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I'maBa 1. OIPEJEJIEHUE, KTACCUOPUKANMUA JIT

Jlezounaa cunepmensua (JII')) - sto rTpynma 3a0o0ieBaHMiA, XapaKTEPHU3YIOLIMXCS
MPOTPECCUPYIOIIUM TMOBBIIIEHUEM Jero4Horo cocyauctoro comnpotusieHust (JICC) u napnenus
B Jlerounoi aprepun (/JJIA), KoTopoe IPUBOAKUT K Pa3BUTHIO MPABOKEITYIOUYKOBOU CEpCUHOM
HEJ0CTaTOYHOCTHU U MPEXAEBPEMEHHOM rHOeTN MalueHTOB.

B coorBercTtBUM ¢ POCCHMHCKMMHM pPEKOMEHIAUMSIMU MO JUATHOCTUKE U JICUCHUIO
neroyHol runeprensuu (2007r.) nuarno3 JII' ycraHaBnuBaeTcsl IpU yPOBHE CPEIHETO JABICHUS
B nerounoit aprepuu (JJIAcp.) >25 mm pr.cT. B mokoe u >30 MM PT.CT. Ipu (PHU3HUECKOM
Harpy3ke. B Hopme JIJIAcp. B mokoe cocraBisieT B cpenqHeM 14+3 M pT.cT U He npesbiiaet 20
MM pT.cT. B mocnenHue rojapl MexayHapOJHbIE PEKOMEHAALMU PAacCMaTpUBAIOT B KauecTBE
TuarHocTuueckoro kputepust ypoBeHb [[JIAcp. OGonee 25 MM.PT.CT. B TMOKOE MO JaHHBIM
KaTeTepu3aluy MpaBbIX oTAenoB cepama. st ouenku npupocta JIJIA Ha BBIcOTE (pr3MUECKOM
Harpy3kd HeOOXOJMMO TMPOBEACHUE CIEIHUANBHBIX HCCIEIOBAaHUI C LENbI0 CTaHAApTU3ALUU
MIPOTOKOJIOB HATPY304YHOT'O TECTA M YCTAHOBJICHUS IMANa30Ha HOPMAIbHBIX 3HAUCHUM.

Knaccupurkauus JII'

Knuanyeckast knaccuduranus JII' HeoOxonuma JUtst CTaHAAPTU3ALUN JUATHOCTHYECKHIX
MOAXOMOB U JeueOHBbIX Meponpuatuid. Ha mpoTshkeHMM TMOJyBeKka OHa MpeTepriena
3HAYUTENIBHBIE U3MEHEHUS, HauuHas ¢ 1973r., Korga B COOTBETCTBHM C KOHCEHCYCOM 3KCIIEPTOM
Bbiensiock JiBe kKareropuu: nepBuyHas JII' (IUIIY) mau JII' HEycTaHOBIIEHHOM 3THOIOTUU U
BropuyHas JII' mpu BbIABICHMM NpUYUH WM (akTopoB pucka. B 1998r. na Il Muposom
cumnozuyme B DOBuaHe (Ppanuus), nocesmeHHoM mpobieme JII', ObuM BrepBbIE BBIIEIEHBI
kareropun JII' Ha OCHOBaHMHM CXOJCTBA IATOI€HETUYECKUX OCOOEHHOCTEH, KIMHUYECKOM

KapTUHBI 1 TOAXO0O0B K JICUCHUIO. C toro BPEMCHHU BBIACIACTCA AT TOMOI'CHHBIX I'PYIIIT JIT'.

Kimnnvyeckasi kiiaccupukanusi JIero4YHOM I'MIepPTeH3uH
1. Jlezounan apmepuanvnas cunepmensus (JIAI):
1.1. HUpwmonarnueckas JII'
1.2. Hacnenyemas JII' (myraruu BMPR2, ALK, 3HIOTTIHH (C WM 0€3 HACIeICTBEHHON
reMOpparu4eckoil TeneaHruIKTa3numn)

1.3. HWuaynupoBaHHas IPUEMOM JIEKapCTB U TOKCUHOB
1.4. AccouuupoBaHHas C:

1.4.1. cucteMHBIMH 3200JIEBAaHUAMU COEINHUTEILHON TKAHU

1.4.2. BUY-undexuueit

1.4.3. mopranbHOI TUNIEpTEH3UEH



1.4.4. BpoxICHHBIMH ITOPOKAMH CepIa (CHCTEMHO-JIETOYHBIC IITYHTHI)

1.5. Tlepcucrupyromas JIAI' HOBOPOXKIACHHBIX
1.6. JlerouHasi BeHO-OKKJIFO3MOHHAs1 00Je3Hb / JIerouHblil KanuUISIpHBII FTeMaHTHOMATO3
2. Jlecounan cunepmen3us 6cie0cneue NAmoa02ul 1eeblx 0moesi08 cepoya:

* CUCTOJINYECKask AUCPYHKIIUS

* TUACTOJINYEcKas TUChHYHKIUS

* KJIallaHHBIE [TIOPOKU
3. JIT, accoyuuposannas ¢ namonozueil ObIXameabHoll CUucmembl U/uiu 2unoKcemueil

* XpOHHUYECKasi OOCTPYKTUBHAs 00JIE3Hb JIETKUX

* UHTEPCTHUIIMATIbHBIC 3a00JIEBAaHUS JIETKUX

* Ipyrue 3a00yeBaHMs JIETKUX CO CMEUIaHHBIMU PECTPUKTUBHBIMU U OOCTPYKTHBHBIMU

HapyLICHUAMHU

* CUHJPOM QJIbBEOJISIPHON TUITOBEHTHIIALIUN

* BbICOKOTOpHas JII'

* HApyLICHUS AbIXaHUs BO BpEMs CHa
4. Xpounueckast Tpom003Mob0nyeckas JII'

5. CmemanHbIe (hOPMBI

* reMaToJIoTHYecKue 3a00J1eBaHuUs

* CUCTEMHBIE HapYIIECHUS

* MeTa0O0INYeCKHUEe HapyIICHUS

* ApyTHe

PaznuuatoT npexkanuuIIpHyIo U MOCTKaMWUIspHyto Gopmsl JII'.

Kpumepuamu npexanunnapnoii JII' aBnstorcs:
* cpennee pAamieHue B jerouHou aprepum ([JIAcp.) > 25 MM pr.cT. (O JaHHBIM
Karetrepusaluu npassix otaenos cepana (KIIOC);
* TaBJICHUE 3aKJIMHUBaHMS B jieroyHoit aprepun (A3JIA) < 15 mm pT.cT.;
* cepaeunslii BbIOpoc (CB) B HOpMe Mili CHUIKEH.
Bce svlueykazannvie napamempusl 001#CHbL USMEPSAMBCA 8 NOKOE.

Takolt remogMHAMUYECKUM BapuaHT MOXHO BbIiBUTH npu JIAD, JII' BciemctBue
natosnoruu jgerkux, XTOJII', cmemanusix ¢popmax JII'. IMoctkanmisipras dopma JII' ¢ JJJIAcp.
> 25 MM pr.ct. U [A3JIA, npeBpimatomum 15 mm pr.cT., xapakrepHa g JIIT Bcnencteue
MIATOJIOTUHU JIEBBIX OTZEJIOB CEpALA:

I'pynna 1. Jlerounas aprepuajbHasa runeprensusi (JIAI) — 310 KIMHHUYECKOE

COCTOSIHHE, XapaKTepu3ylolleecs HaluyueM npekanwuisipaod JIIT mpu orcyrcTBUM Japyrux
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npuuynH moBeimeHus JIJIA, Takux kak 3a00eBaHUS JIETKUX, XPOHHYECKOW TPOMOOIMOOIHH
JIETOYHOM apTepu W T.A., B TOM 4ucie peakux Oonesneir (rpymma 5). JIAIT mpeacraBnena
uanonarudeckoit JII' (MJII), nacnenyembiMu opmamu JIAT; JIAD, MHIyIMPOBaHHOW TPHEMOM
JIEKapCTB ¥ TOKCMHOB, a TAKXKe aCCOLMUPOBAHHBIMHU (POPMaMU BCIICACTBUE HAJIMYMUS CHCTEMHBIX
3aboneBanuii coenuHuTenbHOW TkKanu (C3CT), moprambHOM TunepreH3uu, BUY-unbeknmm,
BpOXkIeHHBIX TTOpoKkoB cepana (BIIC) (cucTteMHo-erouHbiX MyHTOB) U niepcuctupyromnieit JIAT
HOBOPO’KJICHHBIX.

C 1951r. nox tepmunoMm «repsuunas JII» (IIJII') noxpasymeBanaces JII' HensBecTHOM
STHOJIOTUU HPU OTCYTCTBUU KaKOH-JIMOO NATOJIOTMU CO CTOPOHBI CepAlla U JIETKHUX: Kak
cemeitnbie (10 6% ot uncna 6onpHBIX ¢ [IJII), Tak u cnopaauueckue ciydau. B 2003r. na il
BcemupHoMm cummiozmyme, mocBsamieHHOM npobaeme JII', BMecTo TepMHUHA «II€pBUYHAS OBLIO
MPEUIOKEHO HUcHoib3oBaTh TepMuH «MJII» mis o003HauYeHHWsST CHOPAIUYECKUX CIy4acB
3aboneBanus. Mcnomp3zoBanue tepmuna «[LJII» mpenmnonarano Haliu4yue TEPMHUHA «BTOPHYHAS
JIT'», koTOpbIil ObUT OTMEHEH B kiaccudukauuu 1998r., MOCKONIBKY ONMUCHIBAT T€TEPOreHHYIO
rpynmy 3aboneBanuii. [{is ycranosnenus auarHoza UJIIN neo6xoaumo BeIsBUTH Kputepuu JIAT
Y UCKJIFOYUTH BO3MOKHBIE aCCOLMUPOBAHHBIE (DOPMBI, KOTOPHIE UMEIOT CXOAHYIO KIIMHHYECKYIO
KapTUHY Y  1aToMOpQOJIOTUYECKUE U3MEHEHUS MEJKUX JIETOYHbIX cocynoB. JIAT
XapakTepu3yercss HajauuueM mpekanuuiipHod JIIT mpu oTcyrcTBuM 3a00ji€BaHMM JIETKUX,
XPOHUYECKOH TPOMOOIMOOIIMH JIETOYHOM apTepuu, Apyrux 0oJjie3Hell Kak BO3MOKHOM MPUYMHBI
noBeimierust JICC u  JIJIAcp. B Hacrosimee Bpemst muarHo3 "MJII™  ykaseiBaeT Ha
criopaanyeckyro (opMmy 3a0o0sieBaHHUs, KOI/la y MalleHTa OTCYTCTBYIOT KakK HAcJeJICTBEHHBIH
aHaMHe3, Tak U ¢akTopsl pucka. Hacnenyemas JIAI' tuarnoctupyercss npu HaIMYUM CEMEHHOTO
aHaMHe3a W/WiIM BBISBICHHU MYTAIMii TCHOB, KOTUPYIOIIMX PELENTOpPhI THIA 2 Oellka KOCTHOTO
Mopdoreneza- BMPR2 unu aktuBuH-n1o106H0#M kuHa3b! - ALKL.

[Tpu JIAT, uHIynupoBaHHOW NPHUEMOM JIEKapCTB U TOKCHHOB, B KadecTBe (haKTOpOB
pucka JIAI' BBICTyHarOT JEKapCTBEHHBIE IpenapaTbl W TOKCHHBI, IPEACTABICHHBIE HIXKE
(mabauya 1).

JIAT', acconmnpoBanHas ¢ C3CT - aro BaxHas kimHH4YecKas noarpymnma JIAI', kotopas
MOXET BO3HUKATh IPU CUCTEMHOMN CKJIEPOAEPMHH, CUCTEMHON KPAaCHOW BOIYAHKE, CMEIIAHHOM
3a00JIeBaHUN COEMHUTENBHOM TKaHU, O0Jiee PeIKO - pEBMAaTOMIHOM apTpUTE, 1€PMAaTOMUO3UTE
nnu cuaapome Ilerpena.

JIAT" sBisleTcst penkuM, HO yCTaHOBJIEHHBIM ocinokHeHneM BUY. Ilpu nopronerodynoun

runieprensun JIAI' conpoBoXaaeT MOBBIIIEHUE TABICHUSI B CUCTEME BOPOTHOW BEHBI.



[Tpu JIAT Bcnencteue BIIC knaccudukanus BpOXKICHHBIX CHCTEMHO-JIETOYHBIX IITYHTOB
YUUTBHIBACT THII U pa3Mephl 1edeKTa, HaTuuue WIM OTCYTCTBHE SKCTpaKapAuaIbHbIX aHOMAIHUNA U
craryc koppekuuu BIIC. Bce stu daktopsl BHOcAT Bkian B passutue JIAIL, cunapoma
Dif3eHMeHrepa U ONPeAeIIsIOT MPOrHO3 OOIbHBIX.

CungpoM D¥3eHMEHrepa MOKET ObITh OOYCIOBJIEH KaK MPOCTBbIM, TaK U  CIOXKHBIM
(okono 30% OonpHBIX) MOpokoM  cepauna. Cpeau OPOCTHIX MOPOKOB CIIEAYEeT OTMETUTH
Hanbonee dacTele: JAeeKThl MexoKenyaoukoBod —meperopoaku  (JAMIXKII), nedexts
MexnpencepaHon neperopoaku (JAMIIIT) u otkperTeiii aprepuanbhbiil npotok (OAIT). Cunapom
Diizenmenrepa pasBuBaetrcs y 10% HeonepupoBaHHBIX OonbHBIX crapmie 2 jer ¢ JMXKII
moboro pazmepa, ipu JMIIII - npumephno y 4-6-% OONBHBIX.

JIAT" pa3BuBaeTcsi MOYTH Yy BCEX OOJBHBIX C OTKPBITHIM apTEpUAIbHBIM IPOTOKOM, Y
50% o6onpHBIX ¢ JIMIXKII pu muamerpe nedekra 6omee lem u 10% OGombubx ¢ JMIIIT mpu
nuamerpe aedekra Oosee 2cM. Y OOJBHBIX C MAIBIMH M CPeIHUMH pasmepamu nedekra JIIT
pa3BuBaeTcs TOIbKO Y 3% OOJIbHBIX.

OOBIYHO paHHAS XMPYpPruueckas KOPpPeKIHs MOpoKa cepila MpeloTBpallacT pa3BUTHE
JIT'. Opgnako y psna O0JbHBIX TspKenas pesuayanbHas JIADT pa3zBuBaercs mociie XUpypruyeckon
KOpPpEKIMHM MOpoKa. B Takux KIMHMYECKMX CUTYyalUsX YacTO HESICHO, IMPHUCYTCTBOBAJIO JIU
HeoOpaTUMOe MOpaXEHUE JIETOUHBIX COCYAOB /10 ONEPaTHBHOIO JICUEHHs MOpOoKa cep/la WiIn
JIETOYHOE COCYIUCTOe 3a00JieBaHME IPOrPECCUPYET, HECMOTPs Ha YCIEIIHO IPOBEACHHYIO
oTeparuio.

Kanaccudukanus BpoKIeHHBIX CHCTEMHO-J1er0O4YHbIX IOPOKOB cepana:

1. Tun
- IIpocmou:

JlepexT MexnpeacepaAHON NePEeropoiKu

JlepexT MexKenyJ0UKOBOM ePeropoaKu

OTKpBITHIN apTepUaIbHBINA IPOTOK

AHoOMaus JETOYHBIX BEH
- Kombunuposannuwiii:

EnvHCTBEHHBIN KeTyA0ueK

JleekTbl MexXnpencepIHON U MEXOKETYI0UKOBOM eperopo 1ok
2. Pazmepsl

- Manelii (Mpu  AeeKxTe MEXIPEeACepAHON Meperopoiku MeHee 2 cM U jedexrte

MEXKEITYJ0OYKOBOU MEePEropoKu MeHee 1cm)



- Oompmiol (mpu aedeKTe MEXIPEACEpIHON TMeperopoaku Oomee 2 cM U aedekre
MEXKeNyIOUKOBOM Iieperopoiku 6osee 1cm)
3. AccouMpoBaHHbIE IKCTPaKapAHAIbHbIE AHOMAJIHH
4. Cratryc KOppeKIHH OPOKa cepAna:
- HEONEepUPOBAHHBIN OPOK
- YaCTMYHO CKOPPEKTHPOBAHHBIN MOPOK (J1aTa)
- CIIOHTAHHO WJIM ONIEPATHBHO KOPPEKTUPOBAHHBIN MOPOK (1aTa)
JlerouHast BEHO-OKKJIIO3MOHHAsi OOJIe3Hb M JIETOYHBIH KaNMMJUIAPHBIA Te€MaHTHOMAaTo3
umeroT cxoaHyo ¢ MJII' Mopdonornueckyro KapTuHy, 0J00HbIe KIMHUYECKHE MPOSBICHUS U

reMO/INHAMHUYECKUE XapaKTEPUCTUKH, a TakKe (PaKTOpPbl PUCKA, YTO MO3BOJISIET MPUUUCIUTh HUX
K rpymre 1.

I'pynmna 2. JIT" BejieAcTBHE MATOJIOTHH JIeBbIX OT/I€JIOB cepAlLla
[TopaxkeHus JIEBOTO JKEIyJO4YKAa MM KJIAIMAHHOIO amrapara JIEBBIX OTIEIOB CepAaua
IIPUBOJAT K IIOBBILICHHMIO JABJICHUS B JIEBOM IIPEACEpPAMH, NaccuBHOoe moBelmieHue JJIA

ABJICTCA CIICACTBHEM 06paTHOI71 nepcaadu aaBJICHUSA.

I'pynna 3. JIT' BcieacTBue 3a001eBaHMii JTerKUX H/UJIH THIIOKCHH

OcHoBHOM mnpuuMHON pa3BuTHs 3TON (opmbl JII' sBiIsSeTCS anbBeOJspHAS TUIIOKCHUS
BCJIEJICTBHE XPOHMYECKHX OOJIe3HEH JIerKMX, HaJIM4Yusl HApYIICHUs JbIXaHUS BO BpEMs CHa,
peObIBaHUS B BHICOKOTOPbE.

I'pynna 4. Xponudeckasi TpoM0603M00/IM4YecKasi JIerOYHAs TUIePTEeH3Us

Panee B 3Ty rpymnmny BKIIOYAIHCh pa3iUyHble GOPMbI OOCTPYKLIHHU JIETOYHBIX COCYAOB:
3MOO0JIBI, OITYXO0JIU, UHOPOJHBIE TEJA.

I'pynna S. JleroyHasi rumepreH3ds HEU3BECTHOI0 MM CMELIAHHOIO TIeHe3a
BKJItOUaeT 4 pyOpUKH:

5.1. Tematonoruveckue  3aboneBanus  (MuenonponudepaTHBHbIE  3a00JICBaHMS,
TeMOJINTHYECKAsi aHEMUSI, CIIICHIKTOMUS )

5.2. CuctemHbIe HapyIICHUS (BacKyJuTHI, CapKOUJ103, TUCTHOLIUTO3,
nuMdaHTHOIEHOMIOMATO3, HEMpohHUOpOMaTo3)

5.3. Merabonmuueckue HapyeHust (0oe3Hp ['o1ire, maTogorus MUTOBUIHOM KeIe3bl)

5.3. lpyrue coctostHus ¢ codeTaHHBIM TreHe3oM JII' (InMcToMo3, KOMITPECCHsl JIErOUHBIX
cocynoB, (puOpo3upyrommii MEIMACTUHUT, XPOHHWYECKas IOYe4Has HEIOCTaTOUYHOCTh C

MIPOBEJICHUEM IeMO/INaTN3a)



I'nmaBa 2. PAKTOPBI PUCKA U ACCOIMUPOBAHHBIE KNIMHUYECKHUE
COCTOsAHUA ITPU JIT

@aktopom pucka (®P) JII- sto mo0o0il 3K30reHHBIH MO0 SHIOTEHHBIN (hakTop,
COCTOSIHME WJIM 3a00JIeBaHME, KOTOPOE MOXKET HrpaTh NPEApacloiaraliomlyl0  pojib MU
crocobctBoBath pazButHio JII'. dakropamu pucka MOrytr ObITh (DEHOTUIHMYECKUE MPU3HAKH
(Bo3pacT, o), JeKapCTBEHHbIE Mperaparbl, XUMUYECKUE BellecTBa, NH(EKIIMOHHbIE areHThl U
T.1. TepMUH «acCOIMUPOBAHHBIC COCTOSHUS» HWCIONB3YeTCsS sl O0O3HAUEHUs TaKHX
KJIMHUYECKUX COCTOSIHMM, HaJuyue KOTOPBhIX CBS3aHO CO CTaTUYECKH JIOCTOBEPHBIM
YBEJIMYEHUEM BEpPOATHOCTU pa3BuTus JII.

AOcomroTHbI puck passutus JIIT mpu Hammumu u3BecTHBIX PP mocTaTroyHO HUBKUH,
[MO3TOMY WHJUBUAYyaJIbHAsl YYBCTBUTEIBHOCTh WMJIM T€HETHYECKAs MPEAPACHOJIOKEHHOCTD, I0-
BUJIIMMOMY, WIPAcT IPUOPUTETHYIO posib. Bece @P u accouuMupOBaHHBIE COCTOSHUAS MOKHO
KJIaCCU(PUIIUPOBATh B COOTBETCTBUH CO CTEIEHBIO accoruainuu ¢ JII' 1 Hanmuuus yCTaHOBJICHHOU
MPHYUHHON cBsi3u (mabauya 1).

Paznuuaror «onpeneaenusie» @P JII' u accouMupoBaHHBIE COCTOSHMS, 4YTO
O3HAYAEeT HAJIW4YME€  B3aUMOCBS3€H, TMOJATBEPKICHHBIX  HECKOJBKHMH  HE3aBUCUMBIMU
HaOIOJICHUSAMH, BKIIOYass KOHTPOJUPYEMBbIE WCCIEOBAaHUA W  JIOKa3aHHBIC SIIHJIEMUH,
«BEPOATHBIE», O KOTOPBIX CBHUACTENLCTBYET  psAJ HE NPOTUBOPEYAILMX JPYr JAPYry
HaONMOJIeHWH, B TOM UHCJIE CEPUH CIIyYaes, OJIHAKO WM HE IPUIIUCBIBAETCA POJIb
YCTAHOBJICHHON  MPUYUHBI; «BO3MOYHbBIE», KOrJa IPUYUHHO-CIICICTBEHHAs]  CBS3b
MpeArnojiaraeTcsi Ha  OCHOBAaHWUU CEPUU KIMHUYECKHX HAOIIOJEHUN, PETUCTPOB, MHEHUU
JKCIIEPTOB; «MAJOBEPOATHBIEC», C HAIWYMEM KOTOPBIX CBsA3bIBaIMCh ciaydau JII, HO B
KOHTPOJIMPYEMBIX UCCIIEIOBAHUSX IPUINHHO-CIICACTBEHHAS CBSI3b HE Obllla JJ0Ka3aHa.

Ta6n1/1ua 1. (I)aKTOpI)I pHUCKa JI' n ACCONUMHUPOBAHHBIC KIIMHUYECCKUE COCTOAHUSA

Onpenene}mble BEPOATHLIC BO3MO’KHbIE MaJIOBEPOATHBLIC

ﬂekapcmeeHHble npenapamnisl U MOKCUHbL

AMHHOpeKc AmperamMmuH Merta-amperaMHUHBI AHTH/IETIPECCAHTBI
Dendypamun L-rpunrodan Kokann OpanpHble KOHTPALEITUBEI
Hexchendaypamun XUMHOTEpPANIEBTUUECKHE DCTpOTeHbI

PamncoBoe macio npenaparsl Tabakokypenue

Hemoepaguueckue u meduyunckue yciosus

[on bepemennocTs - Oxupenue
AprepuanbHas
TUIIEPTOHUS




3abonesanus
omnpesieJieHHbIe BEpPOSATHbIE BO3MOYKHbIE BO3MOKHE
BUY-undexmus MopTalbHbIE 3a00JIeBaHUS IIIUTOBUTHOM JKEJIE3bI, -
TUTIEPTECH3UH, 3a00J1eBaHus KPOBH,
3a0oseBaHus COCTOSTHHE TTOCIIE CTICHIKTOMUH,
TIeYeHH, CEPIIOBUAHO-KJIETOYHAS aHEMUH,
CUCTEMHBIE [-tanaccemus,
3a0o0seBaHUs XPOHUYECKHE
COCZIMHUTEIbHOM MUeINonponrpepaTHBHbIC
TKaHH, 3a0o0eBaHus,
BPOXKICHHEIE penKue reHeTHYecKne 3a00IeBaHus
CHCTEMHO- niu 0oJIe3HU OOMEHa,
JIETOYHBIE IIYHTHI bomesns [ome,
6one3nb ®on ['bepka,
HACJIe/ICTBCHHAS
reMopparudeckas TeJleaHT uAKTa3Us
(6ose3np Ocnepa-Bebepa)

Iaasa 3. SIIUAEMHAOJIOTAA JETOYHOM T'MITEPTEH3UA

OnuaeMuoI0ornyeckue JaHHble o pacnpoctpaneHHocTH JII' kak B Haiell cTpaHe, Tak U B
MHUpe, B HacTosIIee BpeMs OTCYTCTBYIOT. llo naHHBIM 3apyOekHBIX HaOJMIOACHHM, TpU
sxokapauorpaduyeckoM ckpuHuHre u3z 4579 OonpHbix mpusHaku JII' (cuctonmueckoe JIJIA
Bbie 40 MM pt.cT.) BeiBIsUIMCh Y 10,5% OGonpHbIX. U3 HUX TONbKO 4,2% NanueHTOB UMENn
JIAT, 78,7% - JII' BcrmeAcTBHE MATOJOTHHU JIEBBIX OTACNIOB cepama, 9,7% - JII' Ha ¢one
naTosnoruu jerkux, 0,6% - xponudeckyro Tpom6osmobonnyeckyto JII' (XTIJID), B 6,8% ciydaes
YCTaHOBUTH AUArHO3 HE MPEACTaBISAIOCHh BO3MOXKHBIM.

