar, PEKOMEHIOBAHO HCIIOIb30BAThH
HU3KOMOJIEKYJISIpHbIE TenapuHbl. Hanbosnee AOCTYMHBIMH HM3KOMOJIEKYJISPHBIMU TeNapUHaMU
ABJIAIOTCS. HAJONApUH M dHOKcanapuH. B TedyeHue 1-ro mecsna Tepanuu OPUMEHSIOTCS J103bI
Hanonapuna 15000 UAXa IC 2 pa3a B neHb WM SHOKcamapuHa 1Mr/kr Beca 2 pas3a B JICHb, B
MOCJIeNYIONEM - MeHbIHe npodmiakTuaeckue 036l Hagomapud 7500 UAXa IC 1-2 pasza B
JeHb 1 3HoKcamapud 20-40 mr x 1-2pa3a.

Ha3nauenue nesarperantoB BO3MOXKHO Yy OonbHBIX JIAI, MMEIOUIMX MOJOXKUTEIHHYIO
npody Ha Ba3opeakTHBHOCTb, mnpu HemepeHocumoctd OAK. IlpumMeHeHHE KHUCIOTHI
aneTUICATUIIIIOBON 75-150 Mr He COMpsHKEHO ¢ HEOOXOIUMOCTHIO JTabOPaTOPHOTO KOHTPOJIS.
[IpenmnodtuTenbHO HCMONB30BAaHUE CHEMUANBHBIX ()OPM aclUpHHA, YTO CBOAUT K MUHHUMYMY
PHCK YIIBbLIEPOT€HHOTO Y eKTa.

Juypemuxu

MoueronHsle npenapaThl MO3BOJIAIOT YIYYIIUTh KIMHHUYECKOE COCTOSHHE OOJBHBIX C
JIAT' m pekoMeHIyIoTCsl BO BCEX ClIy4yasix pPa3BUTHSA JACKOMIICHCALIMM IPABOTO >KEIIYJ0YKa.
OTtcyTcTBUE paHAOMHU3MPOBAHHBIX HCCIEIOBAHUI OCTaBISET 3a KIMHUIMCTAMHU MpPaBO BhIOOpa
KOHKpETHOro Impemnapata M [J03bl. Jl03bl JMYpPETHKOB JOJKHBI AKKypaTHO THUTpPOBAaTbCS BO
n30eKaHUe PEe3KOro MafeHus o0beMa IHUPKYIUPYIOMIeH KPOBH M CHU)KECHHUS apTEpUAIbHOTO
nasneHus. [lpumensitorcst neraeBbie nuypetuku: ¢ypocemun 20-120 Mr/cyTku, 3TaKpUHOBAS
kuciora 50-100 wmr/cytkm, Ttopacemun 5-20 wmr/cytku. llerecooOpa3Ho MPHUCOECTUHEHHE
aHTaroHUCTOB aJbJOCTEpPOHA: BepowmnupoH 25-150 mr, smiepeHon 20 mr. Bo Bcex ciydasax
HA3HAUYEHUS IUYPETUKOB HEOOXOIMMO TIIATEIbHO KOHTPOJIHPOBATH YPOBHHU AIIEKTPOJIUTOB
KpPOBH, a TaKXKe€ COCTOSIHME (DYHKIIUU TOYEK

Okcuzenomepanus

Huskas caryparus O2 BeHO3HOH KpoBH y 001bHBIX JIAIT cBsi3aHa ¢ HU3KUM CepCYHBIM

BeiOpocoM (CB) mnpu HE3HAYHTETHHOM HApPYIIEHHEM BEHTHJISIIMOHHO-TIEP(Y3MOHHOTO
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cooTHomeHus. bonpmmHCcTBO manueHToB JIAIT HMEIOT HE3HAYUTENbHYI0 apTepUaIbHYIO
TUIIOKCHI0 B Tokoe. Mckmouenuem siisiroTcst nmarmeHtsl ¢ JIADT Ha ¢one BIIC, y xoTopbix
BCJICICTBUE UIYHTUPOBAHHUS KPOBU  CIIpaBa-HAJIEBO  pas3BUBaeTcs  pedpakTepHas K
KHCIIOPOIOTEPAIIUM TUIIOKCEMUS. J[OMOIHUTENbHAs OKCUIE€HOTEpanusi B HOYHBIE Yachl HE
OKa3bIBACT BJIMSHUS HA TEYEHUE CUHAPOMA DHU3EHMEHTepa.

OkcureHorepanusi pekoMeHmyercss OombHbIM ¢ JIIT Ha ¢oHE XpOHUYECKOM
oOcTpykTuBHOI 60se3HM Jerkux (XOBJI), y KOTOpbIX HEOOXOUMO JOCTHKEHUE MaplUabHOTO
nasnenust O2 B aprepuanbHoii KpoBu Oonee 8 k [TA Ha npoTskeHnu He MeHee 15 4acoB B CYTKH.
Baxxno nocrositHHO mojaepxkuBath carypauuio O2 Ha ypoBHe 90% u Bhime. B amOynaTopHbix
YCIIOBUSIX OKCHUT€HOTEpanus HeoOxoauma JUisl YIyYIIeHUS KIMHUYECKON CHMIITOMATHUKH,
KOPPEKIUH JiecaTypanuy npu GU3NIecKoil Harpys3Ke.

Cepoeunvie 2nuKo3udvl U UHOMPONHbIE NPEnaApambol

CHMXKEHUE COKpAaTUTENIbHOW CIOCOOHOCTH MPAaBOTO JKENIYNOYKa SBISIETCS OJHUM U3
BOKHEUIIINX MEXaHU3MOB MPOTPECCUPOBAHUS CEPACUYHON HEA0CTaTOYHOCTH Yy OonbHBIX ¢ JII,
YTO ONpeAeNseT IOKa3aHWs /i1 Ha3HAYeHWs CEpAEYHBbIX TIUMKO3ua0B. KparkoBpemeHHOE
BHYTPHBEHHOE Ha3Ha4YCHHE JUTOKCHHA y O0onbHbIX ¢ MJII' BBI3BIBa€T HEKOTOPOE MOBHIIICHUE
CB, a Takxe cOnpoBOKIAETCS CYLIECTBEHHBIM YMEHBIIEHUEM YPOBHS HOpaJgpeHaIluHa B KPOBH.
JlaHHble O pe3yibTaTax JJIUTENBHOTO JiedeHus! 0onbHbIX ¢ JII' cepeyHbIMU TTIMKO3UaMU TTOKa
orcyrcTBytoT. Hasnauenume nurokcuHa 0,25 Mr/CyTKM MOXET OBITh PEKOMEHIOBAHO IS
YPEKEHHUS JKEyJ0UYKOBOI'O0 PUTMA MTPH HAJIKETYI0YKOBBIX TAXUAPUTMUSIX.

Job6yramun y 6osbHbIX ¢ JII' Hcmonp3yercs AHIb B TEPMUHAIBHON CTaAUU 3a00JIeBaHUS

" B PAAC CIIydacB MO3BOJIACT JOCTUYD CTa6I/IJ'II/IBaHI/II/I COCTOSIHHUA

7.2.2. Cnenuduyeckasi Tepanus

Anmazonucmeol Kaabuus

BasokonctpukTiBHas Teopus nmaroreHesa JII' 6azupyercs Ha MPUCYTCTBUU THIIEPTpOPUn
MEIUU B JIETOYHBIX apTEepUsAX M apTepuosIax, a TaKKE CHMXKEHUHM JIETOYHOIO COCYIHUCTOrO
CONPOTHUBIICHUS IPU HA3HAYEHUU Ba3oamiIaTaTopoB. OUYEBHAHO, TOJBKO y MEHBIIEH YacTu
OoonmpHBIX JII' TmpuM Ha3HAYEHHWH Ba30AWIATATOPOB, B YACTHOCTHM AHTArOHUCTOB KAallbIIUSA,
BO3MO>KHO JOCTUYb KJIMHUYECKU 3HAUMMOI'O CHH)KEHHUS JaBJICHUS B JIETOYHOM apTEpHH.

bnaronpusiTHble KIMHUYECKHME M MPOTHOCTHYECKHE A(P(PEKThl aHTarOHHUCTOB KalbIIMS,
MIPUMEHSEMBIX B BBICOKHX J103aX y OosbHBIX JII' ¢ TONIOKHUTENBHOU OCTpOH TpoOOoH, ObuH
IIOKa3aHbl B OJTHOLICHTPOBBIX HEKOHTPOJIMPYEMBIX HccieqoBaHMsIX. K unciny pekoMeH10BaHHbIX
B HACTOsIIIee BpEMs AHTATOHHCTOB KalbIMs OTHOCSTCS JIBa Tpenapara - HU(DETUNUH U

IUITAA3EM.
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Beibop B mMOdB3y OJHOTO M3 HHUX OINPEACNICTCS HMCXOTHOM YacTOTOM CEepICYHBIX
cokpaieHuil. [lanmenTam ¢ 4acToTOM CepAEUYHBIX COKpalleHuid B mokoe MeHee 80 yaapoB/MHUH.
ClleIyeT PEeKOMEHI0BaTh HU(MEIUNNH B MPOJIOHTHPOBAHHBIX (OpMax, a TakKe aHTarOHUCTHI
Kalbls aurugponupuanHoBoro psga Il mokonenus. AMIIOIUNUH SBISETCS IpenapaToM
BbIOOpa i manueHToB JII' ¢ SBICHUSMH TPABOXKETYIOYKOBON CEpeYHOM HEIOCTATOYHOCTH.
CyrouHble 03Bl TIpenaparoB, JHoKa3aBmiie 3(PGEKTUBHOCTh, IOCTAaTOYHO BBICOKHE: IS
Hupemunuaa- 120-240 mr, mis ammoaunuua - A0 10-15 mr. [Ipu oTHOCUTETHHOW TaxXxUKapIUU
(yacToTa cepAeyHBIX COKpalleHuil B mokoe Oosee 80 ymapoB B MHUHYTY) CIeAyeT OTAATh
MpearnoyTeHue nuituazeMy B 1o3e 240-720 mr.

