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I'maBa 1. OIPEJEJIEHUE, KTACCUOPUKALNMUA JIT

Jlezounaa cunepmensua (JII')) - sto rTpynma 3a0o0ieBaHMiA, XapaKTEPHU3YIOLIMXCS
MPOTPECCUPYIOIIUM MOBBIIIEHUEM JIeroyHoro cocyauctoro comnpotusieHus (JICC) u napnenus
B Jierounoi aprepun (/JJIA), KoTopoe IPUBOAKUT K PA3BUTHIO MPABOKEITYTOUYKOBOM CEpICUHOM
HEJ0CTaTOYHOCTHU U MPEXACBPEMEHHOM rHOey NalueHTOoB.

B coorBerctBUM ¢ POCCHHCKMMHM pPEKOMEHJAUMUSIMUA 1O JWATHOCTHUKE M JICYEHUIO
neroyHol runeprensuu (2007r.) nuarno3 JII' ycraHaBIuBaeTCsl IpU YPOBHE CPEIHETO JABICHUS
B nerounoii aprepuu (JJIAcp.) >25 MM pr.cT. B mokoe u >30 MM PT.CT. Ipu (PU3HUECKOM
Harpy3ke. B Hopme JIJIAcp. B mokoe cocraBisier B cpegHeM 1443 MM pT.cT u He npessimaet 20
MM pT.cT. B mocnenHue rojapl MexayHapOJHbIE PEKOMEHAALMU PAacCMaTpUBAIOT B KauecTBE
TuarHocTuueckoro kputepust ypoBeHb [IJIAcp. OGonee 25 MM.PT.CT. B TOKOE IO JaHHBIM
KaTeTepu3aIuy MpaBbiXx oTaenoB cepama. st onenku npupocta JJJIA Ha BbicoTe (hU3MUECKOU
Harpy3kd HEOOXOJMMO MPOBEACHUE CIEHHUANBHBIX HCCIENIOBAHUI C IENbI0 CTaHIapTU3ALUU
MIPOTOKOJIOB HAIPY304YHOI'0 TECTa M YCTAHOBJICHUS IMANIa30Ha HOPMAJIbHBIX 3HAUEHUM.

Knaccupurkauus JII'

Knunnueckas knaccuduxanus JII' HeoOxoauma sl CTaHIAPTU3ALMKU IUAarHOCTUYECKUX
MOAXOOB W JeueOHBbIX Mepomnpuatuidl. Ha mpoTshkeHHMM ToOJyBeKa OHAa MpeTepriena
3HAYUTENIBHBIE U3MEHEHUS, HaunHas ¢ 1973r., Koraa B COOTBETCTBUM C KOHCEHCYCOM 3KCIIEPTOM
Bbiensiock JiBe kKareropuu: nepBuuHas JII' (IUIIY) mnu JII' HEycTaHOBIEHHOM 3THOIOTUU U
BropuyHas JII' mpu BbIABIEHUM NpUYMH WiIM ¢akTopoB pucka. B 1998r. na Il Muposom
cumnozuyme B DOBuaHe (Ppanuus), nocesmeHHoM mpobiaeme JII', ObuIM BrEepBBIE BBIIEIEHBI
kareropun JII' Ha OCHOBaHMHM CXOJCTBA IATOI€HETUYECKUX OCOOCHHOCTEH, KIMHUYECKOU

KapTUHBI 1 TOAXO0O0B K JICUCHUIO. C Toro BPEMCHU BBIACTIACTCA IATh TOMOI'CHHBIX I'PYIIIT JIT'.

Kimnnvyeckasi kiiaccupukanusi JIero4YHOM I'MIepPTeH3uH
1. Jlezounan apmepuanvnas cunepmensus (JIAI):
1.1. Hpwmonarmueckas JII'
1.2. Hacnenyemas JII' (myrammu BMPR2, ALK1, 3HIOTIHH (¢ Wi 0€3 HaCIeICTBEHHOMN
reMOpparu4eckoil TeneanruIKTa3umn)

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

1.4.1. cucteMHBIMHU 3a00JIEBAaHUSIMU COEINHUTEIILHON TKaH!

1.4.2. BUY-undexuueit

1.4.3. moprasnbHOI rUnepTeH3uei



1.4.4. BpoxICHHBIMH ITOPOKAMH CePIa (CHCTEMHO-JIETOYHBIC TITYHTHI)

1.5. Tlepcucrupyromas JIAI' HOBOpOXKACHHBIX
1.6. JlerouHasi BeHO-OKKJIFO3MOHHAs1 00Jie3Hb / JIerouHblil KanuUISIpHBII FreMaHTHOMATO3
2. Jlecounan cunepmen3us 6cie0Cmeue nAmoI02ul 1e6blx Omoenos cepoya:

* cUCTOJINYECKask AUCPYHKIIUS

* TUACTOJINYECKas TUChHYHKIUS

* KJIallaHHBIE [TIOPOKU
3. JIT, accoyuuposannasn c namonozueii ObIXameabHoll CUcmembl U/unu 2unoKcemueil

* XpOHUYECKasi OOCTPYKTHUBHAs 0OJIE3Hb JIETKUX

* UHTEPCTHUILIMATIbHBIC 3a00JIEBAaHUS JIETKUX

* Ipyrue 3a00yeBaHMs JIETKUX CO CMEUIaHHBIMU PECTPUKTUBHBIMU U OOCTPYKTHBHBIMU

HapyLICHUAMHU

* CUHJPOM QJIbBEOJISIPHOMN TUITOBEHTHIIALINN

* BbICOKOTOpHas JII'

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

5. CmemanHblie (pOpMBI

* reMaToJIOTHYeCcKue 3a00J1eBaHuUs

* CUCTEMHBIE HapYIICHUS

* MeTaboIMYeCKHUe HapyIICHHS

* ApyTHe

PaznuuatoT npexanuuIIpHyI0 M MOCTKanuuIsipHyto ¢popmsl JIT.

Kpumepuamu npexanunnapnoii JII' aBnstorcs:
* cpennee pgamieHue B JjeroyHou aprepuu (JJIAcp.) > 25 MM pr.cT. (MO JaHHBIM
Karetrepusaruu npassix otaeno cepamna (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.

Takoil reMoaMHAMUYECKHMH BapuaHT MOXXHO BbIABUTH npu JIAIL, JII' BcieacrtBue
natonoruu jgerkux, XTOJII', cmemannsix ¢popmax JII'. IMoctkanmmisipras dopma JII' ¢ JJJTAcp.
> 25 MM pr.ct. u [J3JIA, nmpespimatonum 15 mMm pr.cT., xapakrepHa st JIIT Benencteue
MIaTOJIOTUHU JIEBBIX OTZEJIOB CEpALA:

I'pynna 1. Jlerounas aprepuajbHas runeprensusi (JIAI) — 310 KIMHUYECKOE

COCTOSIHUE, XapaKTepusyrouleecs HaauyueM npekanwuigpHod JIIT mnpu oTcyTcTBUM JIpyrux
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npuynH noBeimeHus JJIA, Takux kak 3a00neBaHUs JIETKHUX, XPOHHYECKOW TPpOMOO03IMOOIHH
JIETOYHOM apTepu W T.A., B TOM 4ucie peakux Oonesner (rpymma 5). JIAIT mpeacraBnena
uanonarudeckoi JII' (UJID), nacnegyembimu popmamu JIAT; JIAT, uHAynHpOBaHHON TPHUEMOM
JIEKapCTB ¥ TOKCMHOB, a TAKXKE aCCOLMUPOBAHHBIMHU (POPMaMU BCIICACTBUE HAJIMYUS CHCTEMHBIX
3aboneBanuii coenuHuTenbHOM TkKaHu (C3CT), moprambHOM THnepreH3uu, BUY-unbeknmm,
BpOXkIeHHBIX TTOpoKoB cepana (BIIC) (cucTteMHo-erouHbIX MyHTOB) U niepcuctupytromieit JIAT
HOBOPO’KJICHHBIX.

C 1951r. nox tepmunom «mepBuynas JII'» (IUII') noxpasymeBanacey JII' HensBecTHOU
STHOJIOTUM HPU OTCYTCTBUM KAaKOH-IMOO MNATOJOTMU €O CTOPOHBI Cepilla M JIETKHX: Kak
cemeitnbie (10 6% ot uncna 6onpHBIX ¢ [IJII), Tak u cnopaauueckue ciydau. B 2003r. na il
BcemupHoMm cummosuyme, nocBsamieHHOM npobaeme JII', BMecTo TepMUHA «IIepBUYHAS OBLIO
MpenIoXkKeHo ucnonb3oBath TepMuH «MJII» 11 oOGo3HaueHus CHOpaAMuYEcKUX CIlydyaeB
3aboneBanus. Mcnomp3zoBanue tepmuna «[JII'» mpenmnonarano Halin4yue TEPMHHA «BTOPHYHAS
JIT'», koTOpbIil ObUT OTMEHEH B kiaccudukauuu 1998r., MOCKOIBKY ONMUCHIBAT T€TEPOreHHYIO
rpynmy 3aboneBanuii. [{is ycranosnenus auarHoza UJIIN neo6xoaumo BeisBUTH Kputepuu JIAT
Y UCKJIFOYUTH BO3MOYKHBIE aCCOLMUPOBAHHBIE (POPMBI, KOTOPHIE UMEIOT CXOIHYIO KIMHHYECKYIO
KapTUHY U  1aroMop(oJIOTUYECKHE W3MEHEHUs MEJKHUX JIETOYHBIX cocyaoB. JIAT
XapakTepusyercss HajauuueMm mpekanuuisipHoil JIIT mpu oTcyrcTBuUM 3a00j€BaHMH JIETKHUX,
XPOHUYECKOH TPOMOOIMOOIIMH JIETOYHOM apTepuu, APYrux 0oje3Hel Kak BO3MOKHOW MPUUMHBI
noBeimierust JICC wu  JIJIAcp. B Hacrosmee Bpemst auarHo3 "MJII™  ykaseiBaeT Ha
criopaauyeckyro (opMmy 3a0o0sieBaHHs, KOI/la y MallMeHTa OTCYTCTBYIOT KaK HaclleJACTBEHHBIIN
aHaMHe3, Tak U ¢akTopsl pucka. Hacnenyemas JIAI' tnarnHoctupyercss npu HaIMYUKM CEMEHHOTO
aHaMHe3a M/WIK BBISBICHHU MYTAIMii T€HOB, KOJUPYIOIIMX PELENTOPbI TUIA 2 Oelka KOCTHOTO
Mopdoreneza- BMPR2 unu aktuBuH-n1om06H0M kuHa3b! - ALKL.

[Tpu JIAT, uHIynMpoBaHHOW NPHUEMOM JIEKapCTB U TOKCHHOB, B KadecTBe (haKTOPOB
pucka JIAI' BBICTyHarOT JEKapCTBEHHBIE IpenapaTbl M TOKCHHBI, IPEICTABICHHBIE HMKE
(mabauya 1).

JIAT', acconmnpoBanHas ¢ C3CT - aro BaxHas kimHH4YecKas noarpymnma JIAI', kotopas
MOXET BO3HUKATh IPU CUCTEMHOMN CKJIEPOAEPMHUH, CUCTEMHON KPAaCHOW BOIYAHKE, CMEIIAHHOM
3a00JIeBaHUN COEMHUTENBHOM TKaHU, O0Jiee peIKo - pEBMAaTOMAHOM apTpUTE, 1€PMATOMUO3UTE
nnu cuagpome llerpena.

JIAT" sBiseTcst penkuM, HO yCTaHOBIEHHBIM ocinokHeHneM BUY. Ilpu nopronerodynoin

runiepren3uu JIAI' conpoBoXaaeT MOBBIIIIEHUE TABJICHUSI B CUCTEME BOPOTHOW BEHBI.



ITpu JIAT BcnenctBue BIIC knaccudukanus BpOXACHHBIX CHCTEMHO-JIETOYHBIX IITYHTOB
YUUTBHIBACT TUII U pa3Mephbl 1edeKTa, HaTuuue WIM OTCYTCTBHE SKCTpaKapAuaIbHbIX aHOMAIHUNA U
craryc koppekuun BIIC. Bce stu daktopsl BHocAT Bkiax B pasButue JIAIL, cunapoma
Dif3eHMEeHrepa U ONPEAeIIIOT MPOrHO3 OO0IbHBIX.

CungpoM Dii3eHMEHrepa MOKET ObITh OOYCIOBJIIEH KaK MPOCTBIM, TaK M  CJIOKHBIM
(okono 30% OonpHBIX) MOpokoM cepauna. Cpeau OPOCTHIX MOPOKOB CIIEAYEeT OTMETUTH
Hanbonee dacThle: JAeeKThl MexokenyaoukoBo —meperopoaku  (JAMIXKII), nedexts
MexnpeacepaHon neperopoaxu (JAMIII) u otkperTsiii aprepuanbhbiil npotok (OAIT). Cunapom
Diizenmenrepa pasBuBaercss y 10% HeomepupoBaHHBIX OonbHBIX crapmie 2 net ¢ JMIXKII
moboro pazmepa, ipu JMIIII - npumephno y 4-6-% OONBHBIX.

JIAT" pa3BuBaeTcsi MOYTH Yy BCEX OOJBHBIX C OTKPBITHIM apTEpUAIbHBIM IPOTOKOM, Y
50% OompHBIX ¢ IMIXKII mpu muamerpe nedekra 6omee lem m 10% OGombHbx ¢ JMIIIT mpu
nuamerpe aedekra Oosee 2cM. Y OOJBHBIX C MAIBIMH M CPeIHUMH pasMepamu nedekra JIIT
pa3BuBaeTcs TOIbKO Y 3% OOJIbHBIX.

OOBIYHO paHHAS XHPYpPruueckas KOPpPeKIHs MOpoKa cepila MpeloTBpallacT pa3BUTHE
JIT'. Opgnako y psina 00JbHBIX TspKenas pesuayanbHas JIADT pazBuBaercs mociie XUpyprudeckon
KOpPpEKIIMHU MOpoKa. B Takux KIMHMYECKHX CUTYyallUsX YacTO HESCHO, IMPUCYTCTBOBAJIO JIU
HeoOpaTUMoe MOpaXEHUE JIETOUHBIX COCYAOB /10 ONEpPaTHBHOIO JICUEHHs MOpOKa cep/la WiIn
JIETOYHOE COCyaucToe 3a00JieBaHHE IPOrpeccUpyeT, HECMOTpPsS Ha YCHEIIHO MpPOBEIECHHYIO
oTeparuio.

Kanaccudukanus BpoKIeHHBIX CHCTEMHO-J1er0O4YHbIX IOPOKOB cepana:

1. Tun
- IIpocmou:

JlepexT MexnpeacepaAHON NePEeropoiKu

JlepeKT MexKeTyJ0UKOBOM eperopoaKu

OTKpBITHIN apTepUaIbHBINA IPOTOK

AHoOMaus JETOYHBIX BEH
- Kombunuposannuwiii:

EnvHCTBEHHBIN KeTyA0UeK

JleekTbl MexXnpencepIHON U MEXOKETYI0UKOBOM eperopo 1ok
2. Pazmepsl

- Manelif (Mpu  AeeKxTe MEXIpEeACepAHON Meperopoiku MeHee 2 cM U jaedexrte

MEXKEITYJ0OYKOBOU MEePEropoKu MeHee 1cm)



- Oompmio (mpu AedeKTe MEKIPEICEpIHON Meperopoaku Oonee 2 cM U nedexre
MEXOKENyI0UKOBOH nieperopoaku 6osuee 1cm)
3. AccouuMpoBaHHbIE IKCTPaAKapIAHAIbHbIE AHOMAJIUH
4. Cratryc KOppeKIHH OPOKa cepAna:
- HEOIEPUPOBAaHHBIN MOPOK
- YaCTUYHO CKOPPEKTHUPOBAHHBIN MOPOK (AaTa)
- CIIOHTAHHO WJIM OIIEPATUBHO KOPPEKTUPOBAHHBIN MOPOK (/1aTa)
JlerouHast BEHO-OKKJIIO3MOHHAsi OOJIE3Hb M JICTOYHBIH KaNMWUIAPHBIA Te€MAaHTHOMATO3
umeroT cxoHyo ¢ MJII' Mopdonornueckyro KapTuHy, 0J100HbIe KIMHUYECKHE MPOSBICHUS U

reMO/INHAMHUYECKUE XapaKTePUCTUKH, a TakKe (PaKTOpPbl PUCKA, YTO MO3BOJSIET MPUUUCIUTh HUX
K rpymre 1.

I'pynmna 2. JIT" BejieAcTBHE MATOJIOTHH JIEBbIX OT/I€JIOB cepALa
[TopaxeHus JIEBOTO JKEIyJO4YKAa MM KJIAIMAHHOIO amrapaTa JIEBBIX OTIEIOB CepAaua
IIPUBOJAT K IIOBBILICHHMIO JABJICHUS B JIEBOM IIPEACEpPAMH, NaccuBHOe moBelmieHue JJIA

ABJICTCA CIICACTBHECM O6paTHOI>'I nepcaadu aaBJICHUS.

I'pynna 3. JIT' BcaeacTBue 3a001eBaHMii JTerKUX U/UJIH THIOKCHI

OcHoBHOM mNpu4MHON pa3BuTHS 3TOH (opmbl JII' sBisSeTCS anbBeOJspHAs TUIIOKCHUS
BCJIEJICTBHE XPOHMYECKHX OOJIe3HEH JIerKMX, HaJM4Yusl HApYIICHUs JbIXaHUS BO BpEMs CHa,
peObIBaHUS B BHICOKOTOPbE.

I'pynna 4. Xponudeckasi TpoM0603M00/IM4YecKasi JJer0YHAsl TUIePTEeH3Us

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

I'pynna S. JleroyHasi rumepreH3ds HEU3BECTHOI0 MM CMELIAHHOIO TIeHe3a
BKJIIOUaeT 4 pyOpuUKH:

5.1. Tematonornveckue  3aboneBanust  (MuenonponudepaTHBHbIE  3a00JIEBaHMS,
TeMOJINTHYECKAsi aHEMUSI, CTIIICHIKTOMUS )

5.2. CuctemHbie HapyIICHUS (BacKyJIuTHI, CapKOUJ103, TUCTHOLIUTO3,
nuMpaHTHOIEHOMIOMATO3, HEMpohuOpOMaTo3)

5.3. Merabonuueckue HapyieHust (0oe3Hp [ o1ire, maTosorus MUTOBUIHOM KeTe3bl)

5.3. lpyrue coctostHus ¢ coyeTaHHbIM reHe3oM JII' (IMcToMO03, KOMITPECCHs! JIETOUHBIX
cocynoB, (puOpo3upyromuii MeAMACTUHUT, XPOHUYECKas IIOYeYHass HEeJAOCTaTOYHOCTh C

MIPOBEJICHUEM IeMO/INaTN3a)



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

®aktopom pucka (®P) JII- 310 n000H 3K30TEHHBIM JTHMOO SHIOTEHHBIA (HAKTOP,
COCTOSIHME WU 3a00JeBaHHE, KOTOPOE MOXKET HUIpaTh NPEAPACIIONAraionlyl0  POJb WU
crocobctBoBath pazBuTHio JII. dakropamu pucka MOryT ObITh (DEHOTHINHMYECKHUE NPU3HAKU
(Bo3pacT, o), JeKapCTBEHHbIE MperapaThl, XUMUYECKUE BEIIeCTBA, NH(EKIIMOHHbIE areHThl U
T.1. TepMUH «aCCOIMUPOBAHHBIC COCTOSHUS HCIONB3YyeTCs I  O0O3HAUEHUsS TaKHX
KJIMHUYECKUX COCTOSIHUM, HaJuyue KOTOPBIX CBS3aHO CO CTaTUYECKH JIOCTOBEPHBIM
YBEJIMYEHUEM BEPOATHOCTU pazButus JII.

AOcomroTHbi puck passutus JIIT mpu Hammumu m3BecTHBIX PP mocTaroyHO HUBKUH,
[MO3TOMY WHJHUBUAYyaJIbHAsl YYBCTBUTEIBHOCTh WJIM T€HETHYECKAsl MPEAPACHOJIOKEHHOCTD, I0-
BUJIMMOMY, WIPAcT IPUOPUTETHYKO posb. Bece @P u acconmuupoBaHHBIE COCTOSHHAS MOKHO
KJIaCCU(PUIIUPOBATh B COOTBETCTBUU CO CTENEHBIO accoruanuu ¢ JII' u Hanmu4ust ycTaHOBJICHHOM
MPUYUHHON cBsi3u (mabauya 1).

Paznuuaror «onpeneaenusie» @P JII' u accouMupoBaHHBIE COCTOSIHHSA, 4YTO
O3HAYAECT HAJIWYME  B3aUMOCBS3€H, TMOJATBEPKICHHBIX  HECKOJBKHMH  HE3aBUCUMBIMU
HaOIOJICHUSIMH, BKJIIOYass KOHTPOJUPYEMBbIE MCCIEIOBAaHUS M JIOKa3aHHBIE AIUJIEMUU;
«BEPOATHBIE», O KOTOPBIX CBHUACTENBCTBYET  psAJ HE NPOTUBOPEYAIIMX JApPYr JAPYry
HaONMOJIeHWH, B TOM UHCJIE CEPUH CIIyYaes, OJIHAKO MM HE IIPUIIUCBIBAETCA POJIb
YCTQHOBJICHHON  NPUYUHBI; «BO3MOHbBIE», KOrJa MPUYUHHO-CIICICTBEHHAs!  CBS3b
MpeArnojiaraeTcsi Ha  OCHOBAaHWUM CEPUU KIMHUYECKHX HAOIIOJEHUN, PETUCTPOB, MHEHUU
JKCIIEPTOB; «MAJOBEPOATHBIC», C HAIWYMEM KOTOPBIX CBsA3bIBaIuCh ciydau JII, HO B
KOHTPOJIMPYEMBIX UCCIIEIOBAHUSX MPUIUHHO-CIIECTBEHHASI CBSI3b HE Oblila JOKa3aHa.

Ta6n1/1ua 1. (I)aKTOpI)I pHUCKa JI' n ACCONUMHUPOBAHHLIC KIMHUYIECCKHUE COCTOSIHUSA

Onpenene}mble BEPOATHLIC BO3MO’KHbIE MaJIOBEPOATHBLIC

ﬂekapcmeeHHble npenapamnisl U MOKCUHbL

AMHHOpeKc AmperamuH Merta-amperaMHUHBI AHTH/IETIPECCAHTBI
Dendypamun L-rpunrodan Kokann OpanpHble KOHTPALENITHBEI
Hexchendaypamun XUMHOTEpPANIEBTUUECKHE DCTpOTeHbI

PamncoBoe macio npenaparsl Tabakokypenue

Hemoepaguueckue u meduyunckue yciosus

[on bepemenHOCTD - Oxupenue
ApTtepuanbHas
TUIIEPTOHUS




3abonesanus
omnpesieJieHHbIe BEpPOSATHBIE BO3MOYKHbIE BO3MOKHE
BUY-undexmus MopTajbHbIE 3a00JIeBaHUS IIIUTOBUTHOM JKEJIE3bI, -
TUNIEPTCH3UH, 3a00J1eBaHus KPOBH,
3a00NeBaHuUs COCTOSTHHE TTOCIIE CTICHIKTOMUH,
TIEYeHH, CEPIIOBUAHO-KJIETOYHAS aHEMUH,
CUCTEMHBIE [-ranaccemus,
3a0o0neBaHus XPOHUYECKHE
COCIMHUTEIIBHOM MHuenonponudepaTuBHble
TKaHH, 3a0o0eBaHus,
BPOJKICHHBIE penKue reHeTHYecKne 3a00IeBaHus
CHUCTEMHO- nnu 6one3Hu oOMeHa,
JIETOYHBIE LIYHTHI bomesns [ome,
6one3nb ®on ['bepka,
HACJIe/ICTBCHHAS
reMopparudeckas TeJleaHT uAKTa3Us
(6ose3np Ocnepa-Bebepa)

Iaasa 3. SIIUAEMHAOJIOTAA JETOYHOM T'MITEPTEH3UA

OnuaeMuoI0rnYeckue JaHHble 0 pacnpocTpaneHHocTH JII' kak B Haiell cTpaHe, Tak U B
MHUpe, B HACTOsIIee BpeMs OTCYTCTBYIOT. [lo maHHBIM 3apyOeXHBIX HaOMIOJAEHUM, TpU
sxokapauorpaduyeckoM ckpuHuHre U3 4579 OonpHbix mpusHaku JII' (cuctonmueckoe JIJIA
Bbie 40 MM pr.cT.) BeIBIsUIMCh Y 10,5% OGonpHbIX. U3 HUX TONbKO 4,2% ManueHTOB UMeENn
JIAT, 78,7% - JII' BcrmeAcTBHE MATOJOTHH JIEBBIX OTACNOB cepama, 9,7% - JII' Ha ¢one
naTosoruu jerkux, 0,6% - xponudeckyro Tpom6osmobonnyeckyto JII' (XTIJID), B 6,8% ciydaes
YCTaHOBUTH AMArHO3 HE MPEACTABISIOCh BO3MOKHBIM.