I'pynmna 1. JIAT otHOCcuTCs K unciny opdaHHbIX 3a001eBaHuil. [lo sanuaemMuonornueckum
JTAHHBIM, B 001IeH TOMmyJsuu pacrnpocTpaneHHocTh JIAD cocraBmsier 15 ciyuyaeB 3a0oneBaHus
Ha MWUMOH HaceneHnus, WJII' - 6 cioyuaeB 3aboneBaHuss HA MWJUIMOH HaceleHUs, a
3aboneBaemocth WUJII'- He Oomee 1-2 cimydaeB Ha MWUIMOH Hacenenus B ron. WJIIT moxer
BO3HUKHYTh B JIOOOM BO3pacTe HE3aBUCHUMO OT Mojia u packl. HaumbGomee wacto ne6ror
3a0oneBanus orMmeyaercst B 20-30 net y sxeHuuH, B 30-40 siet - y myxuuH. CoryiacHO JaHHBIM
peructpa NIH (CIIA), BxmrouaBmem B 1981-1985rr. 187 GonpHBIX B cpeHeM Bo3pacte 36 JeT,
COOTHOIIICHHUE KEHIIUHBI/ MY>X4YHHBI cocTaBuwio 1,7:1, 9% narnuentos Obutu crapie 60 net, 8%
- monoxe 20 mer. Cpennmii mepuon or jaeOroTa 3ab0ieBaHUS O MOMEHTA YCTAaHOBJICHHS
JIMarHo3a COCTaBJIsUT OKOJIO 2 JieT. PerucTpsol, BHIIOJHEHHBIE B MTOCIIEIHUE TOJbl, YKa3bIBAIOT Ha

M3MEHEHNe JeMoTpaduUecKnX XapaKTepUCTUK. Tak, B eBpONEHCKUX CTpaHaX CPEIHHUM BO3pacT

6onpHBIX MJII" Ha MOMEHT yCTaHOBIICHHS AUATHO3a COCTABII 52 T0J1a, COOTHOIICHUE JKCHITHHBI/



MyxunHbl - 1,6:1. [To poccuiickuM maHHBIM, 3a nocieaHee 10-neTre HAOMIOACHUE OTMEYaeTCs
BO3pACTaHHE COOTHOIICHHS )KEHIIUHBI/ My>KYnHBI 10 6,5:1. Bo3pact Ha MOMEHT yCTaHOBJICHUS
nuarnosa cocrasisier y 6onpHbIx WJIT 31,2 roma. Ilepuoxn ot nedrota 3a00sieBaHUs 10 MOMEHTA
YCTaHOBJIEHMSI TMAarH03a MO-TIPEKHEMY COXPaHSAETCsl OKOJIO 2 JIeT.

B crpykrype JIAI' mo nmaHHeIM peructpoB Ha jonro namueHToB ¢ MJIIT mpuxomutcs
39,2% 06osbHBIX, ¥ 3,9% OONBHBIX UMEETCS CEMEHHBIN aHaMHe3 3a0osieBaHus. [Ipu cemeitHbIX
¢dopmax JIAI' B 70% citydaeB BBIBISIOTCS MYyTallMU I'eHA, KOJUPYIOIIEro perenropa tuna 2
Oenka koctHoro Mopdoreresa (bone morphogenic protein receptor-2 (BMPR2), kortopsrii
MPHHAIICKAT K CeMeNcTBY Tpanchopmupyromux dhakropos pocra (transforming growth factor
B (TGFP) u nacnemgyercs mo ayToCOMHO-TOMHHAHTHOMY THUITY C HENOJHOM nenerpauueii (20%).
VY OonpHbIX ¢ JIAI' Ha ¢one Oome3nn Ocnepa BBIABISIOTCS MYTalldii T€HOB, KOJHPYIOLINX
perenTopsl akTUBHH-TI0,100HO# kuHa3b! - ALK wim sHormmHa.

Cpenu acconmupoBaHHbBIX Gopm mpeodmanatot ciaydan JIAT Beneacreue C3CT (15,3%),
y 11,3% - na ¢one BpoxxaeHHbIx MopokoB cepama (BIIC), 10,4% - mopranbHON TUNIEPTEH3UH,
9,5%- npuema nekapCcTBEHHBIX MpenapaToB/ TOKCHHOB, 6,2% - BIY.

I'pynma 2. V Oonbubix ¢ JII' Ha ¢Qone 3aboneBaHui JEBBIX OTIEIOB CepiALla HE
oOHapy)KUBaeTcs TEHETHYecKoro cyOcTtpara 3aboneBanusa. Pacmpoctpanennocts JIIT mpu
XpoHHYecKOM cepreuHoil HemoctarouHoctd (XCH) Bo3pacTtaeT mno Mepe HapacTaHMs
¢ynkunonansHoro knacca (PK). Ilpuznaku JII' BeisiBmstoress 'y 60% OGombHbix ¢ XCH
BCJIE/ICTBUE CHUCTOJIMYECKON AUCHYHKIIMH JIEBOTO Kelyaouka u A0 70% manueHToB, UMEIOLINX
M30JIMPOBAHHYIO TUACTOJIMYECKYIO0 TUCHYHKIUIO JIEBOrO Kenyaouka. PacnpoctpanenHocts JII'
MIPY HAJTUYUU KIIATIaHHBIX TIOPOKOB JIEBBIX OTAEIIOB CEPALA 3aBUCUT OT BBIPAXKEHHOCTH JIe(heKTOB
U KIMHMYECKOM cumnToMartuku. JII' pa3BUBaeTcs MpPaKTHUECKHM BO BCEX CIIy4asX MOpPaXKEHUM
MUTPATBHOTO KJIanaHa u 10 65% ciydaeB nmpu CTEHO3€ YCThs AOPTHI.

I'pynmna 3. Ilpu JII" BcriencTBre MaTONOTUU JIETKUX W/WIIA THIIOKCEMHH TOJIBKO B OJHOM
UCCIIEIOBAaHUH Y OOJIBHBIX C XPOHUYECKOH 0O0CTpyKTHBHON Oose3Hbto jerkux (XOBJI) onucan
nonumopdusm reHa ceporonuHa. Pacnpocrpanennocts JII' mpu XOBJI npu Hamuumu mo
MEHBIIIEW Mepe OJHOW  TOCIMUTAIU3AINH  BCIEJACTBHE  yCYryOJieHHUS  JbIXaTeIbHOU
HeocTaTouyHOCTH coctaBisier 10 20% ciaydaeB. B passepuytoii ctaguu XOBJI wactora JII'
Bozpactaer (>50%), omHako creneHb moBbimieHus JIJIA o0bpryHO HeOombimas. [lpu
WHTEPCTUIIMANBHBIX 3a00eBaHMsIX JEerkux pacmnpocrpaHeHHocTs JIIT cocraBmser 32-39%.
Coueranue nerouHoro ¢uopoza u dSMPuU3EMbl JErKUX CIOCOOCTBYeT O0oyiee dYacToMy

BO3HHUKHOBeHHUIO JII'.
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I'pynna 4. ITpu XTOJII' He oOHapyXUBaeTCsI T€HETHYECKOTO cyOcTpaTa 3a0osieBaHMS.
UYactora pazsutus XTOOI' mocie nmepeHeceHHONW OCTpoil TPOMOOAIMOOIMH JIETOYHOW apTepHH
Bapbupyetcst ot 0,5% mo 3,8%. Cuuraercs, uro 50% OGoabpHBIX ¢ 3T0H Gopmoit JII' moryT He
UMETh B aHaMHE3€ OCTPOl TPOMOOAMOOIUM JIETOYHOW apTepuu MM TpoMOo3a TITyOOKHX BEH

HWKHUX KOHEYHOCTEH.

I'pynna 5. B sty rpynmy Bkitouarotrcst pasznuydbie ¢opmbl JIIT HEM3BECTHOro WU
CMEIIAaHHOTO TeHe3a. YUHWThIBasl €€ TeTePOreHHOCTb, HE MPEICTABIISICTCS BO3MOKHBIM OIEHUTH

pacrpoCTpaHEHHOCTh U HAJIMUUE TeHETUYECKOTo cydcTpara 00e3Hu.

I'maBa 4. IATOI'EHE3 JII'

B MaToreHese 3a00JIeBaHUS clieayeT BBIJICJIUTh YeThIpe OCHOBHBIX
naTo(U3NOIOTHIECKUX (peHOMeHa:

1) Ba30KOHCTPHKIIHS

2) peyKIus JISTOYHOTO COCYIMCTOrO pycia

3) CHWKEHHE 3JIACTUYHOCTH JIETOUHBIX COCY/I0B

4) obnuTeparnus JEro4YHbIX COCYA0B (TpoMO03 in Situ, mposudeparus riaIKoOMbIIICYHBIX
KJIETOK).

Jlo HacTosIIero BpeMEeH! TOYHO HE YCTAaHOBJICHBI MPOIIECCH, UTPAIOIIUE TTYCKOBYIO POJIb
B Pa3BUTHU MATOJIOTUYECKUX W3MEHEHUHN B JeroyHbix cocyfax mpu JII'. CoBpeMeHHbIe Teopuu
natoreHe3a JII' ¢pokycupyrorcs Ha AUCHYHKIIMU WM MTOBPEXKICHUN SHIOTEIHS, PUBOASIIEH K
HapymeHnio OaraHca MEXAY Ba30KOHCTPUKTUBHBIMU M Ba30IWJIATUPYIOIIMMHU BEIIECTBAMU U
Pa3BUTHIO Ba30KOHCTPUKIMH. OCBOOOXKIEHHE HEWJICHTH(PHINPOBAHHBIX XEMOTAKCHYECKUX
areHTOB U3 MOBPEKICHHBIX KJIETOK YHAOTENNS BHI3BIBAET MUTPAIMIO TIaJKOMBIIIEYHBIX KIETOK
B MHTUMY JIeTOYHBIX aprepuoi. Cekpenus JIOKalbHO aKTHBHBIX MEIUATOPOB C BBIPAXKEHHBIM
Ba30KOHCTPUKTOPHBIM JICHCTBHEM CIIOCOOCTBYET pa3BUTHIO TpomOo3a in Situ, Tpanchopmupys
COCTOSIHME JIETOYHOTO COCYTUCTOTO pyclla W3 OOBIYHOTO AaHTHUKOATyJISHTHOTO COCTOSHUS
(BcieCTBHE  OCBOOOXICHMSI TMPOCTAMKIMHA W WHTHOUTOpa TKAHEBOTO aKTUBaTOpa
IUTa3MUHOT€Ha) B MPOKOAryJIsIHTHOE. B pe3ynbraTe oOpa3yercss HOPOUYHBIM KpYT: MOBpEXICHHE
SHJIOTETHSI HEYKIIOHHO MPOTPECCUPYET W TMPUBOJIUT K PEMOJICIHPOBAHUIO JIETOYHBIX COCYIOB,
HapacTaHUIO COCYANUCTON OOCTpyKIMH W oOnurepanuu. [Ipy 3TOM MaToJOTHYECKHE IPOIECCHI
3aTparuBalOT BCE CIOW COCYAHUCTOM CTEHKH, pa3jMuYHble THUIBl KJIETOK- JHIOTETHAIIbHEIE,
TJIaJKOMBIIIeUHble, (GuOpoOraacTel. B  agBeHTUIIMM OTMEYaeTcs TOBBIINICHHAS MPOIYKIUS
AKCTPANCIUTIOJIIPHOTO MAaTPHUKCA, BKJIIOYAs KOJUTATCH, DJIACTHH, (UOPOHEKTHH W TEHACIIHH.

BocnanurenbHble KIETKH U TPOMOOLUTHI TaKKe UTPAIOT CYHIECTBEHHYIO pojib B pa3BuTuu JII.
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B muasme kpoBu OosibHBIX ¢ JII' MOBBIMIEHBI YPOBHM NPOBOCHAIUTENBHBIX LUTOKHHOB, B
TPOMOOIMTAX HApyIIAETCsl MeTa00JIU3M CEPOTOHHHA.

[lpu wWccnenoBaHWMM  Ba30aKTHUBHBIX CyOCTaHIM OBIO TOKa3aHa IOBBIIMICHHAsS
OPOAYKIMS TPOMOOKCaHA M MOIIHOTO BA30KOHCTPUKTOPHOTO MENTHAA HHAOTEIHAIHLHOTO
IIPOUCXOXKACHUSA C MHUTOTEHHBIMM CBOWCTBAMH B OTHOLICHMM IJIaJKOMBIIIECYHBIX KJIETOK-
SH0TENNHA-1, NeduuuT Ba3oanIaTaTopa MpOCTALUKINHA U OKCUA a30Ta.

VY GonpmmHcTBa 00NBHBIX ¢ cemeiiHoi JII', a Takke y psaa O0JbHBIX CO CIIOPAAUYECKIMU
ciyyasimu JII' - WJII' BeIsBAsieTCss accolMalusi ¢ MyTalUsIMU TeHa, JOKAIM3YIOHIErocs Ha 2
XpoMocoMe M Koaupymomero peuenrop tuna |l x nporenny koctHoro mopdorenesa. OnHako,
J0 CHUX IIOp HE YCTaHOBJIEHA NATOOMOJIOTMYECKas B3aUMOCBS3b MEXAY TI'€HETHYECKUMU
HapymeHusiMu 1 pazsutaeM JII'. OOpamaer Ha ceOs BHUMaHue Bbicokas yactota MJII' n Huskas
ne”erpauus tpu cemeitnoit JII' (mpumepno 20% Myrtanuii TpuUBOIUT K MaHH(pECTalUU
3a00JIeBaHUsA), KOTOpBIE YKa3bIBAIOT HA TO, YTO JUIA PA3BUTHA 3a00JEBaHUS HEOOXOIUMBI
JIONIOJTHUTENbHBIE TPUITEPbl. DTO MOXET OBbITh MNOIMMOpP(hU3M reHoB, komupyroomux NO-
CHHTa3y, KapouMumi-pocdar CUHTa3y, CHHTE3 IEPEHOCUNKOB CEPOTOHNHA, UM JPYTUe CTUMYJIbI,
OTBETCTBEHHBIE 3a KOHTPOJIb POCTA JIETOYHBIX COCYJIUCTBIX KIETOK. Y OTAEIBbHBIX IALMEHTOB, a
TaKXKe B CEMbAX C HACJEICTBEHHOH reMopparm4eckoil TeneaHrunskrasuein (6omeznr Ocnepa-
BebGepa-Panio) onucansl MyTaluyu reHOB PeLiENTOPOB (PaKTopa HEKpO3a OMYXOJH [3, aKTUBHUH-
10/100HON KMHAa3bl 1, HHJIOTIIMHA.

Takum o00pa3oM, OTAEIbHBbIE MAaTOOMOJOTMUYECKHE IPOLECChl B KIETKaX M TKaHAX
0o1bpHBIX JII' ycTaHOBJEHBI, OJHAKO B3aUMOJEHCTBUS OSTHUX MEXAaHU3MOB B Ppa3BUTHH U
MIPOrpPEeCCUPOBAHNN 3a00JIEBaHUSI TOYHO HEU3BECTHO. TEOPEeTHYECKH MOKHO MPEIIOJIOKUTD,
YTO HACJIEJCTBEHHAs MPEIPacIIONOKEHHOCTh PeaT3yeTcs Mo/l BO3AeHCTBIEM (aKTOPOB PUCKA,
YTO TPUBOJUT K U3MEHEHHUSM DPA3JIUYHBIX THIOB KJIETOK (TPOMOOLMUTHI, I1aJKOMBIIIEUYHBIE,
SHAOTENHUATbHBIE, BOCHAJIUTENbHbIE KIETKH), a TakXe B OKCTPALEIUIIOIIPHOM MaTpUKce
MHUKPOLHPKYISTOPHOTO PYCIaM JIETKHX.

Hucbananc Mexay  TpOMOOTHYECKMMH, MHUTOT€HHBIMH, IPOBOCHAIMTEIbHBIMH,
Ba30KOHCTPUKTUBHBIMU baxTopamu 51 MeXaHU3MaMHu o0paTHOro JNEUCTBUS-
AHTUKOATyJISTHTHBIMU, AHTUMHTOT€HHBIMH, BA30IWJIATHPYIOIINMU, CIOCOOCTBYET
BAa30KOHCTPUKIMM M TpoMOO3aM, MpoiudepaTUBHbIM U BOCHAIUTEIbHBIM HM3MEHEHHUSIM B
JIETOYHOM MUKPOLUPKYJIATOPHOM pyciie. VIMEHHO 3T MEXaHU3MBI OTBETCTBEHHBI 3a Pa3BUTUE
U TPOTrpecCUPOBAHME MATOJIOTMYECKHX OOCTPYKTHUBHBIX HPOILIECCOB B JIETOYHBIX COCYyJaX IPH
JII', koTOpO€ NPUBOAUT K YBEIUYECHUIO JIETOYHOTI'O COCYAUCTOrO COIPOTUBIICHUS, NIEPETPY3KE U

JIEKOMITCHCAIIMH TPABOT0 YKETY09Ka, THOETN O0IbHBIX.
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I'maBa 5. IUATHOCTHKA JIT

Crparerus aumarHoctuku npu JIIT npeamosaraer npoBefeHHE  KOMILJIEKCHOIO
o0clieZIoBaHMs C LIEbI0 YCTAHOBJICHUS JUAarHo3a, OLEHKH KIMHHYecKoro kiacca u tuna JII, a
TaKXKe OLECHKH (PYHKIIMOHAIBHOTO M FeMOAMHAMHYECKOTo cTaTyca manueHToB. LlemecooOpasHo
BBIJICJIUT CIIEAYIOIIME 3Talbl AUArHOCTUYECKOro U Au((depeHluaIbHO- JUarHOCTUYECKOro
npouecca (cxema 1):

I. Ilonospenue y 6onpHoro Hammuus JII' (JII'- mpenBapuTenbHbIi 11arHos)

Il. Bepuduxamus auarnoza JII

I1l. VcranoBnenue knnHudeckoro kiuacca JII

IV. Onenka JIAT (Tum, pyHKIMOHANTBHAS CIIOCOOHOCTS).

Cxema 1. Otansl nuarsoctuku JI'.
|.  Ilonmospenue y 6onpHOro Hamuuus JII' >
*  KIMHUYECKHE CUMIITOMBI,
* (usukanpHOE 00CIIEIOBAHUE,
*  TpoIexypbl CKPHHUHTA,
*  CIy4ailHble HAXOJIKHU
Il. Bepudukanus auarsosa JII' >
* OKIT,
* peHTreHorpadus opraHoB IpyIHON KIETKH,
*  TpaHCTOpaKaJbHas dXOKapaurpadus
*  KaTeTepHu3alMs IPaBbIX OTIENOB Cep/lla, TECThl HA BA30PEAKTUBHOCTD
[1l. Ycranosnenue knunudeckoro kmacca JIL
« OB/,
*  aHaJM3 Ta30BOT0 COCTaBa apTepHATLHOW KPOBH,
*  BEHTWISLHMOHHO-TIep(y3MOHHAsI CUMHTUTPAUs JIETKHX,
*  KOMIIbIOTE€pHAs TOMOTrpadus,
*  IyJIbMOHOAHTHOTpadUs
IV. Ouenka JIAT:
* THUII - aHAJIU3bl KPOBU, UMMYHoJ0rus, TecT Ha BUY, Y31 BHyTpeHHUX OpraHoB
*  (yHKIMOHATBHAS CIIOCOOHOCTH OOJIbHBIX - TECT 6-MUHYTHOI XOJIbOBI,

KapAHOIMyJIbMOHAJIbHBIN TeCT (MUKOBOE MOTpeOIeHNE KUCIOPOaa, aHa3POOHBIH Mopor).
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Oran |. Iogo3penue Ha Hanuuue JII' (JII'-npeaBapuTeabHbli 1MATHO3)

Knunuueckue npuznaku u cumnmomol, ykazvigaoujue na naauuue JII'

Bce ximmnnveckue cumntomsl JII', BRISIBIsieMbIE TIPU Paccpoce U OCMOTpe OOJIBbHBIX, HE
SBJIAIOTCSI TMAaTOTHOMOHMYHBIMM, YTO 4YacTO 3aTpyJHSET PAHHIOW JUarHocTuky. CrekTp
KJIIMHUYECKMUX CUMITOMOB- OJIbIIIKA, CIA0O0CTh, MOBBIIMIEHHAsS YTOMIIIEMOCTh, 00K B 001acTh
cep/ua, TOJIOBOKPYKEHUSI U CHHKOMAJIbHBIE COCTOSIHUSI- 00YCIIOBIJICH, TJIaBHBIM 00pa3oM, IByMs
OCHOBHBIMM IIPUYMHAMU- 3TO HAPYLICHHBIM TPAHCIOPT KHUCIOPOJA W CHHIKEHHE CEPAECYHOIO
BbIOpoca. Kpome Toro, xapakrepubiMu cumntomamu JII™ sBISIOTCS Kalens 1 KpOBOXapKaHbe.

Ha navyanbHOM 3Tame 3a0oieBaHHE MOXET MPOTEKaTh OSCCUMITOMHO, TEM HE MEHee
ONbIIIKa TpH (U3MUECKUX Harpy3kax sBisieTcs Hauboiee 4YacThiM CHUMITOMOM Je0roTa
3a00JIeBaHMUS.

Oo0vluwika WHCTIUPATOPHOTO XapakTepa BbIpakK€Ha B Pa3IMYHOM CTENEHU: OT
MHHUMAJIBHOM, BOSHUKAIOIIEH JTUIIb MPU 3HAYUTEIBHOW HArPYy3Ke, [0 MMEIOLIEH MECTO Ja)Xe B
MOKOE W TpU HE3HAYUTEIbHBIX ycwiusax. Kak mnpaBuno, ¢ TedeHHeM OOJIe3HH OJbIIIKA
MPOrpeccuBHO HapacTaeT. [Ipu 3ToM MPUCTYNOB yAylIbsi OOBIYHO HE HaOIIOJaeTCs.

bonu 6 epyou y nanuenTtoB JII' 0ObIYHO MMEIOT HEOIPEAEICHHBIN XapaKTep: JaBsllue,
HOIOIIME, KOMIOIIKE, C)KUMAlolie; 0e3 YeTKOro Havasa, MpoI0JKUTEIbHOCTHIO OT HECKOJIBbKHUX
MHUHYT J0 CYTOK, YCUJIMBAIOTCS MpH (PU3NYECKHX HArpy3kax, OObIYHO HE KYNUPYIOTCS IPUEMOM
HUTpPOIJIMLEPUHA. Y psAna nmauueHtoB ¢ JII' oTMeuaroTcs TUNUYHBIE MPUCTYIBI CTEHOKapINU-
WHTEHCUBHBIE NPUCTYNOOOpa3Hble OOIM CXKUMAIOUIEr0 XapakTepa, JOKAIU3YIoLuecs 3a
TPYAUHOM, NHOT1a UPPAAUHUPYIOIIUE B JIEBYIO JIONIATKY M JIEBYIO PYKY, YTO MOKET MaCKHpPOBAaTh
UIIEMUYECKyIo 00JIe3Hb cepAlia U Jake OCTPbIM HH(pAPKT MUOKapAa.

bonee ywem y monoBuHBl O0nbHBIX JII' OTMEHalOTCS 2010680KpydCceHUss U 0OMOPOKU,
npoBoLupyemble (pusndeckoid Harpy3koi. OObIYHAs TPOAOIKUTEIBLHOCTH OOMOPOKOB 10 2-
SmuHyT, WHOrHa 10 20-25MuHYyT. BONBMIMHCTBO OONBHBIX JKadyeTcs Ha cepalneOueHus u
nepebou B pabote cepaua (mpu 3toM Ha OKI' 310KauecTBEHHbIE HApyLIECHHS pPUTMA, Kak
IIPaBWJIO, HE PETUCTPUPYIOTCS], Yallle - CHHYCOBasl TAXUKAPHs).