Tabmuma 5. BbIOOp aHTATOHUCTOB KAJBIUS MPH JIETOYHOM IMIePTeH3UH

mpemnapar cTapToBas Ji03a cyToYHast cyToYHast CyTOYHAs
MT/CYT. J103a mpu J103a mpu J103a mpu
CIUTA<S0 CIUIA CIUTA>100
MM.PT.CT. 50-100
HudeaunH 20-40 40-60 80-120 120-180
(postoHTHpO-

BaHHBIE OPMBI)

aMJIOIATIMH 2,5-5 10 12,5 15
JIANAIUITAH 2-4 4 4-8 8
UCPaUIIUH 2,5-5 7,5-10 10-12,5 12,5-15
UITHA3EM 30-60 120-180 180-240 240-360

TuTpoBaHue 1036l MpenapaTa J0HKHO MPOBOIUTCA TIOCTETICHHO B TEYCHHE HECKOJIBKUX
HEeJIeb 10 MAaKCUMAJIbHO MePEHOCUMBIX. MHOT1a cucTeMHasi TUTIOTOHMSI, OTEKH TOJICHEH U CTOI
MPENSATCTBYIOT YBETUUYEHUIO JIO3bI.

BaxxHo moguepkHyTh, YTO Teparus aHTArOHUCTAMU KaJlbLMsl JOJDKHA HAUYMHATHCS TOJ
CTPOTHUM T€MOJIMHAMHUYECKUM KOHTPOJIEM TOJIBKO 007abHBIM JIAT', OTBeUarommum Ha IpUMEHEHNE
Ba30/IMJIATaTOPOB B OCTPOM mpobe. Tepanusi aHTaroHUCTaMHU KaJIbIUsl MOKA3aHA: TaIMeHTaM ¢
cepledHbIM HMHJEKcoM Oosee 2,1 j/MuH/M?> W/Wiu caTypaluell BeHO3HOW KpoBu Gosee 63%
W/WNM TaBIICHUEM B MIPaBOM Ipencepauu MeHee 1OMM.PT.CT. M C MOJOXKHUTEIbHBIM OTBETOM Ha
OCTpOE€ Ha3HaueHue Baszojuiararopa. l[lamueHThl, HAWIY4dIIMM O00pa3oM pearupyromue Ha
Ha3HA4YCHHE AHTArOHMCTOB KaJbIUsA, KaK TMPAaBWIO, JEMOHCTPHUPYIOT CHIDKCHHE IABJICHHUS B
JIETOYHOU apTEePHUU U JIETOYHOT'O COCYJIUCTOr0 COMpOTUBICHUS 10 50% OT MCXOAHOTO, YacTo 110

HOPMAaJIbHBIX 3HAYEHUU.
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Y manueHToB ¢ cepAeYHbIM HHACKCOM Oomee 2,1 J/MUH/M?  W/ATa caryparmenr 02
BEHO3HOI KpoBH Oojee 63% u/unu naBieHUEM B MpaBoM mpencepauu MeHee 10MM.pT.CT. u ¢
OTPHLIATEILHOW  OCTpOM MpoOOi ycmex Ha3HAYeHHs] Ba30AWJIATATOPa MAJIOBEPOSITEH U
MOJKET BbI3BaTh MOOOYHBIE (P (PEKTHI.

[Ipu cepaeuHom mHAeKce MeHee 2,1 n/MuH/M> W/unu caTypanueii O2 BEHO3HOH KpOBH
MeHee 63% u/wim JaBjIeHUEM B TIpaBoM mpeacepann 6osee 10MM.pT.CT. aHTarOHUCTHI KAJTbIIHS
a0COJIIOTHO MPOTHUBONOKA3aHbI.

Tonbko 10- 20% OonpHBIX Jlal' IMEIOT MONOKUTENBHYIO TPOOY C Ba30AMIATATOPOM, U3
HUX JIMIIb Yy TIOJOBHHBI YIAaeTcs MOANAEpKaTh KIMHUKO-TeMOAMHAMHUYECKUd 3Pdext mnpu
JUINTEIPHOM Ha3HAUYE€HUU aHTaroHUCToB Kajiblusa. Ocoboe BHUMaHHE CIEAyeT YAENATh
KOHTPOJTIO 32 CTaOMIIBHOCTBIO AocTHraeMoro agdexra. Y 6ompHbIX ¢ MJII' npu moa0XKUTENBHOM
ocTpoii mpobe cmycts 3-4 Mecslla TMOCTOSIHHOW Tepamuu aHTarOHUCTaMH  KallbIUs
peKoMeHayeTcs 00s3aTeNbHOE IPOBEACHUE KOHTPOJBHOM KaTeTepu3alli MPaBbIX OTIEIIOB
cepaua s oueHku 3 pekTuBHOCTH U Oe30MacHOCTH TPpoBoAUMOM Tepanuu. [Ipu HeanekBaTHOM
orBete - HemocTwkeHnmn | wmm I ®OK (BO3), oTCyTCTBHH CYIIECTBEHHOTO YITYUIICHUS
reMOIMHAMHUECKUX IMOKa3aTele - IOoJKHA 00CYXJaThCsi Koppekuus Tepanuu. Haznauenue
aHTaroHUCTOB Kanblust 6e3 mposeneHust ODII unu orpunarensHoir OPII upeBato pa3BUTHEM
TSKENBIX MOOOYHBIX 3P (EKTOB - THUIOTOHHM, CHUHKOIE, PABOXKEIYAOYKOBOW CEepACUHOM
HEJ0CTaTOYHOCTH.

VY GonpHbIX ¢ JIAT Ha ¢one C3CT TecTbl Ha Ba30PEaKTUBHOCTh YAaCTO HE MO3BOJISIOT
YCTAHOBUTh BO3MOXKHYIO 3((PEeKTHBHOCTH UIMTENBHOM Tepanuu aHTarOHWCTOB KaJIbIUS, a
BBICOKHE J103bl MOCJIEIHUX TUI0XO0 nepeHocsTcs. biaronpusitaeie 3G exTs! JIUTENbHON TEpanun
aHTaroHUCTAaMM KaJbIMs B BEICOKUX J03aX IMOoKa3aHkbl netsm ¢ UJIT.

Ilpocmaznanounui

[IpocrarnanauHbl - NEPCHIEKTUBHAS TPYMIBI MPENapaToB NOMUMO Ba30AWJIATUPYIOLIETO,
o0Jafal0T aHTHATPETAalMOHHBIM W aHTUIpoiudepatuBHbIM neiictBuem. IIIT - 3T0 rpymnmna
JUOUAHBIX COCJAMHEHUN YHUKAJIbHOM CTPYKTYphl, 00pazyemMbIX U3 €IUHOro cybcrpara
apaxuI0HOBOU KHCIOTHL. B ¢usnonornueckux ycnoBusx III7 sBIsOTCS MeaIuaTopaMu MHOTHX
OuosIOrnYeckux (PyHKIMI, B TOM YHCIIE yYaCTBYIOT B PETYJISLIUU COCYAUCTOrO TOHYCA.

[Ipocrarmanaua E1  (IITE1) -  Bazommmarupyrommit [,  oGnamarormui
AQHTUATPETAIMOHHBIM M aHTUTIpoJu(depaTUBHBIM JelcTBHEM. OToT mepBbid [IIT, KOTOpBIH
nokaszas 3¢ ¢GeKTUBHOCTh Mpu JedeHun OonbHbIX JII'. Braromapst o4eHb KOPOTKOMY MEpHOIY
noJyBbIBeieHUS (3-5SMHUHYT) BO3MOXHO OBICTpOE THUTPOBAHHWE [O3bI 0 MaKCHUMAaJIbHOM

BEJIMYUHBI, U TPU HEOOXOIMMOCTH OYTH MOMEHTAJILHO OCTaHOBUTH JieiicTBHe mpemnapaTa. 90%
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npernapaTa HHaKTUBUPYETCS B JIETKHUX, IO3TOMY IIPU BHYTPUBEHHOM BBEJIEHUU €T0 MOCTYIUICHHE
B OOJIBINION KPYT KpOBOOOpAIICHUsI KpaitHE Majlo, BCJICICTBUE Y€TO HE OTMEYACTCs BRIPAXKCHHOM
CUCTEMHOM TUIIOTOHUHU.

Hanunune antmarperanmnonHoro s¢dexrta nemnaer II'E1 mpuBnekarenbHbIM ¢ yueToM
BBIPOKCHHBIX HAPYIICHHH B cUcTeMe remocta3a y OompHBIX JII. Hambomee mpuemiema cxema
Tepamnuu: TpHu KOTOpoi HeOousbmas go3a 5-10ur/kr/MuH. [IpenapaT Ha3HavaeTcss BHYTPHUBEHHO
KarenbHO co CKOpocThio S5-30Hr/kr/mMuH. KypcoBoe nedeHue mpenaparoM B CyTOUHOH o3¢ 60-
80MKr B TeueHHe 2-3 HeaelNb CleyeT MPOBOAUTH Ha (OHE JITUTEIBHON Teparuu aHTarOHUCTaMu
Kayblus. Bo3aMoxHbie 1MOOOYHBIE 3PGEKThl THUIMOTOHUS, THIEPTEMHS JIMIA, TOJOBHBIC OO0JIH,
0071 B 00J1aCTH cep/iIia HEOMPEACIICHHOTO XapaKkTepa, 00JIM B )KUBOTE, TOITHOTA, AHAPES ).

[Ipocramuknun (mpocrarnasguH [2)- MONIHBIA YHIOTEHHBIN BAa30IMIATATOP C IIEIBIM
CHEKTPOM JOTMOJHUTEIbHBIX 3(PPEKTOB - aHTHUATPETallMOHHBIM, AHTHMIPOIU(EpPATUBHBIM U
LUTONPOTEKTUBHBIM, KOTOPbIE HAMPABJIEHbI HAa MPEIOTBPAIICHUE PEMOJICTUPOBAHUS JIETOUYHBIX
COCY/IOB: YMEHbIIICHHE MOBPEKACHUS SHO0TEIHAIBHBIX KJIETOK M TUIIEPKOAryIsSuu. Y OOJIbHBIX
¢ JII' pa3nu4HOM STHUONOTMM JOKAa3aHO HAPYUIEHHE MPOAYKIHUH MPOCTAIUMKINHA, O YEeM
CBUJICTEIBCTBYET CHIIKEHHE OHKCIPECCUU MNPOCTAUUKIMHCUHTA3bl B JIETOUYHBIX apTEPHSX,
YMEHBIIIEHNE YKCKPEIIUU METa0O0IMTOB MPOCTAIMKIMHA C MOUYOH. DTO SABISIETCS 00OCHOBAaHUEM
JUIS MCTIOJIb30BaHUs MPOCTALMKIMHA M €r0 aHAJIOTOB s JieueHus nanueHToB JII', xota 10 cux
[Op HE YCTaHOBJIEHO, SIBJISIETCS JIM HapyIICHHWE MPOAYKIHMH MPOCTAUUKINHA MPUYMHON WIN
cneacteuem JII'.