I'pynmna 1. JIAT otHOCcHTCA K unciny opdaHHbIX 3a001eBanuil. [1o sanuaemMuonornueckum
JTAHHBIM, B 001l TOmyJsuu pactnpoctpaneHHocTh JIAT cocraBmsier 15 ciyuaeB 3a0oneBaHus
Ha MWUMOH HaceneHnus, WJII' - 6 cioyuaeB 3aboneBaHuss HA MWJUIMOH HaCelleHUs, a
3aboneBaemocth WMJII'- He Oomee 1-2 cimydaeB Ha MWIMOH Hacenenus B ron. WJIIT moxker
BO3HUKHYTh B JIOOOM BO3pacTe HE3aBUCHUMO OT Mojia u packl. HaubGomee wacto ne6ior
3a0oneBanus orMmeyaercs B 20-30 set y sxeHuuH, B 30-40 siet - y myxuuH. CoryiacHO JaHHBIM
peructpa NIH (CIIA), BrkmroyaBmiem B 1981-1985rr. 187 GonbHBIX B cpeiHEM Bo3pacTte 36 JeT,
COOTHOIIICHHUE KEHIUHBI/ MY»4HHBI cocTaBuio 1,7:1, 9% naruentos Obutu crapiie 60 net, 8%
- monoxe 20 mer. Cpennmii mepuon or jaeOroTa 3a00jeBaHUS O MOMEHTA YCTAaHOBJICHHS
JIMarHo3a COCTaBJIsUT OKOJIO 2 JieT. PerucTpsol, BHIMOIHEHHBIE B MTOCIEAHUE TObI, YKa3bIBalOT Ha

M3MEHEHNe JeMoTrpaduuecKnX XapaKTepucTUK. Tak, B eBpONMEHCKUX CTpaHaX CPEIHUM BO3pacT

oonpHBIX MJII" Ha MOMEHT yCTaHOBIICHHS AUATHO3a COCTABHI 52 T0J1a, COOTHOLICHUE JKSHITHHBI/



MyxunHbl - 1,6:1. [To poccuiickuM maHHBIM, 3a nocieaHee 10-neTre HAOMIOACHHE OTMEYaeTCs
BO3pACTaHHE COOTHOIICHHS KEHIIUHBI/ My>KYuHBI 10 6,5:1. Bo3pact Ha MOMEHT yCTaHOBJICHHUS
nuarnosa cocrasisier y 6onpHbIx I 31,2 roma. Ilepuoxn ot nedrota 3a00sieBaHus 10 MOMEHTA
YCTaHOBJIEHMSI TMArH03a MO-TIPEKHEMY COXPaHSAETCS OKOJIO 2 JIeT.

B crpykrype JIAI' mo nmanHsiM peructpoB Ha gonto namueHTtoB ¢ MJIIT mpuxomgutcs
39,2% 06osbHBIX, y 3,9% OONBHBIX UMEETCS CEMEHHBIN aHaMHe3 3a0osieBaHus. [Ipu cemeitHbIX
¢dopmax JIAI' B 70% citydaeB BBIBISIOTCS MYyTallMU I'eHA, KOJUPYIOIIEro perenrtopa Tuma 2
Oenka koctHoro Mopdoreresa (bone morphogenic protein receptor-2 (BMPR2), kortopsrii
NPUHAUICKUT K CEMEHCTBY TpaHcopmupymonmx haktopoB pocra (transforming growth factor
B (TGFP) u nacnemyercs Mo ayToCOMHO-TOMHHAHTHOMY THUITY ¢ HENoJHOU nenerpanueii (20%).
VY oGonpHbIX ¢ JIAI' Ha ¢one Oome3nn Ocnepa BBIABISIOTCS MYTallMil T€HOB, KOAMPYIOLIHX
penenTopsl akTUBUH-TI0,100H0M kruHa3bl - ALK unm snpormmxa.

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

I'pynma 2. V Oonbubix ¢ JII' Ha ¢QoHe 3a0oneBaHu JEBBIX OTIENOB CepiALla HE
OOHapy)XMBAETCSl TEHETHYECKOro cyoOcTpara 3aboneBanus. Pacmpoctpanennocts JIIT mpum
XpoHHYeCcKOM cepreuHoil HemoctarouHoctH (XCH) Bo3pacTaeT 1o Mepe HapacTaHUs
¢ynkunonansHoro kinacca (PK). Ipusnaku JII' BeisBastoress y 60% OonpHbix ¢ XCH
BCJIE/ICTBUE CHUCTOJIMYECKON AUCHYHKIIMH JIEBOTO Keiayaouka u A0 70% manueHToB, UMEIOLINX
M30JIMPOBAHHYIO TUACTOJINYECKYIO0 TUCHYHKIUIO JIEBOTO Kemyaouka. PacnpoctpanenHocts JIIU
MIPY HAJTUYUU KIIATIAaHHBIX TIOPOKOB JIEBBIX OTAENIOB CEP/IIa 3aBUCUT OT BBIPAXKEHHOCTH J1e(heKTOB
U KIMHMYECKOM cumnToMatuku. JII' pa3BuUBaeTcs MpPaKTHUYECKHM BO BCEX CIIy4asX MOpPaKEHUU
MUTPATBHOTO KJIanaHa u 10 65% ciydaeB npu CTEHO3€ YCThs a0PTHI.

I'pynma 3. Ilpu JII" BcriencTBre MaTONOTUH JIETKUX W/WIIH THITIOKCEMHH TOJIBKO B OJHOM
HCCIIEIOBAaHUM Y OOJIBHBIX C XPOHUYECKOH 0O0CTpyKTHBHON Gose3Hbo jerkux (XOBJI) onucan
nonumopdusm reHa ceporonuHa. Pacnpoctpanennocts JII' mpu XOBJI npu Hamuumm mo
MEHBIIIEH Mepe OJHOW  TOCIMUTAIU3AINH  BCIEJACTBHE  yCYryOJN€eHUS  JbIXaTeIbHOU
HeoCcTaTOuHOCTH cocTaBisger 10 20% cioydaeB. B passepuytoi ctaguu XOBJI wactora JII'
Bozpactaer (>50%), omHako creneHb moBbimeHus JIJIA  oOpaHO HeOombmas. [lpu
WHTEPCTUIIMANBHBIX 3a00JeBaHMIX JEerkux pacmnpoctpaHeHHocTs JIIT cocraBmser 32-39%.
Coueranue nerouyHoro @uopoza u SMPuU3EeMbl JETKUX CIMOCOOCTBYeT 0oyiee dYacToMy

BO3HHUKHOBeHHUIO JII'.
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I'pynna 4. ITIpu XTOJII' He oOHaApyKMUBaeTCsl TEHETUYECKOTO cyOcTpaTa 3a00JIeBaHMS.
Yactora pazsutus XTOOI' mocie nmepeHeceHHONW OCTpOil TPOMOOIMOOIMH JIETOYHOW apTepHH
Bapbupyetcst ot 0,5% no 3,8%. Cuuraercs, uro 50% OoabpHBIX ¢ 3T0i Gopmoit JII' moryT He
UMETh B aHAMHE3€ OCTPOil TPOMOOAMOOIUM JIETOYHOW apTepuu WM TPoMOO3a TyOOKHX BEH

HWKHUX KOHEYHOCTEH.

I'pynna 5. B sty rpynmy Bkitouarotcs pasnuudbie ¢opmbl JIIT HEM3BECTHOro WU
CMEIIAaHHOTO TeHe3a. YUHWThIBasl €€ TeTePOreHHOCTb, HE MPEICTABIISIETCS BO3MOKHBIM OIEHUTH

PacrpoCTpaHEHHOCTh U HAJIMUME TEHETUYECKOT0 cydcTpara 00Jie3Hu.

I'maBa 4. IATOI'EHE3 JII'

B naToreHese 3a00JIeBaHUS ClIeyeT BBIJICJIUTh YeThIpPE OCHOBHBIX
naTo(U3NOIOTHIECKUX (peHOMeHa:

1) Ba30KOHCTPHKIIHS

2) peyKIus JISTOYHOTO COCYIMCTOrO pycia

3) CHWKEHHE 3IACTUYHOCTH JIETOYHBIX COCY/IOB

4) obnuTeparus JEro4YHbIX COCYA0B (TpoM003 in Situ, mponudeparus riaIKoOMbIIICYHBIX
KJIETOK).

Jlo HacTosIIero BpeMEeH! TOYHO HE YCTAaHOBJICHBI MPOIIECCH, UTPAIOIIUE TTYCKOBYIO POJIb
B Pa3BUTHH MATOJIOTUYECKUX U3MEHEHUH B JIeroyHblx cocymax mpu JII'. CoBpeMeHHbIe TeOpUU
natoreHe3a JII' ¢pokycupyrores Ha AUCHYHKIIMU UM MTOBPEXKICHUN SHIOTEIHS, PUBOASIIEH K
HapymeHno OaraHca MEXIy Ba30KOHCTPUKTHBHBIMH W Ba3OJWJIATHPYIONIMMHU BEIIECTBAMH U
Pa3BUTHIO Ba30KOHCTPUKIMHU. OCBOOOXKICHHE HEWJICHTH(PHUIMPOBAHHBIX XEMOTAKCHYECKUX
areHTOB U3 MOBPEKICHHBIX KJIETOK SHAOTENHS BHI3BIBAET MUTPAIIMIO I1aIKOMBIIIEYHBIX KIETOK
B MHTUMY JIETOYHBIX aprepuon. Cekpenus JIOKaJbHO aKTHBHBIX MEIWATOPOB C BBIPAKEHHBIM
Ba30KOHCTPUKTOPHBIM JICHCTBHEM CIIOCOOCTBYET pa3BUTHIO TpomOo3a Iin Situ, Tpanchopmupys
COCTOSIHME JIETOYHOTO COCYIUCTOTO pyclia W3 OOBIYHOTO AHTHUKOATyJISHTHOTO COCTOSHUS
(BcieACTBHE  OCBOOOXICHMSI MPOCTALMKIMHA W HMHTUOMTOpa TKAaHEBOTO AaKTUBATOpa
IUTa3MHUHOTEHA) B MPOKOAryJIsIHTHOE. B pe3ynbraTe oOpa3yercss MOPOUHBIM KpPyT: MOBpEXKACHUE
SHJIOTETHSI HEYKIIOHHO MPOTPECCUPYET W TMPUBOJIUT K PEMOJCIHPOBAHUIO JIETOYHBIX COCYIOB,
HapacTaHUIO COCYAUCTON OOCTPYKIMH M oOnuTepanuu. [Ipu 3TOM MaToNorHYecKue MpOIecCh
3aTparuBalOT BCE CIOM COCYAHUCTOM CTEHKH, pa3jM4YHbIe THUIBl KJIETOK- JHIOTEITHAIIbHEIE,
TJIaJKOMBIIIeUHble, (GuOpobOraacTel. B  agBeHTHUIIMM OTMEYaeTCs TOBBIIMICHHAS TPOIYKIUS
AKCTPACIUTIOJIIPHOTO MATPHUKCA, BKJIOYAs KOJUIATCH, AJIACTHH, (UOPOHEKTUH W TECHACIUH.

BocnanurenbHble KIETKH U TPOMOOILUTHI TaKkKe UTPAlOT CYHIECTBEHHYIO pojib B pazButuu JII.
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B masme kpoBu OosbHBIX ¢ JII' MOBBIMIEHBI YPOBHH NPOBOCHAIUTENBHBIX LUTOKHHOB, B
TPOMOOIUTAX HAapyIIAaeTCsl MeTabOoJIM3M CEpOTOHHHA.

[lpu wWccnenoBaHWMM  Ba30aKTHBHBIX CyOcTaHIMii OBUIO TOKa3aHa MOBBIIICHHAsS
OPOAYKIMS TPOMOOKCaHA M MOIIHOTO BA30KOHCTPUKTOPHOTO TMENTHIA 3SHAOTETUATBLHOTO
IIPOUCXOXKACHUA C MHUTOTEHHBIMM CBOWCTBAMH B OTHOLICHMM IJIaJKOMBIIIECYHBIX KJIETOK-
SH0TENNHA-1, NeduuuT Ba3oanIaTaTopa MpoOCTalUKINHA U OKCUA a30Ta.

VY GonpimHCcTBa 00NBHBIX ¢ cemeiiHol JII', a Taxoke y paaa OOIbHBIX CO CIIOPAANIECKUMU
ciygasimu JII' - WJII' BeIsBAsieTCs accolMalusi ¢ MyTallUsIMA T€Ha, JIOKAJIU3YIOIIerocs Ha 2
XpoMocoMe U Kojupymomero peuenrop tuna |l x nporenny koctHoro mopdorenesa. OnHako,
70 CHUX IIOp HE YCTAaHOBJIEHA NATOOMOJIOTMYECKAs B3aUMOCBSA3b MEXKJIY TIE€HETHYECKUMHU
HapymeHusiMu 1 paszsutaeM JII'. OOpamraer Ha ceOst BHUMaHue Bbicokast yactora WJII™ u Huskas
ne”Herpauus tpu cemeitnoit JII' (mpumepno 20% Myrtanuii TpuUBOIUT K MaHH(DECTaUU
3a00JIeBaHNsA), KOTOpBIE YKa3bIBAIOT HA TO, YTO JUIA PAa3BUTHUSA 3a00JEBaHUS HEOOXOIHUMBI
JIONIOJTHUTENIbHBIE TPUITEPbl. DTO MOXET OBbITh MNOIMMOp(hU3M reHoB, komupyroomux NO-
CHHTa3y, KapOuMumi-hocdar CUHTa3y, CHHTE3 IEPEHOCUNKOB CEPOTOHUHA, UM IPYTUe CTUMYJIBI,
OTBETCTBEHHBIE 3a KOHTPOJIb POCTA JIETOYHBIX COCYJUCTBIX KJIETOK. Y OTJAEIbHBIX MAllUEHTOB, a
TaKK€ B CEMbSIX C HACIEJCTBEHHON TeMOpparnyeckod TeneaHrudkrasuen (6onesnp Ocrnepa-
BebGepa-Panio) onucansl MyTaliuyu reHOB PeLiENTOPoB (paKTopa HEKpo3a OMyXOJH [3, aKTUBHUH-
10/100HON KMHAa3bl 1, HHJIOTIIMHA.

Takum o0Opa3oM, OTAEIbHBbIE MATOOMOJOTHMYECKHE IPOLECChl B KIETKAaX M TKaHIX
001bpHBIX JII' ycTaHOBJEHBI, OJHAKO B3aUMOJECHCTBUS STUX MEXAaHU3MOB B pa3BUTHH U
MIPOrpPEeCCUPOBAHNN 3a00JIEBaHUSI TOYHO HEU3BECTHO. TEOPEeTHHECKH MOKHO IPENIOJIOKUTD,
YTO HACJIEJCTBEHHAs MPEIPacoNoKEHHOCTh PeaIn3yeTcsl Mol BO3IeHCTBHEM (aKTOPOB PHCKa,
YTO TPUBOJUT K U3MEHEHHUSM DA3JIUYHBIX THUIOB KJIETOK (TPOMOOLMTHI, IJ1aJKOMBIIIECUYHBIE,
SHAOTENHATbHBIE, BOCHAJIUTENbHbIE KIETKH), a TaKXe B OSKCTPAlEIUIIOISIPHOM MaTpUKce
MHUKPOLHPKYISTOPHOTO PYCIaM JIETKHX.

Hucbananc Mexay  TpOMOOTHYECKMMH, MHUTOT€HHBIMM, IPOBOCHATUTEIHHBIMH,
Ba30KOHCTPUKTUBHBIMU bakTopamu u MEXaHU3MaMH1 o0paTHOro neicTBus-
AHTUKOAryJISTHTHBIMU, AHTUMHUTOT€HHBIMH, Ba30/IMJIATUPYIOIINMH, CIOCOOCTBYET
BAa30KOHCTPUKIIMM U TpoMOo3aM, MpoiudepaTUBHbIM U BOCHAIUTEIbHBIM HM3MEHEHHUSIM B
JIETOYHOM MHUKPOLIUPKYJIATOPHOM pycie. VIMEHHO 3Tu MEXaHU3Mbl OTBETCTBEHHBI 3@ pa3BUTHE
U TPOTPeCcCUPOBAHME MATOJIOIMYECKHX OOCTPYKTHUBHBIX HPOIIECCOB B JIETOYHBIX COCYJAX IPH
JII', KOTOpO€ NPUBOAUT K YBEIUYEHUIO JIETOYHOI'O COCYAUCTOrO CONPOTUBIICHUS, NIEPETPY3KE U

JIEKOMITCHCAIIMH TPABOT0 KETYI0UKa, THOETH OOJbHBIX.
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I'maBa 5. IUATHOCTHKA JIT

Crpateruss auarHoctukun npu JII' mnpeamomaraer mnpoBeneHHe  KOMIUIEKCHOTO
o0cieToBaHus C SN0 YCTAaHOBJICHUS JHUArHo3a, OIEHKU KIMHWYeckoro kimacca u tumna JII, a
TaK)Ke OICHKH (YHKIIMOHATHHOTO M TeMOJIMHAMUYECKOr0 cTaTyca manueHToB. LlemecooOpasHo
BBIICTIUTH CIEAYIOIIME STalbl TUATHOCTHYECKOro U auddepeHnanbHO- TUarHOCTHYECKOrO
nporiecca (cxema 1):

I. Tlomo3penue y 6onpHoro Hamuuwus JII' (JII'- mpeaBapuTenbHblid uarHos)

Il. Bepuduxamus auarnoza JII

I1l. YcranoBnenue knmHudeckoro kmacca JII

IV. Onenka JIAT (Tum, pyHKIHOHATBHAS CIIOCOOHOCTB).

Cxema 1. Otansl nuarsoctuku JI'.
|.  Ilonmospenue y 6onpHOro Hamuuus JII' >
*  KIMHUYECKHE CUMITOMBI,
* (usukanpHOE 00CIIEIOBAHUE,
*  TpoIexypbl CKPHHUHTA,
*  CIy4ailHble HAXOJIKHU
Il. Bepudukanus muarxosa JII' >
* OKIT,
*  peHTreHorpadus opraHoB rpyIHON KIETKH,
*  TpaHCTOpaKaJbHas dXOKapaurpadus
*  KaTeTepHu3alys MIPaBbIX OTJENIOB Cep/lia, TECThl HA BA30PEaKTUBHOCTD
[1l. VcranoBnenue kiunudeckoro kmacca JII
« OB/,
*  aHaJU3 Ta30BOT0 COCTaBa apTepUAILHOW KPOBH,
*  BEHTWISLMOHHO-TIep(y3MOHHAs CUMHTUTPadUs JIETKUX,
*  KOMIIbIOTE€pHAs TOMOrpadus,
*  IyJIbMOHOAHTHOTpadUs
IV. Ouenka JIAT:
*  THUII - aHAJIU3bl KPOBU, UMMYHoJ0rus, TecT Ha BUY, Y3 BHyTpeHHUX OpraHos
*  (yHKIMOHATBHAS CIIOCOOHOCTb OOJIbHBIX- TECT 6-MUHYTHOM XObOBI,

KapAHOIMyJIbMOHANIbHBIHN TeCT (MUKOBOE MOTpeOIeHNE KUCIOPOAa, aHA3POOHBIH Mopor).
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Oran |. Iogo3penue Ha Haguuue JII' (JII'-npeaBapuTeabHbIi 1MATHO3)

Knunuueckue npuznaku u cumnmomul, ykazvliearoujue na naauvue JII

Bce ximmnnveckue cumntomsl JII', BRISIBIsieMbIE TIPU Paccpoce U OCMOTpe OOJIBbHBIX, HE
SBJIAIOTCSI TMAaTOTHOMOHMYHBIMM, YTO 4YacTO 3aTpyIHSET pPAaHHIOK JUarHocTuky. CHekTp
KJIIMHUYECKMX CUMITOMOB- OJIbIIIKA, CJIA0OCTh, MOBBIIMIEHHAs YTOMIIIEMOCTh, 00N B 001acTu
cep/ua, TOJIOBOKPYKEHUSI U CUHKOMAIbHBIE COCTOSIHUS- 00YCIIOBIJICH, TJIaBHBIM 00pa3oM, IByMs
OCHOBHBIMM IIPUYMHAMU- 3TO HAPYLICHHBIM TPAHCIOPT KHUCIOPOJAa W CHHIKEHHE CEPACUYHOIO
BbIOpoca. Kpome Toro, xapakrepubiMu cumnromamu JII™ SBISIOTCS Kalens 1 KpOBOXapKaHbe.

Ha nawyanbHOM 3Tame 3aboieBaHHe MOXET MPOTEKaTh OECCUMITOMHO, TEM HE MEHee
ONbIIKa TpH (U3MUECKUX Harpy3kax sBisieTcs Haubosiee 4YacThiM CHUMITOMOM Je0roTa
3a00JIeBaHMUS.