Kawenv otmeuaercss y tpetu OonbHbIX ¢ JII', CBsi3aH, MO-BUIUMOMY, C 3aCTOWHBIMU
SBJIICHUSMU M TPHCOEAMHEHHEM BOCHAJIUTENIbHBIX HM3MEHEHUHl B JIETKUX U OpoHXax.
Kposoxapxanve (mo 10% OGonpHbix ¢ JII') 0OBIYHO BO3HUKAET OJHOKPATHO, HO MOXKET
MPOJOIKAThCA HECKOJIBKO JIHEH, CBSI3aHO Kak ¢ TPOMOO3MOOIHSIMU B MEJIKHE BETBH JICTOUHOU
apTepuH, TaK U BCIEJICTBHE pa3pbiBa MEJIKUX JIETOYHBIX COCY/I0OB B CBSI3M C BbICOKOM JII'.

[Tpu pusukansHOM ocMOTpe marueHToB ¢ JII' Hanbosiee 9acTo BBISIBISETCS aKPOIMAHO3,

IOpU JUIMTEIBHOM TEYEHHH OOJIE3HH - M3MEHEeHue (alaHr MajbleB MO TUly «OapabaHHBIX
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[AJIOYEK» U HOI'TEH B BUJE «YaCOBBIX CTEKOJ», U3MEHEHUE (POPMBI TPYAHOMN KIETKH Y OOJIBHBIX
¢ sMpuzemoii nerkux («0oukoobOpaszHas» rpyaHas kinerka). [Ipu pa3BuUTHH ITPaBOXKETYJOUYKOBOM
CEp/IeYHON HEIOCTATOYHOCTH Yy OOJIbHBIX OTMEYaroTCs HaOyx1Iue IIeWHbIE BEHBI,
rernaToMeraius, nepudepuueckue orekd, acuut. Ilpm ayckymbramuu ¢ OoNbIION Jonel
BEPOATHOCTH MOXKHO YCTaHOBUTH HAJINYME MATOJIOTUHU JIETKUX U CEPALA, a TAK)KE BBIPAXKEHHOCTh
JII'.  XapakTepHbIMH ayCKyJbTaTHBHbIMU mpusHakamu JII' sBistorcs akuent |l Tona Han
JIErOYHOM  aprepuey, MaHCUCTOJMWYECKMM  CHCTOJIMYECKUH  IIyM  TPUKYCHUIAIbHOU
HEZ0CTaTOYHOCTH, 1yM [ 'pexema-Cruia.

Cumnmombwl, c6aA3aHHbIE C CONYMCMEYIOUUMU 300071€6AHUAMU

OpTOnHO? M NapoOKCHU3MAIbHOE HAapacTaHWE OJBIIIKKM B HOYHBIE 4achl yKa3bplBaeT Ha
MOBBILLICHUE BEHO3HOI'O JABJIEHMSI M 3aCTOWHBIE SIBICHHS B MaJlOM Kpyre KpoBOooOpalleHus
BCJIE/ICTBHUE NOPAXKEHMUSI JIEBBIX OTJIENOB cep/ilia. ApTpalriu, KOXKHbIE IPOSBICHMUS, IMXOpaaKa U
Jpyri€ CHUMITOMBI 3a00JIEBaHUN COEIMHUTENILHOM TKAaHM YKa3blBalOT Ha CBS3b OJBIIIKH C
CHCTEMHBIMH 3200JI€BaHUAMU COEIMHUTEIbHON TKaHU. Xpal U HOYHOE allHO3, CBSA3b OJIBILIKHU C
HapyleHUsIMU [JbIXaHUs BO BpeMs CHa TpeOyeT MpOBENCHUS IOJIMCOMHOrpaduyecKoro
HCCIIEN0BaHUS.

Cumnmombol npozpeccuposanus 3a60,1€6aHUA

OTexku HIKHUX KOHEYHOCTEH, acIMT, CHI)KEHHE amleTUTa, BbIpaXKeHHas Ccl1adoCcTh
CBHUJIETENILCTBYIOT O AUC(YHKIIMM MPaBOro >KeIyA0uKa, HApacTaHUM CTENEHH TPUKYCIUAATBHON
HeZocTaToyHOCTU. [l OIEHKM JMHAMMKM TeueHus 3alonieBaHus U 3((EeKTUBHOCTU
MIPOBOAMMON Tepanuu HEOOXOAMMO KOJMYECTBEHHO OLIEHHMBATh TOJIEPAHTHOCTh K (PU3MUYECKUM
Harpy3kaMm ((QyHKIMOHANBHBIN Ki1acc, TECT 6-MUHYTHOH XOJIbOBI).

Anamnecmuyeckue ceeoenus

VYuuThiBasi yCTaHOBIEHHBIM  reHeTHdyeckuid acmekt JIAI, HeoOXoaMMoO HCKIIOUYUTH
HaJMYue XapaKTepHOW KIMHUYECKOH CHUMIITOMATUKH Yy POJCTBEHHUKOB OonbHOro. Crenyer
YUUTBIBaTh MOTEHIUAIbHbIM puck paszsutud JIAIT npu mnpuMeHEHHMH JEKapCTBEHHBIX
IpernapaTroB, TOKCHMHOB (AHOPEKTHKH, pariCOBOE€ Macio), XuMHoTepanuu (uukiodocdan,
OonmeomMunMH W Jap.). JluarHo3 BBICOKO BeposATeH Yy OonbHbIX ¢ cumnromamu JIAT,
BO3HUKAIOIMIMMHU Ha (OHE CHCTEMHBIX 3a00JI€BaHUN COEJUHHUTENBHOM TKaHU, MOPTaJIbHOU
runeprensun, BUY-undexknuu, BpOXKIECHHBIX IOPOKOB ceplla co cOpocoM KpOBH ClEBa

HaIlipaBO, BECHO3HBIX Tp0M603OB.

Jrtan |l. Bepudpukauus auarnoza JII'
[Ipu oOHapyXeHMHM TeX WM HHBIX NATOJIOTMYECKUX H3MEHEHWMH, YKa3bIBalOIIMX Ha

Hanmuue JII', Heo0X0AUMO MPOBECTH PsIi MHCTPYMEHTAIBHBIX METO/I0B 00CIIeI0OBAHHUS.
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Onexmpokapouoepagus (OKI') BBIABISICT TPU3HAKK TUNEPTPOOUH U TIEPETPY3KH
paBoOro OKEIyJodKa, Juiaraiud W runeprtpoduu mpasoro mpeacepaus (p-pulmonale),
OTKJIOHEHHE DJIEKTPUYECKOH oOcH cepaia BOpaBo. [umepTpodust  mpaBOro >KeIynouka
BEIBIISICTCS Y 87%, OTKIIOHEHHE AJIEKTPUICCKOM OCH cep/ia Bipaso - y 79% oGonpabix ¢ WJIT.
YuursiBas, uro yyBcTBUTeNbHOCTh DKI™ mpu JIAI' coctaBnsier aumb 55%, a cnenu@uuHOCTb -
70%, OKI' He Bcerma sBisieTcss METOAOM CKpuHMHTa B auarHoctuke JIAI. Y GonpHBIX ¢
Tsokenoi JIAIT moxket oOHapyxuBaThest Hen3MeHeHHast JKI'.

Ecin usmenenus Ha OKI' BO3HMKAOT JMIIb NpU HAIWYMM AOCTATOYHO BBIPAXKEHHOMN
runepTpouu NpaBbIX OTIEIOB Cepllld, TO C IMOMOIIBI0 BeKMopKapouocpagduyu MOKHO
JUarHOCTHPOBATh 3TH H3MEHEHHs B Oolee paHHUX cTaausx. Pouoxapouozpaghuueckoe
uccreoosanue TO3BOJSET HE TOJBKO JUArHOCTUPOBATh THUIIEPTEH3UIO WJIM THIIEPBOJIEMUIO B
MaJIOM Kpyre KpOBOOOpaIleHHs, HO U OTHOCHTEIBHYIO HEAOCTATOYHOCTh TPUKYCIUAAIHLHOTO
KJIallaHa ¥ KJlalaHa JIETOYHOW apTepuu, HO U OOHAapyKHUBAaTh IPUOOPETEHHBIE U BPOXKJICHHBIE
MOPOKU cepna , BbizpiBaromue JII'.

Penmeenoecpagusn opeanos epyoHoul kiemxu TO3BOJIAET YTOUHUTH ATHONOTHIO JII:
BBISIBUTh MHTEPCTUIMAJIbHBIC 3a00JICBaHUSI JIETKUX, NMPUOOPETEHHBIE M BPOXKICHHBIC MOPOKHU
cepaua, a Takke cyauTb o TskecTH JII'. OCHOBHBIMU PEHTI€HOJIOrMYECKMMH Ipu3Hakamu JII'
SBIIAIOTCST BbIOyXaHHWE CTBOJA M JIEBOW BETBH JIETOUHON apTepuH, KOTOpble (OPMHUPYIOT B
npsmoii mpoekuu |l gyry mo 5eBoMy KOHTYpY cepllla, paclIiMpeHue KOpHEeW Ierkux,
yBenu4YeHUe TMpaBbix oTAenoB cepana. Y 90% O6onbabix MJIIT Ha MOMEHT yCTaHOBIIEHMUS
nuartosa, y 6ompHbIX ¢ Markou JII' BciencTBue 3aboneBanHuid JeBbIX oTAenoB, npu JIBOb
PEHTTEeHOJIOTUYECKass KapTHUHA JIETKUX M CepAlla MOXET ObITh HEe M3MEHEHa. Y OOJBIIMHCTBA
6ompHBIX WJII' 0TMeuaeTcs MOBBIIIEHUE TPO3PAYHOCTH JIETOUHBIX MOJIeH Ha mepudepun 3a cueT
00eHEeHUsI JIETOYHOT'O PUCYHKA.

Tpancmopakanvnas  sxokapouoepagus (IxoKI') cumrtaercs Hambosnee [IEHHBIM
HEWHBA3UBHBIM METOJOM AWAarHocTtuku JII', Tak Kak HE TOJBKO MO3BOJIAET OLEHUTHh YPOBEHBb
JUIA, HO 1 naer BaxkHyro mHpopManuoo o npuunHe U ocnoxsHeHusx JII'. C momomipio 3TOrO
METOJIa MOXHO HCKJIIOYUTh MOPAXEHHsI MUTPAJIbHOTO, AOPTAJIbHOTO KIIANaHoB, OOJIe3HU
Muokapja, BIIC ¢ mryHTHpoBaHMEM KPOBH Cli€Ba HAIPaBO, MIPUBOANINE K pa3BuTHIO JII.

V nanuenTtoB ¢ JII' BbIsBIAETCS paclIMPEHUE MOJIOCTEN MPABOrO MPEACEPAUs U TPABOTO
xenynouka (IDK), yrommenue mnepenneit crenku IDK, w3meHsieTcss XapakTep IBHXKEHUS
MEXOKEITYJOUKOBOM TEPErOPOJKH: B CHCTOJY OHA CMEMIAeTCs “‘apaJoKCaIbHO” B CTOPOHY

MIPABOTO KEJTyI0YKa.
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Jonmieporpadgusi Mo3BoJIs€T M3MEPUTh CKOPOCTh KPOBOTOKA B CEPALE, YTO B CBOKO
ouepesb J1aeT BO3MOXHOCTb HeMHBa3MBHO omnpenenuts JJIA. Haubosee TecHas koppensuus
MEXKIy PAaCUETHBIM U «IIPSMBIM» U3MEPEHUEM CHUCTOIMYECKOrO JABJICHWS B JIETOYHOM apTepuu
ObUIa TIOJTyYEHa IIPU OTPEICTICHNN BEIMYMHBI CHCTOIMYECKOTO JJABJICHUS B JISTOYHON apTepHu 1O
CTENIEHU TPHUKYCHUAAIBHON PErYypPrUTalliy C IOMOILBIO HEMPEPBIBHO-BOJIHOBOrO Mmerona. [Ipum
OTCYTCTBHUM  OOCTPYKLMH  BBIHOCALIETO TpakTa IpaBOro JKeIyJAodka 10  CTENeHH
TPUKYCHUJAIBHOM pErypruTalud MOKHO PACUYETHBIM IIyTEM  OINPENCIUTh  BEIUYUHY
CUCTOJNMYECKOro namieHus B nerounoi aprepuu (CIJIA) ¢ momomp0 MoIupUIIMPOBAHHOTO
ypaBHeHus beprymum: AP= 4V? | rue AP — TPaJMEHT JABJICHUs Yepe3 TPEXCTBOPYATHIN KIIAIIAH ,
V - ckopocTh TpUKycnuaanbHOW peryprutaiuu B M/c. [ns momcuera CJIJIA mertomom
OIpeJIeJIEHUs TpalueHTa JaBJICHUs Yepe3 TPUKYCIUAAIbHBIN KiIalaH K IPaJueHTy JOJKHO OBITh
nobasieHo nasieHue B npaBom npencepauu (HAIII). ITo coBpemennniMm pekomenaanusam CJIA
OTIpEEIISIOT C yUeTOM JaBiieHus B HukHel nosoi Bene (HIIB) u ee xonmabupoBanus Ha BIoXe.
Uccnenosanue HIIB no3Bosiser 00beKTUBU3UPOBATH SBJICHMS 3aCTOS KPOBU B OOJIBIIIOM Kpyre
KpOBOOOpAIIEHHUs, a TAK)KE€ KOCBEHHO OLIEHUTbh YPOBEHb CHUCTOJIMYECKOTO JABJICHMS B IPaBOM
IpeJCepAnH, TO €CTh LIeHTpalnbHOro BeHo3Horo nasienus (LIB/I). MccnenoBanue npoBoasar u3
CyOKOCTaJIbHOTO JIOCTYIa, JAaTYUMK YCTAHABIMBAIOT [0/ MEYEBHIHBIM OTPOCTKOM U
opueHTHpytoT B no3uuuu anuHHod ocu HIIB. Imamerp HIIB ymenbiiaercs Ha riybokom
BJIOX€, KOIZIa OTPULIATEIILHOE IABJICHUE B TPYAHOU KIIETKE BEIET K YBEIMYECHHUIO HAIOJIHEHUS
IDK u3 cucremubix BeH. J[namerp HIIB m mpoueHT ymeHblIeHMsI [uamMeTpa BO BpeMs BIOXa
KOppEIUpyIOT ¢ JaaBieHueM B mpaBoMm upeacepauu (AII). Y 3mopoBoro uenoBeka Mpu
HopMaibHoM JIIIII, paBHOM 00bIYHO 5 MM pT. cT., auamerp HIIB menbme 1,7 cm, u oH
crnajgaercs mocie riayobokoro Broxa Oonee yeM Ha 50%. Ilpum Hanuuum npaBoXeTyJOYKOBOM
HEJOCTaTOYHOCTH, TIOBBIIIEHUM KOHEUHO-Auacroinuueckoro nasinenus B IDK wu I,
Habo1aeTcsl 3aTpyJAHeHUe NpUTOKa KpoBH K cepauy. [loatomy komnmabuposanue HIIB Bo
BpeMsl BJI0Xa CYIIECTBEHHO YMEHBINAETCS, YTO SIBISAETCS MOKAa3aTeJIeM 3aCTOsl KPOBH B BEHAX
00JBIIOTO Kpyra KpoBooOpaieHus u ceuaeTenbetByeT o nosbimenun I (IIB/). dunaranus
HIIB 6Gonee 1,7cM mpu HOpMaJIbHOM pecnHMpaTopHOM Koiutarice Oosee 50% mnpenmnosnaraer
cpennee yBenuuenue aasnenus B I1I1 (6-10 mm pt. cr.). Ecniu pecniupaTopHblif KoJIIanc MeHee
50%, manenme B IIIl cocraBmser or 10 mo 15 mm prt. ct. Hakonen, mwmarammst HIIB Ge3
KOJIJIarca Ha BJIOXE IMpeJojaraeT 3HaunTesbHoe yBeanueHue aasienus B I1I1 6oxee 15 mm pr.
cr.. HamportuB, ymensiienue nuamerpa HIIB (oObryHO Menee 1,2 c¢M) cO CHOHTaHHBIM

KoJmabupoBaHueM yacto Habmromaercs npu ymenbiiennn OLIK.
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[Ipu ompeneneHUM BOCHPOM3BOAMMOCTH cieayeT oOpaTHTh BHUMaHHE Ha JOCTATOYHO
3HaunMyro omuoky npu pacuere CIIJIA (4,9-8 MM pT. CT.) METOIOM OIpEICIICHUs] IpaJreHTa
JABJICHHUs Yepe3 TPUKYCNUJANbHbIA KianaH. Takue NOrpemHOCTH MOTYT TOJIBKO OT4acTH
IIPUIKCHIBATLCS HEOJHOBPEMEHHOCTH HWHBA3MBHBIX M JOIIUIEPOBCKUX HCCIECJOBAHUM WU
CyOBEKTHBHOCTH CKOPOCTHBIX u3MepeHuil. BocmpousBommmocts wm3mepenuss CJIIJIA uyepes
TPUKYCTIHIATbHBIN KJIalaH 3aBUCUT B OCHOBHOM OT KayeCcTBa 3alHCH JTONIIEPOBCKOIO CHEKTPA.

Cucronuyeckoe AaBJICHUE B MPABOM KEIyJ0UKE Y 3I0POBBIX JIt0/iei B Bo3pacte 1-89 ner
cocraBisier 28+5 MM.pT.CT. (15-57 MM.pPT.CT.) ¥ YBEJIMYMBACTCS C BO3PACTOM M YBEIUUYCHUEM
MH/IEKca Macchl Tena. TpuKycnuaanbHas perypruTaius onpeaensercs y OONMbIIMHCTBAa OOIbHBIX
c JII' (74%) B wuccinenoBaHusix ycTaHoBlieHa KoppensuuonHas cBsizb (0,57-0,93) mexny
naBieHueM, u3MepeHHbIM mpu DXoKI' 1 Bo Bpemsi KaTeTepu3alliy MpaBbIX OTIEIOB cepialia u
JIETOYHOMN apTepHH.

BuytpuBeHHoe BBeneHHE (PU3MONOTHYECKOTO pacTBOpa MO3BOJSET  ONPEACIHTH
OTKpbITOE OBanbHOE OKHO, [IMIIII Thma BeHO3HOro cuHyca. /[ NOATBEPKICHUS HAIAYUA
OTKPBITOIO OBalIbHOIO OKHa WK Hebonbioro JJMIIII, ouenku ero To4HOrO pasmepa Tpedyercs
nposenenue upecnuuieBoguon IXOKI'.

Ouenka zemoounamurku

Karerepusarust npasbix otaenoB cepamna (KIMOC) nomkHa MPOBOAUTHCS BCeM OOIbHBIM
JIA' s moATBep>KIIEHUs [IMarHo3a, OIEHKU TSKECTH, pEelIeHHs Bompoca O  BBIOOpe
MaTOTEHETHYECKON Tepanuu u oueHku ee dddextuBHOCTU. Pexomenayetcs moropsate KITOC
JUIS TIOATBEPKACHUSI KIMHUYECKOTO YXYALIEHUS, JJIs pEIIeHHs BOIpoca O HEOOXOJUMOCTU
Ha3HAaYeHUs] KOMOMHUPOBAHHOM Tepamnuu.

Ha »rane Bepudukanuu pauarHosa KIIOC mnpoBoauTcs [UIsl OIEHKH TSIKECTH
reMOJMHAMHYECKUX HapyIIeHUW W TPOBENCHHS TECTOB Ha Ba30peakTHBHOCTh. HeoOxommmo
OLICHMBATh CJENYIONIME MapaMeTphl: JaBJ€HHE B MPABOM MpEACEpPAHNH, JaBICHHUE B JIETOYHOMN
apTepuH (CHUCTOJIMYECKOEe, IMACTOIMYECKOE, CpPEAHEE), JaBlIeHUE 3aKJIMHUBAHUS B JIETOYHOMN
aprepun (3JIA), cepaeunslii BHIOpOC (METOAOM TEPMOAMIIONMM WM MeToJoM 1o Puky B
CllydasX HaJW4YMsl CHCTEMHO-JETOYHBIX HIYHTOB), AJl, JIESrOYHOE M CHCTEMHOE COCYAMCTOE
COTIPOTHBIIEHUE, HACHIIICHHE KUCIOPOJOM apTepUaJbHOW M BEHO3HOW KPOBU (@ TakKe KpPOBH
13 BEpXHEH I0JIO BEHbI IPU CUCTEMHO-JIETOYHBIX IIYHTAX).

JIAT ompenensieTcs Mpu CpeHEM JaBJICHUH B JIETOYHON apTepuu Oosiee 25 MM.PT.CT. B
nokoe u Oonee 30 mpu Harpyske, naBieHun [I3JIA menee 15 mm.prt.ct., JICC Gonee 3
MM.pT.cT.//MuH. (enuHunbl Byna). Karterepuszauus neBbIX OTIENOB cepilla HeoOXoauma B

peIKuX ciiy4asix, Korga He yaaercsa usmeputsb J3J1A.
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Bepudukanust amarnoza JII' ¢ moMomiplo KaTeTepw3alldyd TPaBBIX OTHAEIOB Cepala
HeoOxouMa aiist 60IbHBIX ¢ MATKOM JII' Mo JaHHBIM AONIUIEPOBCKOTO HCCIEA0BAaHNUS, HUMEIOIINX
Il u [l ®K (BO3) nys onpeneneHus TAKTUKY JIedeHUs. Y OOJIBHBIX C yMepeHHOH U Tspkenoit JIT
IIPOBEACHUE KAaTETEPU3ALMU IPABbIX OTACIOB CEpALA C ONPEICICHUEM TIeéMOJUHAMUYECKHUX
MoKasaresei HeoOX0IMMO sl OLEHKU ITPOrHO3A.

[loBbIIEHHOE CpenHee [aBlI€HUWE B NPABOM IMpEACEpAUH U cpenHee naBieHue JIA,
HU3KHUN Cep/eYHBbI BBHIOPOC M caTypalysi BEHO3HOM KPOBH KHUCIOPOJOM CBUAETEIBCTBYIOT O
Xyamem rnporaose 6onbaeix WJIT.

C momompio ocTphiX (hapmakogorudeckux mpod (ODII) Bo BpeMsa KareTepusaluu
MpaBbIX OTJEJIOB CEPALlA M JIETOYHOW apTepUU MOXHO ONPEIEIUTh MOTEHUUAIbHBIN ycrex
JICUECHUS AHTarOHWCTaMU KaJIbLIs. Hns MPOBENECHUS OdII HCIIOJIb3YIOTCSA
KOPOTKOACHCTBYIOIINE Ba30AWJIATaTOPHI, BO3ACHCTBYIONIME HA Majblii KPyr KpOBOOOpAIICHUS:
npocrarinasavH El v MHramsanuoHHBIN OKCU a30Ta.

Tabmuna 2. Octpble papMakogoruyeckne NpPoodbI ISl OLeHKH Ba30PeaKTHBHOCTH Y
0oabHbIX JIT

IIpenapar I1yTs BBEIEHUA T1/2 CraproBass | JleueOHas JnutensHOCTh
103a n03a

II" E1 BHYTPUBEHHBII 3MHUH. 5 1o 30 30-40mMuH.
HI/KT/MHH. | HT/KT/MUH.

oKcH[ a3oTa | mHramsuoHHb | 15-30 cex.| 10 ppm 20-40 ppm SMUH.

ppmM- yacTui Ha MUJUIMOH B ra3oBOi CMECH.

[Tonoxwurensuas O®PII onpenensercss npu cHwkeHuu cpeanero JIJIA Gonee yem Ha 10
MM.PT.CT., JOCTH)KCHUH aOCOMOTHOM BenuuuHbl cpenHero JJIA menee 40 MM.pT.CT. mpu
YBEJIMUEHUU WU OTCYTCTBMM JMHAMMKH CepledHOro BbIOpoca. ToyibKO 4eTBepTh OOJIBHBIX
WIII', kotopele wuMmeroT mnojoxurenbHyro O®Il, MOXHO ¢ ycHexoM J[UIMTENIbHO JI€UYHTh
aHTaroHUCTaMy Kayblivs. M3-3a BO3MOXKHBIX CEPBE3HBIX OCJIOXKHEHHI HE ClIEyeT Ha3HauyaTh
AHTarOHUCTHI KaJIbIUs dSMIupudecku 6e3 nposeaenus ODII.