B nocnegnue ronabl NpUMEHEHHWE MPOCTALMKIMHA B  KIMHUYECKOW TPAKTHKE
pacliipwiioch 3a CUET CO3JaHMs ero  CTa0WIbHBIX  aHaJOrOB C  Pa3IMYHBIMU
(bapMaKOKHHETHUECKUMHU 0COOEHHOCTSIMH, HO KaueCTBEHHO CXOIHBIMU
(hapMakoIMHAMUYECKIMH CBOHCTBAMHU.

HNnonmpocT - XUMHYECKH CTaOWIBHBIA aHAIOr MPOCTAMKIWHA JUIsi BHYTPHUBEHHOTO
MPUMEHEHHUsI, Ha3HAYCHHsI per oS B adpo30yibHOW (opme mist mHransnuid. [locnennss dopma
oOecrnieurBaeT OONBIIYIO CENEKTUBHOCTh IMpenapaTa B OTHOUICHUM JIETOYHOM HUPKyIsAuu. B
HAalllEW CTpaHE WHIaJSALUOHHBIA WJIONPOCT- 3TO EOUHCTBEHHBIA AHAJIOr IPOCTALUKIMHA,
PEKOMEHIOBAaHHBIN ISl JICUCHHUs CpelHeTsDKenol u Tsokenor dopm JII': WIIT, Hacnemyemoit
JIAT, JIAT' BcmenctBue C3CT, JIAI' Ha d¢oHe mnpueMa JEKapCTBEHHBIX IMpenapaTos,
HeonepabenbHbIX popm XTIJIT .

O} PexTUBHOCTD WJIOMpPOCTa OIICHUBAJIach B PaHIOMHU3UPOBAHHOM,
wianebokoHTpoarpyeMom uccienoBanun AIR-1 y Gombubix JIAIT u XTOJII'. [loBTOpHBIE

WHTAJISIIIUY B TEUEHUE JTHS MPOBOAINCH 6-9 pa3 1o 2,5-5 MKT Ha HHTasIuio (B cpeaaeM 10 30
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MKI B CyTkH). Ilpu ucnonab30BaHUM OOBIYHBIX HeOylai3epoB IUTEIbHOCTh WHTAIALNN
cocraBisieT 15MuH, mpuMeHeHue Y3-HeOymai3epoB IMO3BOJISAECT YMEHBIIUTh BPEMSI MHTAJISAIIAN
no SmuH. MnompocT ymydinan KIMHWYECKYI0 CHMIITOMATHKY, TOJIEPAHTHOCTh K (DM3MUECKUM
Harpy3kam, Bausul Ha JICC, wacrory kiamHM4Yeckux coObituil. B uccnenoBanuu STEP y 60
00JIbHBIX, NMPUHUMABIIMX OO3€HTAaH, MPHUCOEAMHEHUE WIONPOCTa MPUBOAMIO K 3HAYUMOMY
yBenudeHuto auctaniuu B TOMX (p< 0,051) mo cpaBHeHuto ¢ miane6o. HMmonpoct otnudaercs
Xopoliel nepeHocuMoctbio. Hanbosnee uyacTeiMu mOOOYHBIMH 3¢ deKTaMu ObUIM NPHIUBBL U
0O0JIM B YETFOCTH.

B anurensHOM HEKOHTpOIMpYeMOM wuccienoBanuu 25 OompHBIX ¢ WJIIT meumnuch
WHTASIIIMOHHBIM  uitoripocToM  100-150Mkr/cyTkn Ha mnpoTsbkeHun 1 roma. B pesynbrare
nedyeHus: ypenuueHue auctaniuu B TO6MX cocraBuno 85m, cpeanee JJIA  cHuswioch, B
cpeaHeM, Ha 7 MM PT.CT., Cep/IeuHbIi BEIOpoC yBemuumics Ha 0,6 1/MuH. /M2,

BuytpuBeHHas uHQY3HUs HIONPOCTa CYUTACTCS COMOCTAaBHUMON MO 3(PQPEKTUBHOCTH C
AMOMPOCTEHOJIOM, YTO OBLIO MOKA3aHO B cepuu HeOonbmux uccienoBanuii npu JIAT, XTOJIT .
O4eBHIHBIM TMPEUMYILIECTBOM BHYTPUBEHHOTO MJIONPOCTa SBISIETCS CTAOWIBHOCTh TMpU
KOMHATHOM TeMIEepaType U OTCYTCTBUE MOTPEOHOCTH B oxyiaxaeHuu. OIHAKO B HAIIel CTpaHe
sTa (hopMma npenapara aius gedenus JII' He 3apeructpupoBaHa.

Anmazonucmol peyenmopos snoomenuna (AP3J)

DHnorennH-1 (OT-1)- 3TO MIEONTU SHAOTEIUATILHOIO MPOUCXOXKICHUS,
XapaKTEePU3YIOUIUNCS MOILIHBIM Ba30KOHTPUKTOPHBIM U MUTOT€HHBIM CBOMCTBAMH B OTHOILIEHUH
TJIaJIKOMBIIIEYHbIX KIeTok. DT-1 cBs3piBaeTcs ¢ AByMs Tunamu perentopoB- tuna A (3TA),
JIOKAJTU3YIOIMMMHUCS Ha TJIaJKOMBIIIEYHBIX KieTkax u tuna B (OTB), nokamm3yrommmucs Ha
SHJIOTEIUAIbHBIX W TJAJKOMBINICUYHbIX KieTkaXx. AxktuBauuss OTA- m  OTB-penentopon
TNIAJIKOMBIIICYHBIX ~ KJIETOK BBI3BIBAET BA30KOHCTPUKTOPHBIH W  MUTOTeHHBIA 3 deKT.
Crumymsuus OTB-penentopoB cnocoOctByeT kiupency OT-1 B JIerkuX, YBEJIWYEHHUIO
MPOAYKIIMKM OKCHJA a30Ta U OCBOOOXKIEHHUIO MpocTarukinHa. MccnenoBanus sxcnpeccuu IT-1
B JITOYHOM TKaHM TOATBEPXKIAIOT €ro pojb B martorenese JII', ogHako HeE yCTaHOBJIEHO,
ABJIAETCA JIM NOBbIIEHHAas npoaykuusa OT-1 npuumbHoit winm cinencrsuem JII'. AxrtuBanus
CUCTeMBbl OJHJoTenuHa Yy OonbHBIX JIIT sBHsieTcss 0O0OCHOBaHMEM JUISI HWCIHOJB30BaHUS
AQHTAarOHHCTOB PEIENTOPOB K OHAOTEIUHY, Onokupyromux OTA - perentopbl WIK
OJTHOBpEeMEHHO 00a Tura perientopos - 9TA u OTB.

Bozentan - mepBblii mpemapaT u3 kinacca APD  HECENeKTUBHOIO JEHCTBUS,
ONOKHpYIOLMI 00a THMA pelenTopoB. B paHIOMU3UPOBAHHBIX HCCIIENOBAHUAX Y O0nbHBIX JII'

npenapam TPOAEMOHCTPUPOBAJl CIIOCOOHOCTh yIydllaTh TOJEPAHTHOCTh K (U3MUYECKUM
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Harpyskam, @®K, remonuHamuyeckue M SXOKapAuorpaduyeckue mapaMeTpbl, YBEIMYUBATH
BpeMs 10 pa3BUTHUS KIIMHUYECKOro yXy/uieHus. B Hacrosmiee BpeMs 3¢ hekTUBHOCT 003eHTaHa
nokazana y OombHbix ¢ W, JIAI' na ¢one C3CT, cunmpome DiizeHmeHrepa B 5
PaHIOMHU3UPOBAHHBIX  HccienoBaHusx (mwiotHoe wuccienoanne 351, BREATHE-I,
BREATHE-2, BREATHE-5, EARLY).

B uccnenoBanun BREATHE-1 mamuwentsr ¢ WJI' u JII' ma ¢one C3CT  Obum
paHIOMU3HPOBaHBI B cOOTHOIICHUU 1:1:1 mist momyuenus 62,5 mr 603eHTaHa WK TUIanedo aBa
pasa B JicHb B TeueHue 4 He/elb, 3aTeM COOTBETCTBEHHO 125 mr mnu 250 Mr nBakasl B A€Hb B
teuenue 12 nHenens. [Ipu npumeneHnn Oo3eHTaHa B 00EUX TPyMIax OTMEUYAIOCh CYIIECTBEHHOE
ylIydllleHue TEeMOJAMHAMMYECKUX TMapaMeTpoB, AMCTaHUUMU B TecTe 60-MX, KIMHUYECKUX
MCXO0/I0B, 4TO OBLIO OoJiee BhIpaKeHO Ipu Jo3e 250Mr aBaksl B JeHb Y 00abHBIX ¢ WJIT (+54m
1 +35M COOTBETCTBEHHO B Ipymmnax 00JbHBIM, IpuHUMaBmUX 250 Mr 2 pasza u 125 mr 2 pasa).
Bosnee BoipaxeHHsbIi a3pdexT Hadmogancs y 6onpabx ¢ WIIN mo cpaBuenuto c¢ rpymmoit C3CT
(+46M B Tpymnme akKTUBHOTO JIYCHHS W+3M COOTBETCTBEHHO). [IOBBINICHHE TOJEPAHTHOCTH K
Harpy3kaMm COXpaHSJOCh Yy OOJIbHBIX MpH JICUEHWU Ha MPOTSHKEHUH Oojiee OJHOTO roja u
aCCOLIMUPOBAJIOCH € YIyULIIEHMEM reMoJuHaMU4ecKux napamerpos u OK.