Oo0vluika WHCTIUPATOPHOIO XapakTepa BbIpakK€Ha B PAa3IMYHOM CTENEHU: OT
MHHUMAJIbHOM, BOSHUKAIOLIEH JTUIIb PU 3HAYUTEIBHON HArpy3Ke, J0 UMEIOIIEH MECTO AaXe B
MOKOE W TpU HE3HAYUTEIbHBIX ycwiusax. Kak mnpaBuiio, ¢ TedeHHeM OONIe3HH OJbIIIKA
MPOrpecCcUBHO HapacTaeT. [Ipu 3ToM MPUCTYNOB yAylIbsi OOBIYHO HE HAOIIOJaeTCs.

bonu 6 epyou y nanuenTtoB JII' 00bIYHO MMEIOT HEOIPEAEICHHBIN XapaKTep: JIaBsllue,
HOIOIIME, KOMIOIIKeE, C)KUMarolue; 0e3 4eTKOro Hayalia, MpoI0JKUTENIbHOCTBI0 OT HECKOJIBKUX
MHUHYT J0 CYTOK, YCUJIMBAIOTCS MPHU (PU3NYECKUX HArpy3Kax, OObIYHO HE KYHNHPYIOTCS MPHEMOM
HUTpPOIJIMLEPUHA. Y psAna nmauueHtoB ¢ JII' oTMeuaroTcs TUNWYHBIE MPUCTYIBI CTEHOKApANUHU-
MHTEHCUBHBIE MPUCTYNOOOpa3Hble OOMM CKHUMAIOLIET0 XapakTepa, JIOKaIu3yloIliuecs 3a
TPYAUHOM, NHOT1a UPPAAUHUPYIOLIUE B JIEBYIO JIONIATKY M JIEBYIO PYKY, YTO MOKET MaCKMpPOBAaTh
UIIEMUYECKyI0 00JIe3Hb ceplia U Jake OCTPbIM HH(pAPKT MUOKapAa.

bonee ywem y monoBuHBI O0nbHBIX JII' OTMEHalOTCS 2010680KpyHCceHUss U 0OMOPOKU,
npoBoLupyemble (pusndeckoid Harpy3koi. OObIYHAs TPOAOIKUTEIBHOCTH OOMOPOKOB 110 2-
SmuHyT, WHOrAa 10 20-25MuHyT. BONBMIMHCTBO OONBHBIX JKadyeTcs Ha cepaineOueHus u
nepebou B pabote cepaua (mpu 3toM Ha OKI' 3710KauecTBEHHBbIE HApyLICHHS pPUTMA, Kak
IIPaBWJIO, HE PETUCTPUPYIOTCSI, YAIlle - CHHYCOBasl TAXUKAPANs).

Kawenv otrmeuaercst y tpetu OonbHbIX ¢ JII', CBs3aH, MO-BHAMMOMY, C 3aCTOMHBIMU
SBIIGHUSMU M TPHUCOEAMHEHHEM BOCHAJIUTENIbHBIX HM3MEHEHUl B JIETKUX U OpoHXax.
Kposoxapxanve (mo 10% OGonpHbix ¢ JII') 0OBIYHO BO3HUKAET OJHOKPATHO, HO MOXKET
MPOJOIKAThCA HECKOJIBKO JIHEH, CBSI3aHO Kak ¢ TPOMOO3MOOJIHMSIMU B MEJIKHE BETBH JICTOUHOU
apTepuH, TaK U BCIEJICTBHE pa3pbiBa MEJIKUX JIETOYHBIX COCY/IOB B CBSI3M C BBICOKOM JII'.

[Tpu pusukanpsHOM ocMoTpe marueHToB ¢ JII' Hanbosee 4acTo BBISBIISIETCS aKPOIIMAHO3,

IpU JUIMTEIBHOM TEYEHUH OOJIE3HU - M3MEHEeHHe (alaHr MajbleB MO TUIy «OapabaHHBIX
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[AJIOYEK» U HOI'TEH B BUJE «YaCOBBIX CTEKOJ», U3MEHEHUE (POPMBI TPYAHOMN KIETKH Y OOJIBHBIX
¢ sMpuzemoii nerkux («0oukooOpaszHas» rpyaHas kieTka). [Ipu pa3BUTHN PAaBOXKETYA0UKOBOM
CepJICYHON HEJOCTATOYHOCTH Yy OOJIBHBIX OTMEYAIOTCS HaOyXIlMe IICHHBIC BEHBI,
rernaToMeraius, nepudepruueckue orekd, acuut. Ilpu ayckympranmuu c OoJbLION Aoien
BEPOATHOCTH MOXKHO YCTAaHOBUTH HAJINYME MATOJIOTHH JIETKUX U CEPALA, a TAK)KE BBIPAXKCHHOCTh
JII'.  XapakTepHbIMH ayCKYJbTaTHBHBIMH mnpu3Hakamu JII' sBmstorcs akument |l Tona Han
JIErOYHOM  apTepuey, MaHCUCTOJWYECKMM  CHCTOJIMYECKUH  IIyM  TPUKYCHUJAIbHOU
HEJ0CTaTOYHOCTH, yM ['pexema-Crua.

Cumnmombwl, c6A3aHHbIE C CONYMCMEYIOUUMU 300071€6AHUAMU

OpTOnHO? M NapOKCH3MAIBHOE HAPAaCTAHHWE OJBIIIKKM B HOYHBIE 4achl yKa3bplBaeT Ha
MOBBILLICHUE BEHO3HOI'O JABJIEHMSI M 3aCTOWHBIE SIBICHHS B MaJlOM Kpyre KpoBOooOpalleHus
BCJIE/ICTBHUE NOPAXKEHMUSI JIEBBIX OTJIENOB cepila. ApTpalriu, KOXKHbIE IPOSBICHUS, INXOpaaKa U
Jpyru€ CUMITOMBI 3a00JIEBaHUN COEJUHUTENILHOM TKAaHM YKa3blBalOT Ha CBSA3b OJBIIIKH C
CHCTEMHBIMU 3a00JI€BaHUAMHU COEIMHUTEIbHON TKaHU. Xpal U HOYHOE allHO3, CBSA3b OJIBILIKHU C
HapyleHUsIMU [JbIXaHUs BO BpeMs CHa TpeOyeT MpOBENCHUs IOJIMCOMHOrpaduyeckoro
HCCIIEIOBaHUSI.

Cumnmomul npozpeccuposanus 3a60,1€6aHUA

OTexkr HIKHUX KOHEYHOCTEH, aclUT, CHIDKEHHE allleTHTa, BbIpaXEHHas CJaboCTh
CBHJIETEJILCTBYIOT O JUC(YHKIIMHU MPAaBOT0 KeIyA0uKa, HApaCTaHUH CTETEHH TPUKYCIUAATbHON
HejocTaToyHOCTU. JIjIi  OIEHKM JMHAMMKM TeueHus 3aloyieBaHus U 3(PEeKTUBHOCTU
MIPOBOAMMON Tepanuu HEOOXOAMMO KOJUYECTBEHHO OLIEHHWBATH TOJIEPAHTHOCTh K (PU3NYECKUM
Harpy3kaMm ((QyHKIIMOHANBHBIN Ki1acc, TECT 6-MUHYTHOH XOJIbOBI).

Anamnecmuyeckue ceeoenus

YuuThiBasi yCTaHOBIEHHBIM  reHeTHdeckuid acmekt JIAI, HeoOXoaMMoO HCKIIOYUTH
HaJIMYue XapaKTepHOW KIMHUYECKOH CHUMITOMATUKH Yy POACTBEHHHMKOB OoibHOro. Cremyer
YUUTBIBaTh MOTEHUUAIbHBIM puck paszsutusd JIAIT npum mnpuMeHeHHMH JEKapCTBEHHBIX
IpernaparoB, TOKCHHOB (AHOPEKTHKH, palCOBOE Macio), XuMHoTepanuu (uukiodocdan,
OonmeoMunMH W Jap.). JluarHo3 BBICOKO BeposATeH Yy OonbHbIX ¢ cumnromamu JIAT,
BO3HUKAIOIIMMHU Ha (OHE CHCTEMHBIX 3a00J€BaHUN COEAMHUTEIBHOW TKAaHU, MOPTaIbHON
runeprensun, BUY-undexnun, BpOXKIEHHBIX IOPOKOB cepiala co cOpocoM KpOBH CleBa

HaIlipaBO, BECHO3HBIX Tp0M603OB.

Jrtan |l. Bepudpukauus auarnoza JII'
[Ipu oOHapyXeHHMHM TeX WIM HMHBIX NAaTOJIOTMYECKUX M3MEHEHHH, YyKa3bIBalOIIMX Ha

Hanmuue JII', Heo6X0ANMO MPOBECTH PsIl MHCTPYMEHTAIBHBIX METO/I0B 00CIIEI0OBAHHUS.
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Onexmpokapouoepagusa (OKI') BBIABISCT TPU3HAKKH TUNEPTPOOUH U TIEPETPY3KH
paBoOro OKeIyJodKa, Juiartaiud W runeprtpoduu mpasoro mpeacepaus (p-pulmonale),
OTKJIOHEHHE DJIEKTPUYECKOH ocu cepama BropaBo. l[wumeprpodus  mpaBoro xemyaouyka
BEIBIISIETCS Y 87%, OTKIIOHEHHE AJIEKTPUYICCKOM OCH cepiia Bipaso - y 79% oGonpabix ¢ WJII.
YuureiBas, uro yyBcTBUTeNbHOCTh DKI™ npu JIAI' coctaBnsier aumb 55%, a cnenu@uuHOCTb -
70%, OKI' He Bcerma sBisieTCS METOAOM CKpuHHMHTa B auarHoctuke JIAI. Y GoipHBIX ¢
Tsokenoi JIAIT moxxet oOHapysxuBaThest Hen3MeHeHHast JKI'.

Ecin usmenenus Ha OKI' BO3HMKAOT JMIIb NpU HAJIWYMM AOCTATOYHO BBIPAXKEHHOMN
runepTpoduu NpaBbIX OTIEIOB CEepllld, TO C IMOMOIIBI0 BeKMopKapouocpagduu MOKHO
JUarHOCTHPOBaTh JTH HM3MEHEHHs B Ooliee paHHUX cTaauax. Pouoxapouozpaghuueckoe
ucciredosanue TO3BOJSET HE TOJBKO JUArHOCTUPOBATh THUIIEPTEH3UIO WJIM TUIEPBOJIEMUIO B
MajoM Kpyre KpoBOOOpallleHHs, HO U OTHOCHUTEIbHYIO HEJOCTaTOYHOCTbh TPUKYCIIHJIAIbHOIO
KJIallaHa ¥ KJIalaHa JISTOYHOM apTepuu, HO M OOHApyXUBaThb IPUOOPETEHHBIE U BPOXKJICHHBIE
MOPOKU cepna , BbizpiBaromue JII'.

Penmeenoecpagusn opeanos epyoHoul kiemxu TO3BOJIAET YTOUHUTH ATHONOTHIO JII':
BBISIBUTh MHTEPCTUIMAJIbHbIE 3a00JI€BaHMsI JIETKUX, IPUOOPETEHHBbIE U BPOXKIECHHBIE MOPOKU
cepaua, a Takke cyauTh O TskecTH JII'. OCHOBHBIMU pEHTIreHOJIOrMYecKUMHU npuszHakamu JII'
ABJISIIOTCSL BbIOyXaHHWE CTBOJIAa M JIEBOM BETBH JIETOYHOH apTepuu, KOTOpble (OPMHPYIOT B
npsMoil mpoekuuu |l gyry mo 5eBoMy KOHTYpYy ceplla, pacIIUpeHHEe KOpHeW JIeTKux,
yBeNIWYEHUE TpaBbiX OTAenoB cepana. Y 90% Oonpupix WMJIIT HA MOMEHT YCTaHOBJICHUS
nuarHosa, y OonbHbIX ¢ Mmsrkoi JII' BcienctBue 3aboseBaHMil JeBbIX oTAenoB, npu JIBOB
PEHTIeHOJIOTHYECKas KapTHHA JIETKUX U Cepilla MOXKeT ObITh HE M3MEHEHa. Y OOJbIIMHCTBA
6onbHbIX WJIT' 0TMedaeTcst MOBBIIIEHHE MPO3PAYHOCTH JITOUHBIX TOJeH Ha nepudepun 3a cuet
00eHEeHUsI JIETOYHOT'O PUCYHKA.

Tpancmopaxanvnas  sxoxapouoepagpuss  (OxoKI') cumraercs Hauboyiee I1IEHHBIM
HEMHBA3UBHBIM METOJIOM auarHocTuku JII', Tak Kak HE TOJIBKO MO3BOJISET OLIEHUTh YPOBEHBb
JUIA, HO 1 naer BaxkHyro mHpopManuoo o npuunHe U ocnoxsHeHusx JII'. C momomipio 3TOrO
METOJIa MOXHO HCKJIIOUYHTh MOPAXEHHs MUTPAJIbHOTO, AOPTAJBHOIO KIIANaHOB, OOJIe3HU
Muokap/a, BIIC ¢ mryHTHpoBaHMEM KpOBH CJI€Ba HAIpaBo, MPUBOAIIME K pa3BuTHiO JII.

V¥ nauuenTtos ¢ JII' BIABISETCS pacIIMpPEHHUE MOJIOCTEN MTPaBOro Mpeacepaus U MpaBoro
xenynouka (IDK), yrommenue nepenneit crenku IDK, u3meHsercss xapaktep JIBUKEHUS
MEXOKEITYJJOUKOBOM TEPETOPOJKH: B CHCTOJY OHA CMEMIAeTCA “‘MapaJloKCaibHO” B CTOPOHY

MIPABOTO KEJTyI0YKa.
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Jonmneporpadusi Mo3BONSIET U3MEPUTH CKOPOCTh KPOBOTOKA B CEpIIE, YTO B CBOIO
ouepeqb JaeT BO3MOXKHOCTh HeWHBa3UBHO omnpenenuTsh [IJIA. Haubonee TecHas koppensuus
MEXKIy PAaCUETHBIM U «IIPSMBIM» U3MEPEHUEM CHUCTOIMYECKOrO JABJICHWs B JIETOYHOM apTepuu
ObUIa TIOJTyYEHa IIPU OTPEICTICHNN BEIMYMHBI CHCTOIMYECKOTO JJABJICHUS B JISTOYHON apTepHu 1O
CTENEHU TPUKYCHHUAAIBHOM PpErypruTalyy C IMOMOLIBI0 HENpPEephIBHO-BOJHOBOrO Metona. [lpu
OTCYTCTBHUHM  OOCTPYKLMH  BBIHOCSILErO TpakTa MpaBOro JKEIyJouka IO  CTENeHU
TPUKYCHUJAIBHOM pErypruTalud MOKHO PACUYETHBIM IIyTEM  ONPENEIUTh BEIUYUHY
CUCTONHMYECKOro namieHus B nerounoi aprepuu (CIJIA) ¢ momombp0 MoIupUIIMPOBAHHOTO
ypaBHeHus bepHymm: AP= 4V? | rie AP — I'PaJMEHT JIaBJICHUs Yepe3 TPEXCTBOPYATHIN KJIAIaH ,
V - ckopocTh TpUKycnuaanbHoW peryprutaiuu B M/c. ns moncuera CJIJIA mertomom
oTpezeNieHus TPaJNeHTa JaBICHHS Yepe3 TPUKYCIUIAIbHBIN KIanaH K TPaJAUeHTY JTOJKHO OBbITh
nobasieHo nasieHue B npaBom npencepauu (AIII). ITo coBpemennsim pekomenaanusam CAJIA
OTIPE/ICIISAIOT C YYETOM JaBJICHUS B HIDKHEH nosoii Bene (HIIB) u ee xomabupoBaHus Ha BIOXE.
Uccnenosanue HIIB no3Bosiser 00beKTUBU3UPOBATH SBJICHUS 3aCTOS KPOBU B OOJIBIIOM Kpyre
KpOBOOOpAIIeHHsI, a TaK)Ke KOCBEHHO OLIEHUTh YPOBEHb CHUCTOJIUYECKOrO JABJICHUS B MPABOM
MpeJicepiud, TO €CTh LIeHTpalbHOro BeHo3Horo nasienus (L[BJ). MccrnenoBanue npoBoasT u3
CyOKOCTaJIbHOTO JIOCTYIa, JAaTYUMK YCTAHAaBIMBAIOT [0/ MEYEBHAHBIM OTPOCTKOM U
opueHTHpytoT B no3uuuu anuHHoW ocu HIIB. Imamerp HIIB ymenbinaercs Ha riybokom
BJIOX€, KOIZIa OTPULIATEIILHOE IABJIICHUE B TPYAHOU KIIETKE BEIET K YBEIMYECHHUIO HAIOJHEHHUs
IDK u3 cucremubix BeH. {uamerp HIIB u mpoueHT yMeHbleHHs OuaMeTrpa BO BpeMsl BIOXa
KOppEIUpyIOT ¢ JaBieHueM B mpaBoMm upeacepauu (II). Y 3mopoBoro uenoBeka mpu
HopMainbHoM JIIIII, paBHOM 00bIY4HO 5 MM pT. cT., auamerp HIIB menbme 1,7 cm, u oH
crnajgaercs nocie riayookoro Bioxa Oonee ueM Ha 50%. Ilpum Hanuuum npaBoXkenyJOYKOBOM
HEJOCTaTOYHOCTH, TIOBBIIIEHUN KOHEUHO-Auacronuueckoro nasinenus B IDK wu I,
Habo1aeTcsl 3aTpyJHEHHe NpuToka KpoBH K cepamy. [loatomy kommabuposanue HIIB Bo
BpeMsl BJI0Xa CYIIECTBEHHO YMEHBILIAETCS, YTO SIBISAETCS MOKA3aTeJeM 3acTOsl KPOBH B BEHAX
00JBIIOTO Kpyra KpoBooOpaieHus u ceuaeTenbetByeT o nosbimennn I (IIB/). dunararus
HIIB Gonee 1,7cM mpu HOpMallbHOM pecnupaTopHOM Kojuiance Oonee 50% mnpexamonaraer
cpennee yBenuuenue aasnenus B III1 (6-10 mm pT. cr.). Ecniu pecniupaTopHbiil KoJIanc MeHee
50%, maBnenme B IIIl cocraBnser or 10 mo 15 mm prt. ct. Hakonen, mwmarammss HIIB Ge3
KOJIJIarca Ha BJIOXE IpeJnojaraeT 3HaunTesbHoe yBenudenue nasienus B I1I1 6omnee 15 mm pr.
cr.. Hamportus, ymensiienue nuamerpa HIIB (oOpryHO MeHee 1,2 cM) CO CIIOHTaHHBIM

KoJmabupoBaHueM yacto Habmromaercs npu ymenbiiennn OLIK.
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[Ipu omnpeneneHUM BOCHPOM3BOAMMOCTH cieayeT oOpaTHTh BHUMaHHE Ha JOCTATOYHO
3HaunMyro omuoky mpu pacuere CIIJIA (4,9-8 MM pT. CT.) METOZOM OIpEICIICHUs] IpaJueHTa
JABJICHHUs Yepe3 TPUKYCNMJAIbHBIA KianaH. Takue NOrpemHOCTH MOIYT TOJIBKO OT4acTH
IIPUIKCHIBATLCS HEOJHOBPEMEHHOCTH HWHBA3MBHBIX M JOINIUIEPOBCKUX HCCIECJOBAHUM WK
CyOBEKTHBHOCTH CKOPOCTHBIX u3MepeHui. Bocnpouspomumocts u3mepenuss CJJIA dyepes
TPUKYCTIHIATbHBIN KJIalaH 3aBUCUT B OCHOBHOM OT KauecTBa 3alMCH JIONIIEPOBCKOIO CHEKTPA.

Cucronuyeckoe JaBJICHUE B MPABOM KEIyJ0UKE Y 3I0POBBIX JIto/iei B Bo3pacte 1-89 ner
coctaBisier 28+5 MM.pT.CT. (15-57 MM.pPT.CT.) U YBEJIIMUMBACTCS C BO3PACTOM M YBEIUYCHUEM
MHJIEKCa Macchl Tena. TpuKycnuaaabHas perypruTays onpenesseTcs: y O0IbIINHCTBA OOTBHBIX
c JII' (74%) B wuccinenoBanusix ycTaHoBJIeHa KoppensimuonHas cBsazb (0,57-0,93) mexny
naBieHueM, u3MepeHHbIM mpu OxoKI' 1 Bo Bpems KaTeTepu3aluy MpaBbIX OTIEIOB cepialla U
JIETOYHOMN apTepHH.

BuytpuBeHHoe BBeneHHE (DU3MOIOTMYECKOTO pacTBOpa MO3BOJSET  ONPEACIHTH
OTKpbITOE OBanbHOE OKHO, [IMIIII Thma BeHO3HOrO cuHyca. /[ NMOATBEPKICHUS HAIAYUSA
OTKPBITOI0 OBaIbHOIO OKHA WK HeOonbinoro JIMIIII, ouenku ero TouHoro pazmepa Tpedyercs
nposenenue upecnuuieBoguon IXOKI'.

Ouyenka cemoOunamuru

Karerepusarust npaBbix otaenoB cepamna (KIOC) nomkHa MPOBOAUTHCS BCeM OOIbHBIM
JIAT' nns monTBepXkJIeHUs JAMarHo3a, OLIEHKU TSDKECTH, pelIeHUs Bompoca O  BblOope
NATOr€HETHYECKOW Tepanmuu U OlLeHKH ee dPppekTUBHOCTH. Pexomenayetcs noBTopsats KIIOC
JUIS TIOATBEPXKACHUSI KIMHUYECKOTO YXYALUEHUS, JJIs pEIIeHHs BOIpoca O HEOoOXOJUMOCTH
Ha3HAaYeHUs] KOMOMHUPOBAHHOM Tepamnuu.

Ha »rane Bepudukanuu pauarHosa KIIOC mnpoBomuTcss [UIsi OILEHKH TSKECTH
reMOJMHAMHYECKUX HapyIIeHWW W TMPOBEJIEHUS TECTOB Ha Ba30pPEaKTUBHOCTh. HeoOxoanmo
OLICHMBATh CJENYIOIIME MapaMeTphl: JaBjIeHHE B MPAaBOM MpEICepIuH, JABICHHE B JIETOYHOM
apTepuH (CHUCTOJIMYECKOEe, IUACTONIMYECKOE, CpPEJHEE), JaBJIEHHUE 3aKJIMHUBAHUS B JIETOYHOMN
aprepun (I3JIA), cepaeuHslif BHIOpOC (METOAOM TEPMOAMIIONMHM WM MeToJoM 1o Puky B
CllyyasiX HaJM4Ms CHCTEMHO-JIETOYHBIX IWIYHTOB), AJl, JIerO4YHOE W CHUCTEMHOE COCYIUCTOE
COTIPOTHBIIEHUE, HACBIIIEHUE KUCIOPOJOM apTepUaJbHOW M BEHO3HOW KPOBU (@ TakkKe KpOBU
13 BEpXHEH I0JIOH BEeHbI IPU CUCTEMHO-JIETOYHBIX IIYHTAX).

JIAT ompenensieTcs pHu CpeHEM JaBJICHUH B JIETOYHON apTepuu Oosiee 25 MM.PT.CT. B
nokoe u Oonee 30 mpu Harpyske, naBieHuu [I3JIA menee 15 mm.prt.ct., JICC Gonee 3
MM.pT.cT.//MuH. (enuHunbl Byna). KaTterepuszaums neBbIX OTIENIOB cepiila HeoOXxoauma B

peIKuX ciiyyasx, Koraa He yaaerca uameputs J3J1A.
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Bepudukanuss amarnoza JII' ¢ moMomipro KaTeTepu3alldd TMPaBBIX OTACIOB cepila
HeoOxoanMa i1t 00JbHBIX ¢ MATKOH JII' 10 JaHHBIM ONIIIIEPOBCKOIO UCCIEI0BAHNS, MMEIOLUX
Il u [l ®K (BO3) nys onpeneneHus TAKTUKY JIedeHUs. Y OOJIBHBIX C yMepeHHOH U Tspkenoit JII
IIPOBEACHUE KAaTETEPU3alUU IPABBIX OTACIOB CEPALA C OIPEAEICHUEM TI'€MOJMHAMUYECKUX
nokaszaresei Heo0X0AUMO Il OLIEHKU IPOTHO3A.

[ToBeIIEHHOE CpefHEEe NaBICHHE B IPAaBOM MpEACEpAMM U cpenHee nasieHue JIA,
HU3KHUN CepAeYHbI BBIOPOC M caTypalysi BEHO3HOH KPOBH KHCIOPOJOM CBHJIETEIBCTBYIOT O
Xyamem rnporaose 6onbaeix WJIT.