VY GonbHBIX ¢ XpoHUYeckoi TpomOosmOonuen nerounoit aprepuu, BIIC HeoOxomumo
takke ouneHnBaTe O®DII mns ompeneneHuss MOTEHIMAIBLHOTO yCleXa TE€paluy aHTarOHUCTaMH
KaJIbLUS.

TpaauLIMOHHO aHTHOMYJIBMOHOTPAadUs CYMUTACTCS HAWIYUYIIUM METOJIOM, TO3BOJISIOIIUM
YCTAaHOBUTH TOKA3aHUSA K SHIAAPTEPIKTOMUHU. Y OOJIBHBIX C MOJO3PEHHEM Ha XPOHHUYECKYIO
TOJIA, He MOATBEPXKICHHYIO NPU CUUHTUTpadUU JIETKUX, [ JUArHOCTUKU JTUCTAJIbHBIX

o0CTpyKIMiA JIETOYHOTO COCYAHCTOTO pycna 1enecooopasHo IPOBEJICHUE
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aHTUONYJIbMOHOTpaUU C CEJIEKTUBHBIM KOHTPACTHPOBAHMEM NIPAaBOM M JIEBOW OCHOBHBIX
BETBEH JIETOYHOHN apTepUU U aHAJTU30M B MHOKECTBEHHBIX IPOECKLIHUSX.
Puck ocnoxnenuit muHuUManeH (<1%) npu HaJIMYMU BBICOKOCIICIIHATM3HPOBAHHOTO

nepcoHalia, MpUMCHCHUHU COBPEMCHHBIX KOHTPACTOB.

Jran l11. Ycranosienne kianHu4eckoro kiaacca JII'

Crenyromuii 3Tan AMarHOCTUKY HAIIPaBJICH Ha ONpeieneHne KinHndeckoro kiacca JII' ¢
YYETOM KIMHUYECKOH Ki1accu(uKanuu, npeicTaBieHHoH B Tabnuue 1.

Ha »toM »srtame HeobOxomumo mpoBecTd TpaHcTopakanbHyto OXOKI, nerounsie
(GyHKIMOHATIBHBIE TECThl (ra3oBbIl cOCTaB apTepUalbHON KpOBH), BEHTUJUIALMOHHO-
nepdy3noHHYIO CLMHTUTpapHIO JETKUX, KOMITBIOTEPHYIO ToMorpaduro,
MyJIEMOHOAHTHOTPa(HUIO.

HUccnedosanue @ynkyuu 6HeuwiHe2o ObiXaHusi TIO3BOJISICT BBIIBUTH BKJIAJ TOPAKEHHS
JbIXATENbHBIX MyTE€H WM NapeHXMMAaTO3HOTo 3a0oJjieBaHUs JEerkux B passurue JII': BBIIBUTH
OOCTPYKTHUBHBIE MM PECTPUKTHBHBIC M3MEHEHUS C 1IeNblo AudQepeHnnanbHoi TuarHoCTUKU
JII' u yrouHeHus TsbkecTH mopaxkeHus nerkux. [ns Gompubix JIIT XapakTepHO ymeHbIIEHHE
muddy3noHHON crmocoOHOCTH MOHOKcuaa yriaepoaa (40-80% ot HOpMBI), HEOONBINOE WU
YMEpPEHHOE CHI)KEHHUE JITOUYHBIX 00BEMOB, HOPMAIbHOE WJIM HE3HAUYUTEIhHO CHIKeHHOoe PaO?2
U OOBIYHO CHIKEHHOE U3-3a aibBeossipHOW runepBeHTHw i PaCO2. Ilpm  Hanuuuu
HEOOpaTUMON OOCTPYKIIMM JbIXaTeNbHBIX MyTell cBuaeTenbcTBYeT B monb3dy XOBJI kax
npudnHbl runiokcunueckon JII'. CHukeHHbIe eroynsie 00bemMbl U 1uddy3noHHas CIIOCOOHOCTH
JIETKMX MOTYT YKa3blBaTh Ha HaJIMYME MHTEPCTUIMAILHOTO 3a0osieBaHus Jierkux. [IpoBenenue
MOJIMCOMHOIpau TO3BOJIAET MCKIIOYUTh OOCTPYKTHBHBIE HapyIIEHUS BO BpeMs CHa H
SIU30/1bI IecaTypaluu.

Benmunayuonno-nepyzuonnasn cyunmuzpagpus nezkux

VY Gonbubix JII' MOXKHO OOHApPYKUTH Kak aOCONIOTHO HEM3MEHEHHYIO KapTHHY, TaK U
HeOospe mnepudepuueckue cydcerMeHTapHble JedekThl nepdy3uun  6e3 HapyIIeHHOH
BEHTHJISILIMH. DTOT METOJ] sIBJIETCsl Hanbosee NH(POPMATUBHBIM B TUATHOCTUKE KIMHUYECKOTO
KJjacca 4 - XpoHH4ecKoi TpomMO03MOo0IHNK JerouHoil aprepuun u ee BeTBeil. [lpu s3Tom nedexTs
nepdy3un OOHAPYKMBAIOTCS B JIOJEBBIX W CErMEHTapHBIX 30HaX. B muddepennmansHOi
muarHoctuke WJIIT m XpoHmdeckoil TpomMO03MOOIMM UYyBCTBUTEIBHOCTh BEHTHIISALIMOHHO-
nepdy3uonHoi cuumHTUrpaduu jerkux cocrasiser 90-100%, a cneruduunocts- 94-100%. Y
OOJBHBIX C MAapeHXUMATO3HOM OO0JE€3HBIO JIETKUX Mepdy3noHHbIE Ne(EeKThl COBMATAIOT C

I[e(i)eKTaMI/I BECHTUJIALINH.
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Komnviomepuas momozpagusn

Kommbrorepnass tomorpadus (KT) wurpaer BaxkHywo ponb B auddepeHInanIbHOR
muarHoctuke JII'. OOecmeunBasi JeTadbHOE HM300paKEHUE JIETOYHOW MapeHXHUMBI, O3BOJISET
JUarHOCTHPOBATh WHTEPCTUIMAIBHBIC 3a00NieBaHUsl JETKUX W AMbuszeMy. llpu 3acToitHOU
JIEBOKEIYJOUYKOBOI HEJOCTATOYHOCTU MOXET OOHapy HBaThCsl (PEHOMEH MATOBOIO CTEKJIAa U
YTOJIIIEHNE UHTEPIo0YyIsApHbIX cent. uddy3Hoe IByCTOpOHHEE YTOJIIECHHE HHTEPIOOYISIPHBIX
CEeNT, HAJIMYUE MEJKHUX, INIOXO0UEPUYEHHBIX 04aroBbIX TeHer ykasbiBaeT Ha JIKT'A.

KT 1no3BosisieT OLEHUTh COCTOSHUE JIETOUHBIX IOJIEH, a TaKXKe Cepila U COCYIOB C
IIOMOIIBK0 KOHTPAaCTUPOBAHMS IOJIOCTEH CEepAlla U MPOCBETAa COCYIOB IPU BHYTPUBEHHOM
BBeaeHuM 80-120mi koHTpacTHOro BemiecTBa. KT- kapTMHA XpOHHYECKOW TPOoMOOIMOOIUH -
nonHast OKKito3uss JIA wim ee BeTBEH, HalIM4YUe SKCUEHTPUYECKUX JEPEKTOB BCIEICTBHE
TPOMOO30B WJIM peKaHAJTU30BaHHbIE TPOMOBIL. [Ipw BBIBICHMHM TNPHU3HAKOB XPOHHUYECKOU
TPOMOOIMOOIIUH JIETOYHON apTepHH OOJBHBIM MOKAa3aHO MPOBEJACHUE aHTHOMYIbMOHOTpaduu B
JIOTIOJIHEHUE K KaTeTepHU3alMy IIPaBbIX OTAEIIOB CEepAlia.

Maenumno-pezonancnaa momozpagua (MPT) ucnons3yerca y Oonbubix ¢ JII' ans
OLIEHKA TAaTOJIOTUYECKHX ¥  (QYHKIMOHAIBHBIX HM3MEHEHHH cepama H  JIETOYHOTO
KpOBOOOpamieHuss © OOBIYHO HE HCIOJB3YeTCS B PYTHHHOW TpakTHKE. [ J1aBHBIM
IIPEUMYIIECTBOM METOa SABJSIETCS TPEXMEpPHBIH (00BEeMHBIN) CIOCO0 MoMyueHHs] N300pakeHui
0e3 apTedakToB OT KOCTEH M JIETOYHBIX IOJIEH, BBICOKOE MPOCTPAHCTBEHHOE pa3pelleHue, a
TaKK€ OTCYTCTBME JIy4eBOM Harpy3kd, HEWHBA3UBHOCTb, €CTECTBEHHBIH KOHTpPAacT OT
neukymieiicss kposu. Yame Bcero MPT ucnonesyercst npu oOcnenoBanuu nauuentos ¢ WIIT,
TpoMO0IMOOINEH JIerouHON apTepuu, BPOKIACHHBIMH MOPOKAMHU CepAlla co cOPOCOM KpOBH
CJIEBA HAIIPABO.

Iran V. Ouenka JII' (Tun, TOJIEPAHTHOCTH K (U3HYECKMM HATPy3KaMm,
reMoiIMtHAMHYecKHe apaMeTpsbl)

bomeueim ¢ JII' HeoOXoauMmO TNPOBOAWTH PYTHHHBIE JTAOOPATOPHBIC TECTHI:
OMOXMMHUYECKUH M OOIIMI aHaNIM3bl KPOBH, MCCIENOBATh Koaryjorpammy, ypoBHu D-mgumepa,
antutpomobuna lll, mporenna C ans uckiaroueHUs: TpOMOO(DMINHM, OLEHUBATh TOPMOHAIBHYIO
(GYHKIUIO IIUTOBUJIHOM JK€Je3bl, ONPEENATh TUTP aHTUTEN K (ocdonunugam (BOI4aHOUHBII
aHTUKOAryJsiHT, aHTUTena K Kapauoiaunuuy). [lpumepHo Ttpers OGompHbix WIIIT umeror
MOBBIIIEHHBIA TUTP aHTUHYKIyKJIeapHbIX aHTUTEN (MeHee 1:80). bonbuble JII' ¢ cymecTBeHHO
MOBBIIIEHHBIM THUTPOM AHTHUTENI WM IOJO3PEHHEM Ha HaJMYUe CHCTEMHOTOo 3a00JeBaHUs
COCTMHUTENIbHOM TKaHU HYXAAIOTCS B KOHCYJbTalluM peBmarosiora. Bcem OoibHBIM B

00s13aTeIFHOM TIOPSIKE CaeAyeT MpoBoauTh TecT Ha BUY-unbekiuio.

21



AHanu3el Kpoeu u UMMYHOJI02UYECKUE NOKA3ameu

AHnanuzel kposu:

- 00mwmii (ypoBeHb TeMOTTI00MHA, SPUTPOIIUTOB, TEMATOKPHUTA, JICHKOIIMTOB, TPOMOOIIUTOB),
- Omoxumu4Yeckwii (omeHKa pyHKIIUY MTOYEK, IEYCHHU, COJepKaHus Oeka),

- MMMYHOJIOTHYECKU (aHTHUTENA K KapAUOJIUIIUHY, BOTYAHOUHBIM aHTUKOATYJISHT),

- KoaryJorpamMma KpOBH,

- TOPMOHBI IMTOBUIHOM *ene3bl, TTT,

- cepoaorudeckuii rect Ha BUY

Y3H enympennux opeanoe TO3BOJSET HAASHKHO HCKIIOYUTH IUPPO3 TMEYCHU H/HUIH
MOpPTANbHYI0 TUIEpTEeH3HI0. Vcrmonbp3oBaHWe  [BETOBOM  AomIuieporpaguu  MO3BOJISET
nuddepeHIMPOBATh MACCHBHYIO MOPTAIBHYIO THIIEPTEH3UIO BCIEACTBHE MPABOXKETYTIOUYKOBON
CepJIeYHON HEAOCTAaTOYHOCTU WJIM BCIIEACTBHME BO3ZHUKHOBEHHUSI TPAHCIIEYEHOYHOT'O BEHO3HOTO
rpaJIueHTa MPU IIUPPO3€ MEUCHHU.

DOYHKIHOHAJIBHASA CIIOCOOHOCTH

OObexTHBHas OIeHKa (DYHKIMOHANBHON crocoOHOCTH OonbHBIX JIIT HeoOxomuma JUist
orleHKH TsokecTd JI[T 1 IMHAMHUKY KIMHUYECKOTO COCTOSIHHS Ha ()OHE MPOBOIAMMON TEpaIlvu.
[Tpu u3y4eHNH TOJIEPAHTHOCTH K (PU3HUECKUM HArpy3KaM HauboJiee 4acTo UCIOIb3YEeTCs TeCT 6-
MUHYTHOH X0AbOBI U KapAHOMYIbMOHAIBHBIN HarPy30UHBIN TECT C OI[EHKOI ra3000MeHa.

Tecm 6-munymmnoit xo0v661 (T6MX)- pOCTOM, NEMIEBBIN, UMEIOIINI MPOTHOCTUYECKOE
3Hauenue. uctanmus B TOMX o06patHO kKoppenupyeT ¢ GpyHKIHOHAIBHBIM Kiaccom (BO3).
TecT 0OBIYHO AOTOMHSAETCS OIEHKOW ONBIMIKHU 10 bopry. CHuXeHUE HACHIIIEHUS! KUCIOPOJIOM
apTepuanbHOil KpoBu Oosee ueM Ha 10% Bo Bpems TO6MX yka3blBaeT Ha MOBBIIIEHHBIN PUCK
netanbHOoCcTH. Jluctanius B TOMX sBiseTcs NMEpBHUYHON KOHEYHOW TOYKOW B OOJBIIMHCTBE
MHOTOIICHTPOBBIX HcCleA0BaHUN y 600abHbIX JIT.

Kapouonynvmonanvhulii Hazpy304Hslit mecm J1a€T BO3MOXXHOCTb OLICHUTh BEHTUJIALINIO
1 Ta3000MEH BO BpeMs JO3MPOBAaHHOU (DU3MUECKON HArpy3Ku (MHIEKC MUKOBOTO MOTpPEONIeHUs
KHCIIOpO/ia, aHadpoOHbIN mopor). Y 6onpHBIX JII' cHMKEHa BelMMYWHA aHA’POOHOrO mopora u
MUKOBOE TMOTpeOJieHne Kuciaopoaa. KapauomyabMOHAIbHBIM HArpy304HBIM TECT paHee
WCIIOIB30BAJICSl B MHOTOIIEHTPOBBIX MCCJICIOBAHUAX, HO HE JIOKAa3aJl OYEBHJIHBIX MPEUMYIIECTB
nepen TOMX, Tak Kak TeXHHYECKH OoJiee CIOXKEH, HE MO3BOJSET OIeHUBATh Y((HEKTUBHOCTH
Tepanuu, a NoJy4YEeHHbIE PE3YJIbTAThI 3aBUCST OT ONBITA MEIULIMHCKOTO TIEpCOHAaa.

Ouenka Tsxectu JII'

Dynkyuonanvhulil Knacc (OK)
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Hns xapaktepuctuku TsokecTd JIIT mcronb3yeTcss (GyHKIMOHAIbHAS KilacCU(PUKAIIHs
(BO3)- moxubunupoBanHbiii Bapuant Kiaccudukaruu Heio-Mopkekoit Accormanun Cepua
(NYHA), npeayioskeHHO! JiIsl MAlMeHTOB ¢ HEJIOCTATOYHOCTHIO KPOBOOOPAIIICHHS:

Kaace | - OGompubie ¢ JII' Ge3 orpanumyenus ¢usmueckord akTuBHOCTH. OObIUHAsS
(u3nyecKas akTUBHOCTb HE BBI3bIBACT MOSIBICHUE OJBILIKU, CIA00CTH, OOJU B TPYIHON KIIETKE,
TOJIOBOKPYKEHUS.

Kaace Il - Gonpubie ¢ JII', mpuBonsmieldd K HEKOTOPOMY CHIDKEHHUIO (DHM3NYECKOM
aKTUBHOCTH. B TOKOe OHM OHIyHIalOT ceOst KOMGOpPTHO, OJHAKO OObUHAs (Qu3ndeckas
aKTUBHOCTH COMNPOBOXKIACTCS MOSIBJICHUEM OJBIIIKHU, CJIa0oCcTH, OONM B TPYIJHOU KIIETKE,
TOJIOBOKPY>KEHHUS.

Kaace |11 - Gonpabie ¢ JII', mpuBoasAmIel K BEIPR)KEHHOMY OTpaHUYEHHUIO (HHU3MYECKON
akTUBHOCTH. HeOonpmasi (u3udeckass akTUBHOCTh BBI3BIBACT IOSBICHUE OJBIIIKH, CIabO0CTH,
0011 B TPYAHOH KJIETKE, TOJIOBOKPYKECHUSI.

Kaacce 1V - 6onbabie ¢ JII' HecrmocoOHBI BBIMOMHATH JTH00YI0 GU3MUECKYIO0 HArpy3Kky 0e3
BBIIICTICPEUNCICHHBIX ~ KIMHUYECKUX  CHUMIITOMOB. Oppimika win  cnabocTh  MOTYT
MPUCYTCTBOBATH JIaXe B MMOKOE, TMCKOM(OPT BO3pACTAET MNP MUHUMAIIBHOW HArpy3Ke.

Bbuoncus jgerkux

ITpoBeneHne Kak OTKPHITOM, TaK U TOPAKOCKOMMYECKOW OMOIICHM JIETKUX CONPSIKEHO C

CYIIECTBEHHO MOBBIIIEHHBIM PUCKOM OCJIOXXHEHMH, B TOM 4Hcie M (aTajabHbIX. B pyTuHHOMN

KJIMHAYECKOM IIPAKTUKE 3TOT MCTO OOBIYHO HE HCIIOJIB3YCTCA.

I'naBa 6. DPAKTOPBI, BJUAIOIIUE HA ITPOI'HO3 BOJIBHBIX JIT'

+ ®K (BO3)

» Haynnune npu3HaKkoB MPaBOKEITYA0YKOBON CEPIEUHON HEAOCTATOYHOCTH

* TonepanTHOCTb K (pU3HMUECKUM HArpy3Kkam

» JluctaHius B TeCTEe 6-MHUHYTHOMN XOIbOBI

*  YpoBeHb MMKOBOTO MOTPEOICHUS KUCIOPOaa

» OxoKI'- mapameTpsl

* Hanuune nepukapanagbHOTO BHIIOTA

» Pasmep npaBoro npezicepaus, JIEBOTO KeTyJ0uKa

* T'emoauHamuueckue mapameTpsl (JaBjieHHe B TpaBoM mpencepauu, cpeanee JIJIA,
cepACYHbIN BEIOPOC)

» Carypalius BEHO3HOW KPOBHU

* OrpunarensHas OPII
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* AHanu3bl KPOBU
* T'unepypukemus
* VYpoBeHb HATPUYPETUUECKOIO NENTHIA
* TpononuH
* Hopangpenanun
e DHnorennH-1
IIporuo3 60abHBIX

Pexomennyercs ouenuBarh TskecTb JIAI' y OONBHBIX ¢ NOMOLIbIO IAHEIW AAHHBIX,
BKJIFOYAIOIMX IapaMeTpbl KIMHUYECKOTO, (YHKIHMOHAJIBHOIO, T'€éMOJUHAMUYECKOIO CTaryca,
ypoBHs OuomapkepoB, napamerpoB OXxoKI'. PekomeHayeTcsi mpoBOIUTH pPEryssipHbIE BU3UTHI
HaOmrofeHnsl Kaxaple 3-6Mec. B ToM umcie y OonpHbIX JIADT co cTaOMIbHBIM TeUEeHHEM
Oone3nn. Pekomenmyercst meneBasi crparerus Jiedenus OonpHbBIX ¢ JIAT. Tak, B pe3ynbrare
JICUEHUS KeJlaTeNIbHO AocTUrarh quctanuuu B T6MX 6omnee 400m. [Taunentsl monoxe 50 et Ha
¢doHe Tepanuu 00BIYHO CIIOCOOHBI TPOXOIUTH Oosee S00M, HecMOTps Ha Hasmuue Tskenou JII' u
TUCQYHKIMM  MpaBOro  Keiayaouka. TakuM — OOJBHBIM — PEKOMEHIYETCS  IPOBOJIUTH
KapAHOIyJbMOHAJIBHBIII TECT C  ONpEAEICHUEM IMHMKOBOTO IOTPEOJIEHHs  KHUCIOpOJa,
BEHTHJISIIUOHHON (P PEKTUBHOCTH, MaKCHMAJIBHOTO cuUcTOiIMYeckoro A/l Ha BBICOTE HArpy3Ku
W/WIIN KaTeTepu3alfio MPaBbIX OTIENOB cepiala Uil OObEKTUBHOM OLIEHKU (DYHKIMH MPABOTrO
KEITy104Ka. Omnpenenenne YPOBHS OroMapKepoB, 9XOKapaAuorpauIecKkux U
reMOJMHAMHYECKUX I1apaMeTPOB MO3BOJISIET ONPENEINTh CTAaOMIBHOCTh COCTOSIHUS OOJIBHOTO.
[TapameTpsl, TO3BOJISIIOIINE ONPEACIUTh MPOTHO3 00bHBIX ¢ JIAI, cTparerus JMHAMHUYECKOTO
HaOJI0ACHUS TIPEACTABIICHbI B mabauyax 3 u 4.

Tabnuma 3. [TapaMeTpsbl ¢ 10KA3aHHOI 3HAYUMOCTBIO /IJIsl OLIEHKH TS2KeCTH 3200/1eBaHMs,
CTAa0MJIbHOCTH TeYCHHS, MPOrHO3a 00abHBIX ¢ JIAT

Jlyumumii mporsos [Iporaoctryeckue GhaxToOpsl Xyawmui Nporuo3
HET Knuangeckue npruzHaku ecTb
MPaBOXKEITYA04YKOBOM
CepJeUHON HEJOCTATOUHOCTU
MenneHnHsli Temn nporpeccupoBaHus BeicTphIit
CUMIITOMOB
HET Cunkore €CTh
[ OK (BO3) v
> 500m* Jucranuus B Tecte 6-MX <300m
[MukoBoe norpebienne 02>15 KapnuonynsMoHanbHbIH [MuxoBoe notpebnenne 02<15
MJI /MHH./KT Harpy304HbIN TECT MJI /MHH./KT
B HOpME Vposers BNP/proBNP B Beliie HOpMBI
1a3Me KpoBU
OTCcyTCcTBHE IEPUKAPAHATHEHOTO Ox0KT" mapamerpsr Hanuuune nepukapauaibHOTO
BBINIOTA BBITIOTA
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Jlydmuii mporuos ITpornoctryeckue GpakTopbl Xyt mporao3

Cuctonudeckas SKCKypCcHsl KOJbLia Cuctonugeckas 5KCKypcusl Kojblia

TPUKYCIHJANBHOTO KJIamaHa>2cM TPUKYCIHJIANBHOTO
kinamana<l,5cMm

JlaBneHue B mpaBoM I'emonunamuueckue [aBieHue B mpaBoM

peacepann<8MM pPT.CT. napaMmeTpsl npeacepaur>15MMm pT.cT.

Cepnednsrii HHIEKC>2,511/MUH /M2 Cepneunsrii uHnekc<2,01m/MuH /M2

*-B 3aBUCUMOCTH OT BO3pacTa, BNP-M03roBoii HaTpuilypeTHUeCKHid NenTHI.