Ha ocHoBaHuM pe3ynbTaToB JIBYX 3aBEPIIMBIINXCS PAHIOMU3UPOBAHHBIX HCCIIEIOBAaHUH,
B KOTOpPBIE€ BKJIFOYAIUCHh TOJIBKO OonbHBIE ¢ Il K nnmu cuaapomom Dii3eHMEHTepa, penapar B
Hacrosee Bpemsi pekoMeHaoBaH st 60abHBIX ¢ [IOK u mpu JIAT Ha doHE BpOKIESHHBIX
CHCTEMHO-JIETOYHBIX IIYHTOB M CHHApoMe Oi3eHMeHrepa. HauanbHas 1o3a 0o3eHTaHa
cocraBisier 62,5 mr 2 pasa B cytku. CriycTs 4 Hefenu A03a 10JKHA YBEIU4YUBaThes 10 125 mr 2
pa3a B CyTKH.

Y nereii mo3a Oo3eHTaHa TUTPYeTCS B 3aBHCHMOCTH OT Beca. B OTKpwITOM
HEKOHTpoJHpyeMoM wuccienoBanun y gnereid ¢ JIAIT B Bospacte 4-17 ner (BREATHE-3)
yIy4IIeHnEe TeMOIMHAMUYECKHX MTapaMeTpoB HAOM01anoch K 12 Henene geueHuss 003€HTaHOM B
BUJIE MOHOTEpPANTUU WJIK B KOMOMHALIUHU C STIONPOCTEHOIOM.

[loBbilieHre ypoOBHS TpaHCaMUHA3 oTMedaerca mnpuMepHo y 10%  OonbHBIX
7I0303aBUCUMO M OOpaTHUMO IIOCIIe YMEHBILICHHs J03bl WJIM OTMEHbI mnpemnaparta. HauGomee
BEPOSITHBIM MEXaHU3MOM JECHCTBHs 0O3€HTaHAa HAa YPOBEHb NMEUYEHOUYHBIX (DEPMEHTOB SIBIISCTCS
710303aBUCHMasi KOHKYPEHIUS C )KETYHBIMU COJISIMHU, UYTO MPUBOAMT K MX 3aJ€p’KKe, OKa3bIBas
Ha renaTolUThl HUTOTOKCUYHBIN 3 dekT. PekoMenayercs: exxeMecsYHblii KOHTPOJIb 32 YPOBHEM
TpaHCAaMHHA3 B KPOBH Ha ()OHE Tepanuu O03eHTaHOM.

PexoMeHyercss HazHaueHME IpenapaTa B CTapTOBOW A03€ 62,5 MI' JBa)Abl B CYTKHU C

MOCJICYIONIMM YBEIIMYEHUEM JI03bI 10 125 MT /1Ba pa3a B IEHb O] TIIATEIHHBIM €KEMECIIHBIM
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KOHTpoJeM (pepmeHTOB nedeHu. Y OonbHbIX JII' 003eHTaH MOXKET BBI3bIBAaTh Pa3BUTHE aHEMUH,
4TO TpeOyeT KOHTPOJIA YpPOBHEH TreMOrioOMHa U TeMaTOKpUTa KpPOBH, a TaKXKe 3aJepKKy
KHUJKOCTA C TOSBICHHEM TNepueprudeckux OTEKOB. Y JKEHIIWH, MPUHUMAIONINX O0O03€HTaH,
HeoOxoIuMa aJleKBaTHAsi KOHTPAICMIHUS C Y4EeTOM BO3MOXKHOTO TepaToreHHoro sddekra. B
Hamel cTpaHe O003eHTaH pekoMeHnoBaH s JjedeHus OonpHbIx WL, JIAIT BcnemctBme
CHUCTEMHOHN cKiiepojepMuu 0e€3 CyIEeCTBEHHOro Jjero4Horo ¢udpo3a, TpH CHHIAPOME
Dli3eHMeHrepa.

AMOpu3eHTaH - Hecylb(GOHAMHIHBIM APD, Tpom3BOAHOE NPOMAHOEBONW KHUCIOTHI,
CEJIEKTUBHBIA AHTArOHUCT penenTopoB sHAoTennHa Tuna A. Ilpemapar wuccinemoBaics B
MAJIOTHOM | JIBYX panaoMu3upoBaHHBIX uccienoBanusx ARIES-1 u ARIES-2. ¥V GonbHBIX €
WIIT', JII' na ¢one C3CT mu BUY-undexuun nokazan >PQPEeKTUBHOCTb B BHJE YIYUIICHHS
KIIMHUYECKOW CHUMOTOMATHKU, TEMOJUHAMUYECKUX MapaMeTpPOB, MOBBIIICHUS TOJIEPAHTHOCTH K
Harpy3kam, yJUIMHEHUU BPEMEHH JI0 pa3BUTHUA KIMHUYECKOro yxymaumeHus. [lo Menbieir mepe,
B TeueHue | rona nocTostHHOU Tepanuu 3TH 3Q(EKTHl COXPaHSIIHCH.

AMOpHu3eHTaH PEKOMEHJOBaH i JiedeHUs: OonbHBIX ¢ JIADT mna  ymydmeHus
MEPEHOCUMOCTH  (DU3MUYECKOW HArpy3KH, 3aMEUICHHS [POTPECCUPOBAHUS  KIMHUYECKHUX
CUMITOMOB. B KIMHMYECKHX WCCIENOBaHUAX YycTaHOBIeHA J((EKTUBHOCTH Tpernapara
npeumyiectBeHHo y nanuentoB WII, nacnenyemoit JIAL', JIAT Bcineacteue C3CT ¢ ©K II-I11.
PexoMennoBanHas mo3a coctaBisger SMmr 1 pa3 B CyTKM C BO3MOKHBIM yBeIu4deHUEM a0 10wmr.
Yactora HapymeHuil ¢ynkuuu nedenu coctasisier 0,8 1o 3%, uro TpeOyeT eXeMecsSYHOTro
KoHTpoJs. Ha done Tepanuu aMOpu3eHTaHOM Yalle 10 CpaBHEHUIO ¢ Apyrumu APD Bo3HUKaOT
nepudepruIecKue OTEKH.

Oxcuo azoma u unzudumopul hocghoouscmepaszol muna 5

Oxcupn a3oTa - MOIIHBIM PHIOTEHHBIN Ba30JWIIaTAaTOp, CEJIEKTUBHO NEHCTBYIOLIMN Ha
cocyabl Manoro kpyra kpoooOpamenus. Okcup azora (NO) obpasyercs u3 L-aprununa npu
MOMOIIH KajbIui-3aBUcUMOil NO—cunTasbl. Iubdynaupys depes albBeoSApHYIO MeMOpaHy,
NO mnomagaer B TJIAJKOMBIIICYHbIE KJIETKH apTepuil M apTepuo, IOBbIIIAs YPOBEHb
nuKIndeckoro ryaHo3uH-pochara (ul'MD). Tlocnmemnuit 3amyckaer Kackaa peakiuii,
MPUBOAIINX, B KOHEUHOM CUETE, K CHIXKEHHIO TOHYCA TJIaJIKOM MYCKYJIaTyphl COCYIOB. 3aTeM
NO mocTtynaeT B CHCTEMHBIM KpOBOTOK, I/Ie HWHAKTUBHPYETCS IyTeM CBS3BIBAHUS C
OKCHUTEMOTIIOOMHOM ¢ 00pa30BaHMEM METIeMOTJIO0ONHA U HUTPATOB.

[pu JII' napymaercs cunte3 NO. B xnerkax suporenus OonbHbix WJIIT mpu
MMMYHOTHCTOXMMUYECKUX HCCIEAOBAHUSAX TMOKA3aHO CHUXKEHHE SKCIPECCHH IHAO0TEIUATBHOU

NO-cunta3el. Ha oOpazoBaHme oOKcHuIa a30Ta BJIMSIIOT MHOTOYHCICHHBIE (AaKTOPBL. ITO
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skcripeccuss  TeHa  NO-cuHTaszbl, akTUBHOCTh  NO-cuHTazel U (ochomudcrepassi,
00€eCIeunBaOIINX PETYISIUI0 MpoAyKIuu 1l M®, MOCTCHHTETHYECKOE OKUCIECHHWE OKCHIA
azora. Takum oOpaszom, mig jedeHus JIIT BO3MOXKHO HCIOJIb30BaHHE HHTATSAIMOHHOTO NO,
cyOcTpara ajs ero CuHTe3a - L-apruHuHa, a Takke HHruOuTopoB pocdoauscrepasbl.

B 80-e¢ rogpl mHramsuronHsii NO wucnons3oBaics ¢ menbto npoenaeHuss ODPIT s
OLICHKH PEaKTUBHOCTH JIETOYHBIX COCYJIOB U BBISBIICHUSI OOJBHBIX C MOTEHIIMAIBLHO MTO3UTUBHBIM
spdexToM BazonmnaTaTopoB. OMUCAHBI CIIydau [UIMTENBHOTO 3(PQPEKTUBHOIO U 0€30MacHOro
NPUMEHEHHS] WHTASIIMKA OKCHJA a30Ta MakcuMaibHO a0 1,5 ner y Oomeueix WIIT. B
CTaIlMOHAPHBIX  yCIOBUAX OonmbHBIM JII'  pexomeHayroTcsi 2-3-X  HEAENbHBIE KYPCHI
MHTATAIMOHHOTO okcuaa azota 20-40 ppm B TeueHUE 5-6 4aCOB B CYTKH.