C nomompio ocTpbix (papmakonoruyeckux mnpodo (ODII) Bo Bpemst KaTeTepu3alUU
IIPaBbIX OTJIEJIOB CEPALIA WU JIETOYHOW apTepUu MOXKHO OINPEACIUTh MOTEHLMAIbHBIA YCIEX
JICUECHUS AHTarOHWCTaMu KaJbLus. Hns MPOBENECHUS OdII HACTIOB3YOTCS
KOPOTKOJICHCTBYIOIIME Ba30AMIATATOPHI, BO3JACHCTBYIOIINE HA MAJbI KPYr KpPOBOOOpAILICHHS:
npocrarinasavd El u MHramsanuoHHbBIN OKCU a30Ta.

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

[Ipenapar I1yTs BBEEHUSA T1/2 CraptoBas | JleueOnas JlnmuTenpHOCTD
n03a n03a

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

okcHp a3oTta | mHramsuoHHb | 15-30 cex.| 10 ppm 20-40 ppm SMUH.

ppmM- yacTui Ha MUJUIMOH B ra3oBOI CMECH.

[Tonoxurensuas O®PII onpenensercss npu cHwkeHuun cpennero JIJIA Gonee yem Ha 10
MM.PT.CT., JIOCTH)KCHUH aOCOMOTHOM BenuuuHbl cpennero JIJIA menee 40 mMM.pT.cT. mipu
YBEJIMUEHUU WU OTCYTCTBMM JMHAMMKH CepledHOro BblOpoca. ToJbKO 4eTBEpTh OOJIbHBIX
WJII', kotopsle uMerT mnojoxurenbHyro O®Il, MOXHO ¢ ycnexoM JUIMTENIbHO JIEUYUTh
aHTaroHUCTaMu Kaiblius. 3-3a BO3MOXKHBIX CEPBE3HBIX OCJIOXKHEHHI HE ClIEJyeT Ha3HauyaTh
AHTArOHUCTHI KaJIbIUs dSMIupudecku 6e3 nposeaenus ODIIL.

VY GonbHBIX ¢ XpoHUYeckoi TpomOoamOonuen nerounoi aprepuu, BIIC HeoOxomumo
taxke ouneHnBaTe O®DII s ompeneneHus MOTEHUMAIBHOIO yCIEXa TE€palmuy aHTarOHHCTAMHU
KaJIbLUS.

TpaauLIMOHHO aHTHOMYJIBMOHOTPAadUs CUMTAETCS HAWIYUIIUM METO/I0M, MO3BOJISIOIINM
YCTAaHOBUTH MOKA3aHUSA K SHIAAPTEPIKTOMUHU. Y OOJIBHBIX C MOJO3PEHHEM Ha XPOHUYECKYIO
TOJIA, He NOATBEPXKICHHYIO MpPU CUUHTUTpAQUU JIETKUX, [ JUATHOCTHKHU JUCTAIBHBIX

o0CTpyKIIMiA JIETOYHOTO COCYAHCTOTO pycna 1enecooopasHo IPOBEJICHUE
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aHTUONYJIbMOHOTpaUU C CEJEKTUBHBIM KOHTPACTHPOBAHMEM IIPaBOM M JIEBOM OCHOBHBIX
BETBEH JIETOYHOHN apTepUU U aHAJTU30M B MHOKECTBEHHBIX IPOEKLIHUSX.
Puck ocnoxnenuit muHuUManeH (<1%) npu HaJIMYMU BBICOKOCIICIIHATM3HPOBAHHOTO

nepcoHalia, MpUMCHCHUHU COBPEMCHHBIX KOHTPACTOB.

Jran l11. Ycranosienne kianHu4eckoro kiaacca JII'

Crenyromuii 3Tan AMarHOCTUKM HAIIPaBJICH Ha ONpeieneHne KiuHudeckoro kiacca JII' ¢
Y4ETOM KJIMHUYECKOH KiacCcu(pUKauu, npeicTaBiIeHHoN B Tabmuie 1.

Ha »toM »srtame HeobOxomumo mpoBecTH TpaHcTopakanbHyto OXOKI, nerounsie
(GyHKIMOHATIBHBIE TECThl (ra3oBbIl cOCTaB apTEepUaIbHON KpPOBHM), BEHTUIUIALMOHHO-
nepdy3noHHYIO CLMHTUTpapHIO JETKUX, KOMITbIOTEPHYIO ToMorpaduio,
MyJIbMOHOAHTHOTpaduIo.

HUccnedosanue @ynkyuu 6HewiHe2o ObiXaHusi TIO3BOJISIET BBIIBUTH BKJIAJ TOPAKEHHS
JbIXATENbHBIX MyTE€H WM MapeHXMMAaTO3HOro 3a0ojieBaHUs JEerkux B pasutue JII': BBIIBUTH
OOCTPYKTHUBHBIE WM PECTPUKTHBHBIC M3MEHEHUS C Lenblo AuddepeHnnanbHol TUarHoCTUKU
JII' u yrouyHeHUs TsHKECTU mopakeHus Jerkux. s GonmpHbix JIIT XapakTepHO yMeHbIIEHHE
muddy3noHHON crmocoOHOCTH MOHOKcuaa yriaepoaa (40-80% ot HOpMBI), HEOONBINOE WU
YMEpPEHHOE CHM)KEHHUE JITOUYHBIX 00BEMOB, HOPMaJIbHOE WIJIM HE3HAUYUTENhHO CHIKeHHOoe PaO?2
U OOBIYHO CHIKEHHOE U3-3a aibBeossipHOM runepBeHTHw i PaCO2. Ilpm  Hanuuuu
HEOOpaTUMON OOCTPYKIIMM JbIXaTeNbHbIX MyTell cBHIETeNbCTBYeT B moib3y XOBJI kak
npudnHbl runiokcudeckon JII'. CHukeHHble eroynbie 00bemMbl U 1uddy3noHHas CIIOCOOHOCTH
JIETKUX MOTYT YKa3blBaTh Ha HAJIMYME MHTEPCTUIMAIbHOTO 3a0osieBaHus jerkux. [IpoBenenue
MOJIMCOMHOIpadu 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 JedexTsl nepdy3un  0e3  HapyleHHOU
BEHTHJISILIUKM. DTOT METOJ] sIBJIETCS Hanbojee WH(OPMATUBHBIM B TMAarHOCTUKE KIMHUYECKOTO
KJjacca 4 - XpoHH4ecKoi TpoMO0IMO0IMH JIerouHol apTepun U ee BeTBel. Ilpu saToM nedexTs
nepdy3un OOHAPYKMBAIOTCS B JIOJEBBIX W CErMEHTapHBIX 30HaX. B muddepennmanbHON
muarHoctuke WJIIT 1 XpoHmdeckoil TpomMO03MOOIMM UYyBCTBUTEIBHOCTh BEHTHIISALIMOHHO-
nepdysuonHoi cuuHTUrpaduu jerkux cocrasisier 90-100%, a cnemuduunocts- 94-100%. Y
OOJBHBIX C MAapeHXUMATO3HOM OO0JEe3HBIO JIETKUX MNepdy3noHHbIE Ae(EeKThl COBMATAIOT C

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

Kommbrorepnass tomorpadust (KT) wurpaer BaxkHyo ponb B auddepeHInanIbHOR
muarHoctuke JII'. OOecrneunBasi neTagbHOE H300paXKEHHE JIETOYHOM MapeHXHMMBbI, MO3BOJISET
JUArHOCTHPOBATh WHTEPCTUIMANBHBIE 3a00NieBaHUs JIeTKuX W sMduzeMy. Ilpu 3acToiiHoi
JIEBOKEIYJOYKOBOI HEJOCTATOYHOCTU MOXET OOHapyX HBaThCsl (PEHOMEH MaTOBOrO CTEKJIA U
YTOJIIIEHNE UHTEPIo0YyIsApHbIX cent. uddy3sHoe IByCTOpOHHEE YTONIIEHUE HHTEPIOOYISIPHBIX
CEeNT, HAJIMYUE MEJKHUX, INIOXO00UEPUYECHHBIX 04aroBbiX TeHen ykasbiBaeT Ha JIKI'A.

KT 1no3BosisieT OLEHUTHh COCTOSIHME JIETOYHBIX IIOJIEH, a TAaKKE CepAlla U COCYIOB C
MIOMOIIIbI0 KOHTPAaCTUPOBAHMS IMOJIOCTEH CEepAlla U IMPOCBETAa COCYIOB IMPU BHYTPUBEHHOM
BBegeHuH 80-120mi koHTpacTHOro BemiecTBa. KT- kapTuHA XpOHHYECKOW TPOMOOAIMOOIUH -
nojHast OKkmo3us JIA winm ee BeTBEH, HalIW4Me SKCIEHTPHUECKUX AE(PEKTOB BCIEACTBUE
TpOMOO30B WJIM peKaHAJTU30BaHHbIE TPOMOBL. [Ipw BBIBICHMHM TNPHU3HAKOB XPOHHUYECKOU
TPOMOOIMOOIUH JIETOYHON apTepUH OOJIBHBIM MOKAa3aHO MPOBEJICHUE aHTHOIYJIbMOHOTpaduu B
JIOTIOJIHEHUE K KaTeTepHU3allMy IIPaBbIX OTAEIIOB Cepalia.

Maenumno-pezonancnaa momozpagua (MPT) ucnons3yerca y Oonbubix ¢ JII' ans
OLIEHKM TAaTOJIOTUYECKHX ¥  (QYHKIMOHAIBHBIX HM3MEHEHHMH cepAama ©  JIETOYHOTO
KpOBOOOpalieHusi M OOBIYHO HE UCHOJb3yeTcs B PYTMHHOM IpakTuUKe. [ J1aBHBIM
MIPEUMYIIECTBOM METO/a SBJSETCA TPeXMEpPHBINH (00BEeMHBII) COoco0 MmosydeHus U300pakeHun
0e3 apTedakToB OT KOCTEH M JIETOYHBIX IOJIEH, BBICOKOE MPOCTPAHCTBEHHOE pa3pelleHue, a
TaKK€ OTCYTCTBME JIy4y€BOM Harpy3ku, HEWHBAa3UBHOCTb, €CTECTBEHHBIII KOHTpacT OT
neuxkymieiicss kposu. Yame Bcero MPT ucnonsiyercs npu oOcnenoBanuu namuentos ¢ WL,
TpoMOOIMOOIUEH JIerouHON apTepuu, BPOKICHHBIMH MOPOKAMHU CepAlla co cOPOCOM KpOBH
CJIEBA HAIIPABO.

Iran V. Ouenka JII' (Tun, ToJIepaHTHOCTH K QU3HYECKHUM HATPY3KaM,
reMoiIMtHAMHYecKHe apaMeTpsbl)

bomeueim ¢ JII' HeoOXoauMO TPOBOAWTH PYTHHHBIE JTA0OPATOPHBIC  TECTHI:
OMOXMMHUYECKUH M OOIIMI aHaNIM3bl KPOBH, MCCIENOBATh Koaryjorpammy, ypoBHu D-mgumepa,
antutpomoOuna lll, mporenna C ans uckiaroueHUs: TPOMOO(DMINHM, OLEHUBATh TOPMOHAIBHYIO
(GYHKIUIO IIUTOBUJIHOM JK€Je3bl, ONPEENITh TUTP aHTUTEN K (ochonunuaam (BOIT4aHOUHBIN
aHTUKOAryJsiHT, aHTUTela K Kapauoiaunuuy). [IlpumepHo Ttpers OombHbix WIIIT umeror
MOBBIIIEHHBIA TUTP aHTUHYKIyKJIeapHbIX aHTUTEN (MeHee 1:80). bonbubie JII' ¢ cymmecTBEeHHO
MOBBIIIEHHBIM THUTPOM aHTHUTEI WM TMOJO3PEHHEM Ha HaJMYuMe CHCTEMHOro 3a00JeBaHUs
COCMHUTENIbHOM TKaHU HYXAAIOTCS B KOHCYJbTallMM peBMaTtojiora. BcemM OoOJbHBIM B

00s13aTeILHOM TOPSIKE CAeAyeT MpoBoauTh TecT Ha BUY-undekiuro.
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AHanu3el Kpoeu u UMMYyHOJI02UYECKUE NOKA3ameau

AHnanuzel kposu:

- 00mmii (ypoBeHb TeMOTIIO0MHA, SPUTPOIIUTOB, TEMATOKPHUTA, JICHKOIIMTOB, TPOMOOITUTOB),
- Omoxumu4Yeckuii (omeHka GyHKIMU TTOYEK, TICYCHH, COAepKaHus OeKa),

- MMMYHOJIOTHYECKH (aHTHUTENAa K KapAUOJIUIIUHY, BOTYAHOUHBIM aHTUKOATYJISIHT),

- KoaryJiorpaMma KpOBH,

- TOPMOHBI IMTOBUIHOM *ene3bl, TTT,

- cepoaorudeckuii rect Ha BUY

Y3H enympennux opeanoe TO3BOJSET HAACKHO HCKIIOYHTH IUPPO3 TMEYECHH W/HIH
MOpPTaNbHYIO TUNEepTeH3ut0. Vcmonp3oBaHWe [BETOBOM  gomruieporpaduu  MO3BOJSIET
g depeHIMPOBAaTh MACCUBHYIO MOPTANIBHYIO THIICPTEH3HUIO BCIEACTBHE MPABOXKETYT0YKOBON
CEpJIEYHON HEAOCTAaTOYHOCTU WJIM BCJIEJCTBHE BO3SHHUKHOBEHMSI TPAHCIIEUEHOYHOTO BEHO3HOTO
rpaJIueHTa MPHU IUPPO3€ MEUCHHU.

DOYHKIHOHAJIBHASA CIIOCOOHOCTH

OObexTHBHas oleHKa (PyHKIMOHAIBHON crocoOHocTH OonbHbIX JIIT HEeoOxoauma s
orleHKH TspkecTH JI[T 1 AMHAMHUKY KIMHUYECKOTO COCTOSIHHUS Ha ()OHE MPOBOIAMMON TEpaIvu.
[Tpu uzydeHuu ToepaHTHOCTH K (PU3HUUECKUM HArpy3kam HauboJee 4acTo UCIIOIb3YeTCs TeCT 6-
MUHYTHOH XOAbOBI U KapAHOMYIbMOHABHBIN HarPy304YHBIN TECT C OLIEHKON Ta3000MeHa.

Tecm 6-munymmnoit xo0v61 (T6MX)- pOCTOM, NEMIEBBIN, UMEIOIINI MPOTHOCTUYECKOE
3Hauenue. uctanmus B TOMX o0patHO KoppenupyeT ¢ QpyHKIHOHAIBHBIM Kiaccom (BO3).
TecT 0OBIYHO AOTMOMHSETCS OIEHKOW OAbIMKH 10 bopry. CHuXeHuEe HACHIIICHUS KUCIOPOIOM
apTepuanbHOil KpoBu Oosnee yeM Ha 10% Bo Bpems TOMX ykasbiBaeT Ha MOBBIIICHHBIN PUCK
netanpHOoCcTH. Jluctanius B TOMX sBiseTcs NMEpPBHUYHON KOHEYHOW TOYKOW B OOJBIIMHCTBE
MHOTOIIEHTPOBBIX HccleA0BaHul y 00abHBIX JIT'.

Kapouonynvmonanvhulit nazpy304nstii mecm 1aeT BO3MOXHOCTh OLICHUTh BEHTUJIALINIO
Y Ta3000MEH BO BpeMs JO3MPOBAaHHOU (DU3MUECKON HArpy3Ku (MHIEKC MUKOBOTO MOTpPEOIIeHUs
KHCIIOpO/ia, aHadpoOHbIH mopor). Y 6onbHBIX JII' cHMXKEHa BeMMYMHA aHAPPOOHOTO Mopora u
MUKOBOE TMOTpedsieHne Kuciaopoaa. KapauomyabMOHAIbHBI HArpy304HBIA TECT paHeEe
WCTIOIB30BAJICSl B MHOTOIIEHTPOBBIX MCCJIEIOBAHUAX, HO HE JIOKAa3aJl OYEBHJIHBIX MPEUMYIIECTB
nepen TOMX, Tak Kak TeXHHYECKH OoJiee CIOXKEH, HE MO3BOJSET OIeHUBATh d(H(PEKTHBHOCTH
Tepanuu, a MoJy4YEeHHbIE PE3YJbTAThl 3aBUCST OT ONBITA MEIULIMHCKOTO TIEpCOHAaa.

Ouenka Tsxectu JII'

Dyukyuonanvhulil Knacc (OK)
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Jna xapaktepuctuku Tspkectd JIIT mcnonb3yercs (yHKIMOHaNbHAs KiaccH(UKaLus
(BO3)- moxubunupoBanHblii Bapuant Kiaccudukanun Heio-Hopkekoit Accormannn Cepina
(NYHA), npeayioskeHHO! JiJIs MAIMEHTOB ¢ HEJI0CTaATOYHOCTHI0 KPOBOOOpAIIICHHS:

Kaace | - OGompubie ¢ JII' Ge3 orpanmyenus ¢usmueckoid aktuBHOCTH. OObIUHAs
¢bu3nyeckas aKTUBHOCTb HE BBI3bIBACT MOSBICHHUE OABIIIKH, cI1a00CTH, 00U B IPyAHOM KIETKe,
TOJIOBOKPYKEHHUSL.

Kaace Il - Gonpubie ¢ JII', mpuBoxsmieldd K HEKOTOPOMY CHIXKEHUIO (DHU3MYECKOMH
aKTUBHOCTH. B T1OKOe OHM OHIymarT ceds KOoM(GOpPTHO, OJHAKO OObIYHAs Qu3ndecKas
aKTUBHOCTh COINPOBOXKJACTCS TIOSIBJICEHUEM OJIBIIIKH, C€1a00CTH, OO0NM B TPYIHOM KIETKe,
TOJIOBOKPYKEHHUSL.

Kaace 111 - 6onpabie ¢ JII', npuBoasmiell K BRIPa)KEHHOMY OTpaHHYEHHUIO (hHU3NYECKON
akTUBHOCTH. HeOonpmas ¢u3nveckas akKTUBHOCTH BBI3BIBACT TOSBJICHHUE OJIBIIIKH, CIA0OCTH,
001 B TPYAHOH KJIETKE, TOJIOBOKPYKECHUSI.

Kaacce 1V - 6onbabie ¢ JII' HecrmocoOHBI BBIMOMHATH JTI00YI0 (U3MUECKYIO0 HArpy3Ky 0e3
BBIILICTIEPEUNCIIEHHBIX ~ KIMHUYECKUX  CHUMIITOMOB. Oppiuka wiM  €1abocTh  MOTYT
MIPUCYTCTBOBATH JAXE B IMOKOE, TUCKOM(OPT BO3pACTAET P MHHUMAIBHON Harpy3Ke.

Buoncus nerkux

[TpoBeneHue Kak OTKPHITOM, TaK U TOPAKOCKOIMHMUYECKOW OMONCHUU JIETKUX COMPSDKEHO ¢

CYIIECTBEHHO MOBBIIIEHHBIM PHUCKOM OCJIOXKHEHUH, B TOM 4Hcie M (aTajabHbIX. B pyTuHHOMN

KJIMHAYECKOM IIPAKTUKE 3TOT MCTO OOBIYHO HE HCIIOJIB3YCTCA.

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

+ ®K (BO3)

* Haynnumne npu3HaKkoB MPaBOKEITYA0YKOBOM CEPAECUYHON HEJOCTATOUHOCTU

* TonepanTHOCTb K (PU3NUECKUM Harpy3Kam

» JluctaHmus B TeCTEe 6-MHUHYTHOMN XOIbOBI

*  YpoBeHb MMKOBOTO MOTPEOICHUS KUCIOPOaa

* OxoKI'- mapameTpsl

* Hanuune nepukapanagbHOTO BHIIOTA

» Pasmep npaBoro npezicepaus, JIEBOTO KeTyJ0uKa

* ['eMonmMHaMpyeckue napaMeTpsl (AaBI€HHE B MpaBoM npenacepauu, cpeanee JUJIA,
CepAeYHbII BEIOPOC)

* Carypalus BEHO3HOU KPOBHU

*  Orpunarensnas ODII
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* AHanu3bl KPOBU
* T'unepypukemus
* VYpoBeHb HATPUYPETHUUECKOIO NENTH/IA
* TpononuH
* Hopangpenanun
e DHnorennH-1
IIporuo3 60abHBIX

Pexomennyercsi onenuBarh TspKeCTh JIAIT y OOJNBHBIX C MOMOINBIO MAHETH JAaHHBIX,
BKJIFOYAIOIUX IapaMeTpbl KIMHUYECKOTo, (YHKLIHMOHAJIBHOIO, IeéMOJUHAMUYECKOIO CTaryca,
ypoBHs OuomapkepoB, napamerpoB OXoKI'. PekomeHayeTcss mpoBOIUTH pPEryJsspHbIE BU3UTHI
HaOmrofeHnst Kaxaple 3-6Mec. B ToM umcie y OonpHbIX JIAD co cTaOMIBHBIM TeUYEeHHEM
Oone3nn. Pekomenmyercst meneBasi crparerus JyiedeHuss OonpHBIX ¢ JIAI'. Tak, B pesynbrare
JICUEHUS KeJlaTeNbHO AocTUrarh quctanuuu B T6MX 6omnee 400m. [Tauuentsr monoxe 50 net Ha
¢doHe Tepanuu 00BIYHO CIIOCOOHBI TPOXOIUTh Oosee S00M, HecMOTps Ha Hasmuue Tskenou JII' u
IUCQYHKIMM  MPaBOro  Keiayqouyka. TakuM — OOJbHBIM ~ PEKOMEHJYeTCsl  NPOBOAUTH
KapAHOIyJbMOHAJIBHBIII TECT C  ONpEAEICHUEM IHMKOBOTO IOTPEOJIEHHs  KHUCIOpOJa,
BEHTUWISIIMOHHON 3()(PEKTUBHOCTH, MaKCUMAJIBHOTO CUCTOJIMYecKoro AJl Ha BbICOTE Harpys3Kku
W/WIIN KaTeTepu3alfio MPaBbIX OTIENOB cepAala Uil OObEKTUBHON OLIEHKH (DYHKIIMM IIPaBOTrO
KEITy104Ka. Omnpenenenne YPOBHS OroMapKepoB, 9XOKapaAuorpauIecKkux U
reMOJMHAMHUYECKUX I1apaMeTPOB MO3BOJIET ONPENEIUTh CTAOMIBHOCTh COCTOSIHUSI OOJBHOTO.
[TapameTpsl, MO3BOJISIIOIINE ONPEAEIUTH NMPOTrHO3 00bHBIX ¢ JIAI, cTpaTerus quHaAMHUYECKOTrO
HaOJI0ACHUS TIPEACTABIIECHbI B mabauyax 3 u 4.

Tabnuma 3. [TapaMeTpsbl ¢ 10KA3aHHOI 3HAYUMOCTBIO /IJIsl OLIEHKH TS2KeCTH 3200/1eBaHMs,
CTA0MJIbHOCTH TE€YEHHs, MPOTrHO3a 00abHBIX ¢ JIAT

Jlyumumii mporsos [Iporaoctryeckue GhaxToOpsl Xyaumui Nporao3
HET Knuangeckue npruzHaku ecTb
MPaBOXKEITYA04YKOBOM
CepJeUHON HEIOCTATOYHOCTHU
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 Xy nporao3

Cuctonudeckas SKCKypCcHsl KOJbLia Cuctonugeckas 5KCKypcusl Kojblia

TPUKYCIHJIANBHOTO KJIalaHa>2cM TPUKYCIHJIAIBHOTO
kinamana<l,5cMm

JlaBneHue B mpaBoM I'emonunamuueckue [aBieHue B mpaBoM

peacepann<8MM pPT.CT. napaMmeTpsl npeacepaur>15mMm pr.cT.