Tabmuua 4. /IlunamMmuveckoe Ha0d/0AeHue 32 00JbHBIME ¢ JIAL': pexomenayemble
MeTOJbl 1 BpEMEHHAs IIKAJIa

Hcxonuo Kaxneie 3-4- UYepes 3-4-mec. B cirydae
(mo Havamna Mec. ocJie Havasa KITMHUYECKOTO
TEpaIum) WA CMEHBI YXYIIICHUS
Tepanuu
OrneHka KITMHIYECKOTO
craryca @K (BO3)
KT J v v Xl
IIpoBenenue tecta 6-
MX J l l l
KapanonynsMoHanbHbII
Harpy3o4HbIi TecT v N N
Yposernb BNP/NT-
proBNP V l l l
OxoKI' N J J
Karetepusamnus mpaBbix
OT/IENIOB cepaua N N N

Iiasa 7. JEUEHUE JIETOYHOM T'MIEPTEH3UA

Ha nporskenun MHOrux aecatuiieTMii B jedeHun OoibHbIX JIIT Habmromancs kpaiine
MeUIeHHBIM mporpecc. CuTyanusi CyHIECTBEHHO W3MEHWJAach B IMOCIEIHHE ToJbl, Onmaromaps
3HAUUTEIILHOMY YBEJIMUYEHUIO YHCIIa KOHTPOJIMPYEMBIX HUCCIEI0BaHUM. AHTAarOHUCTHI KaJlbLUs,
AQHTUKOAT'YJISHTBI, CEPACUHbIE INIMKO3UbI, KUCIOPOAOTEpAIlds B HACTOSIIEE BPEMs, HECMOTPS
Ha OTCYTCTBHE COOTBETCTBYIOIIMX PaHIOMHU3MPOBAHHBIX  HCCIEAOBAHUM, COCTaBIISIOT
CTAaHJAPTHYIO TEpamnuio, NIMPOKO MpUMeHsemMyr y OonbHbIX JII. BMecTe ¢ Tem mosiBUIMCH
HOBBIE TPYMNIbl JIEKAPCTBEHHBIX NpenapaToB, 3((eKTHBHOCTE M 0E30MaCHOCTh KOTOPBIX

JAOKa3aHa pe3yJibTaTaMH KOHTPOJIMPYCMbBIX HCCIIeJOBaHUIA.

7.1. O0uue pekoMeHIAIUN
st Bcex 6e3 uckimoueHust 00mpHBIX JII' akTyanpHBI O0IIME pEKOMEHTAINH, COOTIOICHUE
KOTOPBIX TIO3BOJSET YMEHBIIUTh PHUCK BO3MOXHOTO YXY/IICHHS TEYeHHsI 3a00JIeBaHUs

BCJICJICTBHE OIPENEICHHBIX OOCTOSTENBCTB M BHEIHUX (akTopoB. X poiib  CIOXHO
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nepeoneHuTh. Yacto auarHo3 JII' CTaHOBUTCA TPUUYMHOM COIMAIBHOW HW3OJISIIUU, MO3TOMY
MOTHBAIMS OOJBHBIX Y4aCTBOBATh B COOOIIECTBAX OOJIbHBIX KpailHe BakKHA JJISl MOBBIIICHUS MX
YBEPEHHOCTH B ceOe, 00Iero HaCTPOCHHUSI, COCTOSTHUS, OOIIICHUS.

QDu3uueckas akKmueHoCmMy

bonwubie ¢ JII' qomKHBI BRIMOIHATH HArPY3KU B Mpe/enax Tol (pu3ndecKoit akTHBHOCTH,
KOTOpasi BO3MOKHA UCXOs U3 KIMHUYECKON CUMIITOMATHKU. B OBceTHEBHOM KU3HU MAIlUEHTHI
c JII' momxHbl M30erarb BO3HUKHOBEHHUS TAaKHUX IOTEHIMAJIbHO OIACHBIX CHUMIITOMOB, Kak
BbIpQ)KEHHAs! OJIBIIIIKA, CHHKOIIE, 00NN B TPYAHOHN KIIETKE. 3ampenarTcs GU3nIecKue Harpy3Ku
Mociie epl, MPU HEOJAronpusTHOM TeMIlepaTypHOM pexume. B To xe Bpems GonbHbM JII'
clenyer NOJJICP)KUBATh  AJICKBATHOE COCTOSIHME CKEJIETHOM MYCKYJIATypbl, BBITOJHSS
€KEIHEBHbIC JO3MPOBAHHBIE M PETYJIHpyeMble (U3NYECKHE HArpy3Kd, HE BBI3BIBAIOIINE
BBIIIEYKA3aHHBIX CHMIITOMOB, YTO CHOCOOCTBYET YIYYIICHHIO Ka4eCTBa JKU3HU M KIMHHYECKON
cumntoMatukd. [lokazaHa poib CHENMANBHBIX MPOTPaMM IO peadMIuTaliyd OOJNBHBIX JUIS
yIaydlieHus TokaszaTtenedl  ¢usnyeckoro craryca. HeoOXoIWMBIM — YCIOBHEM  SIBIISIETCS
MOCTOSIHHBIM KOHTPOJIb MEAUIIMHCKOTO MePCOHaNa 3a MPOBEACHUEM KOMILIEKCAa pPeaOuIUTALINU.
ExxenHeBHbIE J103UPOBAHHBIE M PETYIUPYEMbIE ¢usnyeckue Harpy3kd CIOCOOCTBYIOT
YIIYYILIEHUIO KaYeCTBa KU3HU U CUMIITOMAaTUKU 3a00JI€BaHUS.

bepemennocms, poowvi, 3amecmumensvnas 20pmoHomepanus 6 NOCHMMEHONAY3A1bHOM
nepuooe CBS3aHbI C TMOBBIIICHHBIM PUCKOM YXYIIICHUS T€UEHUS 3a00J€BaHUSI U CMEPTHOCTH.

B cootBercTBUU ¢ MHeHHEM dKcniepToB BO3, pexomenaamusam EBpomneiickoro oOmectsa
KapAHOJOroB OEpeMEHHOCTh MpOTHMBONOKa3zaHa OonbHBIM ¢ JII, Tak kak MarepuHCKas
cMepTHOCTh cocTaBisieT 30-50%. Bceem manuentkam ¢ JII' penpoaykTHBHOTO BO3pacTa AOKHBI
OBITh PEKOMEHIOBaHbl COOTBETCTBYIOIIME METONbI KOHTpaueniuu. Y OonbHbix JII' Hanbonee
MPENNOYTUTENBHO HCIIOJIb30BAHUE OSCTPOreH-HECOJEPKALINX KOHTPALENTUBOB, OapbepHBIX
METOJIOB KOHTpALENIMK, IpPOBEAEHUE Xupyprudecko crepunuzauuu. Ilpu omenke wmep
KOHTPALICTIIIUN BaYKHO MOAYEPKHYTh, YTO OaphepHbIe METOABI OE30MacHbI, HO He 00ECTIeYBAIOT
HA/IeKHOro KoHTpanentuBHoro 3¢ ¢dekra. Ilpenaparsl mporectepona (MeIpoOKCUIIPOrecTepoHa
areraT, dToHorectpen) d3(¢eKTUBHB U 0€30MacHBl B CBSI3M C OTCYTCTBHEM IOTEHIIMATHLHOTO
pHUCKa, CBSI3aHHOTO C MPUMEHEHHEM 3CTPOT€HOB, KOTOphIE paHee MPUMEHSUINCHh B OPaJbHBIX
KOHTpalENTUBaX. B 3HaYUMTENBbHOM YHCIIE UCCIECNOBAaHUN HE YIAOCh BBIABUTH B3aUMOCBSI3U
MEXy UCIOJIb30BAHUEM OpalbHBIX KOHTpAIENTUBOB U BO3HUKHOBeHUEM JII'. bo3eHTan MoxkeT
CHIKATh 3¢ (EKTUBHOCTh OpaJbHBIX KOHTpauenTHBOB. JlJis AOCTHKEHMs HaJeKHOTO 3ddekTa
1enecooOpa3Ho codeTaTh JBa METOJa KOHTpauenuud.  Bo3MOXHO Takke NpUMEHEHUE

HMHTpaBaruHaJbHBIX IPENApaTOB. B cnydae OepemenHocTH OonbHas [OJDKHA OBITH
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IpegynpeXkaeHa O BBICOKOM pPHCKE (aTalbHOrO MCX0Ja W HEOOXOAMMOCTH  IpEpbIBaHUSA
OCpPEeMEHHOCTH.
3aMmecTuTeNnbHasE TOPMOHAIbHASI Tepanus MokazaHa nauureHTkaMm JII' B moctmeHonayse

JUIIb TPU BBIPAKCHHBIX KIMMAaKTEPUYECKHX  CHUMIOTOMAax M O00s3aTeIbHO NPU YCIOBHH
JOCTHKEHHUSI aJIeKBaTHOW TIMIIOKOATYJSIIMKM € [OJ0OPOM  aIeKBAaTHOM aHTUKOAryJISIHTHOM
TEpanuH.

Ilymewecmeusn

['unokcust ycyryOnser Ba3oKoHCTpuKIuio npu JII, mosromy BO Bpemsl IHOJETOB Ha
aBuarpascropre A OonpHbIX ¢ JII' HeoOXomumo o6CyXJaTh BO3MOXHOCTb IPOBEAECHUS
JOTIOJIHATEIBHON KUCIOpOAOoTepanuy. Jlo HaCcTOSIIEro BpeMEHH HE NMPOBOJWINCH KIMHUUYECKUE
UCCIIEIOBaHMs, KOTOpbIE Obl JI0Ka3ajlu HEOOXOAMMOCThH JIONOJHHUTEIBHOM OKCHUI'€HOTEpANuu
o6ombHbiM ¢ JII' Bo BpeMs aBuamepeneToB. TeopeTHdecKd, HCXOAs U3 (PU3HOIOTHYECKHX
aCIIeKTOB THITOKCHH, MOXKHO IIpeamojaraTb, 4YTO OHa IernecoobpasHa y OombHbXx ¢ II-1V
¢bynkunonansHbM KiaccoM (PK) mpu mapumansHom naBieHuun O2 B apTepHalbHOW KpPOBU
menee 8klla (60 mm pr.ct.). CKOpOCTH 2 J/MUH. AOCTAaTOYHA MJisi TOBBIIICHHS JaBJICHUS
KHCJIOpO/ia /10 YPOBHSI COOTBETCTBYIOIIETO YPOBHIO MOps. TakuMm OOJbHBIM OKCHUT€HOTEpanus
HeoOXxoauMa Tipu moJierax Ha BbicoTe Oosee 1500-2000M. Beem mammeHTam, COBEpIIAIOLINM
aBHarnepeseTbl B Jpyrue CTpaHbl, BaXHO PEKOMEHAOBaTb HMMETh MHpHU cebe METUIMHCKHE
JOKYMEHTBI O JUarHo3e, MECTOHAXOXJeHUH Ommkaiimero mectHoro ueHrpa JII', koHTakTHOM
nH(pOpPMaLIUU C HUM.

Ilcuxonozuueckas no0oeprHcKa u nOMOuLb

Bbonbhbie JII' MCIIBITHIBAIOT CYIIECTBEHHbIE OTpaHUYEHUs B (PU3MUYECKON aKTUBHOCTH IO
CPaBHEHMIO C TeM 00pa3oM >KM3HM, K KOTOPOMY OHHU NPHUBBIKIU O BO3HUKHOBEHHs OOJE3HH.
Nudopmaniuss o TsokecTd 3a00JieBaHUs, TMOJyYe€HHas OOJbHBIMH M3 HEMEIUIIMHCKUX
HUCTOYHUKOB, TPUBOJAUT K MOBBIIIEHHOW TPEBOTe WU JEMPECCUU, YTO CYLIECTBEHHO CHHXKAET
Ka4yecTBO JKU3HU TaKUX MalMeHToB. /s ux ajganTanuu B %KU3HU U 0OIIECTBE, TOHUMAHUS CBOEH
00JIe3HM MTOKa3aHa MOMOIIb TICUX0JI0Ta MITH TICUXHATpPa, a TaKXkKe MOAJIep>KKa JPYTruX MalueHTOB
U UX CeMeM.

Ilpogpunaxkmuka ungexyuonnwvix 3a601e6anuil

Bo3nukHoBeHne mMHEBMOHMH Yycyryonser tedenue JII', Bcerma TpeOyeT mNpoBeAeHHS
OBICTPON TMAarHOCTUKU M HEMeJUIeHHOro Havyana 3¢ dexktuBHoro neyenus. Y 7% OonpHbix ¢ JIT
ITHEBMOHUHU SIBJISIFOTCS] PUYMHON CMEpPTENbHBIX UCX0/10B. ClielyeT peKOMEHI0BaTh MallueHTaM
BaKLIMHUPOBAHME OT TPUIINA U THEBMOKOKKOBOM NH(EKIUH.

Xupypauueckaa nomouip
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[IpenmouTuTeNbHBIM BUAOM aHECTE3MOJOTHYECKOTO IMOCOOMS SBISETCS SMUAYypajbHas
aHecrtesusi, KoTopas nepeHocutcs 6onpHbIMU ¢ JII' mydie, yem oOmas anecte3us. Heo6xoamumo
OCYILIECTBIISITH TEPeBOJl OOJBHBIX C MEPOPaJbHONW TEpamuu Ha BHYTPUBEHHOE BBEJCHHE
npenaparoB. XUPypruueckrue BMEIIATeIbCTBA CBA3aHbI C TIOBBIIICHHBIM PUCKOM ISl OOJIBHBIX C
JIT', ocobenno mpu @K IV, a Takke B ciiydae TopakaabHON WU a0JOMUHAIBHOW OIEpAIIUH.
Tepanuio aHTUKOArylIsiHTaMH CIEAyeT MpeKpamaTh Ha MaKCHUMajJbHO KOpPOTKOe Bpems. B
nocjeonepaoHHoM rnepuoae OonpHBIM ¢ JII' 00s3aTenbHO MPOBOJUTCA TNPOdUIAKTHKA
TpoMOO030B IIyOOKMX BEH TOJICHEH.

Konmponw ypoens zemoznoouna

bonbubie ¢ JII' BRICOKOUYBCTBUTEIbHBI K CHIDKEHUIO YPOBHSI T€MOTJOOMHA B KPOBH,
MOATOMY Ja)Ke HEBBIpOKEHHAst aHeMUs1 TpeOyeT ObICTPOTo 3((PEKTUBHOTO JieueHUs. Y OOIBHBIX
JIT' ¢ BBIpaXCHHOW THIIOKCHEH, HampuMmep Ha (hOHE JerOYHO-CUCTEMHBIX IITYHTOB, BO3HHKAET
BTOpUYHBIA 3putpounto3. Ilpu ypoBHe remorokpura Gonee 65% W HanMUUU CUMITOMOB,
YKa3bIBAIOUINX HA MOBBIIICHHYIO BA3KOCTh KPOBU (TOJIOBHBIE 00JIM, HApYIICHUE KOHIEHTPALIUU

BHI/IMaHI/Iﬂ), IMOKAa3aHbI KPOBOITYCKaHUHI.

7.2. JlekapcTBeHHAasi Tepanus
Crnenyer BBIIEIUTh JBa pas3fena JeKapcTBeHHOM Tepanmuu y  OonpHbIX JII:
nojep:kuBawmas Tepanusi (OpajgbHbIe AHTHKOATy/SIHTBI M JI€3arpEraHThbl, JAUYPETHUKH,
CepJieUHble TIUKO3UJbI, OKCUTEHOTepamus) W  chnenuduueckas Tepamusi, BKIIOYAIOINIAs
AQHTAarOHUCTHI KaJbIMs, MPOCTAHOUIBI, AHTATOHUCTHI PEIENTOPOB IHAOTEIUHA, MHTUOUTOPHI

dhochoamrcTepassl TUma S.

7.2.1. IlopaepxuBaroias Tepanus

Anmuxoazynanmal u 0e3azpezanmal

[Toxazanus U1 Ha3HaYeHUs opasibHbIX aHTUK0aryassHToB (OAK) y 6onbubix JII' cBA3aHbI
C TpaJULIMOHHBIMU (AaKTOpaMU pPHCKa BEHO3HBIX TPOMOOSMOONUI, TaKUMU KaK cepaeyHas
HE/I0CTaTOYHOCTh, MAJIONOJBI)KHBIM 00pa3 >KU3HU, a TaKKe IMPEApPaCIONOKEHHOCThIO K
TPOMOOTHYECKMM M3MEHEHHUSIM B JIETOYHBIX COCYJaX- MHKPOLMPKYISTOPHOM pycie H
AIACTUYECKUX JIETOUYHBIX apTEePHUsX.

bnaronpustasie »hdextesi OAK y Oompubix JII' mokazansl B OJHOIEHTPOBBIX
PETPOCHEKTUBHBIX HccienoBanusax y OombHbix ¢ WIIIT  u JIAI' BcrneactBue mnpuema
aHOPEKTUKOB. B Hacrosiee Bpemsi ux HazHaueHHe NokazaHo OoibHbIM ¢ WJIT, Hacnemyemoit
JIAT, accomuupoBannoit JIAIT Ha d¢oHe mpuema aHopekTukoB. lleneBoil ypoBeHb

MeXIayHapoaHoro HopManuzoBanHoro otHomeHus (MHO) npu WII' cocrasnser 1,5-2,5. Ilpu
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npyrux ¢opmax JII' pemenne o HazHadyeHuu OAK M0DKHO B KaXAOM Clydae MPUHUMATHCS
WHIUBUIYaTbHO Ha OCHOBAaHUHU OIIEHKH COOTHOIICHHS PUCK/3PPEeKTUBHOCTh. B wacTHOCTH, Y
OonbHBIX ¢ moprojerouyHor JII' BBICOK PHUCK Pa3BUTHA KPOBOTCUCHHS W3 PACHIMPEHHBIX BEH
MUIIEBOJIA.

[Tpu XTOJII" uenessie ypouu MHO Ha ¢done Tepanuu BaphapuHOM COCTABISIOT 2,5-
3,5. B 2013 r. s smedeHus OTOM KaTeropuu OOJBHBIX PEKOMEHJOBaHA TEpaIus
AQHTHKOATYJISTHTOM IPSIMOTO JICUCTBUSA - MIPSMBIM MHTUOUTOPOM (hakTopa Xa puBapokcabanom 15 mr
i 20 mr. TIpoBOIUTE MOHHTOPHHT IIAPaMETPOB CBEPTHIBAHUS KPOBU HE TPeOyeTCsl.

B xauecTBe anbrepHaTUBBI Baphapuny y psaa nanueHToB ¢ JII' ¢ mOBBIIIEHHBIM PHCKOM
KPOBOTEUEHHM WM HE TMEPEeHOCSAIIMX JTOT TMpenapar, pPEKOMEHO0BAaHO HCIOJIb30BaTh
HU3KOMOJIEKYJISIpHBIE TenapuHbl. Hanbonee HOCTYMHBIMU HHM3KOMOJEKYJISPHBIMU TeNapUHAMU
SBJIAIOTCSI HAJOMApUH U SHOKcamapuH. B TeueHue 1-ro mecsua Tepanuu OPUMEHSIOTCS O3Bl
Hagonapuna 15000 UAXa IC 2 pa3a B neHb WM SHOKcanmapuHa |Mr/kr Beca 2 pas3a B JIeHb, B
MocneAyoleM - MeHblnue npodunakruyeckue A03bl: Hagonapud /500 UAXa IC 1-2 pasza B
neHb 1 sHokcanapuH 20-40 mr x 1-2pa3za.

Haznauenue nesarperantoB BO3MOKHO y 0oibHBIX JIAIT, MMEIOMIMX MOJOXKHUTEIHHYIO
npody Ha Ba3opeakTHBHOCTh, mipu HemepeHocumoctd OAK. IlpumeHeHHne KHCIOTHI
areTricanuuuioBoi 75-150 Mr He COMpsHKEHO ¢ HEOOXOIMMOCTHIO JTA0OPATOPHOTO KOHTPOJIA.
[IpenmnodTuTenbHO HCIONB30BAHUE CHEIUAIBHBIX (JOPM acmUpUHA, YTO CBOJUT K MUHUMYMY
PHUCK yIBLEPOreHHOT0 AP deKTa.

uypemuxu

Moueronnble mpenapaThl MO3BOJSIOT YIYUIIMTh KIMHUYECKOE COCTOSIHHUE OOJBHBIX C
JIAT' u pekoMeHIyITCS BO BCEX CIydasx pa3BUTHs JIEKOMIIEHCAIIMM TPABOTO >KETyJ0YKa.
OTcyTcTBHE paHAOMU3ZMPOBAHHBIX HCCIIEIOBAHHUI OCTaBISET 3a KIMHUIMCTaAMU MPaBO BBIOOpa
KOHKpETHOro mpemnapata U J03bl. Jl03bl JMYPETHKOB JOJDKHBI aKKypaTHO THTPOBAaThCS BO
n30exaHue pe3Koro MajeHus oOdbeMa LUPKYIUPYIOLIeH KpPOBH U CHIDKEHHUS apTepuaibHOro
nasnenus. Ilpumensiores nerieBble auypeTuku: ¢ypocemun 20-120 mr/cyTku, 3TakpuHOBas
kucnora 50-100 wmr/cytku, Topacemun 5-20 wr/cytku. llemecooOpa3Ho mpHCOeAMHEHHE
AHTAarOHUCTOB aJbJIOCTEpPOHA: BepommupoH 25-150 wmr, smiepenon 20 mr. Bo Bcex cimywasx
Ha3HAYEHUS JUYPETHKOB HEOOXOJUMO TIIATEIbHO KOHTPOJIMPOBATh YPOBHU 3JIEKTPOIUTOB
KPOBH, @ TaKXKe COCTOSIHME (DYHKIIUU TTOYEK

Okcuzenomepanus

Huzkas carypanust O2 BeHO3HOU KpoBU y 00sbHBIX JIAI CBsi3aHa ¢ HU3KUM CEPACUYHBIM

BeiOpocom (CB) mnpu HE3HAUMTEIHHOM HAapyIICHHEM BEHTUISAIIMOHHO-TIEP(PY3HOHHOTO
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cooTHomeHusl. bonpmmHCcTBO mnanueHToB JIAIT HMMEIOT HE3HAYUTENbHYIO apTepHAIbHYIO
TUIIOKCHI0 B Tokoe. Mckmrouenuem siBisiroTcs nanueHTtsl ¢ JIATT Ha done BIIC, y koTopbix
BCJIC/ICTBUE IIYHTUPOBAHHUS KPOBU  CIIpaBa-HAJIEBO  pa3BUBAaeTCs  pedpakrepHas K
KHUCJIOPOJIOTEpANNK TUIMIOKCeMHUsl. J(omosHUTENbHAsS OKCUT€HOTEpanusi B HOYHBIE 4Yachl HE
OKa3bIBAaCT BIMSHUA HA TEUEHUE CUHJIpOMa DW3eHMEHrepa.

OkcureHorepanusi pekoMeHuayercss OombHbIM ¢ JIIT Ha (QoHE XpOHWUYECKOM
obctpyktuBHOM Oone3nu Jierkux (XOBJI), y KOTOpbIX HEOOXOAMMO JTOCTIKEHUE MaPIHATIEHOTO
nasnenust O2 B aprepuanbHoi KpoBu Oonee 8 k ITA Ha npoTskeHnu He MeHee 15 4acoB B CyTKH.
Baxxno nocrosiHHO mogzaep:kuBath carypauuto O2 Ha ypoBHe 90% u Bbime. B amOymnaropHbIx
YCIOBUSIX OKCUTEHOTEparnus HeoOXoAauma i YyIAy4dlIeHHs KIMHUYECKOW CHUMITOMATHKH,
KOPPEKILUHU JiecaTypaluu npu GU3NIecKoil HarpysKe.

Cepoeunvie 2nuKko3udvl u UHOMPONHbIE NPENAPaAnbl

CHIKEHHE COKPATUTENBHOM CIOCOOHOCTH MPABOTO JKETYIO0YKa SIBIACTCS OJHUM U3
BOXHEHIINX MEXaHW3MOB MPOrPECCUPOBAHUS CEPIECYHON HEAOCTATOYHOCTH y O0nbHBIX c JII,
YTO OmpeAenseT NOoKa3aHus i1 Ha3HAYeHHs CEepACYHBIX TIUKO3uI0B. KpaTkoBpemeHHOE
BHYTPUBEHHOE HAa3HAUYC€HME NUTOKCHMHA Yy 00nbHbIX ¢ MJII' BBI3BIBa€T HEKOTOPOE MOBBILIICHUE
CB, a Takxe COmpOBOXKIACTCS CYIIECTBEHHBIM YMEHBIIICHHEM YPOBHSI HOpaJIpeHAINHA B KPOBH.
JlaHHbBIE O pe3yabTaTax ATUTENBHOTO JeueHus 0ombpHBIX ¢ JII' cep/ieuHbIME TIMKO3UAaMU MTOKa
orcyrcTBytoT. Hasznauenme npurokcuHa 0,25 Mr/cyTku MoxkeT OBITh PEKOMEHAOBAHO st
YPEKEHHUS JKEITYT0YKOBOT'O PUTMA TIPH HAJKETYTOYKOBBIX TAXUAPUTMHUSIX.