Cunenadui - MOIIIHBIN CEJIEKTUBHBIN UHTHOUTOP nl M®d-3aBucumoit
dochomurcrepazpl  (tum  5), mpemorBpamias aerpaganuio Ul M®, BBI3BIBACT CHIDKCHHE
JIETOYHOTO COCYJHCTOTO CONPOTUBIICHUS M MEPErpy3Kd IMPaBOro Kemyaouka. VHruOGHTOpEI
dbochomuctepazer THHa S (MDJD-5) obnagaror antunponudepatuBHbM dddexTom. Tpu
OJIOOPEHHBIX IS JICYCHHS IPEKTUILHOM IHUCYHKIMU mpernapaTta — cuiaeHadui, Taganadur,
Bap/eHa(UI - BBI3BIBAIOT BBHIPAKEHHYIO JUIATAIMIO JIETOYHBIX COCYNOB. MaKCUMyM NEHCTBUS
nocruraerca 4depe3 60 mMuH., 75-90 MuH. u 40-45MHUH COOTBETCTBEHHO. B Hamell ctpane ans
nedenus 6onbHbIX JII' omo6pen cunnenaduin. K HacrosinieMy BpeMeHH y»Ke HaKOIUICHbI TaHHEIE,
JEMOHCTPHUPYIOITUE €ro XOPOIIyI TNEePeHOCUMOCTh U 3A(ddexkTuBHOCTh y O0mbHBIX ¢ JII
Pa3NUYHOM STHOJOTMH. B HEKOHTPONMPYEMBIX KIMHMYECKHX HCCICIOBAHUAX CHIIACHA(UIT
npumensuics npu WIL, JIT', accounnposannoii ¢ C3CT, BIIC, npu XTOJII' B pa3oBbIx n03ax 25-
75 mr 2-3 paza B CYTKU ¥ BBI3BIBAJI YJIYYIICHHE T€MOJIUHAMHUKHU, TOJEPAHTHOCTH K (DU3UIECKUM
Harpy3kaM. Omnucanbl pekue mobouHsie 3P PeKThl mpemnapara - TOJI0BHAs 00JIb, 3aJI0)KEHHOCTD
HOCA, IPUJIMBbI, HAPYLIEHUS 3PEHUS, JUCIIETICHUS.

B pannomusupoannom uccinenosanuu SUPER-1y 278 Gonpnbix ¢ JIAT, momydaBmmx
cunaeHadguna murpar B go3ax 20, 40, 80 mr 3 pasa B CyTKHM, OTMEUAJOCh YJydllIEHHE
KJIIMHUYECKOW CHUMIOTOMATUKH, TE€MOJAMHAMUKH, TOJEPAHTHOCTH K (PU3MYECKHM Harpy3kam.
Onobpennas no3a coctasinsier 20 mr 3 pasa B cyrku. OnHako cTrabuibHbIN 3 ekt neyenus
OTMEYaJICs TOJBKO IPpU MpuMeHeHuu 103bl 80 Mr 3 pasa B CyTkM. B KIMHHMUYECKOll IpakTuke
gacTo TpeOyercs moBbimeHue n03el g0 40-80 mMr 3 pasa B cytku. B uccnenoBanuum PACES
nokasaHa 3¢ (eKTUBHOCTh CHIIZIeHA(HIIa B COUETAaHUH C BHYTPHUBEHHBIM 3IIOIPOCTEHOIOM.

Kom0nnnpoBanHas Tepanus
KombunupoBannas tepanus npu JIAT'- 3T0 01HOBpEMEHHOE UCTIONb30BaHUE Oojiee 4eM

OJIHOTO KJlacca cHelu(puYecKuX JIEKApCTBEHHBIX CPEICTB JJs JieUeHUs OONbHBIX, HalpuMmep,
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APD B coueranuu ¢ npoctanouiamu wiv UDOJ13-5. Bo MHOTHX crieMaIM3UPOBAHHBIX IIEHTPAX
no nedeHuto JII' xomMOMHUpOBaHHas Tepanus SBISETCS CTAHAAPTOM JICUEHHUs, XOTS ee
nonrocpodHast 3pGeKTUBHOCTH U O€30MACHOCTH JI0 KOHIIA HE H3y4YECHBI.

B cepun KIMHHUYECKUX HCCIEAOBaHUM ObLIO Moka3aHa 3((eKTUBHOCTH M 0€30MacHOCTh
pasnuuHbix kKomOmHanui. B uccnegoBanuum STEP-1 12-HenenbHas Tepamusi MHTAISIIMOHHBIM
WJIOMPOCTOM B COUYETAHUU C O03€HTaHOM MPUBO/INIA K BRIPAXKEHHOMY YBEIMUEHUIO JUCTAHILIUY B
To6MX. INocne nHTAIAIMK WIONPOCTa ee MpUpocT coctaBisul +26m (p=0,051). IIpu nposenenun
TOMX 1o MHranAUuu yBeJauueHHe TMCTaHLIMU N0 CPAaBHEHUIO ¢ Ianedo coctanisuio +19m, uto
Obl10 HemocToBepHbIM. Yepe3 12 Hemenb Tepamuul WIOMPOCTOM HE OTMEYAIIOCh 3HAYMMBIX
W3MEHEHUH TeMOJMHAMHYECKUX MapaMeTpoB, OJHAKO BpeMs J0 pPa3BUTUS KIMHHYECKOTO
YXYIUICHUs] yAy4IIanoch MO CpaBHEHUIO ¢ rpynmoi mianedo (0 coObITHii MPOTHB 5- B TpyIIe
mwiane6o). Hampotus, wuccinenoBanue COMBI, B KOTOpOM OILIGHHMBAINCh BO3MOXKHOCTHU
KOMOWHUPOBAaHHON TEparuy HIOMPOCTOM M OO3€HTaHOM, OBLJIO JOCPOYHO OCTAHOBJICHO H3-3a
orcytcTBUs 3¢ (eKTa Ha TOJEPAHTHOCTh K Harpy3kaMm M BPEMEHHU /10 Pa3BUTHUS KIMHUYECKOIO
YXYALLICHUS.

BaxHO OTMETUTH OCOOEHHOCTM TIPU COBMECTHOM TPHUMEHEHUH IpenapaToB
cneuupuyeckoit JIAI-tepanuu. Tak, B pamkax wuccnenoBanuss EARLY wusyuanucek
(bapMakOKMHETHYECKHE B3aUMOACHUCTBUsS 0OO3€HTaHa U cuiieHaduia, KOTOpbIe SBISIOTCS
COOTBETCTBEHHO HWHTHOMTOPOM W HHAYKTOpOoM u30depMeHToB muToxpoma P450. Ilpu
COBMECTHOM NPUMEHEHUM KOHLEHTpalus cujjaeHaduia CHUXKaercs, a Oo3eHTaHa -
nosbimaercs. Ho 310 He ckaspiBaercs Ha >PQekTUBHOCTH Tepanuu. He ommcano momoOHBIX
B3aUMOJICHCTBUN MeX Iy cuifeHaduIoM u 1ByMs apyrumu APD (mabauya 6).

Ta6muma 6. IloTeHUaMbLHBIE JIeKAPCTBEHHbIE B3auMoaelicTBus npu Tepanuu JIAT

JlekapcTBeH- MexaHnusm B3aumogeiicTByomee PesyabTaT B3aumMoaeiicTBUs U
HbIH MpenapaT| B3auMoJeldcTBHA JIEKapcTBO peKoMeHAANNT
AMOpH3eHTaH ? [ukmociopuH Co0uro1aTh 0OCTOPOKHOCTD TIPH COBMECTHOM
Keronazon HasHaueHUu ¢ KeToHazonom u
HuknocnopuHoM
BbozenTan Wunyxrop Cunnenadun Konnenrpanus CunpeHaduia CHIKaeTcsl Ha
CYP3A4 50%., 6o3enrana- nmoskiraercs Ha 50%. He
TpeOyeTCs KOPPEKITUH 103 JP.JTFOOBIX JIEKapPCTB.
CybcTtpar uxnocnopun Konuentpanus llukinocnoprHa cHU»XaeTcst Ha
CYP3A4 50%., xoHIeHTpaIws 003eHTaHa-
yBEITMYUBaeTCs B 4 pasa.
Cyoctpar DpUTPOMULIUH VYBenuuuBaeTcs: KoHIeHTpauusi bozenTtana.
CYP3A4 IIpu KOPOTKOM Kypce KOPPEKIHs JO3bI MOXKET
He MOTpeboBaThCS
CybcTtpar Keronazou KonnenTtpanus bo3eHrana yBenmuauBaeTcs B 2
CYP3A4 pasa.
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JlexapcTBeH- Mexanusm B3aumogeiicTByromee PesysbTaT B3auMoelicTBHA H
HBIH Npenapar| B3auMOJeHCTBHA JIEKapCTBO PEeKOMeHIal Ui
CyOctpar I'muGenknamun VYBenMYMBaET BEPOSITHOCTD MOBBILICHUS
CYP3A4+ TpaHcamuHa3. [[0TeHIMAIBHBIN PUCK CHUYKCHHUS
AHTHOUTOP TUIIOTJIMKEMHIYECKOT0 ) dhekra
TIOMITBI rnmubenkIamMuaa. CoueTaHne MpOTHBOIIOKA3aHO.
JKEITTHBIX
couen
Cy0ctpar ®D1yKoHa301L, 3HAYNTEIHHO yBEJIMYUBACTCSI KOHIICHTPAIHS
CYP2C9 n AmMuonapon Bosenrana. CoueTanue MoTEHIIMAIHHO
CYP3A4 MIPOTUBOIIOKA3aHO.
HNunyxTopsl Pudammnunny, Konuentpanus bo3entana ymeHbIaeTcs Ha
CYP2C9 n (ennTonH 58%. IloTpeOHOCTH B KOPPEKITUH JO3EI HE
CYP3A4 YCTaHOBJICHA.
NunykTopst HHruoTopsI Konnentpanus CuMBacTaTiHa CHIDKAeTCS Ha
CYP2C9 I'MI'KoApenykrasbl 50%. DddexT BeposATeH MpH Ha3HAYCHUH
ATtopBactariHa. Heo6xoauM KOHTPOIJIb YPOBHSA
XOJIeCTepUHA.
HNunyxTopsl Bapdapun YBenuuuBaeT Metabosn3M Bapdapuna,
CYP2C9 BBI3BIBAET ITOTPEOHOCTH B KOPPEKIMH J103bI
npenapata. B Hauane tepamuu kouTpoias MHO,
B JaJIbHEUIIIEM KOPPEKIHS JO36I, KaK IIPaBHIIO,
He Tpebyercsl.
WunykxTopsr I'opmonansHBIE CHmXaeTcsi KOHIIEHTPAIHS TOPMOHOB.
CYP2C9 n KOHTPALICNITUBBL HanexHOCTs KOHTpaLENIUU CHUXKAETCSL.
CYP3A4
Cunnenadu Cybctpar bozenran Konnentpanus CunaeHaduia CHIXKAETCS Ha
1 CYP3A4 50%, xoHIeHTpauus 003eHTaHa MMOBLIIIAETCS Ha
50%. Koppexkiin 103 mpemnapaTtoB MOKET HE
OTPeOOBATHCS.
CybcTtpar HHrudTops! MoskeT yBeTMIUThCS KOHIIEHTPAIINS
CYP3A4 I'MI'KoApemykTasbl CumMBactatuHa/AtopBactaTuHa. Bo3mokHO
YBENIMYECHHE pUCKa pabIOMHOITH3A.
Konnenrparus Cungenaduina MoxeT
TIOBBIIIATHCH.
CyOctpar Wuruburopst PuToHnaBup,cakBUHABHUpP 3HAYNTEIIHHO
CYP3A4 npoteaz BUY MOBBILIAIOT KOHIEHTpanuto CruiieHaduna.
TpebyeTcs KOppeKIHst 036! ITOCIIEAHETO.
HNunykrop Ddenuronn Konnentpanus Cunaenaduia MOSKT
CYP3A4 CHIDKATBCSL.
CyOctpar OpUTPOMULIMH [MoBeimaercs koneHTpanms CunneHaduna.
CYP3A4 YacTo He TpeOyeTcst KOPPEKIUH O3B
MOCTETHETO.
CyOctpar Keronason [MoBeimraercs konueHTpanms CunneHaduna.
CYP3A4 Yacto He TpedyeTCs] KOPPEKITUHU T03bI
MTOCTIETHETO.
CybcTtpar Humernaun [oBwimaetcs konmenTparws CriaeHaduna.
CYP3A4 Kak npaBuiio, He TpeOyeTcss KOPPEKIUU T03bI
MTOCTIETHETO.
ul'M® Hutpartsl, BrIpaxxeHHast cHCTEMHAasi THIIOTOHUS,
HUKOPaHIUI COUYETAHUE NPOTUBONOKA3aHO
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[ToxazanueM 111 KOMOMHUPOBAHHOW Tepamuu y 00JbHBIX ¢ JIAIT siBIsieTCs OTCYTCTBHE
CTAOWIIBHOTO KIMHUYECKOTO A deKTa.