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

*-B 3aBUCUMOCTH OT Bo3pacTa, BNP-M03roBoii HaTpuilypeTHUeCKHii NenTHI.

Tabmuua 4. /IlunamMmuveckoe Ha0d/0AeHue 32 00JbHBIME ¢ JIAL': pexomenayemble
MeTOJbl 1 BpEMEHHAas KA1

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 Xl Xl
IIpoBenenue tecta 6-
MX J l l l
KapanonynsMoHanbHbII
Harpy3o4HbIi TecT v N N
Yposernb BNP/NT-
proBNP V V J J
OxoKI' N J J
Karetepusamnus mpaBbix
OT/IENIOB cepaua N N N

Iiasa 7. JEUEHUE JIETOYHOM T'MIIEPTEH3UA

Ha mporskennn MHOTMX AecATUiaeTH B jedeHuu OonbHbIX JII' HaOmionmancs kpaiiHe
MeJIeHHBIM mporpecc. CuTyanusi CyIIECTBEHHO H3MEHWIAach B MOCIEAHME TOAbl, Ojaromaps
3HAUUTEIILHOMY YBEJIMUYEHHUIO YHCIIa KOHTPOIMPYEMBIX HUCCIEIOBaHUM. AHTArOHUCTHI KaJIbLIUs,
AHTUKOAryJISHTBI, CEPACUHbIE TJIMKO3U/bl, KUCIOPOAOTEPAIIUS B HACTOAILEE BPEMS, HECMOTPS
Ha OTCYTCTBHE COOTBETCTBYIOIIMX PaHIOMHU3UPOBAHHBIX HCCIEAOBAHUMN, COCTaBJISIOT
CTaHJAPTHYIO TEpamuio, MIMPOKO MpuMeHsemyr y OonbHbIX JII'. BMecTe ¢ Tem mosiBUIMCH
HOBBIE TPYMNIbl JIEKAPCTBEHHBIX TNpenapaToB, 3()(EKTHUBHOCTh M 0E30MaCHOCTh KOTOPBIX

JAOKa3aHa pe3yJibTaTaMU KOHTPOJIMPYCMbBIX HCCIIeJOBaHUIA.

7.1. O0uue pekoMeHIAIUN
st Bcex 6e3 uckimoueHust 00mpHBIX JII' akTyanpHBI O0IIME pEKOMEHTAINH, COOTIOICHUE
KOTOPBIX TO3BOJSET YMEHBIIUThH PHUCK BO3MOXKHOTO VYXYAIICHUS TEYCHHUs 3a00JIeBaHUs

BCJIEJICTBHE OIPENEICHHBIX OOCTOSTENBCTB M BHEIIHUX (akTopoB. MX posib  CIIOXHO
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nepeoneHuTh. Yacto amarHo3 JII' cTaHOBUTCS NPUYUHOW COLUMAIBHOW H3OJSIUU, MOAITOMY
MOTHBAIMS OOJBHBIX Y4acTBOBaTh B COOOIIECTBaX OOJIbHBIX KpaiiHe BakKHA JJISl MOBBIIICHUS MX
YBEPEHHOCTH B ceOe, 0011ero HaCTPOCHHUSI, COCTOSTHUS, OOIICHUS.

QDu3uueckas akKmueHoCmMy

Bonwubie ¢ JII' qomKHBI BBIMOIHATD HATPY3KU B TIpeiesiax Tol (GU3MUEeCKOM aKTUBHOCTH,
KOTOpasi BO3MOKHA UCXOs U3 KIMHUYECKON CUMIITOMATHKHU. B OBCeTHEBHOM KU3HU MAllUEHTHI
¢ JII' momxHBl m30eratb BO3HUKHOBEHHUS TAaKWX IMOTCHIMAIBLHO OMACHBIX CHMIITOMOB, Kak
BBIpQ)KEHHAs! OJIBIIIIKA, CUHKOIE, 00U B TPYIHOM KIIETKE. 3anpemaroTcs (pusnueckue Harpy3Kku
Mociie epl, MPU HEOJAronpusTHOM TeMIepaTypHoOM pexume. B 1o ke Bpems GonbHbM JII'
clenyer MNOJJICP)KUBATh AJICKBATHOE COCTOSIHUE CKEJIETHOW MYCKYJIATyphbl, BBITOJIHSAS
€KEIHEBHbIC JO3MPOBAHHBIE M PETYJIHpyeMble (U3NYECKHE HArpy3Kd, HE BBI3BIBAIOIINE
BBINICYKA3aHHBIX CHMIITOMOB, YTO CIIOCOOCTBYET YIIYYIICHHIO Ka4ecTBa JKU3HUA M KIMHHYECKOU
cumntoMatukd. [lokazaHa poib CHENMANBHBIX MPOTPaMM IO peadMIuTaluyd OOJNBHBIX LIS
yIaydlieHus TokaszaTtenedl  ¢usnueckoro craryca. HeoOXoIWMBIM — YCIOBHEM  SIBIISIETCS
MOCTOSIHHBIM KOHTPOJIb MEIUIIMHCKOTO MePCOHaNa 3a MPOBEACHUEM KOMILIEKCAa PeaOMIUTALINU.
ExxenHeBHbIE J103UPOBAHHBIE M PETYIUPYEMbIE ¢usnyeckne Harpy3kd CIOCOOCTBYIOT
YIIYYIIEHUIO Ka4yeCTBa KU3HU U CUMITOMATUKU 3a00JI€BaHUS.

bepemennocms, poowvi, 3amecmumensvnas 20pmoHomepanus 6 NOCHMMEHONAY3A1bHOM
nepuoode CBS3aHbI C MOBBIIICHHBIM PUCKOM YXYIIICHUS Te€UEHUS 3a00J€BaHUSI 1 CMEPTHOCTH.

B cootBercTBUU ¢ MHeHHEM dkcniepToB BO3, pexomenaamusm EBpomneiickoro oOmectra
KapAHoJOoroB OEpeMEHHOCTh MpOTHBONOKa3zaHa OoibHBIM ¢ JII, Tak Kak MaTepuHCKas
cmepTHOCTh cocTaBisieT 30-50%. Bceem manuentkam ¢ JII' penpoaykTUBHOTO BO3pacTa AOKHBI
OBITh PEKOMEHIOBaHbl COOTBETCTBYIOIIME METOMbI KOHTpaueniuu. Y OonbHbix JII' Hanbonee
MPENNOYTUTENBHO HCIIOJIb30BAHUE O3CTPOreH-HECOJEP)KALINX KOHTPALENTHBOB, OapbepHBIX
METOJIOB KOHTpAUENIMH, MPOBEAECHUE XUpypruueckoil crepunuszauuu. Ilpu orenke wmep
KOHTPALICTIIIUU BaYKHO MOAYEPKHYTh, YTO OaphepHbIe METOABI OE30MacHbI, HO He 00ECTIeYNBAIOT
HA/IeKHOTr0 KoHTpanentuBHoro 3¢ ¢ekra. Ilpenaparsl mporectepoHa (MeIpOKCUIIPOrecTepoHa
arerat, 3ToHorectpen) dS(P¢GeKTUBHBI U 0€30MacHbBl B CBSI3M C OTCYTCTBHEM TMOTCHIIMAIBHOTO
pHUCKa, CBSI3aHHOTO C MPUMEHEHHEM 3CTPOT€HOB, KOTOphIE paHee MPUMEHSUINCHh B OPaJbHBIX
KOHTpalENTUBaX. B 3HaYUTENbHOM YHCIE UCCIEAOBAaHUN HE yIaJOCh BBIIBUTH B3aUMOCBSI3U
MEXy UCIOJIb30BAHUEM OpalbHBIX KOHTpALENTUBOB U BO3HUKHOBeHUEM JII'. bozeHTan Moxer
CHIDKATh 3¢ (EKTUBHOCTh OPaJIbHBIX KOHTpauenTHBOB. JIJis JOCTHKEHMs HaJeKHOTo 3ddekra
1enecooOpa3Ho codeTaTh JBa METOJAa KOHTpauenuud.  Bo3MOXHO Takke NIpUMEHEHHe

HMHTpaBaruHaJbHBIX IpPENapaToB. B cnydae OepemenHocTH OonbHas JOJDKHA OBITH

26



IpegynpeXkaeHa O BBICOKOM pHCKE (aTanbHOrO MCX0Ja U HEOOXOAMMOCTH  INpEepbIBaHUs
OCpEeMEHHOCTH.
3amecTuTeNnbHasl TOPMOHAIbHAsI Tepanus Moka3aHa nauueHtkaMm JII' B mocTtMeHonayse

JUIIb TPU BBIPAKCHHBIX KIMMAaKTEPUYECKHX  CHMIOTOMAaxX M O00s3aTeIbHO TPU YCIOBHH
JOCTHKEHHUSI aJleKBaTHOW TMIIOKOArysIMMM € IOJ0OPOM  aJE€KBAaTHOM aHTUKOATyJISIHTHOM
TepanuH.

Ilymewecmeusn

['unokcust ycyryOnser Ba3oKOHCTpuKiuio mpu JII', mosTomy BO Bpemsi HOJETOB Ha
aBuarpascropre a1 OonpHbIX ¢ JII' HeoOXxomumo 06CyXIaTh BO3MOXHOCTb IPOBEAEHUS
JOTIOJIHATEIBHON KUCIOpOoAoTepanuy. Jlo HacTOSIIEro BpeMEHH HE NPOBOAWINCH KIMHUYECKHE
UCCIIEIOBaHMs, KOTOpbIe Obl JI0Ka3ajlu HEOOXOAMMOCThH JIONOJHUTEIbHOM OKCHUI€HOTEpaNuu
o6ombabiM ¢ JII' Bo BpeMs aBuamepeneToB. TeopeTH4ecKd, HUCXOAs U3 (PU3HOIOTHYECKHX
aCIeKTOB TUIIOKCHUHM, MOXKHO IHpearojararth, 4ro oHa ueinecoodpasHa y OonbHbiX ¢ -1V
¢bynkunonansHbM KiaccoM (PK) mpu mapumansHom naBieHuun O2 B apTepHalbHOW KpPOBU
menee 8klla (60 mm pr.cT.). CKOpOCTH 2 J/MUH. JOCTaTOYHA JUIS TIOBBIIICHUS  JaBJICHUS
KHMCJIOpO/ia /10 YPOBHSI COOTBETCTBYIOILIEIO YPOBHIO MOpsi. TakuM OOJIbHBIM OKCUT'€HOTEpaIus
HeoOxouMa mpu nojierax Ha BbicoTe Oosee 1500-2000M. Beem manumeHTam, coBepIarOIUM
aBHarnepeseTbl B Jpyrue CTpaHbl, BaXHO DPEKOMEHJIOBaTb MMETh NIpU cebe MEeIMLHMHCKUE
JOKYMEHTBI O JTUarHo3e, MECTOHAaXOXJIEeHUH Omkaiimero mectHoro ueHtpa JII', koHTakTHOM
MH(OpPMAaLIUU C HUM.

Ilcuxonozuueckas no0oeprHcKa u nOMOuLb

Bonbhbie JII' MCIIBITHIBAIOT CYIIECTBEHHBIE OTpaHUYEHMS B (PU3MUYECKON aKTUBHOCTH IO
CPaBHEHMIO C TeM 00pa3oM >KHM3HM, K KOTOPOMY OHHU NPHUBBIKIM 70 BOSHUKHOBEHMs OOJI€3HU.
Nudopmanust o Tsoxkectd 3a00yieBaHUs, TOJydYeHHass OOJIBHBIMM W3  HEMEIUIIMHCKUX
HMCTOYHUKOB, TPUBOAUT K MOBBIIIEHHOW TPEBOTE WU JEMPECCUU, YTO CYIIECTBEHHO CHHXKAET
Ka4yecTBO JKU3HU TaKUX MAIMeHToB. /g ux ajantanuu B )KM3HU U OOIIECTBE, TOHUMAaHUS CBOEH
00JIe3HM MTOKa3aHa MOMOIIb TICUX0JI0Ta MM TICUXHATpPa, a TaKXkKe MOAJIEPKKa IPYTUX MalleHTOB
U UX CeMeM.

Ilpogpunaxkmuka ungexyuonnwvix 3a601e6anuil

Bo3nukHoBeHne mHeBMOHMH ycyryOusser tedenue JII', Bcerma TpeOyeT mNpoBeAeHUs
OBICTPON TMAarHOCTUKU M HEMeJUIEHHOro Havyana 3¢ dexktuBHoro nedenus. Y 7% OonpHbIx ¢ JIT
ITHEBMOHUHU SIBJISIFOTCS] PUYMHON CMEPTENbHBIX UCX0/10B. ClielyeT peKOMEeH10BaTh MalllieHTaM
BaKLIMHUPOBAHME OT TPUIINA U THEBMOKOKKOBOM NH(EKIUH.

Xupypauueckaa nomouip
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[TpeanodTuTeNbHBIM BUAOM aHECTE3HOJIOTMYECKOIO MOCOOMS SABISETCA SMMIypalbHast
aHecTe3usi, KoTopas nepeHocurcs 6oabHbIME ¢ JII™ sydie, yem obmas anecresus. Heo6xonumo
OCYILIECTBIISTh TEPeBOJl OOJBHBIX C MEPOPaTbHONW TEpamuu Ha BHYTPUBEHHOE BBEJCHHE
npenaparoB. XUpPypruueckrue BMEIIaTeIbCTBA CBA3AHBI C MOBBIIICHHBIM PUCKOM JIJIsI OOJIBHBIX €
JIT', ocobenno mpu @K IV, a Takke B ciiydae TopakaabHON WM a0JOMHUHAIBHOW OTEpPAIIUH.
Tepanuio aHTUKOAryJIsIHTaMU ClEAyeT NpeKpalarb Ha MaKCUMalbHO KOpPOTKOe Bpems. B
nocjeonepaoHHoM rnepuoae OonbHBIM ¢ JIIT 00s3aTenbHO TPOBOAMTCSA MPO(UIAKTHUKA
TPOMOO30B ITyOOKHX BEH T'OJICHEH.

Konumpons yposnsa zemocnoouna

Bbonphble ¢ JII' BHICOKOUYBCTBUTEIbHBI K CHI)KEHUIO YPOBHS IeMOIJIOOMHA B KpOBH,
MOATOMY Ja)Ke HEBBIpKEHHAst aHeMUs1 TpeOyeT ObICTPOro 3((EeKTUBHOTO JieueHUs. Y OOIBHBIX
JII' ¢ BeIpa)XKCHHOM TMIIOKCUEH, HampuMmep Ha (POHE JIETOYHO-CUCTEMHBIX IIYHTOB, BO3HUKAET
BTOpUYHBIA 3putpounto3. Ilpu ypoBHe remorokpura Oosiee 65% U  HaaMUUKU CHUMIITOMOB,
yKa3bIBAIOLIMX Ha MOBBIIICHHYIO BSI3KOCTh KPOBU (TOJIOBHbIE 0OJIM, HAapyIlEHHE KOHLEHTpaLuu

BHI/IMaHI/Iﬂ), IMOKAa3aHbI KPOBOITYCKaHUHI.

7.2. JlekapcTBeHHAasi Tepanus
Crnenyer BBIIEIUTH JBa pas3fena JeKapcTBeHHOW Tepanmuu y OonbHbix  JII:
nojep:kuBawmas Tepanusi (OpajgbHbIe AHTHKOATY/SIHTBI M JI€3arPEraHThbl, JAUYPETHKH,
CepJieUHble TIUKO3UJbI, OKCUTEHOTepamus) W  chnenuduueckas Tepamusi, BKIIOYAIOINIAs
AQHTArOHUCTHI KaJbIMs, MPOCTAHOUIBI, AHTATOHUCTHI PEIENTOPOB PHAOTEIUHA, MHTUOUTOPHI

dbochoanrcTepassl Tuma S.

7.2.1. IlopaepxuBaroias Tepanus

Anmuxoazynanmal u 0e3azpezanmal

[Toxazanus U1 Ha3HaueHUs opasibHbIX aHTUK0AryasaHToB (OAK) y 6onbubIx JII' cBs3aHbI
C TpaAULIMOHHBIMU (aKTOpaMH pPHUCKA BEHO3HBIX TPOMOOAMOOJMII, TaKMMU Kak cepiaeyHas
HE/0CTaTOYHOCTh, MAJIONOJBMKHBIM 00pa3 JKM3HU, a TaKXkKe MPeIpacroIOkKEeHHOCThIO K
TPOMOOTHYECKMM M3MEHEHHUSIM B JIETOUHBIX COCYJaX- MHKPOLMPKYISTOPHOM pycie H
AIACTUYECKUX JIETOUYHBIX apTEePHUsX.

bnaronpustasie >hdextet OAK y Oompubix JII' mokazansl B OJHOIEHTPOBBIX
PETPOCIIEKTUBHBIX HccaenoBanusax y OombHbix ¢ WJIIT  u JIAI' BcieactBue mnpuema
aHOPEKTUKOB. B Hacrosiee Bpemsi ux HazHaueHHe NokazaHo OoibHbIM ¢ WJIT', Hacnemyemoit
JIAT, accomuupoBannoit JIAIT Ha d¢oHe mpuema aHopekTukoB. lleneBoil ypoBeHb

MeXIyHapoaHoro HopManuzoBanHoro otHomeHus (MHO) npu WII' cocrasnser 1,5-2,5. Tlpu
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npyrux ¢opmax JII' pemenne o nHazHadyeHuu OAK M0DKHO B KaXAOM Clydae MPUHHUMATHCS
WHIUBUIYaTbHO Ha OCHOBAaHUHU OIIEHKH COOTHOIICHHs PUCK/3PPEeKTUBHOCTh. B wacTHOCTH, Y
OonbHBIX ¢ moprojeroyHor JII' BBICOK PHUCK Pa3BUTHA KPOBOTCUCHHS W3 PACHIMPEHHBIX BEH
MUIIEBOJIA.

ITpu XTOJII" uenessie ypoBuu MHO Ha ¢done Tepanuu BaphapuHOM COCTABISIOT 2,5-
3,5. B 2013 r. mua medeHus OTOM KaTeropuu OOJBHBIX PEKOMEHJOBaHA TEpaIus
AQHTHKOATYJISTHTOM IPSIMOTO JICUCTBHUS - MPSMBIM MHTUOUTOPOM (hakTopa Xa puBapokcadbanom 15 mr
i 20 mr. TIpoBoIUTE MOHHTOPHHT IIApaMETPOB CBEPTHIBAHUS KPOBU HE TPeOyeTcsl.

B xauecTBe anbrepHaTUBBI Baphapuny y psaaa nanueHToB ¢ JII' ¢ mOBBIIIEHHBIM PHCKOM
KPOBOTEUEHHM WM HE TMEPEeHOCSAIIMX JTOT TMpenapar, pPEKOMEHJ0BAaHO HCIOJIb30BaTh
HU3KOMOJIEKYJISIpHBIE TenapuHbl. Hambosee MOCTYMHBIMH HHM3KOMOJEKYJISPHBIMU TeHapuHAMU
SBJIAIOTCSI HAJOMApUH U SHOKcamapuH. B TeueHue 1-ro mecsua Tepanuu OPUMEHSIOTCS O3Bl
Hagonapuna 15000 UAXa IC 2 pa3a B neHp niM dHOKcanapuHa |Mr/kr Beca 2 pasa B JCHb, B
MocNeAyIoleM - MeHblnue npodunakruyeckue A03bl: HagonapuH /500 UAXa IC 1-2 pasza B
neHb 1 sHokcanapuH 20-40 mr x 1-2pa3za.

Ha3nauenue nesarperantoB BO3MOKHO y 00ibHBIX JIAL, MMEIOIIMX IMOJIOXKUTEIBHYIO
npo0y Ha Ba3zopeakTuBHOCTh, mnpu HenepeHocumoctd OAK. IlpuMeHeHue KuCIOTHI
aleTWICATMIUIOBOM 75-150 Mr He CONpsKEHO ¢ HEOOXOAUMOCTBIO Ja0OPaTOPHOTO KOHTPOJISL.
[IpennodTuTeNbHO UCMONBb30BaHUE CHENMATbHBIX (OPM aCMHUpPHUHA, YTO CBOJUT K MUHUMYMY
PHUCK yIBLEPOreHHOT0 AP deKTa.

uypemuxu

MoueronHble mpenapaTbl MO3BOJSAIOT YAYYIINTh KIMHUYECKOE COCTOSIHME OOJBHBIX C
JIAT' u pekoMeHIyloTCS BO BCEX CIy4asX pa3BUTHs JEKOMIEHCAIMM MPABOTO JKENIyI0YKa.
OTcyTcTBHE paHIOMU3MPOBAHHBIX HCCIIEIOBAHUI OCTaBISET 3a KIMHUIMCTaMH IPaBO BBIOOpPA
KOHKpPETHOro Impemnapata M J03bl. Jl03bl JAMYPETUKOB JOJIKHBI aKKypaTHO THTPOBAThCS 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 mpHcOeAHMHEHNE
AHTAarOHUCTOB aJbJOCTEpPOHA: BepommupoH 25-150 wmr, smiepenon 20 mr. Bo Bcex cimywasx
Ha3HAYEHUS JUYPETHKOB HEOOXOJUMO TIIATEIbHO KOHTPOJIMPOBATH YPOBHHU 3JIEKTPOIUTOB
KPOBH, a TAaKXKe COCTOSIHUE (DYHKIIMU TTOYEK

Okcuzenomepanus

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

BeiOpocom (CB) mnpu HE3HAUMTEIbHOM HAapYIICHHEM BEHTWISAIMOHHO-TIEP(PY3HOHHOTO
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cooTHomeHus. bonpmmHCTBO mnanueHToB JIAIT HMMEIOT HE3HAUYUTENbHYIO apTepHaIbHYIO
TUIIOKCHIO B Tokoe. Mckmrouenuem siBisitoTcs narueHTtsl ¢ JIADT Ha ¢done BIIC, y xoTopbix
BCJICJICTBUE UIIYHTUPOBAHHUS KPOBU  CIIpaBa-HAJIEBO  pa3BUBAaeTcs  pedpakrepHas K
KHUCJIOPOJIOTEpANNK TUIMIOKCeMHUsl. J(OmoJHUTENbHAsS OKCUT'€HOTEpanusi B HOYHBIE 4Yachl HE
OKa3bIBACT BIMSHUA HA TEUEHUE CUHJIpOMa DW3eHMEHTepa.

OkcureHorepanusi pekoMmeHayercs OombHbIM ¢ JII' Ha ¢oHE XpOHHUYECKOM
obctpyktuBHOU Oone3nu Jierkux (XOBJI), y KOTOpbIX HEOOXOIMMO JTOCTIKEHUE MMAPIIHAITBHOTO
nasnenust O2 B aprepuanbHoii KpoBu Oonee 8 k ITA Ha npoTsikeHnu He MeHee 15 4acoB B CYTKH.
Baxxno nocrosiHHO mojaep:kuBath carypauuto O2 Ha ypoBHe 90% wu BbIme. B amOynatopHbIx
YCIOBUSIX OKCUTEHOTEparus HeoOXoAauma [Uid YIy4YlIeHHs KIMHUYECKOW CUMIOTOMATHKH,
KOPPEKILUHU JiecaTypaluu npu GU3NIecKoil HarpysKe.