Hobyramun y 6onbHbIX ¢ JII' Bconp3yeTcs UMb B TEPMUHAIIBHON CTaIUU 3a00JI€BaHUS

" B pAAC CIIydacB MO3BOJIACT JOCTUYDb CT8.6I/IJ'II/138.I_II/II/I COCTOSAHHUA

7.2.2. Cnenuduyeckasi Tepanus

Anmazonucmul Kanvyus

BazokoncTpukTiBHas Teopus natoreresa JII' 6a3upyercs Ha npucyTcTBUM runepTpoduu
MEIUU B JIETOYHBIX apTEepUsAX MU aApTEpUONIAX, & TAKKE CHWKEHHMM JIETOYHOIO COCYIUCTOTO
CONIPOTHBIIEHUS NPU HA3HAUYEHUU Ba30AMIATaTOpOB. OUEBHUJIHO, TOJBKO Y MEHBIIEH YacTH
6onpHbIX JII' mpu Ha3HaueHUMM Ba30AWUJIATATOPOB, B YACTHOCTH aHTaroHUCTOB KaJbI[Uf,
BO3MOJKHO JOCTHYb KIIMHWYECKH 3HAYMMOT0 CHUKEHUS JABJICHUS B JIETOYHOU apTEPHH.

BnaronpusTHble KIMHUYECKHE W MPOTHOCTHYECKHE 3((EKThl aHTArOHUCTOB Kb,
NPUMEHSEMBIX B BBICOKMX J03aX y OonbHbIX JII' ¢ monokuTenbHOW OCTpoil mpoboi, Obun
ITOKA3aHbl B OJTHOLIEHTPOBBIX HEKOHTPOJIMPYEMBIX HCCIIEOBaHUAX. K 4ynciy peKkOMEeH0BaHHBIX
B HACTOAIIEE BPEMs AHTArOHUCTOB KalbIMsl OTHOCATCS [Ba Ipernapara - HU(PEIUNNH U

JTUIITHA3EM.
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Bei6op B MOdB3y OMHOTO M3 HUX OINPEACNSICTCS HMCXOTHOM YacTOTOM CEepIACHYHBIX
cokpaineHuii. ITanpenTaM ¢ 9acTOTOM CEpACUHBIX COKpalleHH B MoKoe MeHee 80 yaapoB/MuH.
ClIeIyeT PEeKOMEHIOBaTh HU(EAUIMH B TPOJIOHTUPOBAHHBIX (POpMax, a TakkKe AaHTArOHUCTHI
Kanplus auruaponupuanHoBoro psaa |l moxonenus. AmiiomunuH sBisSIeTcs IpenaparoMm
BbIOOpa Mg marueHtoB JII' ¢ sBiIeHUsAMH IPaBOXKETyIOYKOBOW CEpJECYHON HENOCTaTOUYHOCTH.
CyrouHble 03Bl MpenaparoB, JAoKazaBiiue 3()(PEKTUBHOCTb, IJOCTATOYHO BBICOKHE: IS
nupenunura- 120-240 mr, s ammoaunuua - 10 10-15 mr. [Ipu oTHOCHTETHHOW TaXWKapIUU
(vacToTa cepAeuyHBIX COKpalleHuil B mokoe Oonee 80 ymapoB B MHUHYTY) cJeIyeT OTIAThb
npeArnoYTeHrne quitnasemy B nose 240-720 mr.

Tabnuna 5. BbIOOp aHTArOHMCTOB KAJAbIUSA MPHU JIETOYHOH T'UNepTeH3u I

npenapar cTapToBas 1032 CyTO4HasI CyTOYHas CyTOYHas
MI/CYT. 71032 MpH 71032 MpH 71032 TIpH
CIJTA<50 CIJIA CIJIA>100
MM.PT.CT. 50-100
HU(ETUIHH 20-40 40-60 80-120 120-180
(mpomoHTHPO-

BaHHBIC (POPMbI)

aAMIIOJUTINH 2,5-5 10 12,5 15
JIALUAUINH 2-4 4 4-8 8
WCPaIUTIUH 2,5-5 7,5-10 10-12,5 12,5-15
JUITHA3EM 30-60 120-180 180-240 240-360

TutpoBaHue 1036l MpenapaTa JOHKHO MPOBOJUTCS MOCTENIEHHO B TEUEHHE HECKOIBKHUX
HeZeNb 10 MaKCUMallbHO MIEPEHOCUMBIX. MIHOTa CCTeMHas TUIIOTOHHUS, OTEKU TOJIEHEH U CTOI
IIPETATCTBYIOT YBEIIMYEHUIO TO3BI.

Baxmuo MOAYCPKHYTh, YTO TCpAllMd aHTArOHUCTAMM KaJIbOWA OJOJKHA HAYWMHATHCA IO
CTPOTUM TeMOJIMHAMUYECKUM KOHTPOJIEM TOJIbKO 00nbHBIM JIAT, oTBeuaromuM Ha MPUMEHEHNE
Ba30IMJIATaTOPOB B OCTPOii Ipode. Tepanusi aHTarOHUCTAMH KallbIMsl MOKA3aHA: TAlUEeHTaM C
CepJIeYHbIM HHJEKCOM Oomee 2,1 W/MuE/M? W/an caTypanuei BEHO3HOW KpoBu Ooisee 63%
n/nnn JaBJICHUEM B IIpaBOM NPEACEPINU MCHEC IOMM.pT.CT. U C INOJOXKHUTCIBHBIM OTBECTOM Ha
OCTpO€ Ha3HAUYCHHE BaszoaAWiaTatopa. llamuMeHThl, HAWIydImuM o0pa3oM pearupymooliue Ha
Ha3HAYeHHE AHTArOHHMCTOB KaJbIUs, KaK MPaBUJIO, JEMOHCTPHPYIOT CHUKCHHE [aBICHUS B
JIETOYHOM apTepUU U JETOUYHOTO COCYAMCTOTO compoTuBieHUs 110 50% OT UCXOIHOTO, YacTo J0

HOPMaJIbHBIX 3HAYEHUU.
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VY manuMeHToB ¢ CepIeYHBIM HHAECKCOM Oonee 2,1 /MuB/M? u/unu caryparuenr 02
BEHO3HOI KpoBH Oojee 63% u/uinu JaBieHHEM B MpaBoM mpeacepauu MeHee 10MM.pT.CT. u ¢
OTpULIATENILHOM  OCTpoil MpoOOil ycmex Ha3HAYEHHs] Ba30JWIATATOPA MAJOBEpOSiTeH U
MOJKET BBI3BaTh MOOOYHBIE (P (PEKTHI.

IIpu cepaeynom uHaekce meHee 2,1 W/muE/M? w/inm caryparueid O2 BEHO3HOW KPOBH
MeHee 63% u/wim JaBjIeHUEM B TIPaBOM Mpeacepanu 6osiee 10MM.pT.CT. aHTarOHUCTHI KaJIbIIUS
a0CcoJIIOTHO NPOTHBONOKA3aHBbI.

Tomeko 10- 20% OGonpHBIX JIal” UMEIOT MOIOKUTENBHYIO TPOOY C Ba30MIATATOPOM, H3
HUX JIMIIb Yy TOJOBHHBI YAaeTcsd NOJJepXKaTh KIMHUKO-TeMOAMHAMHUYECKUd 3PdexT mnpu
JUINTEIPHOM Ha3HAUYEHUU aHTaroHUCTOB Kanblus. Oco0oe BHUMaHHE CIEAyeT YACNATh
KOHTPOJIIO 32 CTA0OMIIBHOCTBIO JocTuraemMoro 3ddekra. Y 60npHBIX ¢ NI Ipu MOIT0KUATETHHON
octpoii mpobe cmyctss 3-4 Mecslla IOCTOSHHOHW Tepanvl aHTarOHUCTaMH  KaJlbIUs
pexkomMeHayeTcst 00s3aTelIbHOE IPOBEJCHHE KOHTPOJIbHOM KaTeTepu3alMd IpaBbIX OTAEJIOB
cepaua s oueHku 3 dexTuBHOCTH U 0€30MacHOCTH MpoBoAUMO Tepanuu. [Ipu HeagekBaTHOM
orBere - HepocTwkenuu | wmm |l OK (BO3), oTcyTcTBHH CYLIECTBEHHOIO YIIyYIIEHUS
reMOIMHAMHYECKUX TOKa3aTee - JOIDKHA OOCYXJaThCsl Koppekuus Tepanuu. HasHaueHwe
aHTaroHUcToB Kanbliug 0e3 nposeneHuss OPII unu orpunarensHoit OPII ypeBaTo pa3BuUTHEM
TSOKENBIX MOOOYHBIX AS(PPEKTOB - THUIOTOHUM, CHHKOIE, IPaBOKEIYA0YKOBOM cepledHoil
HEJ0CTaTOYHOCTH.

VY 6onbubix ¢ JIAI' Ha ¢pone C3CT TecThl Ha Ba30PEaKTUBHOCTb YacTO HE IO3BOJISIOT
YCTAaHOBUTH BO3MOXHYIO 3 (EKTUBHOCTh JUINTEIbHOW Tepanuu aHTarOHUCTOB KalbLMs, a
BBICOKHE J103bI MTOCIEIHUX MJI0X0 NepeHocsaTes. braronpustHeie 3 QeKTs! IUTENbHON Tepanun
AHTarOHMCTAaMHU KaJIbIUs B BBICOKUX J103aX MOKa3aHbl aersam ¢ UIT.

Ilpocmacnanounst

[TpocTarnanauHbl - NEpPCIEKTUBHAS TPYIIIBI IPENapaToB MOMUMO Ba30UIaTHPYIOIETO,
o0JIaJlaloT aHTHUArperalioOHHBIM W aHTUNpoJudepaTuBHbBIM aAeWctBueM. III' - 31O rpynma
JUMUIHBIX COCIUHEHUH YHUKAJIBHOM CTPYKTYphl, OO0pa3yeMblX U3 €IWHOro cyOcTpaTa
apaxuJ0HOBOW KUCIOTHL. B ¢dusmnonornvyeckux ycnosusx III7 gBnsroTcss MeanatopaMyu MHOTHX
O6uonornueckux QyHKIHMHI, B TOM YUCIIE YYaCTBYIOT B PETYJISIMU COCYIUCTOrO TOHYCA.

[Ipocrarnanaun  El (IITE1) - Basommnarupyronmii [,  oOnamarormii
aHTHArperalioHHbIM M aHTUNpoIUdepaTUBHBIM JeiictBueM. OT1oT mnepBbiid I, koTopsIi
nokasan 3¢ ¢deKTuBHOCTh npu JiedeHuu OosbHbIX JII'. brnarogaps odyeHb KOpOTKOMY HEpUOAY
noyiyBeIBe/IeHUsT (3-5MHUHYT) BO3MOXKHO OBICTpOE TUTPOBAHHME O3Bl JO MaKCUMalbHOU

BEJIMYUHBI, U MIPU HEOOXOUMOCTH TTOYTH MOMEHTAJILHO OCTaHOBUTH JeiicTBre mpemnapara. 90%
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npernapaTa HHAaKTUBUPYETCS B JIETKUX, TIO3TOMY IIPH BHYTPUBEHHOM BBEICHUU €TI0 MOCTYIUICHHUE
B OOJIBIION KPYT KpOBOOOpallleHusl KpailHe Majo, BCIEICTBUE YEro HE OTMEUYAETCs BIPAKEHHON
CHUCTEMHOM TUIIOTOHUMU.

Hamnune antmarperanmonnoro s¢dexra nemnaer IIIE1l mpuBnexarenbHbIM ¢ yueToM
BBIPXEHHBIX HApyIICHUH B cUcTeMe remoctaza y 6onbHbIX JII'. Hambonee nmpuemnema cxema
Tepanuu: IMpu KOTOopoi Hebosbmas mo3a 5-10ur/kr/muH. [IpenapaT Ha3HavaeTcsi BHYTPUBEHHO
KareabHO cO CKOpocThio S-30Hr/kr/mMuH. KypcoBoe nedeHne mpenaparoM B CyTOUHOH o3¢ 60-
80MKT B TeueHHe 2-3 HeJeNb ClIeayeT MPOBOAUTH HA (POHE JATUTEIHHON Tepanuy aHTarOHUCTaMu
Kanplusa. Bo3MokHble 1MoO04HbIE 3(PPEKThl TMIIOTOHUS, THIEPTEMHs JHIA, TOJOBHbIE OO0JIH,
00111 B 00JIaCTH cepAlla HEOMPEIeIEHHOTO XapaKkTepa, 00JIM B )KUBOTE, TOLTHOTA, AUAPES).

[Mpocranukiauna (mpocrariganauH 12)- MONIHBIA SHIOTCHHBIH Ba30AMIATATOP C ICIBIM
CIICKTPOM JIOTIOJIHUTENBHBIX 3(PQPEKTOB - aHTHArperallioOHHBIM, AHTHIPOIU(EPATHBHBIM U
HUTONPOTEKTUBHBIM, KOTOPHIE HAINpaBIEHbl HA MPEIOTBPAIICHUE PEMOJCITUPOBAHMS JETOYHBIX
COCY/IOB: YMEHbIIIEHHE TOBPEXKACHUS SHIOTEIHAIBHBIX KJIETOK U THIEPKOAryJISIIUUA. Y OOJIbHBIX
c JII' pa3nuuyHOW STHUONOTHMU JOKA3aHO HAPYIIEHUE NPOAYKIHMHU TMPOCTANUKINHA, O YeM
CBUJICTEIILCTBYET CHIIKEHHUE OSKCIPECCHUU TMPOCTAIUKIMHCUHTA3bl B JIETOYHBIX apTEpUsX,
YMEHBILIEHNE IKCKPELIUU META0O0JUTOB MPOCTALMKINHA C MOYOH. DTO sABIIsAETCS 00OCHOBAHHUEM
JUTSL UCTIOJIB30BAHMS MPOCTAIMKIIMHA U €r0 aHAJIOTOB Uil JiedeHus narueHToB JII', xots no cux
IOp HE YCTAHOBJEHO, SBJIAETCS JIM HApyLUIEHHWE MPOAYKIMH NPOCTAUMKIWHA MPUYUHON WK
cnencreuem JII'.

B nocnemnue TOMBI TNpUMEHEHWE TPOCTALMKIMHA B  KIMHAYECKOW TMPAKTHUKE
pacmMpmwioch 3a CUeT CO3JaHMsl €ro  CTa0MIBHBIX  aHaJOrOB C  Pa3IMYHBIMU
(hapMaKOKUHETHUECKUMU 0COOCHHOCTSIMH, HO KaueCTBEHHO CXOJITHBIMHU
(hapMakoIMHAMUYECKHUMH CBOMCTBAMHU.

HNaonpoct - XUMHYECKH CTAaOWIBHBIM aHAJIOT MPOCTALMKINHA JUIsi BHYTPUBEHHOTO
MPUMEHEHUS, Ha3HAYCHUs PEer 0S B a’po30sibHON (opme mist unransuuid. [locnenuss dopma
obecrnieunBaeT OONBINYIO CENEKTUBHOCTH IMpernapaTa B OTHOIICHHWU JICTOYHOW IUPKYISIuu. B
Halmed CTpaHe WHTASIUOHHBIN WMIONMPOCT- A3TO E€IWHCTBEHHBIM aHAJOT MPOCTAIUKIIMHA,
PEKOMEHIOBAaHHBIN NJIsl JISUCHUsST cpemHeTshKenon u Tsokenoit dopwm JII: WMIIT, macnemyemoit
JIAT, JIAT' Bcnencrteue C3CT, JIAI' Ha ¢oHe mnpuema JeKapCTBEHHBIX IIPENapaTos,
HeonepabenbHbIx Gopm XTIJIT.

O} PexTuBHOCTD WJIOMpocTa OLIEHHBAJIACh B PaHAOMU3HPOBAHHOM,
maneookorTponupyemom uccienoBannn AlR-1 y Gompabix JIAIT u XTOJII'. TloBTOpHBIE

UHTAJIILUU B TE€YEHUE JTHS IPOBOIWINCE 6-9 pa3 mo 2,5-5 MKr Ha uHraxsmuto (B cpeasem ao 30
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MKI B cyTkH). Ilpu wucnonbp3oBaHMM OOBIYHBIX HEOyIal3epoB AJIUTENBHOCTh WHTAIALNN
cocraBisieT 15MuH, npuMmeHeHue Y3-HeOynai3epoB IO3BOJIIET YMEHBIIUTh BPEMSI MHTAJISIIAN
10 SmuH. Mnonpoct ymydiman KIMHUYECKYI0 CHUMIOTOMATHKY, TOJEPAaHTHOCTh K (DPU3NYECKUM
Harpyskam, Bausul Ha JICC, wacrory kimHHUYeckux coObiTHil. B mccnenosanun STEP y 60
00JIbHBIX, NMPUHUMABIIMX OO3€HTAaH, MPHUCOEAMHEHUE WIIONPOCTAa MPUBOAMIO K 3HAYUMOMY
yBenudeHuto auctannuu B TOMX (p< 0,051) o cpaBHeHuto ¢ miane6o. Mmonpoct otaudaercs
Xopouiel nepeHocuMocTbio. Hanbosee uyacTeiMu moOoYHBIME 3¢ deKTamMu ObUIM NPHIUBBL U
0011 B YENIOCTH.

B anurensHOM HEKOHTpOIMpyeMOM ucciefnoBanuu 25 OonbHbIX ¢ WJIIT nedwmmch
UHraAHOHHBIM  wionpoctoM  100-150mkr/cytkn Ha mpotrsbkeHud 1 roga. B pesynbrate
nedeHus: yBenuuyeHue auctaHuuu B TO6MX cocraBuno 85m, cpemnee JIA  cHu3MiOChH, B
CpellHeM, Ha 7 MM PT.CT., CEepJIeUHbIN BBIOpOC yBenuumics Ha 0,6 J/MuH. /M.

BuytpuBenHnass mHQY3HUs HIONPOCTa CUYUTACTCS COMOCTABHUMOHN MO I(PQPEKTUBHOCTH C
AMOMPOCTEHOJIOM, YTO OBLJIO MOKa3aHO B cepuu HeOousblux uccnenoBanuil npu JIAL, XTOJIT.
O4eBHIHBIM TMPEUMYIIECTBOM BHYTPUBEHHOTO WIIONPOCTA SBIAETCA CTAOMIBHOCTH MPHU
KOMHATHOM TeMIIepaType u OTCYTCTBUE MOTPEOHOCTH B oxyaxaeHnu. OJHAKO B HAIIEH CTpaHe
sTa (hopma npenapara ais nedenus JII' He 3apeructpupoBaHa.

Anmazonucmul peyenmopog noomenuna (AP3)

OHporenus-1 (OT-1)- 9T0  menTUx  SHIOTEIHATBHOTO  HPOUCXOXKICHHS,
XapaKTepU3YIOMINICS MOUTHBIM Ba30OKOHTPUKTOPHBIM U MUTOT'€HHBIM CBOMCTBAMU B OTHOIIEHUU
IJIaJIKOMBILIEYHbIX KJIeToK. DT-1 cBs3bIBaeTcs ¢ AByMsl TUNaMu peuentopos- tuna A (OTA),
JOKAIHU3YIOIUMUCS Ha TIIAJKOMBIIIEUHbIX KieTkax W Ttuna B (OTB), mokanusyromumucs Ha
SHIOTENUATBHBIX M TJAJKOMBIINIEYHbIX KieTKax. AxktuBaimus OTA- u  OTB-peuentopos
IJIAJJKOMBILIEYHBIX KJIETOK BBI3bIBAET BA30KOHCTPUKTOPHBI M  MHMTOT€HHBIM 3(QeKT.
Crumynsauus OTB-peunentopoB cnocobctByer knupeHcy OT-1 B JIerKux, YBEIMUYEHHUIO
MPOAYKIIMH OKCHJA a30Ta M OCBOOOXIEHUIO MpocTanukinHa. MccnenoBanus sxcnpeccun DT-1
B JITOYHOM TKaHU IOATBEP)KJIAIOT €ro pojb B mnaroreHesze JII', olHAKO HE yCTaHOBIEHO,
SIBJISIETCSL JIM TOBBbIIEHHAsT mpoaykiusa OT-1 mpuumnod wnm cinencreueM JII. AkTuBanus
cCUCTeMbl OBHJoTennHa Yy OonbHbIX JII' sBAsieTcss oOOCHOBaHMEM MJii  MCHOJIb30BaHUS
AQHTarOHUCTOB PELENTOPOB K DJHJIOTENMHY, Onokupyromux OTA - peuentopsl Wid
OJTHOBpeMEHHO 00a Tumna perentopos - OTA u OTB.

bo3enTan - nmepBelil nOpenapar u3 kiacca APD  HeceneKTMBHOro JAEHCTBHS,
Oylokupytonuii 006a THMa penentopoB. B paHaoMU3npoBaHHBIX HUCCIEAOBAHUAX Y 00MbHBIX JIIT

npenapam TPOASMOHCTPUPOBA CIIOCOOHOCTh yIydIlaTh TOJEPAHTHOCTh K (U3HUECKUM
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Harpy3kaMm, DK, remonmHamuueckue M 3XOKapaAMOrpapuUuecKue IapaMeTphl, YBEIUYUBATbh
BpeMs 10 pa3BUTHsI KIIMHUYECKOro yxyaueHus. B HacTosmee Bpems 3¢ (heKTUBHOCTh O03eHTaHa
nokazana y OombHbix ¢ WIII, JIAI' ma ¢one C3CT, cunmpome DiizeHMeHrepa B 5
PaHIOMU3UPOBAHHBIX  HCcienoBaHusX (mwiotHoe wuccieaoBanue 351, BREATHE-1,
BREATHE-2, BREATHE-5, EARLY).

B uccnenoanun BREATHE-1 mamumenter ¢ WJII m JII' mHa ¢one C3CT  Obumm
PaHIOMU3UPOBAHKI B cooTHomeHn! 1:1:1 st momydenus 62,5 mr 6o3eHTaHa WiM Iuianedo aBa
pasa B JicHb B TeueHue 4 He/lelb, 3aTeM COOTBETCTBEHHO 125 mr mnu 250 Mr 1Bakbl B J€Hb B
tedyeHue 12 Henens. [Ipu npuMeneHnn 0o3eHTaHa B 00EHX IPYIIAaX OTMEYAIOCh CYLIECTBEHHOE
yAydllleHue TeMOAMHAMUYECKUX [1apaMeTpoB, IUCTaHUUM B TecTe 6-MX, KIMHUYECKUX
MCXOJIOB, 4TO OBLIO 00JIce BRIPAKEHO TPpH J103¢ 250Mr 1BaXk/bl B ieHb y 00ibHbIX ¢ WJIT (+54m
1 +35M COOTBETCTBEHHO B rpymmax 00abHbIM, NpuHUMaBmKuX 250 Mr 2 pasa u 125 mr 2 pasa).
Boinee BeipaxenHsiid a3gdexTt nHadbmomancs y 6onbpabx ¢ I o cpaBaennto ¢ rpynmnoit C3CT
(+46M B rpymme akTUBHOIO J€YEHHs U+3M COOTBETCTBEHHO). IlOBbIlIEHHE TOJEPAHTHOCTH K
Harpy3kaMm COXpaHsuIoCh y OOJIBHBIX IpH JICYEHUM Ha MPOTSHKEHUU Oosee OJHOro rojaa u
ACCOLMHUPOBAIIOCH C YIYUIICHUEM FeMOJUHAMUYECKUX napameTpoB 1 PK.

Ha ocHoBaHMU pe3ynbTaTOB JIBYX 3aBEPIIUBIINXCS PaHIOMH3UPOBAHHBIX UCCIICTOBAHHIA,
B KOTOpbIE BKIIOYAIUCh TOJIbKO O0nbHbIe ¢ || ®K win cunapomom Dif3eHMeHrepa, npenapar B
HacrosIee BpeMsi pekoMmeHoBaH i 601bHbIX ¢ |IOK u npu JIAT Ha ¢oHEe BpOXKIESHHBIX
CHUCTEMHO-JIETOYHBIX IIYHTOB W CHHJApoMe OW3eHMeHrepa. HawanbHas po3a 0Oo3eHTaHa
coctaBysier 62,5 mr 2 pasa B cyTku. CrycTs 4 He[lenu /103a JOJDKHA YBETUYUBAThCs 10 125 mr 2
pasa B CyTKH.

VYV nmereii no3a Oo3eHTaHa THUTpPYeTCs B 3aBUCHUMOCTH OT Beca. B OTKpbITOM
HEKOHTpOJHMpYyeMoM ucciienoBanun y aereii ¢ JIAI' B Bo3pacre 4-17 ner (BREATHE-3)
yllydllleHue TeMOANHAMMYECKUX MapaMeTpoB Ha0moaanoch K 12 Hezgene jgeyeHus: 003€HTaHOM B
BUJIE MOHOTEpANHH WIK B KOMOMHAIIUYU C STIOMPOCTEHOJIOM.