Bozentan sBisercs unaykropom uzodpepmentoB CYP3A4, CYP2C9 uuroxpoma P450.
[Tna3mMeHHBIe KOHIICHTpALMU JICKApCTBEHHBIX IPENapaTroB, META00IM3HPYEMBIX yKa3aHHBIMH
n3o(hepMeHTaMH, YMEHbBIIAIOTCA MPU COBMECTHOM MpUMeHEeHHH ¢ 0o3eHTaHoM. KoHueHTpanus
003eHTaHa IIPH 3TOM BO3pacTaeT (mabauya 6).

Konnenrpauuss 0o3eHTaHa BO3pacTaeT MPH COBMECTHOM MPUMEHEHHM ¢ MHTHOMTOpaMu
CYP3A4 (xeronason, putoHaBup) u/wnu uarubutopamu CYP2C9 (ammonapon, dhiaykoHaszomn).
[ToaTomMy 603€eHTaH MOTEHLIMAILHO MTPOTUBOMNOKA3aH MPU IPUEMe ITHX MPErapaToB.

CuuTaercss NPOTHBONOKA3aHHBIM Ha3HadeHHE OO03€HTaHa MpU MpPHEME CIEAYIOLIUX
MpernaparoB: UTPAKOHA30J, TaKpOJIUMYC, CHPOIMMYC, KapbamasenuH, (heHoOapOuTa, JarncoH.

OcHoBHOM myTh MeTabonm3Ma cunaeHaduna - 3to CYP3A4 u, B MeHbIEH CTeneHw,
CYP2C9. Hunyxropsl CYP3A4 (xapbamazenuHsbl, ¢peHUTOUH, GeHobapOuTan, pudamiuimH)
YMEHBINAI0T KOHLEHTpauuo cuiaeHaduina. Heckonbko MOBbIIIaeTCsS KOHIEHTpaLUs mpernapaTa
P yIIOTpeOIeHUN rperndpyToBoro coka — cnadoro uaruouropa CYP3A4/5.

W3-3a pucka CUCTEMHOH THUNOTOHHMU TpedyeTcs ocobas MPeroCTOPOKHOCTh MpHU
COBMECTHOM NpHUMEHEHMH crenuduueckoir Ttepanuun JIAIT ¢ aHTUrHIEpPTEH3UBHBIMU
npernapaTamu, TaKUMH Kak [3-aapeHo0snokatopsl, uHruoutopsl AIID u ap.

Jleuenue apuTmMuii

Y OGonbabix JII' MO CpaBHEHHWIO C TAIMEHTAMH, CTPAJAONIUMHU JICBOXKEIYI0YKOBON
CEpAEYHON HEAOCTATOYHOCTHIO, 3JI0KAYECTBEHHBIE HAPYIIEHUS pUTMA, TAKUE KaK JKEIyJOUKOBas
TaxuKapaus, GUOPHIUIALUS JKEIyI04YKOB oTMedatoTcsi Oonee penko. Y 132 GompHbIX ¢ JIAT
Tobko Yy 8% oOcTaHOBKa cepAla OblUla BbI3BaHA (UOpMILIALKEH XKelyAoukoB. B 6-meTHem
HaOmonenun 'y 231 OompHbix ¢ JIAT wim XTOJIIT nabmromancs Toibko 1 cirydait
3JIOKAUYECTBEHHOU JKEIyJA04YKOBOM aputMuu. HakenyoukoBele apuTMuy BO3HUKAKOT Iipu JII' ¢
yactotoi 2,8% B rog. Tpemneranue WM MepUaHUE MPEACEPAUM BCTPEUAIOTCS B OJMHAKOBOM
CTENEeHU U MPUBOJAAT K KIMHUYECKOMY YXYIUICHUIO U PA3BUTHUIO SIBJICHUN MPaBOXKETyI0UKOBON
CeplIeuyHO HemocTaTtoyHOCTH. JledueHue Tpereranus mnpencepauii O6onee >QQexkTuBHO, YeM
JieueHre MepuaTeNbHOW apuTMUHM. BoccraHoBineHHe CHUHYcOBOro putMma y OonbHbBIX ¢ JII'
NPUBOAMIO K YIYUUICHHIO BBDKMBAEMOCTH TIO CpPaBHEHUIO C OOJNBHBIMH, HMEBIIMMH
MOCTOSIHHYIO (popmy MepuarenbHOU aputmuu, 80% U3 KOTOPBIX MOrubaiu B TeUeHHE 2 JIET.
XOTs OTCYTCTBYIOT JaHHbBIE KOHTPOJIUPYEMBIX HUCCIIEOBAHUN UITH MPOCTIEKTUBHBIX HAOII0ICHHI

LeNbl0 Tepamnuu JODKHO OBITh yAep)KaHUe CTaOMIBHOTO cuUHycoBoro putma. IIpu BbeIOOpe
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AHTHAPUTMUYECKUX [IpernapaToB MpEANOYTeHHE OTAAaeTCs TeM, KOTOpble He o001agaoT

OTpULATCIIBHBIM UHOTPOITHBIM I[GﬁCTBPICM, B 4aCTHOCT, aMHUOAapoOHY.

7.3. Xupypruueckoe Je4yeHue

7.3.1. lIpeacepanasi cenToCTOMUS

O6ocHoBaHMEeM ISl MPOBEIEHUSI MPEICEPIHON CENTOCTOMHMM SIBUJIMCH HAOIIOACHMUS,
MMOKa3aBIKe, YTO BBKUBAEMOCTh OOJIBHBIX C CHHApPOMOM OitzenMmenrepa U UJII' ¢ OTKpHITBIM
OBAJIbHBIM OKHOM JIy4YIlle, YEM B ClIydac HEU3MEHEHHOM MEXIPEACEpAHON NEPEropOaKH.
Cozpanue myHTa CpaBO-HAJIEBO MO3BOJISIET CHU3UThH CPEAHEE AABJICHUE B IIPABOM IIPEACEPANN
U TEperpy3Ky MpaBoOro XeIyJouKa, a TAKXKE YBEIMYUTh MPEAHATPY3KY JIEBOTO XKEIyJouKa M,
TakuM o0pa3oM, cepAeuHblii BbIOpoc. B 3THX yCIOBHAX ylydlaeTcsi TPAHCIOPT KUCIOPOJa,
HECMOTpSL Ha  JecaTypalui0  apTepUaJbHONM  KPOBHM, YMEHBIIAETCS  CHUMIIATHUYECKas
runepaktuBanud. [lpouenypa nportuBomnokasana npu cpegHem I Beime 20 MM pr.cT.,
caryparun O2 menee 80% B mokoe. B pesynbprare BMemaTenbcTBa HaOMIOIAaETCS YMEHbBIIICHHUE
CUHKOIIE, IOBBIIICHHE TOJEPAHTHOCTH K Harpyske. [IpoBeneHue mpencepaHOl CenTOCTOMUU
PEKOMEHI0BaHO TOJbKO 001bHBIM ¢ [V @K (panee Taxke I ®K) ¢ yacTbiMu CHHKOIIEC W/HUITH
pedpakTepHOii MpaBOKETYJOUKOBOM CEPACUYHON HETOCTATOYHOCTHIO, HECMOTPS Ha MPOBOAUMYIO
MEIMKAaMEHTO3HYIO T€paInIO, B TOM YHUCIIE IIEpe] TpaHCIianTanuen, He Toiabko npu WII, Ho u
accormupoBandoi JII' mpu C3CT, onepupoBanubix BIIC, nuctanbHbIX TpOMOO30B B JITOYHON
apTepHH, JIETOYHOW BEHOOKKIIIO3MOHHOHN OOJIE3HHU, JIETOYHOM KaNWUISIPHOM TI'€MaHTHOMATO3e€.
[TpoBeneHHBIE PaHIOMU3UPOBAHHBIE HCCIENOBAHUS JOKa3amu 3()(eKTHBHOCTH HpOIEenypsl B
OTHOILICHUU YIYYIIEHUS TeMOJUHAMUYECKOTO M (DYHKIIMOHAIBHOTO cTaTyca OOJBHBIX, a TaKXKe
UX IPOrHO3a.

[Ipencepanas centoctroMus pexomeHaoana OonbHbM JII' ¢ III u IV ®K (BO3) ¢
YacTBIMH CHHKONE WM pedpakTepHOH K Tepamuu MPaBOXKETYIOYKOBOH  cepaedHOM
HeocTaToyHOCTH. CMEpPTHOCTh OOJNBHBIX TPU TPOBEACHUM MPEIACEPAHON CENTOCTOMHUH

cocTtaBisieT 5-15%.