Cepoeunvie 2nuKo3udvl u UHOMPONHbBLE NPEnAPaAmbl

CHIKEHHE COKPATUTEIbHOM CIOCOOHOCTH TPABOTO JKENMyAO0YKa SIBISETCS OJHUM U3
BOXHEHIINX MEXaHU3MOB IPOrPECCUPOBAHUS CEPICYHON HEIOCTATOYHOCTH Yy O0nbHBIX ¢ JII,
YTO OMNpeeNseT NOoKa3aHus MAJi1 Ha3HA4YeHHsS CEepACYHBIX TNUKO3unI0B. KpaTkoBpeMeHHOE
BHYTPUBEHHOE Ha3HAUYC€HHME NUTOKCHMHA Yy 00JbHBbIX ¢ MJII' BBI3BIBAET HEKOTOPOE MOBBILICHUE
CB, a Takxe COmpOBOXKIAETCS CYIIECTBEHHBIM YMEHBIIICHHEM YPOBHS HOpPaJIpeHAIMHA B KPOBH.
JlaHHbBIE O pe3yabTaTax ATUTENBHOTO JedeHHus: 00npHBIX ¢ JII' cepeuHbIMU TIMKO3UAAMHU TTOKa
orcyrcTBytoT. Hasznauenme purokcuHa 0,25 Mr/cyTku MoxkeT OBITh PEKOMEHAOBAHO st
YPEKEHHUS JKEITyT0YKOBOTO PUTMA TP HAJDKETYTOYKOBBIX TaXUAPUTMHSIX.

Hobyramun y 6onbHbIX ¢ JII' Hconb3yeTcs UMb B TEPMUHAIBHONW CTaIUU 3a00JIEBAHMS

" B pAAC CJIydacB MO3BOJIACT JOCTUYD CTa6I/IJ'II/I3aLII/II/I COCTOAHHA

7.2.2. Cnenuduyeckasi Tepanus

Anmazonucmul Kanvyus

BasokoHcTpukTiBHas Teopus narorenesa JII' 6asupyercs Ha npuCyTCTBUU rUnepTpodun
MEIUU B JIETOYHBIX apTEepUsAX MU apTEpUONIAX, 4 TAKKE CHUKCHUHU JIETOYHOIO COCYIHUCTOrO
CONIPOTHBIIEHUS NPU HA3HAUYEHUU Ba30AMIATaTOpPOB. OUEBHIHO, TOJBKO Y MEHBIIEH YacTH
6onpHbIX JII' mpu Ha3Haue€HUMM BA30AWUJIATATOPOB, B YACTHOCTH aHTaroHUCTOB KaJbIlus,
BO3MOJKHO JOCTHYb KIIMHUYECKH 3HAUYMMOT'O CHHKCHMS JIABJICHHS B JIETOYHOU apTEPHH.

bnaronpusTHble KIMHUYECKHE W TMPOTHOCTHYECKHE 3()(PEKThl aHTArOHWCTOB KasblIMA,
NPUMEHSEMBIX B BBICOKMX J03aX y OonbHbIX JII' ¢ monokuTensHOW OCTpoil mpoboi, Obuin
ITOKA3aHbl B OJIHOLIEHTPOBBIX HEKOHTPOJIMPYEMBIX HCCIIEOBaHUAX. K 4nciy peKkOMEeH0BaHHBIX
B HACTOSIIEE BPEMs AHTArOHUCTOB KaJbIMsl OTHOCATCSA JBa Ipernapara - HU(PEIUNUH U

JTUIITHA3EM.
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Bei6op B MOdB3y OMHOTO M3 HUX OINPEACNSCTCS HCXOTHOW YacTOTOM CEepIACYHBIX
cokpaineHuii. ITanpeHTaM ¢ 94acTOTOM CEpACUHBIX COKpaIlleHHi B okoe MeHee 80 yaapoB/MuH.
ClIeIyeT PEeKOMEHIOBaTh HU(MEIUNMH B MPOJOHTHPOBAHHBIX (OpMaxX, a TaKKE aHTATOHHCTHI
Kanplus auruaponupuauHoBoro psaa Il moxonenus. AmuiogunuH SBJISETCS IpernapaToM
BbIOOpa g marueHtoB JII' ¢ sBiIeHHsAMH IpaBOXKETyI0YKOBON CEpACUHON HEAOCTaTOYHOCTH.
CytouHble 03Bl TpenaparoB, JAoKa3aBIIUe 3(PPEKTUBHOCTb, OCTATOYHO BBICOKHE: IS
nupenunuaa- 120-240 mr, s ammonunuua - 10 10-15 mr. [Ipu oTHOCHTETHHOW TaxXxWKapIUU
(vacToTa cepAeuyHBIX COKpalieHuil B mokoe Oosiee 80 ymapoB B MHUHYTY) CIeIyeT OTAATh
npeanouTeHue aunTuasemy B go3ze 240-720 mr.

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

npenapar cTapToBas 1032 CyTO4HasI CyTOYHas CyTOYHas
MTI/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 MOCTENEHHO B TEYEHHE HECKOIBKHX
HeZeNb 10 MaKCUMallbHO NMEPEHOCUMBIX. VIHOTa CUCTeMHAast TUIIOTOHUS, OTEKU TOJICHEH U CTOIl
NIPETATCTBYIOT YBEIIMYEHUIO TO3EI.

Baxmuo MOAYCPKHYTh, YTO TCpAIlUsd aHTarOHMCTaMU KaJIbIWA JOJDKHA HAYWHATHLCA I10Q
CTPOTUM TeMOJIMHAMUYECKUM KOHTPOJIEM TOJIbKO O0nbHBIM JIAT, oTBeuaromuM Ha IPUMEHEHUE
Ba30IMJIATATOPOB B OCTPOii pode. Tepamusi aHTarOHUCTaMU KallblMsl MOKA3aHA: TAlMEeHTaM C
CepJIeYHbIM HHJEKCOM Oomee 2,1 W/MuE/M? W/an caTypamueil BeHO3HOW KpoBW Ooiee 63%
n/nnn JaBJICHUEM B IIpaBOM NPEACEPINU MCHEC IOMM.pT.CT. U C IOJOXKHUTCIBbHBIM OTBECTOM Ha
OCTpO€ Ha3HAUYeHHE BaszoaWiaTatopa. llamMeHThl, HAWIydIIuM 00pa3oM pearupymooliue Ha
Ha3HAYCHNE AHTATOHHCTOB KaJbIUs, KaK MPaBUJIO, JEMOHCTPHPYIOT CHI)KCHHE ABJICHHS B
JIETOYHOM apTepUU U JETOUYHOTO COCYAMCTOTO compoTHBIeHUus 10 50% OT UCXOIHOTO, YacTo J0

HOPMaJIbHBIX 3HAYEHUU.

31




VY manuMeHToB ¢ CepIeYHBIM HHAEKCcOM Oonee 2,1 /MuB/M? u/unu carypanuenr 02
BEHO3HOI KpoBH Oojiee 63% u/unu naBieHHEM B MpaBoM mpeacepauu mMeHee 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 carypamueid O2 BEHO3HOW KPOBH
MeHee 63% u/unu IaBjaeHUEeM B IIpaBoM mpezcepauu 0osiee 10MM.pT.CT. aHTArOHUCTHI KaJlbLUs
a0CcoJIIOTHO NPOTHBONOKA3aHBbI.

Tompko 10- 20% GonpHBIX JIal” UMEIOT MOIOKUTENBHYIO TTPOOY C Ba30AMIATATOPOM, W3
HUX JIMIIb Yy TIOJOBHHBI YAAaeTcs MOIJepKaTh KIMHUKO-TeMOIMHAMHUYECKUN 3PdekT mnpu
JUINTEJILHOM Ha3HAUYE€HUU aHTaroHUCToB Kanblus. Oco0oe BHUMaHHE CIEAyeT YAENATh
KOHTPOJIIO 32 CTA0OMIIBHOCTBIO ocTuraemMoro 3ddexra. Y 6ompHbIX ¢ NI npu mosiokuTeIsHON
octpoii mpobe cmyctss 3-4 Mecslla IOCTOSHHOW Tepanmul aHTarOHUCTaMH  KaJlbIUs
peKkomMeHayeTcst 00s3aTesIbHOE IPOBEJACHHE KOHTPOJIbHOM KaTeTepus3ald IpaBbIX OTJEIOB
cepaua s oueHku 3 dexTuBHOCTH U Oe30MacHOCTH TPpoBoAUMON Tepanuu. [Ipu HeagekBaTHOM
orBere - HepocTwkeHuu | wmm I OK (BO3), oTcyTcTBHH CYLIECTBEHHOIO YIIyYIIEHUS
reMOIMHAMHYECKUX TOKa3aTene - JOIDKHAa 00CYXJaThCsi KOoppekuus Tepanuu. HaszHaueHue
aHTaroHucToB Kanbliusg 0e3 nmposeneHuss OPII unu orpunartensHoit ODII ypeBaTo pa3BuUTHEM
TSOKENBIX TMOOOYHBIX AS(PQPEKTOB - TUIOTOHHM, CHHKOIIE, MPABOXKEJIYI0UYKOBOM cepledHOM
HEJ0CTaTOYHOCTH.

VY 6onbubix ¢ JIAI' Ha ¢pone C3CT TecThl Ha Ba30PEaKTUBHOCTH YacTO HE MO3BOJIIOT
YCTAaHOBUTh BO3MOXHYIO 3 (EKTUBHOCTh JUINTEIbHOW Tepanuu aHTarOHUCTOB KalbLMs, a
BBICOKHE J103bI NTOCIIEIHUX MJI0X0 NepeHocsaTes. biaronpustHbie 23QQeKTs! ATUTEIBHON Tepanun
AHTarOHMCTAaMHU KaJIbLUs B BBICOKUX J103aX MOKa3aHsl AeTaM ¢ UJIT.

Ilpocmacnanounst

[TpocTarnanauHbl - MEepPCIEKTUBHAS TPYIIIHI IPENapaToB MOMUMO Ba30IUIaTHPYIOIIETO,
o0JIaJlal0T aHTHUArperalioHHbIM U aHTUNpoJudepaTuBHBIM aAelictBueM. III' - 31O rpynma
JUMUIHBIX COCIUHEHHUH YHUKAJIBHOM CTPYKTYphl, O0pa3yeMblX U3 €IWHOro cyOcTpaTa
apaxuJ0HOBON KUCIOTHL. B ¢dusmnonornyeckux ycnopusx III7 gBnsroTcs MmeanaropaMu MHOTHX
O6uonornueckux QyHKIMHI, B TOM YUCIIE YYAaCTBYIOT B PETYJISIUU COCYIUCTOrO TOHYCA.

[Ipocrarnanann  El (IITE1) -  Bazommnarupyronmii [,  oOmamarormii
aHTHUArperalioHHbIM M aHTUIPOIU(EpaTUBHBIM JeicTBHeM. OToT mnepBblid I, koTopsIi
nokasan 3¢ ¢deKkTuBHOCTh npu JiedeHuu OosbHbIX JII'. brnarogaps odyeHb KOpOTKOMY HEpUOAY
noyiyBeIBe/leHUsT (3-5MHUHYT) BO3MOXKHO OBICTpOE THUTPOBAHHME JO3bI O MaKCHMalbHOU

BEJIMYUHBI, U MIPU HEOOXOUMOCTH TIOYTH MOMEHTAJIBLHO OCTAaHOBUTH JeiicTBHe mpemapata. 90%
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npenapaTa HHAaKTUBUPYETCS B JIETKUX, IO3TOMY IIPU BHYTPUBEHHOM BBEJICHUU €r0 MOCTYIJICHUE
B OOJIBIION KPYT KpOBOOOpallleHusl KpailHe Majo, BCIEICTBUE YEro HE OTMEUYAETCs BHIPAKEHHON
CHUCTEMHOM TUIIOTOHUHU.

Hamnune antmarperannonnoro s¢dexra nemaer IIIE1 mpuBnekarenbHbIM ¢ ydeToM
BBIPOKECHHBIX HapyIICHUH B cucTeMe remocraza y 6onbHbx JII'. Hambonee nmpuemnema cxema
Tepanuu: MpHu KOTopoi Hebonbmas mo3a 5-10ur/kr/MuH. [IpenapaT Ha3HavaeTcsi BHYTPHUBEHHO
KarenbHO co CKOpocThio S5-30Hr/kr/mMuH. KypcoBoe nedeHne mpenaparoM B CyTOYHOH 03¢ 60-
80MKT B TeueHue 2-3 HeJeNb CIeayeT MPOBOAUTH Ha ()OHE IUTEIBHOMN Teparuy aHTarOHUCTaMu
Kanplus. Bo3MokHble 1moO04HbIE 3(PQPEKThl THIOTOHUS, TUIEPTEMHs IHIa, TOJOBHBIE OOJIH,
00111 B 00JIaCTH cepiia HeOMPEeICHHOTO XapaKkTepa, 00IH B )KUBOTE, TOIIHOTA, AUApes).

[Mpocranukauna (mpocrariganaud 12)- MONIHBIA SHIOTCHHBIM Ba30AMIATATOP C IICIBIM
CIICKTPOM JIOTIOJIHUTEIBHBIX 3(PPEKTOB - aHTHArPEralliOHHBIM, AHTHIPOIU(EPATHBHBIM U
HUTONMPOTEKTUBHBIM, KOTOPHIE HAMpaBIEHbI HA MPEIOTBPAILICHUE PEMOJCIUPOBAHMS JIETOUHBIX
COCY/IOB: YMEHbIIICHHE MOBPEKACHUS SHI0TEINAIBHBIX KJIETOK M TUIEPKOATYIISIIUH. Y OOJbHBIX
c JII' pa3nuyHOi STHUONOTHMU JOKA3aHO HAPYIIEHUE NPOAYKIHMHU TMPOCTANUKINHA, O YEM
CBUJICTEIILCTBYET CHIKEHUE OJKCIPECCHUU MPOCTAIMKIMHCUHTA3bl B JIETOYHBIX apTEepUsX,
YMEHBIIIEHNE IKCKPEIMU METa0O0JUTOB MPOCTALMKINHA C MOYOH. DTO SIBIIsIETCS 00OCHOBaHHEM
JUTSL UCTIOJIB30BAHMS MPOCTAIIMKIIMHA U €r0 aHAJIOTOB Uil JeueHus narueHToB JII', xots no cux
IOp HE YCTAHOBJEHO, SBJISETCS JIM HApyIIEHHWE MPOAYKIMH MPOCTAUMKIWHA MPUUYUHON WK
cnencreuem JII'.

B nocnemnue TOABI TNpUMEHEHHWE TPOCTAMKINHA B  KIMHUYECKOW TMPAKTHUKE
pacmipwioch 32 CUeT CO3JaHHMsl €ro  CTaOMIBHBIX  aHAJOrOB C  Pa3IMYHBIMU
(hapMaKOKUHETHUECKUMU 0COOCHHOCTSIMH, HO KaueCTBEHHO CXOJIHBIMHU
(hapMakoIMHAMUYECKHUMH CBOMCTBAMHU.

HWaonpoct - XUMHYECKH CTAOWIBHBIM aHAJIOT TPOCTAMKINHA IS BHYTPHBEHHOTO
MPUMEHEHUS, Ha3HAYCHUs PEer 0S B a’po30sibHON (opme mist muransuuit. [locnenuss dopma
obecrnieunBaeT OONBINYIO CENEKTUBHOCTH IMpernapaTa B OTHOIICHUH JICTOYHOW IUPKYISIuu. B
Haleld CTpaHe WHTAISIUOHHBIN WIONMPOCT- A3TO €IWHCTBEHHBIM aHAJOT MPOCTAIMKIINHA,
PEKOMEHIOBAaHHBIN NIJIsl JISUCHUST cpeaHeTshKenon U Tspkenoit dopm JII: WIIT, nacmemyemoii
JIAT, JIAT' Bcnencteue C3CT, JIAIT Ha ¢oHe mnpuema JeKapCTBEHHBIX IIPENapaTos,
HeonepabenbHbIx Gopm XTIJIT.

O} PexTuBHOCTD WJIOMpocTa OLICHHBAJIACh B PaHAOMU3HPOBAHHOM,
maneookorTponupyemom uccienoBannu AlR-1 y Gomeabix JIAIT u XTOJII'. TloBTOpHBIE

UHTAJIILUU B TE€YEHHUE THS MPOBOAWINCE 6-9 pa3 mo 2,5-5 MKr Ha uHraxsmuo (B cpeasem ao 30
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MKI B cyTkH). llpu ucnonp3oBaHUM OOBIYHBIX HeOyIal3epoB MIUTENbHOCTh WHTAIALNN
cocraBisieT 15MuH, npuMeHeHue Y3-HeOynai3epoB IO3BOJIIET YMEHBIIUTh BPEMS MHTAJISAIIAN
10 SmuH. Mnonpoct ymydmian KIMHAYECKYI0 CHUMITOMATHKY, TOJEPAHTHOCTh K (DPU3NYECKUM
Harpyskam, Bausu1 Ha JICC, wacrory kimHHYeckux coObiTHil. B mccnemoBanun STEP y 60
00JIbHBIX, MPUHUMABIIMX OO3€HTAaH, MPHUCOEAMHEHUE WIIONPOCTAa MPUBOAMIO K 3HAYUMOMY
yBenudeHuto nuctanmuu B TOMX (p< 0,051) o cpaBHeHuto ¢ mianebo. Mionpoct oTiauvaercs
Xopouield nepeHocuMocTbio. Hanbosee yacTeiMu moOOYHBIME 3¢ deKTaMu ObUIM NPHIUBBL U
001 B YEIIOCTH.

B nnutensHOM HEKOHTpoiMpyeMoM wuccienoBaHuu 25 OonpHbix ¢ WJIIT neumnuch
UHTraHOHHBIM  wonpoctoM  100-150mkr/cytkn Ha mpotsbkeHun 1 roma. B pesynbrate
nedeHus: yBenuueHue auctanmuu B TO6MX cocraBuio 85m, cpeanee JIA  cHu3MioCch, B
CpellHeM, Ha 7 MM PT.CT., CEepJIeUHbIN BBIOpOC yBenuumics Ha 0,6 J/MuH. /M.

BuytpuBeHHass nHQY3HUsI HIONPOCTa CYUTACTCS COMOCTABHUMON MO I(PQPEKTUBHOCTH C
AMOMPOCTEHOJIOM, YTO OBLJIO MOKa3aHO B cepuu HeOousbiux uccnenoBanuil npu JIAL, XTOJIT.
O4eBHIHBIM TMPEUMYIIECTBOM BHYTPUBEHHOTO WIIONPOCTA SBIAETCA CTAOMIBHOCTH IPHU
KOMHATHOW TeMIepaType U OTCYTCTBUE MOTPEOHOCTH B oxJiaxaeHUU. OHAKO B Hallel cTpaHe
sTa Gopma npenapara aius jgedenus JII' He 3apeructpupoBana.

Anmazonucmul peyenmopog ynoomenuna (AP3)

OHporenus-1 (OT-1)- 95T0  menTUx  SHIOTEIHAIBHOTO  HPOUCXOXKICHHS,
XapaKTEepU3YIOMINICS MOITHBIM Ba30OKOHTPUKTOPHBIM U MUTOTE€HHBIM CBOICTBAMM B OTHOIICHUU
IJIaJIKOMBILIEYHbIX KJIeToK. DT-1 cBs3bIBaeTcs ¢ AByMs TuUIaMu peunentopos- tuna A (OTA),
JIOKaJU3YIOIMMHUCS Ha TIaJIKOMBIIIEYHBIX KieTkax u tuna B (OTB), nokamusyrommmucs Ha
SHIOTENUAIbHBIX M TJAJKOMBIINIEYHbIX KieTKax. AxktuBaimus OTA- u  OTB-peuentopos
IJIAJJKOMBILIEYHBIX KJIETOK BBI3bIBAET BA30KOHCTPUKTOPHBI M  MHUTOT€HHBIH 3 QeKT.
Crumynsauus OTB-penentopoB cnocobctByeT knupeHcy OT-1 B JIeTKuUX, YBEJIMYEHHUIO
MPOAYKIIMM OKCHJA a30Ta M OCBOOOXIEHUIO MpocTanukinHa. VccnenoBanus sxcnpeccun DT-1
B JITOYHOM TKaHU IOATBEP)KIAIOT €ro poib B maroreHese JII', ogHako He yCTaHOBIEHO,
SBJISIETCS. JIM TOBbIIIEHHAs npoaykuus OT-1 mpuumnont wim cinenactBueM JII'. AxTuBanms
CUCTeMbl OHJoTennMHa Yy OonbHbIX JII' sBisieTcss oOOCHOBaHMEM MJiIi MCHOJIb30BaHUS
AQHTarOHUCTOB PELENTOPOB K DJHIOTENMHY, Onokupyrommx OTA - peuenTopsl Win
OJTHOBpeMEHHO 00a Tumna perentopos - OTA u OTB.

bo3enTran - nmepBblil npenapar u3 kiacca APD  HeceneKTMBHOro JAEMCTBHA,
Oylokupyronuii 006a TUMa penentopoB. B paHaoMu3npoBaHHBIX MCCIEAOBAHUAX Y 00MbHBIX JIIT

npenapam TPOAEMOHCTPUPOBAT CIIOCOOHOCTh yIy4IIaTh TOJEPAHTHOCTh K (U3HUECKUM
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Harpy3kaMm, DK, remonmHamuueckue M 3xokapauorpaduueckue mnapamMeTpsl, YBEIMYUBATh
BpeMs 10 pa3BUTHsI KIIMHUYECKOro yxyaueHus. B HacTosmee Bpems 3¢ (heKTUBHOCTh O03eHTaHa
nokazana y OombHbix ¢ WIII, JIAI' na ¢one C3CT, cungpome OIiizenmeHrepa B 5
PaHIOMU3UPOBAHHBIX  HCcienoBaHusX (mwiotHoe wucciaeaoanue 351, BREATHE-1,
BREATHE-2, BREATHE-5, EARLY).

B uccnenoanun BREATHE-1 mamumenter ¢ WJII' m JII' mHa ¢one C3CT  Oblmm
PaHIOMU3UPOBAHbI B cooTHomeHnu 1:1:1 mist momydyenus 62,5 mr 6o3eHTaHa WM TTanedo 1Ba
pasa B JicHb B TeueHue 4 He/lelb, 3aTeM COOTBETCTBEHHO 125 mr mnu 250 Mr nBakbl B J€Hb B
teyeHue 12 nenens. [Ipu npuMeHeHnn 0Go3eHTaHa B 00EMX IPyIIax OTMEYAIOCh CYLIECTBEHHOE
yAydllleHHe TIeMOAMHAMUYECKUX [apaMeTpoB, OUCTaHIMM B Tecte 6-MX, KIMHUYECKUX
MCXOJIOB, 4TO OBLIO 0oJiee BRIpaXKEHO IpH A03€e 250Mr aBaxkab! B AeHb y 60ibHbIX ¢ WIIT (+54m
1 +35M COOTBETCTBEHHO B IpyMIax OO0JbHBIM, MpUHUMABIIKNX 250 Mr 2 pasza u 125 mr 2 pasa).
Bounee BeipaxenHnsiil a3gpdext nHadbmomancs y 6onbHbix ¢ UJII' o cpaBHennto ¢ rpynmoit C3CT
(+46M B rpymme akTUBHOIO JEYEHHs U+3M COOTBETCTBEHHO). IIOBbIIEHHE TOJEPAHTHOCTH K
Harpy3kaMm COXpaHsUIoCh y OOJIbHBIX INpPH JICYEHUH Ha MPOTSHKEHUH Oojiee OJHOro rojaa u
ACCOLMHUPOBAIIOCH C YIYUIICHUEM FeMOJUHAMUYECKUX napameTpoB 1 PK.