[ToBblIeHMEe ypOBHS TpaHCaMHMHA3 OTMedaercss mnpuMmepHo y 10%  OGonbHBIX
JI0303aBUCUMO M OOpaTHMMO IIOCIIe YMEHBIICHHWs [03bI WM OTMEHBI Tpemapara. Hambonee
BEPOSITHBIM MEXaHU3MOM JICHCTBHsI 003€HTaHAa Ha YPOBEHb MEYCHOUYHBIX (DEPMEHTOB SIBIISETCS
710303aBUCUMasi KOHKYPEHIIHSI C KETYHBIMU COJISIMH, YTO MPUBOJUT K MX 3a/€pKKe, OKa3bIBas
Ha rernaTolUThl IMTOTOKCUYHBIN 3¢ dekt. Pekomennyercs: exemMecsyHbIii KOHTPOJIb 32 YPOBHEM
TpaHCAMHHA3 B KPOBH Ha (POHE Teparuu O03EHTAHOM.

PexoMeHnyeTcs Ha3Hau€HUE Tpernapara B CTapTOBOW 103€ 62,5 Mr ABaXKIbl B CYTKH C

MOoCJICAYIOIUM YBCIIMUCHUCM J103bI 10 125 mr ABa pas3a B ICHb NIOA THIATCIbHBIM CKCMCCAYHBIM
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KOHTposieM (hepmeHTOB neueHu. Y OonbHbIX JII' 603eHTaH MOXKET BBI3BIBATH Pa3BUTHE aHEMMUH,
4TO TpeOyeT KOHTPOJIA YpPOBHEHl TreMOorioOMHa U TeMaTOKpUTa KpPOBH, a TaKXKe 3aJepKKy
KHUJIKOCTH C TOSIBIICHHMEM Mepu(epruuecKuX OTEKOB. Y JKEHIIMH, NPUHUMAIONMX OO03EHTaH,
Heo0Xo/MMa aJieKBaTHAss KOHTPAICTLHUS C y4EeTOM BO3MOXKHOTO TepaTOreHHoro s¢¢ekra. B
Hamed cTpaHe OO03eHTaH pekoMeHaoBaH g JjedeHuss OonpHbIXx WJII, JIAIT BcnencrBue
CUCTEeMHON CKJepoJepMuu 0e3 CYIIECTBEHHOro Jeroynoro ¢ubpo3a, MpU CHHIPOME
DOli3eHMeHrepa.

AMOpu3eHTaH - Hecylnb(GOHAMHIHBIA APD, TpoW3BOAHOE NPONMAHOECBON KHCIOTHI,
CEJICKTUBHBIA aHTaroHUCT peLenTopoB HHAoTennHa Tuna A. [lpemapat wuccnemoBaincs B
MUWIOTHOM H JBYX paHaomMusupoBaHHbIX uccienoBanusx ARIES-1 u ARIES-2. ¥V 6onbHBIX €
WIIT, JII' na ¢one C3CT m BHUY-undexumun nokazan 3PQPeKTHBHOCTh B BHJIE YIYULICHUS
KIIMHAYECKOW CHUMIITOMATHKH, TEMOJIWHAMHYECKUX ITapaMeTPOB, MOBBIIICHHUS TOJIEPAHTHOCTH K
Harpy3kam, yUIMHEHHH BPEMEHH JI0 Pa3BUTHA KIMHUYECKOTO yxynameHus. [1o MeHbIeil mepe,
B TeueHue | roja mocTosTHHON Tepanuu 3TH 3G(HEKTHl COXPAHSIIHCH.

AMOpU3EHTaH pEKOMEHJIOBaH sl JjiedeHus OoibHBIX c JIADT nmus  ynydiieHus
MEPEHOCUMOCTH  (pU3MUYecKOW Harpy3Kd, 3aMeIJICHHs MPOTPECCHPOBAHUS  KIMHUYECKUX
CUMIITOMOB. B KIMHHYECKMX WCCIIEIOBAaHUAX ycTaHOBIeHa d()(EeKTHUBHOCTH Ipemapara
npeumytiecTBeHHo y manuentoB UJIT, nacnenyemoii JIAT, JIAT Bcnencteue C3CT ¢ @K II-111.
PexomeHnoBaHHas /103a cocTaBisieT SMr 1 pa3 B CyTKHM € BO3MOXKHBIM yBeJIM4eHUEM /10 10mr.
UYactora Hapymenuit ¢yHkuuu nedeHu cocrtasisier 0,8 mo 3%, uro TpeOyeT exeMecsuHOro
KoHTpoJsl. Ha ¢poHe Tepanuu aMOpU3eHTAaHOM Yallle M0 CpaBHEHUIO ¢ ApyruMu APD BO3HMKAIOT
nepudepuyecKie OTeKH.

Oxkcuo azoma u uncudéumopwt pocghoouscmepaszvt muna 5

Oxkcupn a3ora - MOIIHBIM AHIOT€HHBIN Ba30WJIaTaTOP, CEJIEKTHUBHO JEWCTBYIOUIMI Ha
cocyabl Manoro kpyra kpoBooOpamienus. Oxcuy azora (NO) oOpasyercs u3 L-aprunuHa npu
noMoInu Kanbluii-3aBucuMoii NO—cunrasel. AuddyHaupys depe3 aabBeoNsIpHYIO MeMOpaHy,
NO momamaer B TIJIaJKOMBIIIEYHbIE KJIETKM apTepUil M apTepHoi, TMOBBIIIAS YPOBEHb
nukiamdeckoro ryadosuH-ochara (I M®D). Tlocmemnuii 3amyckaeT Kackaa peakIvi,
MPHUBOMSIINX, B KOHEYHOM CYETE, K CHI)KCHHUIO TOHYCA TIIaIKOM MYCKYJIaTyphl COCYIOB. 3aTeM
NO nmnoctymaer B CHCTEMHBIH KpOBOTOK, TIJIe HWHAKTHBHPYETCS IIyT€M CBS3bIBAHUA C
OKCUT'e€MOTJIOOMHOM ¢ 00pa30BaHUEM METTeMOTJIOONHA U HUTPATOB.

[Mpu JII' napymaercs cuaTe3 NO. B xierkax osHporenmus OombHeix WJII mpm
MMMYHOTHCTOXUMHUYECKUX HCCIIEJOBAHUSIX MOKA3aHO CHMIKEHUE IKCIPECCHUU SHAOTEIHATIbLHOU

NO-cunTazel. Ha oOpa3zoBanue oOKcuaa a3oTa BIUSIOT MHOTOYHCIEHHBIE (aKTOpPHL. ITO
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skcripeccuss  TeHa  NO-cunTaszpl, akTuBHOCTH  NO-cuHTazer u  (dochomudcrepassi,
obecrneynBalOIUX peryaauuo npoaykiuuun ul'M®, [NOCTCHHTETHYECKOE OKHCIIEHHE OKCUIA
azota. Takum oOpazom, s nedenust JII' Bo3MOXHO wucmosib3oBaHue uHraNsmoHHoro NO,
cyOcTpara i ero cuHTe3a - L-aprununa, a Takoke HHruOuTopoB (pocdoauscrepasbl.

B 80-¢ roger maHramsuuonHbii NO wucmonbs3oBanics ¢ menbto mposeaeHus ODIT mis
OLIEHKU PEAKTUBHOCTH JIETOUYHBIX COCY/JIOB U BBISABIIEHUS OOJBHBIX C MOTEHIMAIBHO IO3UTHBHBIM
apdexkroM BazoamnaTatopoB. OmMHMCAaHBI Clydau UIUTENBHOTO 3((EKTHBHOIO M 0€30MacHOTO
NPUMEHEHHUST WHTASIIMKA OKCHIA a30Ta MakcuManbHo 10 1,5 mer y Oombubix WJII. B
CTalMOHAPHBIX  YCJIOBUSAX OosbHbIM JII'  pexkomeHnayrorcs 2-3-X  HeEIENbHBIE  KYpChl
MHTSIMOHHOT0 oKcuaa azora 20-40 ppm B TeyeHue 5-6 4acoB B CYTKH.

Cuagenadua - MOIUHBIM  cenekTuBHBIM  uHruourop  ul' MdD-3aBucumoit
dbochomurcrepazpl  (tum  5), mpemorBpamias gerpaganuio 1l M@, BBI3BIBACT CHIDKESHUE
JIETOYHOT'O COCY/IHUCTOTO COIPOTUBIICHUS U MNEPErpy3KH IMPaBOro >Keayaouka. WHrudbutopsl
dochoaucrepassr THHAa 5 (MDIAD-5) obmamator antunposnudeparuBHbiM dhdextom. Tpu
OJIOOPEHHBIX JJIS JICYEHUS SPEKTUIbHOM IUC(YHKIUM mpernapaTta — cuijaeHadui, Taganapui,
Bap/ieHA(WII - BBI3BIBAIOT BHIPAKEHHYIO TMJIATAIMIO JIETOYHBIX COCYI0B. MakCUMyM JelcTBUS
nocruraerca 4depe3 60 muH., 75-90 MuH. u 40-45MHUH COOTBETCTBEHHO. B Haieil crpane amus
neuenust 0onpHBIX JII' onoOpen cunnenadui. K HacTosiemMy BpeMeHHU YK€ HaKOILJIEHbI ITaHHbIE,
JIEMOHCTPHUPYIOIIE €ro XOpOIIYI0 MepeHOCUMOCTh M 3¢ ¢deKkTUBHOCTH Yy OonbHBIX ¢ JII
pa3aMYHON 3THOJIOTMU. B HEKOHTPOIMPYEMBIX KIMHUYECKUX HCCIEIOBaHUAX CHIIIeHa(UI
npumensuics npu WL, JIT', accounnposannoii ¢ C3CT, BIIC, npu XTIJII' B pa3oBbIx 103ax 25-
75 Mr 2-3 paza B CyTKH M BBI3bIBAN YIYYIICHHE T€MOJUHAMUKH, TOJIEPAHTHOCTH K (PU3MUECKUM
Harpy3kaMm. Onucansl pejkue nooouHble 3¢ (eKTl mpenapara - ToJoBHas 00Jb, 3aJ105)KEHHOCTb
HOCAa, IPWJINBBI, HAPYIICHHUS 3PEHHS, JUCTIETICHSI.

B pannommsupoBannom uccienosanun SUPER-1y 278 Gompabix ¢ JIAT, momy4aBmmx
cunaeHagpuwia uutpar B no3ax 20, 40, 80 mr 3 pa3za B CyTKH, OTMEUAJIOCh YIydlleHHE
KJIMHUYECKOW CHMIITOMAaTHKH, T€MOJWHAMHMKH, TOJEPAHTHOCTU K (PU3UYECKUM Harpys3Kam.
OnoOpennas no3a cocrasisieT 20 mr 3 pa3a B cyTku. OHaKO CTaOWIBHBIN dPHEKT JIeueHus
OTMEYaJICS TOJBKO MpU NpuMeHeHUuu 1036l 80 Mr 3 pasa B CyTKH. B KIMHMYECKON IpaKTHKE
yacTto TpeOyercss mosblimeHue 1036l 10 40-80 mr 3 pasza B cytku. B uccnenoBanuu PACES
noka3zaHa 3¢ (eKTUBHOCTh CHIJIeHa(QHIa B COUETAHUN C BHYTPUBEHHBIM SIOIIPOCTEHOJIOM.

Kom0ununpoBanHasi Tepanusi
KomOunupoBannas tepanus npu JIAI- 3T0 01HOBpEMEHHOE MCIIOIB30BaHUE 00JIee YeM

OJHOI'0 KJiaccCa CHGI_II/I(i)I/I‘-ICCKI/IX JICKApPCTBCHHLIX CPCACTB JIA JICHCHHA 6OJH>HI>IX, HaIrrpumcep,
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APD B couerannu ¢ npocranongamu win UDJ[D-5. Bo MHOrMX crienuann3upoBaHHBIX IIEHTpaxX
no nedeHuto JII' xomMOuWHUpOBaHHas Teparus SBJISETCS CTAaHAAPTOM JICUEHUS, XOTS ee
nonrocpodnas 3pGeKTUBHOCTH U O€30MACHOCTH 10 KOHIIA HE U3yUYCHBI.

B cepun knmuHWYECKHX UCCIIEIOBaHUN ObUIO TIoKa3zaHa () (EKTUBHOCTh U OE30MaCHOCTH
pasnuuHbIX KoMOuHanui. B uccnenoBanum STEP-1 12-nepenbHas Tepamusi MHTAISIIAOHHBIM
WJIOMPOCTOM B COUYETAHUU C O03EHTaHOM MPUBOINJIA K BBIPAXKEHHOMY YBEIMUYEHUIO JUCTAHILIUU B
ToMX. [Mocie uHTAISIKMKA WIONPOCTa ee mpupocT coctapisut +26m (p=0,051). [Ipu npoBencHun
TOMX 10 MHraNALMU yBEeTHMUEHHE TUCTAHLIUMHU IO CPABHEHUIO ¢ IUIanedo coctanisio +19m, uro
ObUI0 HenocToBepHbIM. Uepe3 12 Henmenb Tepaluu WIIONPOCTOM HE OTMEYAIOCh 3HAYUMBIX
W3MEHEHUH TeMOIMHAMHYECKUX MapaMeTpoB, OJHAKO BpeMs [0 pPa3BUTUSA KIMHHYECKOTO
YXYALIEHUS yJIy4dlIaJoch IO CpaBHEHUIO ¢ rpynmnoi mianedo (0 coOplTuii MpoTUB 5- B rpymme
mwiane6o). Hanportus, wucciaenoBannue COMBI, B KOTOpOM OIIGHHMBAINCH BO3MOXKHOCTH
KOMOWHUPOBAHHON TEpaIruu WIIOMPOCTOM M OO3EHTAaHOM, OBUIO JIOCPOYHO OCTAaHOBJICHO H3-3a
orcyTcTBHs 3G (deKTa Ha TOJIEPAHTHOCTh K Harpy3kaMm M BPEMEHHU /10 Pa3BUTHUS KIMHHYECKOTO
YXYALIEHUS.

BaxHOo oTMETHTH OCOOEGHHOCTHM TIpM COBMECTHOM IPHMEHEHHH IpenapaToB
cneuupuyeckoit JIAI-tepanmm. Tak, B pamkax wuccienoBanuss EARLY  usydanuch
(dapMaKkOKMHETHYECKHE B3aUMOJeHcTBUS OO03€HTaHAa U CHIJeHaduiIa, KOTOpBIE SIBIISIOTCS
COOTBETCTBEHHO HMHTHOUTOPOM U HUHAYKTOpPOM H30(epMeHTOB 1mmroxpoma P450. Ilpu
COBMECTHOM NPUMEHEHUH KOHIEHTpanus cuijieHadwia CHWXKaercs, a Oo3eHTaHa -
noBelmaercs. Ho 31o He ckasbiBaeTcsi Ha 3¢ dexTuBHOCTH Tepanuu. He ommcano momoOHBIX
B3aHMOJICUCTBUIT MeXK Ty CHiIeHADHIOM U 1ByMs Apyrumu APD (mabruya 6 ).

Tabnuua 6. IloTreHnMaJbHBIE JIEKAPCTBEHHbIE B3auModelicTBUA npu Tepanuu JIAT

JlekapcTBen- Mexanusm B3aunmopeiicTByloniee Pe3yabTaT B3aumopeiicTBus 1
HBbIH Npenapar| B3auMoAelcTBUS JIEKapCTBO peKxoMeHAaluu
AmOpuzeHTaH ? Huknocnopux Co0utoaTh 0CTOPOKHOCTH TP COBMECTHOM
Keronaszon HazHaueHuM ¢ Keronazosom u
IuxnocnopuHom
bozenTan Nunykrop Cunpenadun Konnentpanus CungeHaduna CHIKAETCs Ha
CYP3A4 50%., 6o3eHTana- noseimaercs Ha 50%. He
TpeOyeTcst KOPPEKIUH 103 JIP.JII00bIX JIEKapCTB.
Cyoctpat Huknocnopun Konuentpanus LlukinocnoprHa CHIXKaeTCs Ha
CYP3A4 50%., KoHIIeHTpaIHsI 003CHTaHa-
yBeNM4HUBaeTCs B 4 pasa.
Cyb6ctpar DPUTPOMUTTUH YBenuuuBaeTcst KOHIIEHTpalus bozeHTana.
CYP3A4 [Ipu KOPOTKOM Kypce KOPPEKITHS TO3BI MOXKET
He IoTpeOoBaThCS
Cy6crpat Keronazon Konnentpanus bo3enrana ysennuuBaercs B 2
CYP3A4 paza.
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JlexapcTBeH- Mexanusm B3aumopeiicTBylomiee PesysbTaT B3auMopeiicTBus u
HBI Mpenapar| B3auMoAeicTBHs JIEKApCTBO peKoOMeHAaAnNH
Cy6crpat I'mnbenknamug YBenMuMBaeT BEPOSITHOCTH MOBBILIIEHUS
CYP3A4+ TpaHcamuHa3. [loTeHIMANEHBIA PUCK CHIDKCHHS
HHTAOHUTOP THITOTIMKeMIYecKoro 3¢ dekra
TIOMIIBI rnnberknamMuaa. CodeTanue MpOTHBOMOKA3aHO.
JKETIHBIX
coneit
Cy6crpat ®dyKkoHa3017, 3HaYNTEIHHO YBEJIMYUBACTCSl KOHIIGHTpAIUs
CYP2C9 n AMHomapoH bozenrana. Couetanue nOTEHIMAIBHO
CYP3A4 MPOTUBOIOKA3aHO.
WunykTopsl Pudammnunny, Konnentpanus bo3entana ymeHbIaeTcs Ha
CYP2C9n (eHnTONH 58%. I1oTpeOHOCTE B KOPPEKIINH 0351 HE
CYP3A4 YCTaHOBJICHA.
HNHpyxTops! Wurn6ropsr Konuentpauusa CuMBacTaTiHa CHI)KAaeTCsl Ha
CYP2C9 I'MI'KoApenykra3el 50%. DddexT BeposATEeH NpH Ha3HAYECHUH
ATtopBactatiHa. HeoO6xo1uM KOHTPOJIb YPOBHS
XOJIeCTepHHa.
WunykTops! Bapdapun YBenuunBaeT Metadbosin3m Bapdapuna,
CYP2C9 BBI3BIBACT MOTPEOHOCTH B KOPPEKIMHU J103bI
npenapata. B nauane tepanuu koutpons MHO,
B JaJbHEHIIEM KOPPEKIHUS J103b], KaK IIPaBHIIO,
He TpeOyercs.
WHanykTops! I'opmoHanbHBIE CHiKaeTcst KOHLICHTPAIH TOPMOHOB.
CYP2C9n KOHTPALIENITUBbI Hane:xHOCTh KOHTpaLEIIMY CHUKACTCS.
CYP3A4
Cunpaenadu Cyb6ctpar bozenran Konnentpanusa Cunaenaduna cCHIKaeTcs Ha
b CYP3A4 50%, xoHIeHTpauus 003eHTaHa MOBHIIIAETCS Ha
50%. Koppexkiun 103 mpenapaTtoB MOKET HE
moTpeOoBaThCSI.
Cy0crpat Hurun6ropsr MoXeT yBeTHUUTHCSI KOHLICHTPALHS
CYP3A4 I'MI'KoApenykra3ssr CumBactatuHa/ATopBacTatuHa. Bo3MoKHO
yBEIMYECHUE PHUCKa padIoMHOIH3a.
Konnentpanus Cunaenagpmia MOXeT
HOBBIIIATHCS.
Cy0ctpat WHuruburopsl PuronaBup,cakBUHABUP 3HAYUTEIILHO
CYP3A4 mporeas BUY MOBBIMIAOT KOHIeHTpanuio CunaeHaduia.
TpeOyeTcst KOppeKIMs 03Bl TOCIIETHETO.
HupyxTop dennTonH Konnenrpanus CunaeHaduia MOSKT
CYP3A4 CHIKAThCA.
Cyb6ctpar DPUTPOMUITUH IToBbimaercs koHmentparws CuiaeHaduna.
CYP3A4 YacTto He TpeOyeTCsl KOPPEKITUH JTO3bI
MTOCTIETHETO.
Cyb6ctpar Keronazon IToBbimaercs koHmentparws CuiaeHaduna.
CYP3A4 Yacto He TpeOyeTcst KOPPEKLUH 03B
MOCIIETHETO.
Cy0crpat Humernaun [NoBbimaercs konneHTpanus CunneHadua.
CYP3A4 Kaxk npaBuiio, He TpeOyeTcsi KOPPEKIUH 1035l
MOCIIETHETO.
ul'M® Hutpartsl, BripaxeHHas cucTeMHas TUIIOTOHMS,
HUKOPaHIUI COYETaHUE MPOTUBOMOKA3aHO
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[ToxazanueM 1j11 KOMOMHUPOBAHHOUN Tepanuu y 0071pHBIX ¢ JIAIT sBisieTCs OTCYTCTBHE
CTAOWIJIPHOTO KIMHUYECKOTO 3 deKTa.

Bozenran sBisercs ungykropom usodepmentoB CYP3A4, CYP2C9 muroxpoma P450.
[1na3meHHbIE KOHILIEHTpAaLlMM JIEKAPCTBEHHBIX IIPENapaToB, META0O0JU3UPYEMbIX YKa3aHHBIMU
n3o(hepMeHTaMH, YMEHbBIIAIOTCSA MPU COBMECTHOM MPUMEHEHHU ¢ 0o3eHTaHOM. KoHueHTpanus
003eHTaHa Ipu 3TOM Bo3pacraet (mabnuya 6).

Konuenrpamuss 6o3eHTaHa BO3pacTaeT MpU COBMECTHOM NMPUMEHEHUH C MHTHOUTOpAMHU
CYP3A4 (xeronason, putoHaBup) u/wim uaruoutopamu CYP2C9 (ammonapon, dhiaykoHaszomn).
[ToaTomy 603€eHTaH MOTEHLHMAILHO MPOTUBOMOKA3aH NP MPUEME ITUX MPEnaparoB.

CuuTaercss MNPOTHBOINOKA3aHHBIM Ha3HAueHHWE OO3€HTaHAa MpPU TMpPUEME CIETYIOIINX
MIpPermapaToB: UTPAKOHA30J, TAKPOIUMYC, CUPOIIMMYC, KapOamasenuH, peHo0apOuTa, JarcoH.

OcHoBHOU myTh MeTabonm3Mma cuiaeHaduna - 3to CYP3A4 u, B MEHbIICH CTENICHH,
CYP2C9. Wupykropsr CYP3A4 (xapbamazenunsl, GpenutouH, GpenobapOuTan, pudaMuims)
YMEHBIAIOT KOHIEHTpaluio cuiieHaduia. Heckonbko moBbIIaeTcss KOHIEHTpAIUs Ipernapara
pH ynotpebaeHuu rpeindpyroBoro coka — cnadoro unruouropa CYP3A4/5.

N3-3a pucka cucTeMHOM TruUIOTOHMU Tpeldyerca ocolas MPeaoCTOPOKHOCTh IpU
COBMECTHOM mpuMeHeHHH crenuduueckord Tepanuu JIAT ¢ aHTUTUNIEPTEH3UBHBIMU
npenapaTamu, TAKUMH Kak [3-aipeHo0sokaTopsl, uHruOutopsl AII® u np.

Jleuenune apurmMuii

VY OonpHbix JII' MO CpaBHEHMIO € MAalMEHTaMH, CTPAJAIOIIUMH JIEBOXKEIYI0UYKOBOH
CepJIeYHON HE0CTAaTOYHOCTBIO, 3]I0KAYECTBEHHbIE HAPYILIEHUSI PUTMa, TAKUE KaK ey 04KoBast
Taxukapaus, GUOPHILIALNS JKETyIOYKOB OTMedaroTcsi Oojee penko. Y 132 GonpHbBIX ¢ JIATD
TONBKO y 8% ocTaHOBKa cepjua Oblga BbI3BaHA (GUOPMIUIALMEN XemynoukoB. B 6-neTHem
HaOmonenuu y 231 OombHbix ¢ JIAI wnum XTOJIIT nHaGmiomancs Ttonbko 1 ciydaid
3JIOKAYECTBEHHOW JKENyJ0YKOBOM apuTtMuu. HapkenyoukoBsle apuT™Mun Bo3HHKAKOT nipu JII ¢
yactotoi 2,8% B roa. Tpeneranue win MeplaHue NpeAcepAHil BCTpedyaroTCsl B OJAMHAKOBOM
CTENEHU U NPUBOJAT K KIMHUYECKOMY YXYIIICHHUIO U PAa3BUTHIO SBJICHUHN NPaBOKEIYJOUYKOBOMI
cepAeyHON HenoctaToyHocTH. JleueHuwe TpeneTanus mnpeacepauil 6osee 3¢p¢GEeKTUBHO, YeM
JieYeHne MepuareiabHoW apuTMuH. BoccTaHoBieHue cuHycoBoro putma y OonbHbIX ¢ JII
MPUBOJIMIO K YIAY4YIIEHHIO BBDKMBAEMOCTH IO CpPaBHEHUIO C OOJIbHBIMHM, HMMEBIIUMU
MOCTOSIHHYIO (hopMy MepuaTenbHO aputMmuu, 80% U3 KOTOpPBIX MOTrMOaaM B TEUEHHE 2 JIET.
XO0Ts OTCYTCTBYIOT JJaHHbIE KOHTPOJIMPYEMBIX UCCIIEAOBAHUM UM MPOCTIEKTUBHBIX HAOII0ICHUI

LENBI0 Tepanuu JOJDKHO OBITh ylepKaHue CTaOWIbHOTO CHUHYcoBOro putMma. Ilpu BbIOOpE
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AHTHAPUTMUYECKUX [IpernapaToB MPEANOYTEeHHE OTAAaeTCs TeM, KOTOpble He o00yagaioT

OTPHULATCIIbHBIM MHOTPOITHBIM HeﬁCTBHCM, B 4aCTHOCT, aMHOAapOHY.