7.3.2. TpoMO3HAAPTEPIKTOMHUS

OTOT BUA XHpyprudeckoro JedeHusi OonbHbIx JIIT ¢ TpomOGoTmueckoii oOTypanmeit
MPOKCUMAIIBHBIX OTAENOB JIETOYHBIX apTepuil mo3BosisieT yMmeHbuTh OJICC, yaydmuTh
CHCTOJIMYECKYIO (YHKIIMIO IMPABOTO JKEIYIO0YKa, TOJIEPAHTHOCTh K (DU3NYECKUM HArpysKam,
YBEIMYUTH IPOIOIKUTEIBHOCTD JKU3HH OOJIBHBIX.

[Nokazanusimu k TpomOsHAaprepakromun sisorcs: ®K I — IV, JICC > 300

JMH/Cex/cm°, HaJM4YKe IEHTPAIBHBIX TPOMOOB (10 cerMeHTapHoro ypoBHs) (> 50% o6cTpykius
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B MPOKCUMANIbHBIX apTEepHsX MO JaHHBIM aHTHOIYJIbMOHOTpauM), COXpaHEHUE TPOMOO30B Ha
dboHe amexkBaTHOM 3 MecC. AaHTHKOAryJSIHTHOW Tepamuu. [IpoTHBOMOKa3aHUs: TSIKENIbIC
XpoHHYecKHe  3a0oyneBaHUsl  JeTKUX  (OOCTPYKTHUBHBIC,  PECTPUKTHUBHBIEC),  TsDKeJas
COMMYTCTBYIOIIAA IaToJIorus;, JUCTAJIBHBIC MOpaKCHUA JICTOYHBbIX COCYyH OB, TsXKEIasa
JIEBOKETYJOUYKOBasi HEAOCTATOYHOCTb.

TpomOsHIapTepIKTOMHUSI TTOKa3aHa nanuenTam ¢ X TOJII', UbC, knanaHHbIMH TOPOKaAMHU.

7.3.3. TpancniaHTanMs JIETKUX WM KOMILIEKCA cepALe-Ierkue

CoBepiieHCTBOBaHUE  JIeKapcTBEHHOW Tepanmuu JIAIT  CylecTBEHHO  yMEHBILIUIIO
notpebHoCcTs B TpaHcmnaHTauuu. [lpumepno y 25% Oompupix  WJII' He oTmedaercs
CYIIECTBEHHOI'O YIYYIICHHs] PU Ha3HaueHHM crneunduyeckod tepanuu. [Iporuo3 OosbHBIX ¢
@K III-IV ocraercst kpaiiHe HEONAronmpUsATHBIM U 3aBUCHUT OT ATHOJIOTUH. Tak, y OONBHBIX C
JIAT na ¢one C3CT on 3HauutenbHo Xxyxke, yem npu WJII. Haunmyumias BeDKHBaeMOCTb
ormedaercst y OonbHbiIXx ¢ JIAI' Ha ¢one BIIC, nHauxymmuié NnporHo3 - OpU JIETOYHOU
BEHOOKKJIIO3UOHHOM ~ OOJIe3HM,  JIETOYHOM  KalWUIAPHOM  IEéMaHruoMaTtose,  Korja
MEIMKaMEHTO3Has Tepamnus MaJIONEPCIEKTUBHA. .

bonpHBIE € XyAlIMM MPOTHO30M  JOJDKHBI  BKJIIOYaTbCAd B JIUCT  OXKUJAHUSA
TPAHCIUIAHTAIlMM KOMIUIEKCA CepALe-JerKhe WiIM OHaTepallbHOM TPAaHCIUIAHTALUU JIETKHUX.
TouHass cTaTucTHKa OCIOXHEHUH B BUAE Pa3BUTHS CHCTOJMYECKOM TUCPYHKLIMHU IPaBOro
KEITyJouKa W/WIM JWAaCTOJIMYECKOM IUCQYHKLIMHU JIEBOrO KelyJouka HeusBecTHa. M3-3a
neduuuTa JOHOPCKMX OPraHOB Yalle BBINOJHSETCS OMiIaTepalbHas TPAHCIUIAHTALUS JIETKHX.
IIpu pe3koM CHMXKEHUM IIOCTHArpy3KM IIPaBOroO JKEJIy[odKa B pPE3yJIbTaTe IIPOBEICHUS
OunarepaJbHONW TpaHCIUIAHTALMKM JIETKMX YacTO B paHHEM IIOCIEONEpallMOHHOM IEepHOJe
OTMEYaeTcsl  HECTaOMIBHOCTh  IeMOJMHAMHMKHM.  BbDKHMBaeMOCTh  moOci€  MPOBEICHMS
TpaHCIUIAaHTAUX OJHOIO WM JBYX JIETKMX NPUMEpPHO oauHakoBa. [locie TpaHCIurantanuu
OJTHOT'O JIETKOT'O OTMeuaeTcs Oosee Tspkenas TurokceMusi. B HacTosiiiee Bpemsi B OOJIBIINHCTBE
LIEHTPOB olepanuell BbIOOpa sBiseTCs OwilaTepanbHas TpaHCIIaHTauus Jerkux. CoriacHo
JAHHBIM perucrpa MexXIyHapoJHOro oO0INecTBa TPaHCIUIAHTALMM CepAua M JETKUX IpH
CHHIpOME ODH3eHMEHrepa BCIEACTBUE MPOCTHIX TOPOKOB  BHIOOPOM  MOXKET  OBITh
M30JIMPOBaHHAsl TPAHCIUIAHTALMS JIETKOTO C OJHOBPEMEHHOM Koppekuuen nopoka. Ilpu
KEITyJOUKOBBIX Je(eKTax JydllMe HCXOAbl HaOJIIOJAIOTCS NMPH TPAHCIUIAHTALlMKM KOMILIEKCa

cepaue- Jerkue. S-neTHssl BBKUBaeMoCTh Y 00bHbBIX ¢ JIAL coctaBnser mpumepHo 45-50%.
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7.4. AnroputM Jedenust 00abHbIX JIAT

Paznuynble BUabI criennUYECKOM JIeKapCTBEHHOW Tepanuy OLIEHWBAJIUCh y OOJBHBIX C
WIIT', nacnenyemoit JIAT, JIAI na ¢one npuema anopextukos, C3CT, BIIC (B ToMm uncie nocie
KOPPEKIIMH), TOITOMY aJITOPUTM JICUEHHUSI OTHOCUTCS HCKITFOUUTENBHO K 00IbHBIM C JIAT .

* Ilocne ycraHOBIEHUSI AMAarHO3a HAYaJIbHBIE MEPOIPUSATHUS CBSI3aHBI C COOIIOJACHHEM
o0ImuX pEeKOMEHJAIMd ¥ Ha3HAUYCHHEM MoIepkKuBatomeld Tepanuu. bompHBIXx ¢ JIAT
HE0OXOIMMO HAIPABIISITh B AKCIIEPTHBIN IIEHTP.

* Bcem OompHbiM ¢ JIAI' (rpynma 1) Tmoka3aHO TPOBEICHHE  OCTPBIX
dapmakonornueckux 1pod (ODII) i OmEHKM  Ba30pEaKTHBHOCTH.  BeposTHOCTH
nonoxuteabHo ODIT ocobenno Bricoka mpu WIIT, nacnexyemoit JIAT, JIAI" Ha dhone mpuema
AHOPEKTUKOB. Y 3TON KaTeropuu OONBHBIX HauOoliee BEPOSITCH ycrmex npu HazHaueHun AK B
BBICOKHMX J103aXx. OOs3arenbHO TOATBEpKIAeHHE cTabuinbHOCTH ¢ dekra Tepanuu depes 3-4
MecsLa.

* IIpu orpunarenpHoit ODII y Gombubix JIAIT ¢ @K I-II HeoOxomumo Ha3zHaueHHE
crenu(puIecKon Tepanuyu UHTraSIIMOHHBIM OKCUJIOM a30Ta (KypcoBas Tepamnus MpHu CTaOUIbHOM
TedeHHH 3a0oJeBaHUs), npocrarianauHoM El (kypcoBast Tepamusi Mpu CTaOWUIHLHOM TECUCHHH
3aboneBanus), APD (6o3enTtan wim amOpusentan) unu MO/ tuna 5 cuneHaguiom.

* IIpu orpunarensHoit OPII y 6ompubIX ¢ JIAI' @K III mokazano neuenue APD unm
N®DJID Ttuna 5 unu npocTaHOUIaMH.

* OTCYTCTBYIOT TpSMBIE CpaBHUTEIbHBIC HCCIETOBaHHS 3(PPEKTUBHOCTH Pa3IHMUHBIX
BuoB crneuugpuyeckoii tepanuu JIAI. BrpiObop mpenapata 3aBucut ot ¢opmbl JIAL, DK,
HaJIM4Yus MPOTUBOIOKA3aHUN, MOCTYMHOCTH Ipernapara, MyTH BBEACHUs, Mpoduisi mMoOOUHBIX
3¢ dexToB, onbiTa Bpaya v MPEANOYTCHUH O0JIBHOTO.

* bompaeiM ¢ OK IV mokaszana craproBas KoMOMHUpOBaHHas crenududeckas JIAT-
Tepamus. BKIIOYAIOINAs [Ba JICKAPCTBEHHBIX Ipemnapara: coderanue APD (Oo3eHTan wuim
aMOpHM3eHTaH) M WJIOMPOCTa i  cungeHaduna. [lpu  HEdPhEeKTUBHOCTH  TBOHHOMN
crenu(puUeckod Tepanuu pEeKOMEHAYEeTCsl Ha3HAueHHE TpeX JIEKAPCTBEHHBIX IIperapaTroB-
APD+unonpoct-+cunaeHapu.

» Ilpencepmuasi cemtocTomusi (aTPUOCENTOCTOMHUS) W/WIM TPAaHCILIAHTAIMS TOKa3aHa
o6onpHbIM ¢ JIAD' mpu HealeKBaTHOM KIMHUYECKOM 3(QeKTe MeTuKaMEHTO3HOW Teparnuu u
JOJKHA MTPOBOAUTHCS TOJIKO B AKCIIEPTHBIX LIEHTPAX.