Ha ocHOBaHMU pe3ynbTaTOB JIBYX 3aBEPIIUBIIMXCS PaHIOMU3UPOBAHHBIX UCCIICAOBAHHM,
B KOTOpbIE BKIIOYAIUCh TOJIbKO O60nbHbIe ¢ || ®K wim cunapomom Dif3eHMeHrepa, npenapar B
HacTrosIee BpeMsi pekoMmeHjoBaH i 601bHbIX ¢ |IOK u nmpu JIAT Ha ¢oHEe BpOXKIECHHBIX
CHUCTEMHO-JIETOYHBIX IIYHTOB U CHHJApoMe OM3eHMeHrepa. HauanbHast no3a 0Oo3eHTaHa
coctaBysier 62,5 mr 2 pasa B cyTku. CrycTs 4 HeZeNu /1032 TOJDKHA YBETUYUBATHCSA 10 125 mr 2
pasa B CyTKH.

VYV nmereii no3a Oo3eHTaHa THUTpPYeTCs B 3aBUCHUMOCTH OT Beca. B OTKpbITOM
HEKOHTpOJHpyeMoM ucciienoBanun y aereii ¢ JIAI' B Bo3pacre 4-17 ner (BREATHE-3)
yllydllleHue TeMOJAMHAMUYECKUX MTapaMeTpoB Ha0moanoch k 12 Hepene jgeueHus: 603eHTaHOM B
BUJIE MOHOTEpANHH WIK B KOMOMHAIIUHU C STIOMTPOCTEHOJIOM.

[ToBblIeHMEe ypOBHS TpaHCaMHMHA3 oOTMedaercs npuMmepHo y 10%  OGonbHBIX
JI0303aBUCUMO M 00paTUMO TIOCJ€ YMEHbIIEHHsS J03bl WM OTMEHBl mpemnapara. Hauboiee
BEPOSITHBIM MEXaHU3MOM JICHCTBHsI 003€HTaHAa Ha YPOBEHb INEUCHOYHBIX (PEPMEHTOB SIBIISETCS
710303aBUCUMasi KOHKYPEHIIHSI C KETYHBIMU COJISIMH, YTO MPUBOJIUT K MX 3a/€p)KKe, OKa3bIBas
Ha reraTolUThl IIMTOTOKCUYHBINA 3 dekT. PekoMenayercs exxeMecsiuHblii KOHTPOJIb 32 YPOBHEM
TpaHCaMHMHAa3 B KPOBU Ha (JOHE Tepanuu OO3EHTaHOM.

PexoMeHnyeTcs Ha3HaU€HUE Tpernapara B CTapTOBOM J03€ 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 nedeHu. Y OonbHbIX JII' 603eHTaH MOKET BbI3bIBaTh pa3BUTHE aHEMHH,
4TO TpeOdyeT KOHTPOJIA YpPOBHEH TreMOrioOMHa U TeMaTOKpUTa KpPOBH, a TaKXKe 3aJepKKy
KHUJIKOCTH C TOSIBIICHHMEM Mepu(epruuecKuX OTEKOB. Y JKEHIIMH, NPUHUMAIONMX OO3EHTaH,
HeoO0Xo/MMa aJieKBaTHAss KOHTPAICNLHUS C y4EeTOM BO3MOXKHOTO TepaToreHHoro s¢¢ekra. B
Hamed cTpaHe O0O03eHTaH pekoMeHaoBaH i JjedeHus OonbHbIX WJII, JIAIT BcnencrBue
CUCTEMHON CKJepoJepMuu 0e3 CYIIECTBEHHOro JieroyHoro ¢ubpo3a, MpH CHHIPOME
DOli3eHMeHrepa.

AMOpu3eHTaH - Hecyab(OHAMHIHBIA APD, TpoOW3BOAHOE MPONAHOCBOW KHCIOTHI,
CEJIGKTUBHBIA aHTAaroHUCT peLenTopoB HHAoTenuHa Ttuna A. Ilpemapat wuccnemoBaics B
MUWIOTHOM H JBYX paHaomMusupoBaHHbIX uccienoBanusx ARIES-1 u ARIES-2. ¥V 6onbHBIX €
WIIT, JII' na ¢one C3CT m BHUY-undexuun nokazan >PPEeKTUBHOCTh B BHIE YIYUIICHHUS
KIIMHAYECKOW CHUMIITOMATHKH, TEMOJINHAMHUYECKUX ITapaMeTPOB, MOBBIIICHUS TOJIEPAHTHOCTH K
Harpy3kam, yUIMHEHHH BPEMEHH JI0 PAa3BUTHS KIMHUYECKOTO yxynmeHus. [lo MeHbIneil mepe,
B TeueHue | rojia NoCTOSIHHON Tepanuu 3TH 3G(HEKTHl COXPAHSIIHCH.

AMOpU3EHTaH pEKOMEHIOBaH s JeudeHuss OonbHBIX c JIADT s ynydiieHus
MEPEHOCUMOCTH  (pU3MUYECKOH HAarpy3Kd, 3aMEJICHHs NPOTPECCUPOBAHUS  KIMHHYECKUX
CUMIITOMOB. B KIMHMYECKMX WCCIIEIOBAaHUAX ycTaHOBIeHa d((eKTHBHOCTH Tmpemapara
npeumytiectBeHHo y manuentoB UJIT, nacnenyemoit JIAT, JIAT Bcnenctsue C3CT ¢ ©K I-111.
PexomeHnoBaHHas J103a cocTaBisieT SMr 1 pa3 B CyTKHM ¢ BO3MOXKHBIM yBeludeHuem 1o 10mr.
UYactora Hapymenuit ¢ynkuuu nedeHu cocrtaBisier 0,8 mo 3%, urto TpeOyeT ekeMecsIHOTo
koHTposis. Ha done Tepanuu amMOpu3eHTaHOM Halle 10 CPaBHEHHIO ¢ IpyruMu APD BO3ZHUKAIOT
nepudepuyecKre OTeKH.

Oxkcuo azoma u uncudéumopwt pocghoouscmepaszvt muna 5

Oxkcupn a3ora - MOIIHBIM AHIOT€HHBINM Ba30WJIaTaTOP, CEIEKTHUBHO JEMCTBYIOUIMI Ha
cocyabl Manoro kpyra kpoBooOpamienus. Oxcuy azora (NO) oOpasyercs u3 L-aprunuHa npu
noMoInu Kanbluii-3aBucuMoil NO—cunrtasel. Auddynaupys depe3 aabBeoNsIpHYI0 MEMOpaHy,
NO mnomagaer B TVIAAKOMBIIIEYHBIE KIETKA apTepuil M apTEepHON, TOBHIMIAs YPOBEHb
nukiadeckoro ryadosuH-ochara (I M®D). Tlocmemnuii 3amyckaeT Kackaa peakIui,
MPUBOMSIINX, B KOHEYHOM CYETE, K CHI)KCHHUIO TOHYCA TIIaIKOH MYCKYJIaTyphl COCY/IOB. 3aTeM
NO mocTymaeT B CHCTEMHBI KPOBOTOK, TIJIe WHAKTUBHPYETCS TMyTeM CBS3BIBAHUS C
OKCUT'e€MOTJIOOMHOM ¢ 00pa30BaHUEM METTeMOTJIOONHA U HUTPATOB.

[Mpu JII' napymaercst cuaTe3 NO. B xierkax osHporenmus OompHeix WJII mpwm
MMMYHOTHCTOXUMHYECKUX HCCIIEJOBAHUSIX MOKA3aHO CHMKEHUE IKCIPECCUU SHAOTEIHATIbLHOU

NO-cunTazel. Ha oOpa3zoBanue oOKcuaa a3oTa BIUSIOT MHOTOYHCIEHHBIE (aKTOpPHL. ITO
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skcripeccuss  TeHa  NO-cunTaszel, akTuBHOCTH  NO-cuHTazer u  (dochomudcrepassi,
o0ecneunBalIIUX peryiaunio npoaykuuu ulM®, [NoCTCHHTETHYeCKOEe OKHMCICHHE OKCHa
azota. Takum oOpazom, s nedenust JII' Bo3MOXHO wucmosib3oBaHue uHraNsmoHHoro NO,
cyOcTpara ais ero cuHTe3a - L-aprununa, a Takoke THruOUTOpoB (pocdoauscrepaspl.

B 80-¢ roger mHramsuuonueii NO wucmonws3oBanics ¢ menbio mpoeaeHus ODIT ms
OLICHKH PEaKTUBHOCTH JIETOYHBIX COCY/IOB M BBISBIICHUSI OOJBHBIX C MOTEHIIMAIBLHO MTO3UTUBHBIM
apdexkroM BazoamnaTatopoB. OmMHCaHBI coydaWl UIHTETHHOTO 3((MEKTHBHOTO M 0€30MacHOrO
NPUMEHEHHUST WHTASIIMKA OKCHIA a30Ta MakcuManbHo 10 1,5 mer y Oombubix WJII. B
CTallMOHAPHBIX  ycloBUsX OonbHbIM JIIT  pekoMmeHayroTcs 2-3-X  HEAENbHBIE  KYPChI
UHTAIIMOHHOTO okcuaa azoTta 20-40 ppm B TeueHue 5-6 4acoB B CYTKH.

Cuagenadua - MOIUHBIM  cenekTuBHBIH  uHruourop  ul' MdD-3aBucumoit
dochomurcrepazpl  (tum  5), npemorBpamias gerpaganuio I’ M@, BBI3BIBACT CHIKCHHE
JIETOYHOT'O COCY/IHUCTOTO COIPOTUBIEHUS U MEPErpy3KH MPaBOro >Keayaouka. VHrudutopsl
dochoaucrepassr THAa 5 (MDIAD-5) obmamaror anTHnponudepatuBHbiM dbdekTom. Tpu
0JIOOpPEHHBIX AJI JICYCHUS SPEKTUIIbHOW NuCchYHKUIMU TMpemapaTa — cuiaeHadwui, Taganadu,
BapJeHA(WII - BBI3BIBAIOT BHIPAKEHHYIO TMJIATAIMIO JIETOYHBIX COCYI0B. MakCUMyM JeCTBUS
nocturaerca 4epe3 60 muH., 75-90 muH. u 40-45MuUH COOTBETCTBEHHO. B Hamiel ctpane aiis
neuenust 0onpHBIX JII' onoOpen cunnenadui. K HacTosiemMy BpeMeHHU YK€ HaKOIJIEHbI JaHHbIE,
JEMOHCTPHUPYIOLE €ro XOpOIIYI0 MepPeHOCUMOCTh M 3¢ (deKTUBHOCTh y OonbHBIX ¢ JII
pa3aMYHON A3THONOTMU. B HEKOHTPOIMPYEMBIX KIMHUYECKHX HCCIEJOBAHMSIX CHIIACHAPHUI
npumensuics npu WL, JIT', accounnposannoit ¢ C3CT, BIIC, npu XTIJII' B pa3oBbIx 103ax 25-
75 Mr 2-3 pasa B CyTKH M BbI3BbIBAN YJIy4llIEeHUE T€MOJIMHAMUKH, TOJIEPAHTHOCTH K (PU3UUYECKUM
Harpy3kaMm. Onmcansl pesikue nooo4Hble 3¢ (eKTl mpenapara - ToJoBHas 001k, 3aJ10’)KEHHOCTb
HOCAa, IPWJINBBI, HAPYIICHHUS 3PEHHS, JUCTIETICHSI.

B panmomusupoBanHoM uccrnenoBannn SUPER-1y 278 Gonpabix ¢ JIAT, momydaBmmx
cunaeHagpmwia uutpar B no3ax 20, 40, 80 mr 3 pa3za B CyTKH, OTMEYAIOCh YIydllIeHHE
KJIMHUYECKOW CHMIITOMAaTHKH, T€MOJWHAMMKH, TOJEPAHTHOCTH K (PU3MUYECKHUM Harpy3Kam.
OnoOpennas no3a cocrarisieT 20 mr 3 pa3a B cyTku. OmHako CTaOWIBHBIN dPdeKT TedeHus
OTMEYAJICS TOJBKO MpU npuMeHeHuu 11036l 80 Mr 3 pasa B CyTKH. B KIMHMYECKON IpaKkTHKe
yacto TpeOyercss mosblimeHue 1036l 10 40-80 mr 3 pasza B cytku. B uccnenoBanuu PACES
noka3zaHa 3¢ (eKTUBHOCTh CHIJIeHA(QHIa B COUETAHUN C BHYTPUBEHHBIM SIOMPOCTEHOJIOM.

Kom0ununpoBanHasi Tepanusi
KomOunupoBannas tepanus npu JIAI- 3T0 0HOBpEMEHHOE MCIIOIB30BaHUE 00Jiee YeM

OJHOI'0 KJiaccCa CHGI_II/I(i)I/I‘-ICCKI/IX JICKAPCTBCHHLIX CPCACTB JIA JICUHCHUA 60.III>HI>IX, Harpumep,
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APD B couerannu ¢ npoctanonnamu win UDJ[D-5. Bo MHOTMX criennann3upoBaHHBIX IIEHTpaxX
no nedeHuto JII' xomMOuWHMpOBaHHAs Tepanus SBISETCS CTAHAAPTOM JICUEHHUs, XOTS ee
nonrocpodast 3pGeKTUBHOCTh U O€30MACHOCTH JI0 KOHIIA HE U3yUYCHBI.

B cepun knmuHWYECKHX UCCIIENOBaHMA ObUIO TIOKa3zaHa () (EKTHUBHOCTh U OE30MaCHOCTH
pasnuuHbIX kKoMOuHanui. B uccnenoBanum STEP-1 12-nepenbHas Tepanust MHTAISAIAOHHBIM
WJIOMPOCTOM B COUYETAHUU C O03EHTAaHOM MPUBONIIA K BRIPAXKEHHOMY YBEIMUEHUIO JUCTAHIIUU B
ToMX. IMocie uHraIsIKMKU WIONpocTa ee mpupocT coctassul +26m (p=0,051). [Ipu npoBencHun
TO6MX 10 MHranAUMy yBeIHMUSHHE TUCTAHIUMH 10 CPAaBHEHUIO ¢ Tuianedo coctasisiyio +19m, uto
ObUIO HenocToBepHbIM. Uepe3 12 Hemenb Tepaluu WIIONPOCTOM HE OTMEYAIOCh 3HAYUMBIX
W3MEHEHUH TeMOIMHAMHUYECKUX IapaMeTpOB, OJHAKO BpeMs [0 Pa3BUTHS KIMHUYECKOTO
YXYALIEHUS yJIydllaJoch IO CpaBHEHUIO ¢ rpynmnoi mianedo (0 coOplTuii MpoTUB 5- B rpymme
mwiane6o). Hanportus, wucciaenoBanue COMBI, B KOTOpOM OIIGHHMBAINCH BO3MOXKHOCTH
KOMOWHUPOBAHHON TEparuy MIIOMPOCTOM M OO03EHTAaHOM, OBUIO JIOCPOYHO OCTAaHOBJICHO H3-32
orcyTcTBHs 3¢ (eKkTa Ha TOJIEPAHTHOCTh K Harpy3kaMm M BPEMEHHU /10 Pa3BUTHUS KIMHHYECKOTO
YXYALIEHUS.

BaxHO OTMETHTH OCOOEHHOCTM TIpM COBMECTHOM IPHMEHEHHH IpenapaToB
cnenuduueckor  JIAI'-tepanuu. Tak, B pamkax wuccnenoBanuss EARLY  wusywanucek
(apMaKkOKMHETHYECKHE B3aUMOEHCTBUS OO03€HTaHa U CHiIJeHaduiaa, KOTOpbIE SBISIOTCS
COOTBETCTBEHHO HMHTHOUTOPOM U HHAYKTOPOM H30(epMeHTOB 1uToxpoma P450. Ilpu
COBMECTHOM NPUMEHEHUH KOHIEHTpamus cuijieHaduia CHWXKaercs, a Oo3eHTaHa -
noBelmaercs. Ho 3To He cka3biBaeTcss Ha 3¢ddexTuBHOCTH Tepanuu. He omncanHo momoOHBIX
B3aHMOJICUCTBUIT MEXK Ty CHIIIeHADHIOM U 1ByMs Apyrumu APD (mabruya 6 ).

Tabnuua 6. IloTreHnMaJbHBIE JIEKAPCTBEHHbIE B3auModelicTBUA npu Tepanuu JIAT

JlekapcTBen- Mexanusm B3aunmopeiicTByloniee Pe3yabTaT B3aumoaeiicTBus u
HBII npenapar| B3auMojaelcTBUSs JIEKapCTBO PeKOMeHAaluH
AmOpu3eHTaH ? Huknocnopun Co0ro1aTh OCTOPOIKHOCTE IIPU COBMECTHOM
Keronaszon HazHaueHuM ¢ Keronazosom u
IuxnocnopuHom
bozenTan Nunykrop Cunpenadun Konnentpanus CungeHaduna CHIKAETCs Ha
CYP3A4 50%., 6o3eHTana- noseimaercs Ha 50%. He
TpeOyeTCst KOPPEKIUH JI03 JP.TFOOBIX JICKAPCTB.
Cyoctpat Huknocnopun Konuentpanus LlukinocnoprHa CHIXKaeTCs Ha
CYP3A4 50%., KoHIIeHTpaIHsI 003CHTaHa-
yBeNM4HUBaeTCs B 4 pasa.
Cyb6ctpar DPUTPOMUTTUH YBenuuuBaeTcst KOHIIEHTpalus bozeHTana.
CYP3A4 [Ipu KOPOTKOM Kypce KOPPEKIHSI O3Bl MOKET
He IoTpeOoBaThCS
Cy6crpat Keronazon Konnentpanus bo3enrana ysennuuBaercs B 2
CYP3A4 paza.
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JlexapcTBeH- Mexanusm B3aumopeiicTBylomiee PesysbTaT B3anMoeliCTBHA H
HBI Mpenapar| B3auMoAeicTBHs JIEKApCTBO peKoOMeHAaAnNH
Cy6crpat I'mnbenknamug YBenMuMBaeT BEPOSITHOCTH MOBBILIIEHUS
CYP3A4+ TpaHcamuHa3. [loTeHIMANEHBIA PUCK CHIDKCHHS
HHTAOHUTOP THIIOTIMKeMIYecKoro 3¢ dekra
TIOMIIBI rnnberknamMuaa. CodeTanue MpOTUBOMOKA3aHO.
JKETIHBIX
comen
Cy6crpat ®dyKkoHa3017, 3HaYNTEIHHO YBEJIMYUBACTCSl KOHIIGHTpAIUs
CYP2C9 n AMHomapoH bozenrana. Couetanue nOTEHIMAIBHO
CYP3A4 MPOTUBOIOKA3aHO.
WunykTopsl Pudammnunny, Konnentpanus bo3entana ymeHsliaercst Ha
CYP2C9n (eHnTONH 58%. I1oTpeOHOCTE B KOPPEKIINH I03BI HE
CYP3A4 YCTaHOBJICHA.
HNHpyxTops! Wurn6ropsr Konuentpauusa CuMBacTaTiHa CHI)KAaeTCsl Ha
CYP2C9 I'MI'KoApenykra3el 50%. DddexT BeposATEeH NpH Ha3HAYECHUH
ATtopBactatiHa. HeoO6xo1uM KOHTPOJIb YPOBHS
XOJIeCTepUHa.
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 CHmKaeTcst KOHLICHTPALH TOPMOHOB.
CYP2C9n KOHTPALIEITUBbI 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 KOHIeHTpanuo CuneHaduia.
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'Mo Hurpatsi, BripaxkeHHas cucremMHasi THIIOTOHUS,
HUKOPaHIUI COYETaHUE MPOTUBOMOKA3aHO
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[ToxazanueM 111 KOMOMHHPOBAHHOUN Tepanuu y 001pHBIX ¢ JIAIT sBIsieTCS OTCYTCTBHE
CTAOWIJIBHOTO KITMHUYECKOTO A deKTa.

Bozenran sBisercs unaykropom usodepmentoB CYP3A4, CYP2C9 muroxpoma P450.
[Tma3mMeHHBIE KOHIICHTPALMU JICKAPCTBEHHBIX IPENapaTroB, META00IM3UPYEMBIX YKa3aHHBIMU
n3o(hepMeHTaMH, YMEHbBIIAIOTCSA MPU COBMECTHOM MPUMEHEHHU ¢ 0o3eHTaHOM. KoHueHTpanus
003eHTaHa Ipu 3TOM Bo3pacraet (mabnuya 6).

Konuenrpamnusi 6o3eHTaHa BO3pacTaeT MpHU COBMECTHOM MPUMEHEHUU C WHTUOMTOpaMHU
CYP3A4 (xeronason, putoHaBup) u/wim uaruoutopamu CYP2C9 (ammonapon, dhiaykoHasomn).
[ToaTomy 603€HTaH MOTEHLMAILHO MPOTUBOMOKA3aH MPHU MPHUEME ITUX MPENnaparoB.

CuuTaercss MPOTHBOINOKA3aHHBIM Ha3HAueHHE OO3€HTaHA MPU TMpPUEME CIETYIOIINX
MIpPermapaToB: UTPAKOHA30JI, TAKPOIUMYC, CUPOIIMMYC, KapOamasenuH, peHo0apOuTa, JarcoH.

OcHoBHOU myTh MeTabonm3Ma cuiaeHaduna - 3to CYP3A4 u, B MEHbIIEH CTENICHH,
CYP2C9. Wupykropsr CYP3A4 (xapbamazenunsl, GpeHutouH, GpenodapOuTan, pudaMiuimH)
YMEHBIAIOT KOHIEHTpaluio cuineHaduiaa. Heckonbko moBbilaeTcss KOHIEHTpAUs Ipernapara
pH ynotpebdiaeHun rpendpyroBoro coka — cnaboro unruouropa CYP3A4/5.

W3-3a pucka cucTeMHOM TUIIOTOHUM TpeOyerca ocolas MPEeAOCTOPOKHOCTh IMpHU
COBMECTHOM IpUMEHeHHM crnenuduueckod tepanuu JIAIT ¢ aHTUrMIEpTEH3UBHBIMU
npenapaTamu, TaKUMHU Kak [3-aipeHo0sokatopsl, uHruoutopsl AII® u np.