7.3. Xupypruueckoe JedeHue

7.3.1. IlpeacepaHas cenToCTOMHSA

O6ocHoBaHMeM [UIsl MPOBEIEHUS MPEICepAHON CENTOCTOMUU SIBUIHCH HAONIOICHUSA,
MIOKAa3aBIlIME, YTO BBDKUBAEMOCTh OOJBHBIX C cHHApOoMOM OJizenmenrepa u UJII' ¢ oTKpbIThIM
OBAJIbHBIM OKHOM JIy4YIlle, YEM B CJIy4a€ HEU3MEHEHHOH MEXNpPEeICepAHON IEPEropoIKH.
Cozanue myHTa ClipaBO-HAJIEBO MO3BOJISIET CHU3UThH CPEJHEE JABICHUE B IIPaBOM IIPEICEPIUU
U NEperpy3Ky IMpaBOro XKeIyJouKa, a TAaKKe YBEIWYUTh NPEIHArPY3KY JIEBOTO KENyA04yKa W,
TakuM 00pa3oM, cepAeuHbI BbIOpoc. B 3THX YCIOBHSAX yIydllaeTcsi TPAHCIOPT KUCIOPOJa,
HECMOTpS. Ha  JecaTypalui0  apTepUaIbHOM  KPOBM, YMEHBIIAETCS  CUMIIAaTUYECKas
runepaktuBauud. [Ipouenypa nportuBonokazana npu cpenHem JIIIT Beime 20 MM pr.cT.,
carypamuu O2 meHee 80% B mokoe. B pe3ynbrare BMemaTebCTBa HAOJIOIACTCS YMECHBIIICHUE
CUHKOIIE, IOBBIIICHHE TOJEPAHTHOCTU K Harpyske. [IpoBeneHue mpencepaHOl CEeNTOCTOMUU
peKOMeH1I0BaHO ToJbKO Oo0nbHBIM ¢ IV @K (panee Taxke |1 @K) ¢ yacThiMu CHHKOIIEC W/WIH
pedpakTepHOI MPaBOKETYIOUKOBOM CEPICUHON HEIOCTATOYHOCTHIO, HECMOTPSI Ha TTPOBOANMYIO
MEIMKaMEHTO3HYIO TE€pAIUIO, B TOM YUCJIE Mepel TpaHCIUIaHTauue, He ToJbko npu WUJIT, HO u
accoruupoBanHoi JII' mpu C3CT, onepupoBannbix BIIC, nucranbHbIX TpoMOO30B B JIETOUHOU
apTepuu, JIETOYHOH BEHOOKKJIIO3MOHHOW OO0JIe3HH, JIETOYHOM KalWIISIPHOM T€MaHTHOMaTo3e.
[IpoBeneHHbIE paHIOMU3UPOBAHHBIE HCCIEAOBAHUS JI0Ka3adu 3(QQEKTUBHOCTb MPOLENYpPhl B
OTHOIICHUHU YTyYUIEHUs] T€MOJIMHAMUYECKOT0 U (DYHKIIMOHAJIILHOTO cTaTyca OOJIbHBIX, a TaKXkKe
UX MPOTHO3A.

[Tpencepnnas centoctomust pekomenaoaHa 6onsHbM JII' ¢ Il u IV ®K (BO3) ¢
YacTbIMM CHHKOINIE WJIM pePpakTepHOM K Tepanmuu MpaBOXKEIYAOYKOBOM cepledHOn
HegocTtaToyHOCTH. CMEpTHOCTh OONBbHBIX MPH TMPOBEACHUM MPEACEPAHON CEeNTOCTOMUU

cocrasirsteT 5-15%.

7.3.2. TpoMO3HIAPTEPIKTOMMUA

OTOT BUI XUpypruueckoro JsiedeHus OoybHBIX JII' ¢ TpoMmOoTHUeckoil oOTypammei
MIPOKCUMAJIBHBIX OTJEJIOB JIErOYHBbIX aprepuid mo3BoiseT ymeHpmuTh OJICC, ynydmuTs
CHCTOJIMYECKYIO (YHKIIMIO TPABOrO KeNyJ04yKa, TOJEPAHTHOCTh K (PU3MUECKUM Harpyskam,
YBEITUYUTH MPOJIOJDKUTEIIBHOCTD )KU3HU OOJIBbHBIX.

[Toxazanusamu Kk TpoMmOsHAapTepakTomun sBistores: OK - 11 — 1V, JICC > 300

JMH/CeK/CM°, Hauune LEHTPAJIBHBIX TPOMOOB (10 cermeHTapHOTro ypoBHs) ( > 50% o6cTpyKIHst

41



B MPOKCUMANIbHBIX apTEepUsIX MO JaHHBIM aHTHOIMYJIbMOHOrpaduu), coxpaHeHHe TPOoMOO30B Ha
¢done anekBaTHOM 3 Mec. AaHTUKOAryJIsIHTHOM Tepanuu. I[IpoTHBOINOKa3aHUA: TsHKEJbIe
XpOHUYECKHE  3a0oieBaHus  JerkuX  (OOCTPYKTHBHBIC,  PECTPUKTUBHBIC),  TsDKENas
COIYTCTBYIOLIAsl  IIATOJIOTUS, JAMCTaJbHbIE IOPAXKEHMsI JIETOYHBIX COCYNOB, TsDKenas
JIEBOXKEITYJJOUKOBAsi HEOCTATOYHOCTb.

TpomOsHIapTepIKTOMHUS MMOKa3aHa nanuentam ¢ X TOJITT, UbC, kinanaHHBIMH TOPOKaAMHU.

7.3.3. TpaHcIaHTALMA JIETKHX WJIH KOMILIEKCa cepaue-jierkue

CoBepiieHCTBOBaHME  JieKapcTBEHHOW Tepanuu JIAIT  CyleCTBEHHO  yMEHBILUIIO
notpedHocTs B TpaHciviantauuu. Ilpumepno y 25% Oompueix  UWJIIT He oTmedaercs
CYIIECTBEHHOI'O YIYyYLIeHHMs IpU Ha3HaueHUH creuupudeckoil tepanuu. IIporaos GoiabHBIX €
@K I1-1V ocraercst kpaiiHe HEOIAroNMPUATHBIM W 3aBUCHT OT ATHUOJIOTHH. Tak, y OOJNBHBIX C
JIAT' Ha ¢one C3CT on 3naumrenpHO Xxyxke, yem npu WMJII. Hamnmydmass BBDKHBa€MOCTb
ormedaercst y OombHbIXx ¢ JIAIT Ha ¢one BIIC, Hamxymmuii NporHO3 - TpPU JICTOYHOU
BEHOOKKJIIO3MOHHOM ~ 0OJ€3HM,  JIETOYHOM  KalWUIAPHOM  IeéMaHruoMaTrose,  Korja
MEIMKaMEHTO3Hasl Tepanusi MaJIONEepCIEKTUBHA. .

bonbHble ¢ XyAIIMM MOPOTHO30M  JOJDKHBI ~ BKJIIOYAThCSl B JIUCT  OXHUJAAHUA
TpPaHCIUIAHTAIlMM KOMILIEKCA CepJle-JIeTKue WM OuiarepalbHOM TpPaHCIUIAHTALUU JIETKUX.
TouHas cTaTUCTHKA OCIOXHEHUI B BUAE Pa3BUTHS CHUCTOJIMYECKOW JUCHYHKIUH MPaBOro
KEMyJouKa W/WIM JUACTOJIMYECKOH IUCHYHKIMM JIEBOTO JKEIyJo4yKka Heu3BecTHa. M3-3a
nepuIuTa JOHOPCKUX OpPraHOB Yallle BBINOJHSETCA OusarepanbHas TPAHCIUIAHTALUS JIETKHX.
IIpn pe3koM CHMKEHMM IIOCTHArpy3KHM IIPaBOro JKEIyJodKa B pPE3yJIbTaTe IPOBEICHUS
OunarepaJbHONM TpaHCIUIAHTAIMM JIETKUX 4YacTO B pPAaHHEM IIOCJIEONEPALlMOHHOM IEpUOojIe
OTMEYaeTcsi  HecTaOWJIBHOCTh  IeMOJUMHAMUKHA.  BBDKHMBaeMOCTh  MOCIE  NPOBEICHHUS
TpaHCIUIAaHTAMM OJHOTO WJIM JABYX JIETKHX INPUMEpPHO OaMHaKkoBa. [locne TpaHcrurantanuu
OJIHOTO JIETKOT0 OTMeuaeTcsl OoJiee Tspkenasi runokcemusi. B HacTosiee BpeMs B OOJBIINHCTBE
LIEHTPOB oOlepanuell BbIOOpa sBIsieTCs OuiaTepayibHas TpaHCIUIaHTalMs Jerkux. CoryiacHo
JAHHBIM perucTpa MeXIyHapoJHOro OOIecTBa TPaHCIUIAHTAILMM CepAla M JIETKUX IpH
CUHApOME OW3eHMeHrepa BCJIEACTBHE NPOCTHIX IOPOKOB  BBIOOPOM  MOXKET  OBITh
M30JIMPOBaHHAsl TPAHCIUIAHTALMS JIETKOTO C OJAHOBPEMEHHOW Koppekuuen rmnopoka. llpu
KEIyJOUKOBBIX Je(eKTax JIydllne HCXOJbl HAOMI0AAaI0TCSd NpPU TPAHCIUIAHTALMM KOMIUIEKCa

ceplie- JIETKHUe. S-JIeTH:S BKUBaeMocTh y 60i1bHbIX ¢ JIAD coctaBnser nmpumepHo 45-50%.
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7.4. Anroputm JiedeHus 60jabHbIX JIAT

Paznuunble Buapl cienn(u4eckoil IekapcTBEHHON Tepaliy OLEHUBAIUCH y OOJIBHBIX C
WIIT', nacnexyemoit JIAT, JIAT na ¢one npuema anopextukos, C3CT, BIIC (B ToMm uncie nocie
KOPPEKIIUH), [I03TOMY JITOPUTM JICYEHHSI OTHOCUTCS MCKITFOUUTENIBHO K 00bHBIM ¢ JIAT.

* Ilocne ycTaHOBIEHUS IMarHo3a HayajabHbIC MEPONPUATHS CBA3aHBI C COOIIOAEHUEM
o0ImUX pEeKOMEHJAIMd ¥ Ha3HA4YCHHEM MoIepKuBaromeld Tepanuu. bompHbIXx ¢ JIAT
HE00XO0/IMMO HANPABJIATh B OKCIIEPTHBIN LEHTP.

* Becem OompabiMm ¢ JIAI'  (rpymma 1) Tmoka3aHO TPOBEACHHE  OCTPBIX
¢dapmakosornyeckux 1pod (ODII) g OHEHKM  Ba30pEakTHUBHOCTH. BeposTHOCTH
nonoxkurenabHolr ODIT ocobenno Bricoka npu WJIIT, nacnenyemoii JIAT, JIAT na done npuema
AHOPEKTUKOB. Y 3TOH KaTeropuu OOJBHBIX Hanbojee BEpoATeH ycnex npu HazHaueHun AK B
BBICOKHMX J103aX. OOs3aTenbHO MOATBEPKACHHE CTAOWIBHOCTH 3(dekra Teparnuu uepe3 3-4
Mecsua.

* IIpu orpunarensHoit O®II y 6ompubix JIAI' ¢ ®K |-l HeoOxomumo HazHaueHue
crienn(puIecKoi Tepanuy HHIATSALMOHHBIM OKCHUIIOM a30Ta (KypcoBas Tepamnus Ipu cTaOUIbHOM
Te4eHUH 3aboseBaHus), npocrarjasauHoM El (kypcoBas Tepamnusi npu CTaOMIBHOM TEUYEHUU
3aboneBanus), APD (6o3enTan wim amOpusentan) wiu UDJ[D tuna 5 cuineHadpuiom.

» Ilpu orpunarensHoit ODII y 6onbHbix ¢ JIAI' @K |l mokazano neyenue APD umu
N®/ID tuna 5 winm npocTaHOUIaMH.

* OTCYTCTBYIOT NpsAMbIE CpaBHUTENbHbIE HCCIEAOBAHUA 3()(YEKTUBHOCTU PABIUYHBIX
BUJ0B creunpuueckoil tepanuu JIAI. BpiOop mnpemaparta 3aBucutr ot dopmsl JIAL, OK,
HaJINYMs MPOTUBOINOKA3aHUH, JOCTYIIHOCTH Ipernapara, MyTH BBEJEHUS, MPOpuiIs MOOOUYHBIX
3¢ eKTOoB, ONbITAa Bpaya U NPeANnoYTeHUi 00IBHOTO.

* bombabiM ¢ @K IV nokazana craproBas komMOMHHMpoOBaHHas cneruduueckas JIATL -
Tepanusi. BKJIIOYAIOIAsl JIBa JIEKAPCTBEHHBIX Mpemnapara: coyetanne APD (6o3eHTaH win
amMOpHM3eHTaH) M MJIONPOCTa wi cuigeHaduna. I[lpu  HeadpdexkTuBHOCTH JBOHHON
cieun(UYeckoil Tepanmuu pPEKOMEHAYeTCs Ha3HaueHHe TpeX JIEKAPCTBEHHBIX IpenapaToB-
APD+unonpoct+cminenadu.

» Ilpencepnnas centocToMusi (aTPUOCENTOCTOMMSI) W/WIM TpaHCIUIAHTAIMs IMOKa3aHa
6onbHbIM ¢ JIAD' mpu HeasekBaTHOM KIMHMYECKOM 3(QeKkTe MeIUKaMEHTO3HOW Tepanuu U
JI0JKHA TIPOBOAUTHCS TOJIBKO B OKCIIEPTHBIX IIEHTPAX.

AnTopuTM JeueOHON TaKTUKHU I CEJIEKTUBHOTO BHIOOpA Tepanuy MpeICTaBICH Ha
pucyHke 1.
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PucyHok 1. Anroputm neyeHus 6onbHbix JIAI

O6wme meponpuATUA (pPexXMM (PU3N4YECKON aKTUBHOCTU, KOHTpaLenuusi, MMMyHMU3aLus, NcuxocouuanbHas
peabunutaums, ap.)

MopaepxuBalowas Tepanma
aHTUKOArynsiHTbl + AMYPEeTUKW * KUCnopop =+ AUFOKCUH

IKCIEPTHBIN UEHTP

OcTtpas cdapmakonornyeckas npo6a Ans oueHKu
Ba3opeaKkTMBHOCTH
nonoxuTenbHas oTpuLaTensHas

/

DK I-1Il
AHTaroHucTbI
Kanbuus
* M M Kom6
= OHOTepanus: OHOTepanus: OMOUHMpPOBaHHasA
CTas""'f"b'" NO P BoseH'rapH Tepanus .
KNWHMYecknit adpcpekt Nred AMGpU3eHTaH AP3
BoseHTaH Unonpoct
il il AMGpU3eHTaH CunpeHadmn MpocTanonak!
/ CunpgeHacun
Her HeapheKTUBHOCTL
v KOM6VIHVIpéBaHHa$|
TpoMHaA Tepanus

OnutenbHasa

Tepanus l Hea(pheKTUBHOCTb l HeahheKTUBHOCTb
aHTaroHucTamu

Kanbumsi KoM6uHupoBaHHas Tepanusa [~ l

AP ™
Mpocranont ¢ - e MNMpeacepaHas cenTocToMus
TpaHcnnaHTauus

I'1asa 8. TPEBOBAHUS K SKCIIEPTHOMY IEHTPY JIETOYHOM
I'MINEPTEH3UUN

Jns  onTUMU3aMK  MEAUIMHCKOW moMomu OonpHbIM ¢ JII' B Hamel crpane
1enecoodpazHo  (HOpMUPOBAHHE CTPYKTYpPhl JKCIEPTHBIX IIEHTPOB. B COOTBETCTBUM C
MEXIYHAPOAHBIMH PEKOMEHJIAUSIMU SKCIEPTHBIM MOXET CUMUTATHCS LIEHTP, B KOTOPOM
ocymiecTBisieTcs: HaOmoaeHne 3a He MeHee 50 O6ompHbIMU ¢ JIAT mmm XTOJID, exemecsuno
nosiBiisieTcss He MeHee 2 HOBBIX ciydaeB JIAIT mmum XTOJII, exerogHo MPOBOIUTCS — Kak
MUHUMYM 20 TECTOB Ha Ba30PEaKTUBHOCTH BO BPEMS KaT€TEPU3ALIMH MPABBIX OTJIEJIOB Cepla.

OKCNEPTHBIA LEHTP AOJKEH:

1. PacnonaraTh BRICOKOKBAIU(UIIMPOBAHHBIM I1€PCOHATIOM:

* KaK MHHHMYM JIBa KOHCYJIbTaHTa (KapJWOJIOTH W/WIH MyJbMOHOJIOTH) (Crierrann3amus B
obmactu JII)
* Bpau- paauoior (3kcnept B obnactu JII)

*  Bpay- KapaHOJoT co crnernuanuianuein IxoKI"
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*  KBaMM(pUIIMPOBAHHAS M/C
*  CIEUUAIKCT M0 MCUXOJOTUYECKON MOMOIIHU U COIIMAIbHOM aJanTalliy MalueHTOB
* 00meH uH(popmarmeii (TenedoH, UHTEPHET).

2. WNmers mamarel mus OombHbIX ¢ JIAI, oTaeneHue WHTECHCHBHOW TEparvH,
MOJIMKJIMHUYECKOE OTHeleHue, auarHoctuueckyro ciyx0y (OxoKI, KT, pagmonykmumHas
naboparopusi, MPT, VY3U, nHarpy3ounele mnpoObl, OILIEHKA JEroyHOH (YHKIMHU, OIleHKA
remoguHamuku ¢ OPII).

3. Pacronmarate YCTaHOBJIEHHBIMH CBS3SIMH C JPYTMUMH JUAarHOCTUYECKUMH U
JIe4eOHBIMU CITYKOaMU:

* reHeTHyYecKas Jmaboparopus

*  PEBMaTOJIOTMYECKUH LEHTP

* LIEHTp IUIAHUPOBAHUS CEMbU

*  XHUpYpruyeckuil crauuoHap (TpoMO3IHIApTEPIKTOMUS, TPAHCIUIAHTALUS )

4. OCyuIecTBIATh aHAJIW3 KIMHUYECKUX MCXOJ0B (B TOM YHUCIE aHaJIN3 BBDKUBAEMOCTU
OOJIbHBIX ).

5. YuacTBoBaTh B KIMHHUUYECKUX HccienoBanmsx B oonactu JIAL, Bxmtouas ¢aszer Il u 111

6. OcymecTBIsATh 00pa3oBaTEIbHBIE IPOTPAMMBI

7. BzanmoeiicTBOBaTh ¢ aCCOLMAIUSIMH ITaIllI€HTOB
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INPHJIO’KEHUA

IIpunioxenne 1. Meroanka npoBeieHust TecTa 6-MUHYTHOM X0AbOBI

Tect 6-muHyTHOU XOaKOBI (6MX) cieayeT mMpoBOAUTH B yTpeHHHME dachl. [lamueHT
JOJDKEH JIerKO II03aBTpakaTth 3a 3-4 wyaca J0 [POBEIEHUS TecTa, HE NPUHUMATH
KapAHOJOTHYECKHX IpenaparoB, HE KypuTb, KaKk MHHUMYM, 3a 2 dYaca a0 tecrta. s
nposeneHuss tecra 6MX B kopugope anuHoi 30M genaroTcs He3aMEeTHbIE JUIsl MalMeHTa
pa3MeTKu 4epe3 Kaxable 3M auctaniuu. B teuenune 10 munyT a0 nposenenuss TOMX manueHt
JIOJDKEH CIIOKOMHO NOCHIETh. B 3T0 BpeMsi HE00X0MMO 3aUuTaTh EMY CIEAYIOLIUN TEKCT:

«3a 6 muHyT Bam HEoOX0AMMO MPOWUTH KaK MOXHO OOJIbIliee PACCTOSIHHE, MPU ITOM
HeNb3sl OeXaTh WM TepeMemaThes nepedekkaMu. Bbl Oynere XOoauTh MO KOpHIOPY TyAa U
oOparHo. Ecnu mosBUTCS OAbIIKa WX ClabocTh, Bbl MOXeTe 3aMenauTh TEeMIl XOIbOBbl,
OCTAHOBUTBHCS U OTJOXHYTb. BO BpeMs OTAbIXa MOXHO TPUCIOHUTHCS K CTEHE, 3aTeM
HE00XO0IMMO MPOAOIDKUTE X01s0y. [TomuuTe, Bama nenb: mpoldTH MakcUMaabHOE PACCTOSHUE
3a 6 MUHYT»

Bo Bpemsi mpoBeneHusi Tecta MOXKHO UATH 32 MAlMEHTOM, HE (QOpCUpys TeMI ero
xonb0b1. Kaxapie 60 cexyHa clielyeT MOOLIPSATh MalMeHTa, MPOU3HOCS CIOKOWHBIM TOHOM
¢bpassl: «Bcee xopomo» ninn «Momnogen, npoaomkaite». Henb3s nunpopmupoBaTh namueHra o
MPOMJEHHON JTUCTAHLIMKM W OCTaBIIEMCS BpeMeHH. Eciau maumeHT 3aMmeisier Xoab0y, MOKHO
HaIllOMHHUTH O TOM, YTO OH MOKET OCTAHOBUTBCS, OTIOXHYTb, IPUCIOHUTHCA K CTEHE, a 3aTeM
KaK TOJIBKO IMOYYBCTBYET, YTO MOXET HATH, MPOAOKUTH X0oAp0y. Ilo ucreueHun 6 MHUHYT
ClIeyeT TOMNPOCUTh TallMeHTa OCTAHOBUTHCS U HE JIBUTaThCs, MOKAa He OyJeT HM3MEpEeHO
npoieHHoe paccTosgHue. Heob6XoauMo M3MEpHUTh pacCTOSHUE C TOYHOCTBIO 70 1 M, 3areM
IPEJUIOKUTH MAIMEeHTy MPUCECTh M HAOII0AaTh 32 HUM, Kak MUHUMYM, 10 MunyTt. B 310 Bpems
OH MOXeET 3aloJHUTh (opMy OIeHKM onblku 1no bopry. He cnenyer cooOumarh manueHrty

JAUCTAHIIMIO, HpOfII[GHHyTO B JIFOOOM U3 TE€CTOB.

IIpunaoxenne 2. [llkana onenku oabimku no bopry

0-orcyrcTByeT

0,5 — oueHsn, oueHb crnabas (enBa 3aMeTHas)
1- ouens cinabas

2- cnabas

3- yMepeHHas

4- foinee TOKENAs

5 — TsoKemast

6,7 —OoueHb TsKenas

8,9 -oueHb, OYEHD TSKEIIAs

10 — makcuManbHas
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Konni no MKB10

126-128 Jlerounoe cepiie 1 HapyIICHHUE JIETOYHOTO KPOBOOOpAIICHUS
126 Jlerounast sm6onus
127 pyrue Gpopmbl JerouHo-cepAeyHON HETOCTATOYHOCTH

128 Jlpyrue 0ose3HU JETOYHBIX COCYI0B

COCTAB KOMHUTETA 3KCIIEPTOB IO PASPABOTKE PEKOMEHJIAIIMIA

Padouas rpynna no pa3pa6oTke U MOAroToBKe TEKCTa pPeKOMeHIanuii

IIpencenarear — uieH-kopp. PAMH, npod. Yazora U.E.(r. Mocka), 3am. mpeacenaTeys —
k.M.H. Mapteiaiok T.B. (r. Mocksa), npod. Asmees C.H. (r. Mocksa), k.M.H. Bonkos A.B. (r.

Mockga), npod. Hakoneunnkos C.H. (r. Mocksa).
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