ANTOpUTM JIe4eOHOM TAKTUKH JUIsl CEJIEKTUBHOTO BBIOOpA Teparuy TPEICTaBICH Ha
pucyHke 1.
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PucyHok 1. Anroputm nevyeHus 6onbHbIX JIAI

O6wme meponpuATUs (PexuM PU3NYECKON aKTMBHOCTU, KOHTPALleNLMs, UMMYHU3aLusl, NCUXOCoLManbHas
peabunutaums, Ap.)

no,q.qep)KMBawmaﬂ Tepanusa
AHTUKOArynsaHTbl * ANWYPEeTUKU + KUcnopon =+ AUFrOKCUH

IKCHEPTHbBIN LEHTP

OcTtpas dapmakonormyeckas npoba ansa oLeHKu
Ba30peaKTUBHOCTHU
NonoXxuTenbHas oTpuuarensHas

/

DK I-1
AHTaroHuUCTbI
Kanbuus
! M M Komb
- OHOoTepanwus: OHOTepanus: OMGMHMpPOBaHHas
CTa6m1|3Hbm NO P BO3eHTapH Tepanus P
KNnuHU4eckui adrpext Mre AMBpU3eHTaH AP3
Bo3eHTaH WUnonpocTt
} ! AMGpU3eHTaH CungeHacmn NpocTaHonAe! nonas
/ CunpgeHadun
Hea(PPeKTNBHOCTb
¢ KombuHupoBaHHas
TpoMHaA Tepanus
OnuTtenbHas
Tepanus l HeahHPEKTMBHOCTb l Heah(PEKTUBHOCTb
aHTaroHucTamu
Kanbuus KoM6uHupoBaHHas Tepanus |~ l
AP3 ™
MpocTanonas: < honas MpeacepaHas centocToMus

TpchnnaHTame

I'1asa 8. TPEBOBAHUS K DKCIIEPTHOMY IIEHTPY JIETOYHOM
I'MIEPTEH3UHN

Jns  onTUMU3AMK  MEAUIIMHCKOW momMomu OonbHbIM ¢ JII' B Hamelr crpane
nenecooOpa3Ho  (HOpMUPOBAHHME CTPYKTYphl JKCIEPTHBIX IEHTpoB. B cooTBercTBUM C
MEXIYHAPOAHBIMH PEKOMEHJALMIMHU HKCIEPTHBIM MOXKET CUHTAThCS LEHTP, B KOTOPOM
ocymectBisieTcss HabmoneHue 3a He MeHee 50 6ompHBIMU ¢ JIAT umu XTOJIT, exemecsaHO
nosiBisiercs He MeHee 2 HOBbIX ciydaeB JIAIT mnmm XTOJII, exeromHo npoBOOUTCS — Kak
MUHUMYM 20 TECTOB Ha Ba30PEaKTUBHOCTh BO BpeMsl KaTeTepU3allUy IPABBIX OTAENIOB CepAlla.

OKCNEPTHBIN LIEHTP AOJIKEH:

1. Pacnonarars BEICOKOKBAIU(DUIIMPOBAHHBIM TIEPCOHATIOM:

* KAk MHHHMYM JBa KOHCYJIbTaHTa (KapAHOJOTH W/WIH ITYJIbMOHOJIOTH) (CHeIHannu3anus B
obmactu JII')
* Bpau- paauoior (3kcrept B obmactu JII')

* Bpay- KapauoJor co cnenuanuzanue IxoKI'

44



*  KBaM(pUIIMPOBAHHAS M/C
*  CHEUUAJIUCT MO MCUXOJIOTMYECKOM MOMOIIY M COLMAIBHOM aJanTalui NaueHTOB
* 0o0meH uHpopmarmeii (TeaedoH, UHTEPHET).

2. Wmerp mamatel st OompHBIX C JIAI, oTaeneHne WHTEHCUBHOW Tepamuw,
MOJIMKJIMHUYECKOE OTHeNeHne, auarHoctuueckyto ciyx0y (OxoKI, KT, pagmonykmumHas
naboparopusi, MPT, VY3U, nHarpy3ounele mnpoOBI, OILIEHKA JIErOYHON (YHKIMH, OIleHKa
remoguHamMuku ¢ ODII).

3. Pacnonaratb yCTaHOBJIEHHBIMHU CBSI3IMH C JPYTUMU JUAarHOCTUUYECKUMHU U
JIe4eOHBIMU CITYKOaMU:

* TeHeTHdeckas jabopaTopus

*  PEBMAaTOJIOTMYECKUH LIEHTP

* LEHTp IIAHUPOBAHUS CEMbU

*  XUPYPTUYECKU# cTanmuoHap (TpOMOIHIAPTEPIKTOMUS, TPAHCIIIIAHTAIINS )

4. OcylecTBIATh aHAINU3 KIMHUYECKUX UCXOAO0B (B TOM YHMCIIE aHaJIN3 BBDKUBAEMOCTH
OOJIbHBIX ).

5. YyacTBOBaTh B KIMHUUECKUX UcclenoBaHusx B oonactu JIAL, Bkimrouas daszsr 11 u 11

6. OcymecTBIsATh 00pa3oBaTeIbHBIE POTrPAMMBI

7. B3auMoIeCTBOBATEL C aCCOLMAIIASIMH MTAIlIEHTOB

45



IMPHUJIOKEHUA

IIpnioxenne 1. MeTroanka npoBeieHusi TeCTa 6-MUHYTHOH XOAbOBI

Tect 6-muHyTHOU XOaKOBI (6MX) cremyeT MpOBOAUTHL B YTPEHHHE dYachl. [larueHT
JOJDKEH JIETKO T03aBTpakaTh 3a 3-4 wyaca 10 TIPOBEICHMSI TecTa, HE MPUHUMATH
KapAHOJOTHYECKUX MpenaparoB, HE KypuUTb, KaKk MHHMMYM, 3a 2 dYaca a0 tecrta. s
npoBeaeHuss Tecta 6MX B kopugope iuHOM 30M JenaroTcss He3aMeTHBIE MJisi MMalMeHTa
pa3MEeTKu 4epe3 Kaxable 3M auctaniuu. B tedenne 10 Munyt no nposeaeHus TOMX manueHt
JIOJKEH CIIOKOWHO MOCHETh. B 3T0 Bpemsi He0OXO0MMO 3a4nTaTh MY CIEIYIOUIHA TEKCT:

«3a 6 MuHYT BaM HE0OXOIMMO MPOWTH Kak MOXXHO OOJIBIIEE PAacCTOSHUE, MPU ITOM
HeNb3sl OeaTh WM NepeMelnaThes nepedekkamu. Bol Oynere XOAuTh MO KOPUAOPY Tyla H
oOpatHo. Ecnu mosBUTCA OAbINIKa WM cl1abocTh, Bbl MoXeTe 3aMeAIUTh TeMH XOJbOBL,
OCTAHOBHUTBHCS MU OTJOXHYTh. BO Bpems OTAbIXa MOXHO NPHUCIOHUTHCA K CTEHE, 3aTeM
HEO0OXO0MMO TPOJOJDKUTE X0as0y. [ToMHuTe, Bamma 1ens: mpoiTH MakCUMaabHOE PACCTOSHHE
3a 6 MUHYT»

Bo Bpemsi mpoBeneHusi Tecta MOXXKHO HATH 3a IMalMEHTOM, HE (GOpCUpys TEMI €ro
xoap0bl. Kaxnpie 60 cexyHn cienyeT MOOIIPSTh MAlMeHTa, MPOU3HOCS CHOKOWHBIM TOHOM
dpasbel: «Bee xopomo» unu «Modmoen, npoaoikaiTe». Henb3st nHGpopMUpoBaTh MallMeHTa O
MPOWICHHONW TUCTAHIIMM U OCTaBIIEMCS BpeMeHHU. Ecnu mamueHT 3amenmnseT XoAb0y, MOXKHO
HAallOMHHUTb O TOM, YTO OH MOKET OCTAaHOBUTHLCS, OTIOXHYTh, IPUCIOHUTHCSA K CTEHE, a 3aTeM
KaK TOJBKO IMOYYBCTBYET, YTO MOXKET WITH, MPOJOKHTH X0an0y. Ilo mcteueHuun 6 MUHYT
clieyeT MOMpPOCUTh MallUeHTa OCTAHOBUTHCS M HE JIBUraThCs, MOKAa He OyIeT H3MEpeHo
npoiiienHoe paccrostHue. HeoO0XoauMo M3MEpHUTh PacCTOSHHE C TOYHOCTBIO 10 1 M, 3aTeM
MPEJIOKUTh MALUEHTy IPUCECTh U HAOMI0IaTh 32 HUM, Kak MUHUMYM, 10 MuHyT. B 3T0 Bpems
OH MOXET 3aloJHUTh (OpMYy OLEHKM ofblmKku 1o bopry. He ciemyer cooOmare nmanueHTy

JTUCTAHIINIO, IPOMJICHHYIO B JIIOOOM U3 TECTOB.

Ipuiaoxkenne 2. llIkana oueHku oabimku no bopry

0-oTcyTCcTBYET

0,5 — ouenb, oueHb crnadas (eBa 3aMeTHas)
1- ouens ciabas

2- cnabas

3- yMepeHHas

4- bonee TsHKenas

5 — TspKemnas

6,7 —0YeHb TSKEIIas

8,9 -oueHb, OUCHDb TSKEIIAs

10 — MakcumasbHast
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Konni no MKB10

126-128 Jlerounoe cepie u HApyIICHHUE JIETOYHOTO KPOBOOOpAIICHUS
126 Jlerounas smOomnus
127 Ipyrue ¢popmsbl 1erO9HO-CEPACUYHON HEJOCTATOUHOCTH

128 [Ipyrue 6071301 JIETOYHBIX COCYIOB

Pabouas rpynna no noaroToBKe TeKCTa PeKOMeHIAUM
IIpeacenarennr — wieH-kopp. PAMH, npod. Yazosa W.E.(r. MockBa), 3am. mpeacenarenss —
K.M.H. Mapteiaiok T.B. (r. Mocksa), mpod. Aaee C.H. (r. Mocksa), k.M.H. BonkoB A.B. (T.

Mocksa), mpod. Hakoneunukos C.H. (r. Mocksa).
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