Jleuenune apurmMuii

VY OonpHbix JII' MO CpaBHEHMIO € MAalMEHTAMH, CTPAJAIOIIUMH JIEBOXKEIYIOUYKOBON
CepJIeYHON HE0CTAaTOYHOCTBIO, 3JI0KAYECTBEHHbIE HAPYILIEHUS PUTMa, TAKHE KaK KeJIyA0UKOBast
Taxukapaus, GUOPHILIALNS JKETyT0OYKOB OTMeUaroTcst 6osee penko. Y 132 GompHbIX ¢ JIAT
TONBKO y 8% ocTaHOBKa cepjua Oblga BbI3BaHA (UOpMIIIALMEN >KelyloukoB. B 6-neTHem
HaOmonenuu y 231 OompHbix ¢ JIAI wnu XTOJIIT nHaGmromancs Ttonbko 1 ciydaid
3JIOKAYECTBEHHOW JKENyJI0YKOBOM apuTMuu. HampkemyoukoBsle apuTMUX BO3HUKAKOT Iipu JII' ¢
gactotor 2,8% B roa. Tpemeranue wiau MepliaHue MPEACEpIUid BCTPEUAIOTCS B OJMHAKOBOM
CTENEHU U NPUBOJAT K KIMHUYECKOMY YXYIIICHUIO U PAa3BUTHIO SBJICHUHN NPaBOKETYJOUYKOBOMI
cepAeyHON HenoctaToyHocTH. JleueHwe TpeneTanus mnpeacepauid 6osnee >¢pGEeKTUBHO, deM
JieYeHne MepuareiabHol apuTMuH. BoccTaHoBieHue cuHycoBoro putma y OonbHbBIX ¢ JII'
NPUBOJIMIO K YAYYIIEHHIO BBDKMBAEMOCTH IO CpPaBHEHUIO C OOJBHBIMHM, HMEBIIUMU
MOCTOSIHHYIO (hopMy MepuaTenbHol aputMmuu, 80% U3 KOTOPBIX MOTMOaIM B TEUEHHE 2 JIET.
XO0Ts OTCYTCTBYIOT JaHHbIE KOHTPOJIMPYEMbIX UCCIIET0BAaHHUI MIIM MPOCTIEKTUBHBIX HAOII0IeHUH

LENBI0 TEepanuu JOJHKHO OBITh yJepXKaHWe CTAaOMIBLHOrO cuHycoBoro purma. Ilpu BbIOOpE
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AHTHAPUTMUYECKUX IIPErapaToB MPEANOYTEHUE OTHAeTCs TeM, KOTOpble He 00JiagaroT

OTPULATCIIbHBIM MHOTPOITHBIM ,HeﬁCTBHCM, B 4aCTHOCT, aMHUOAapOHY.

7.3. Xupypruueckoe JedeHue

7.3.1. IlpeacepaHas cenToCTOMHSA

O6ocHoBaHMeM [UIsl MPOBENEHUS MPEJCEPIHON CENTOCTOMHUU SIBUJIUCH HAONIOACHUSA,
MOKAa3aBIlIME, YTO BBDKUBAEMOCTh OOJBHBIX C cHHApPOMOM OJi3zenMenrepa u UJII' ¢ oTKpbITHIM
OBAJIbHBIM OKHOM JIydYIlle, YEM B ClIy4a€ HEU3MEHEHHOM MEXIpPEACEpAHON INEePEeropoaKH.
Cozanue 1mIyHTa ClpaBO-HAJIEBO MO3BOJISIET CHU3UThH CPEAHEE JAABJICHUE B IIPABOM IIpeicepann
U NEperpy3Ky IMpaBoOro XKeIyJouKa, a TAaKKe YBEIWYUTh IPEIHArpy3Ky JIEBOIO KENyJo4yKa W,
TakuM 00pa3oM, cepAeuHbli BbIOpoc. B 3THX yCIOBHSAX yIydllaeTcsl TPAHCIOPT KUCIOPOJa,
HECMOTpST Ha  JecaTypalui0  apTepUaibHOM  KPOBM, yMEHBIIAETCS  CHUMIIATUYecKas
runepaktuBauud. [Ipouenypa nportusonokasana npu cpeaHem JIIIT Beime 20 MM pr.cT.,
catypauun O2 menee 80% B mokoe. B pesynbpTaTe BMemaTe bCTBA HAOIIOAETCS YMEHBIIIEHUE
CUHKOIIE, IOBBIIICHHE TOJEPAHTHOCTU K Harpy3ke. [IpoBeneHue mpencepaHOl CenTOCTOMUU
peKOMeH1I0BaHO ToJbKO OonbHBIM ¢ IV ®K (panee Taxke |1 @K) ¢ yacTbiMu CHHKOIIEC W/WIH
pedpaKTepHOI MPaBOXKETYIOYKOBOHM CEpICUHON HEIOCTATOYHOCTHIO, HECMOTPSI Ha TPOBOAMMYIO
MEIMKaMEHTO3HYIO TE€pAIlhIO, B TOM YHUCIIE Mepel TpaHCIIaHTalKue, He Tojibko npu WJIT, HO n
accoruupoBanHoii JII' mpu C3CT, onepupoBannbix BIIC, nucranbHbIX TpOMOO30B B JIETOUHON
apTepuu, JIETOYHOH BEHOOKKJIIO3UOHHOW OO0JIe3HH, JIETOYHOM KalWIISIPHOM T€MaHTHOMAaTo3e.
[IpoBeneHHbIE paHIOMU3UPOBAHHBIE HCCIEAOBAHUS JT0Ka3aau 3(PQPEKTUBHOCTH MPOLENYphl B
OTHOIICHUHU YJTYyYLIEHUS] TEMOJNHAMUYECKOr0 U (PYHKIIMOHAIBHOIO cTaTryca OOJIbHBIX, a TaKkKe
UX MPOTHO3A.

[Tpencepnnas centoctomust pekomenjaoana 6oasHbM JII' ¢ Il u IV ®K (BO3) ¢
YacTbIMM CHHKOINE WJIM peppakTepHOM K TEeparnud MPaBOKEIYAOUKOBOW CeplIedHON
HegocTaToyHOCTH. CMepTHOCTh OOJNBHBIX MPU MPOBEACHUM MPEACEPAHON CENTOCTOMUU

cocrasirsieT 5-15%.

7.3.2. TpoMO3HIAPTEPIKTOMMUA

DTOT BHUJ XUpypruueckoro JiedueHus OonbHBIX JII' ¢ TpomOoTHueckor oOTyparuei
MIPOKCUMAJIBHBIX OTJEJIOB JIErOYHbIX aprepuid mo3BossieT ymeHpmuTh OJICC, ynydmuTs
CHCTOJIMYECKYIO (YHKIIMIO TPABOrO KeNyJ04yKa, TOJIEPAHTHOCTh K (PU3MUECKUM Harpyskam,
YBEIUYUTH MPOJIOJKUTEIIBHOCTD )KU3HU OOJIBbHBIX.

[Toxazanusamu k TpoMmOsHAapTepakTomun sBisores: OK - 11 — 1V, JICC > 300

JMH/CeK/CM°, Hauune LEHTPaJIBHBIX TPOMOOB (10 cerMmeHTapHOT0 ypoBHs) ( > 50% o6cTpyKIHs
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B MPOKCUMANIbHBIX apTEepUsIX MO JAaHHBIM aHTHOIMYJIbMOHOrpaduu), coxpaHeHHe TPOoMOO30B Ha
¢done anekBaTHOM 3 Mec. AaHTUKOAryJIsiHTHOM Tepanuu. I[IpoTHBOIIOKa3aHUS: TsHKEIIbIE
XpOHUYECKHE  3a0oieBaHHs  JEerkuX  (OOCTPYKTHBHBIC,  PECTPUKTUBHBIE),  TsDKENas
COIYTCTBYIOIIAsl IIATOJIOTUS, JAMCTaJbHbIE IOPAXKEHMsI JIETOYHBIX COCYNOB, TsDKenas
JIEBOKENYJOUYKOBasi HEAOCTATOYHOCTb.

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

7.3.3. TpaHcIaHTAL M JIeTKHX HJIH KOMILIEKca cepale-jierkue

CoBepiieHCTBOBaHUE  JieKapcTBEHHOW Tepanuu JIAIT  CyleCTBEHHO  yMEHbBILIUIIO
notpebHoCTs B TpaHciiantauuu. [lpumepno y 25% Oompueix  WJIIT He oTmedaercs
CYIIECTBEHHOI'0 YIYy4lIeHHUs IpU Ha3HaueHuu crneunduyeckoil tepanuu. I[Iporaos OoiapHBIX €
OK I1I-1V ocraercs kpaiiHe HEOJIaronmpUATHBIM U 3aBUCUT OT 3THOJOTMHU. Tak, y OOJNBHBIX C
JIAT' Ha ¢one C3CT on 3HaumrenpHO Xxyxke, yem npu WMJII. Hamnmydmass BBDKHBa€MOCTb
ormedaercst y OombHbIXx ¢ JIAIT Ha ¢one BIIC, Hamxymmuii NporHO3 - TpPU JICTOYHOU
BEHOOKKJIIO3MOHHON ~ 0OJIe3HH,  JIETOYHOM  KalWUIAPHOM  IeéMaHruoMaTose,  KOrjaa
MEIMKaMEHTO3Hasl Tepanusi MaJIONEepCIEKTUBHA. .

bonbHble € XyAIIMM NOPOTHO30M  JOJDKHBI  BKJIIOYAThCSl B JIUCT  OXHUJAAHUA
TpaHCIUIAHTAIlMM KOMIUIEKCa Cepaue-JIerkue WiM OuiarepalibHON TpPaHCIUIAHTALUU JIETKUX.
TouHast cTaTUCTHKA OCIOXKHEHUI B BUJAE Pa3BUTHUS CHUCTOIMYECKOH AMCHYHKIMM IMPaBOTO
KEMyJouKa W/WIM JUACTOJIMYECKOM IUC()YHKIMM JIEBOTO JKEIyJo4yka Heu3BecTHa. M3-3a
nepuIuTa JOHOPCKUX OpPraHOB Yallle BBINOJHSETCA OujarepanbHas TPAHCIUIAHTALUS JIETKHX.
IIpy pe3koM CHMXKEHMM IIOCTHArpy3KHM IIPaBOro JKEIyJ04YKa B pe3yJbTare IPOBEACHUS
OunarepaJbHONW TpaHCIUIAHTALMM JIETKUX 4YacTO B pPAaHHEM IIOCJIEONEPAllMOHHOM IEpHojie
OTMEYaeTcsl  HecTaOMJIBHOCTh  IEMOJUMHAMUKHU.  BBDKHMBaeMOCTh  TOCJIE  NPOBEICHHUS
TpPaHCIUIAaHTAlMM OJHOTO WJIM JABYX JIETKMX INPHUMEpPHO oauHakoBa. [locne TpaHCrutanTanuu
OJIHOTO JIETKOT0 OTMeuaeTcsi OoJiee Tspkemasi runokcemusi. B HacTosiee BpeMs B OOJBIINHCTBE
LIEHTPOB olepanuell BbIOOpa sBIIsETCS OuiaTepasibHas TpaHCIUIaHTalMs Jerkux. CoriacHo
JAHHBIM perucTpa MexXIyHapoAHOrO OOIeCTBa TPAaHCIUIAHTAIlMM CepAla M JEeTKUX IpH
CUHApOME OW3eHMeHrepa BCJIEACTBHE TMPOCTHIX IOPOKOB  BBIOOPOM  MOXKET  OBbITh
W30JIMPOBaHHasl TPAHCIUIAHTALMS JIETKOTO C OJZHOBPEMEHHOW Koppekuuen rmnopoka. Ilpu
KEIyJOUKOBBIX Je(eKTax JIydIlhe HCXOJbl HAOMIOAAaI0TCAd MPU TPAHCIUIAHTALMU KOMIUIEKCa

ceplie- JIETKHUe. S-JIeTHsS BKUBaeMocTh y 60ibHbIX ¢ JIAIL coctaBnsier npumepHo 45-50%.
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7.4. Anroputm JiedeHus 60jabHbIX JIAT

Paznuunble Buapl cienn(u4eckoil JIekapcTBEHHON Tepaliy OLEHUBAIUCH y OOJIBHBIX C
WIIT', nacnexyemoit JIAT, JIAT na ¢one npuema anopextukos, C3CT, BIIC (B ToM uncie nocie
KOPPEKILIUH), [I03TOMY JITOPUTM JICYECHHSI OTHOCUTCS MCKITFOUUTENBHO K 00bHBIM ¢ JIAT.

* Ilocne ycTaHOBIEHHUS IMarHo3a HayajgbHbIC MEPOIPUATHS CBA3aHBI C COOIIOAEHUEM
o0ImUX pEeKOMEHJAIMd ¥ Ha3HA4YCHHEM MoIepKuBaromeld Tepanud. bompHbIX ¢ JIAT
HE00XO0/IMMO HANPABJIATh B 3KCIIEPTHBIM LEHTP.

* Bcem OompubiM ¢ JIAI' (rpynma 1) mokazaHO TIpOBEIEHHE  OCTpPBIX
¢dapmakosornyeckux 1pod6 (ODII) s OUEHKM  Ba30pEakTHUBHOCTH. BeposTHOCTH
nonoxkurenabHor ODII ocobenno Bricoka npu WJIIT, nacnenyemoii JIAT, JIAT na done npuema
AHOPEKTHUKOB. Y 3TOH Kareropuu OONBHBIX HanOojee BeposTeH ycrex npu HazHadeHnun AK B
BBICOKHMX J103aX. OOs3aTenbHO MOATBEPKACHHE CTAOWIBHOCTH 3(dekra Tepanuu uepe3 3-4
Mecsua.

* IIpu orpunarensHoit ODII y 6onpubix JIAI' ¢ ®K |-l HeoOxomumo HazHaueHue
crienn(pUIecKoi Tepanuy HHIATSLMOHHBIM OKCHIIOM a30Ta (KypcoBasl Tepanusi Ipy CTa0MIIbHOM
TEYEeHUHU 3a00sieBaHus), mpocTarmananHoM El (KypcoBas Tepamus mpu CTaOMIBHOM TEUCHHUH
3aboneBanus), APD (0o3entan unu am6puzentan) wim UDJ]D tuma 5 cunnenaduiom.

* Ilpu orpunarensHoit OPII y 6onbubix ¢ JIAI' @K |l mokazano neuenne APD umu
N®JID tuna 5 uinym npocTaHOMIaMHU.

* OTCYTCTBYIOT NpsSMbIE CpaBHUTENIbHBbIE HCCIEAOBAHUS 3()(PEKTUBHOCTU PABIUYHBIX
BUJ0B creunpuueckoil tepanuu JIAI. BpiOop mnpemaparta 3aBucutr ot (opmsl JIAL, OK,
HAJINYMs MPOTUBONOKA3aHUI, TOCTYIHOCTU Ipernapara, MyTH BBEJCHUS, MPOo(UiIs MOOOYHBIX
3¢ eKTOoB, ONbITa Bpaya U NPEANOoYTeH!H 60IbHOTO.

* bombabiM ¢ @K IV nokazana craproBas komMOMHHMpoBaHHas cneruduueckas JIATL-
Tepamus. BKJIIOYAIONas JBa JIGKAPCTBEHHBIX TNpemapara: coderanue APD (0Oo3eHTaH wiH
amMOpHM3eHTaH) M MJIONPOCTa wm cuineHaduna. Ilpu  HeadpdexkTuBHOCTH  IBOHHON
ceun(UYeckoil Tepanmuu pPEKOMEHIYeTCs Ha3HaueHHe TpeX JIEKapCTBEHHBIX IpernapaToB-
APD-+unonpoct+cunnenadpum.

» Ilpencepnnas centocToMusi (aTpUOCENTOCTOMMSI) W/WIM TpaHCIUIAHTAIMs IMOKa3aHa
6onbHbIM ¢ JIAD' mpu HealeKBaTHOM KIMHMYECKOM 3(PQeKTe MeAMKaMEHTO3HOH Tepanuu U
JI0JKHA TIPOBOAUTHCS TOJIBKO B OKCIIEPTHBIX LIEHTPaX.

AnTopuTM JeueOHON TaKTUKHU I CEIEKTUBHOTO BHIOOpA Tepanuy MpeICTaBIeH Ha
pucyHke 1.
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PucyHok 1. Anroputm neyeHuns 6onbHbIX JIAI

O6wWwue MeponpuATUA (PeXnM pM3n4eckon aKTUBHOCTU, KOHTPaLENLMA, MMMYyHU3aL A, NcuxocoLlmanbHas
peabunurauus, ap.)

MopaepxuBarowas Tepanus
AHTUKOArynsHTbl + AUYPETUKM + KUCNOPOA + AUrOKCUH

OKCTIEPTHBIM LEHATP

OcTpas drapmakonoruyeckasi npo6a Ansi OLEeHKU
Ba30peaKkTUBHOCTN
nonoxuTensHas oTpuLazenbHas

/

DK I-1I
AHTaroHucTbI
Kanbuus
! M M Komb6
= OHOTepanus: OHOTepanus: OMGMHMpOBaHHas
CTasumebm NO : BoseHT:‘H Tepanus :
DTS €8 8T Mre AMGpU3eHTaH AP
BoseHTaH WUnonpocTt
il } AMBpU3eHTaH CungeHacmn MpocTaronAk Nea3s
/ CunpgeHacbun

Her HE3(PEKTNBHOCTb

¢ Kom6uHupoBaHHas

TpoWHasA Tepanus

OnutenbHas

Tepanus l HeahPEKTMBHOCTb l HeahHEKTMBHOCTb
aHTaroHucramm

Kanbumsa Kom6uHupoBaHHas Tepanus |~ l

AP3 ™
T < > Monos MNpeacepaHasn cenTocToMus
TpaHcnnaHTauus

I'1asa 8. TPEBOBAHUS K DKCIIEPTHOMY IEHTPY JIETOYHOM
I'MIEPTEH3UUN

Jns  onTUMU3alMU  MEAMIMHCKOW momou OonbHbIM ¢ JII' B Hamel crpaHe
1enecooOpa3Ho  (HOpMUPOBAHHE CTPYKTYpPhl JKCIEPTHBIX IIEHTPOB. B coOTBeTCTBUH ¢
MEXKIYHAPOAHBIMU PEKOMEHIAIUSIMU SKCIEPTHBIM MOXET CYUTAThCA LEHTP, B KOTOPOM
ocymiecTBisieTcss HaOmoeHne 3a He MeHee 50 GompHbIMU ¢ JIAT umu XTOJII, exemecsaHO
nosiBiisierca He MeHee 2 HOBBIX ciydaeB JIAIT wmnm XTOJII, exerogHo mpoOBOAUTCA — Kak
MUHUMYM 20 TECTOB Ha Ba30PEaKTUBHOCThH BO BPEMS KaT€TEpU3ALIMH MPABBIX OTJIETIOB Cep/la.

DKCMEPTHBIA IEHTP JOJKEH:

1. PacnonaraTh BRICOKOKBaJIU(UIIMPOBAHHBIM IIEPCOHATIOM:

* KaK MHHHMYM JIBa KOHCYJIbTaHTa (KapJAHOJIOTH W/WIKA MyJbMOHOJIOTH) (Crieruanu3amnus B
obmactu JII)
* Bpad- paauosor (3kcrnept B obmactu JII')

*  Bpay- KapaHUOJor co crnernuanuianuein IxoKI"
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*  KBaMM(pUIIMPOBAHHAS M/C
*  CIELUAJTKCT I10 MCUXOJOTUYECKOM MOMOIIHU U COIMAIbHOM aJanTalliy MalueHTOB
* o0OmeH uaopmaruei (TenedoH, HHTEPHET).

2. WNmers mamarel mis OombHbIX ¢ JIAI, oTaeneHue WHTCHCHBHOW TEparvH,
MOJIMKJIMHUYECKOE OTHeleHue, auarHoctudeckyro ciyx0y (OxoKI, KT, pagmonykmumHas
naboparopusi, MPT, VY3U, nHarpy3ounele mnpoOBl, OILIEHKA JEroyHOW (YHKIMHU, OIleHKA
remoguHamuku ¢ O®II).

3. Pacronmarate yYCTaHOBJIEHHBIMH CBS3SIMH C JPYTMMH JUarHOCTUYECKUMH U
ne4eOHBIMU CITYKOAMHU:

* reHeTH4YecKas n1aboparopus

*  PEBMaTOJIOTMYECKUH LEHTP

* LIEHTp IUIAHUPOBAHUS CEMbU

*  XHUpYpruyeckuil crauuoHap (TpoMO3HIApTEPIKTOMUS, TPAHCIUIAHTALIUSA )

4. OCyuIecTBIATh aHAJIW3 KIMHUYECKUX MCXOA0B (B TOM YHUCIE aHaJU3 BBDKUBAEMOCTU
OOJIbHBIX ).

5. YuacTBoBaTh B KIMHUUECKUX UccienoBanmsx B oonactu JIAL, Brmtouas daszer Il u 111

6. OcymecTBIsATh 00pa3oBaTEIbHBIE IPOTPAMMBI

7. BzanmoeiicTBOBaTh ¢ aCCOLMAUSIMM ITallIE€HTOB
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INPHJIO’KEHUA

IIpunioxenne 1. Meroanka npoBeieHust TecTa 6-MUHYTHOM X0AbOBI

Tect 6-muHyTHOW XO0aKOBI (6MX) cieayeT MpOBOAWTH B yTpeHHUE dachl. I[lanmeHTt
JOJDKEH JIerKO II03aBTpakaTth 3a 3-4 wyaca J0 I[pPOBEIEHUS TecTa, HE MPUHMMATH
KapAHOJOTHYECKUX IpenaparoB, He KypuTb, KaKk MHHMMYM, 3a 2 4yaca a0 Tecta. s
npoeeneHuss tecra 6MX B kopunope anuHod 30M genaroTcs He3aMeTHbIE JUIsl MalMeHTa
pa3MeTKu 4epe3 Kaxable 3M auctaniuu. B teuenne 10 Mmunyt no nposeaeHus TOMX manueHt
JIOJDKEH CIIOKOMHO OCHIETh. B 3T0 BpeMsi HE00X0IMMO 3a4nTaTh EMY CIECIYIOIUN TEKCT:

«3a 6 muHyT Bam HEoOX0AMMO MPOWUTH KaK MOXHO OOJIbIlIEE PACCTOSIHHUE, MPU ITOM
HeNb3sl OeXaTh WM MepeMeraThes nepedekkamMu. Bpl Oynere XOAuTh MO KOPHIOPY Tyna |
oOparHo. Ecnu mosBUTCS OAbIlIKa WM ClabocTh, Bbl MOXeTe 3aMenauTh TEeMIl XOIbOBbI,
OCTAHOBUTBHCS U OTIOXHYTh. BO BpeMs OTAbIXa MOXHO IPHUCIOHUTHCS K CTEHE, 3aTeM
HE00XO0IMMO MPOAOIDKUTE X0s0y. [TomuuTe, Bama nenb: mpoldTH MakcUMaabHOE PAaCCTOSHUE
3a 6 MUHYT»

Bo Bpemsi mpoBeneHuss Tecta MOXKHO HATH 32 MAlMEHTOM, He (opcHupys Temm ero
xonb0b1. Kaxapie 60 cexkyHa clieqyeT MOOUIPSTh MAlMEeHTa, MPOU3HOCS CIHOKOMHBIM TOHOM
¢bpassl: «Bee xopomo» nim «Mosnozen, npoaoipkaiitey». Henb3s nHbopMupoBaTh naueHTa o
MPONWJEHHONW JUCTAHLIMKM W OCTaBIIEMCs BpeMeHU. Ecinu manueHTt 3amenssieT XoAbOy, MOXKHO
HaIllOMHHUTb O TOM, YTO OH MOKET OCTAaHOBUTBLCS, OTIOXHYTb, IIPUCIOHUTHCS K CTEHE, a 3aTEM
KaK TOJIbKO IMOYYBCTBYET, YTO MOXET WATH, MPOAOKUTH Xoap0y. Ilo mcreuenHuun 6 MUHYT
ClleyeT TMONPOCUTh MAallM€HTa OCTAHOBUTHCS M HE JBMraThbcs, MOKa He OyaeT HM3MepeHo
npoiieHHoe paccrosiaue. HeobXoammMo M3MepuTh pacCTOSHHE ¢ TOYHOCTHIO 10 1 M, 3aTem
IPEJUIOKUTh MAIMEeHTy NMpUCECTh M HaOII0AaTh 32 HUM, Kak MUHUMYM, 10 MunyT. B 3TO Bpems
OH MOXET 3aloJHUTh (GopMy oleHKM onbluku no bopry. He cineayer coobmaTe nmanueHTy

JAUCTAHIIHIO, HpOﬁHeHHYIO B JIFOOOM U3 TE€CTOB.

IIpunaoxenne 2. [lIkana onenku oabimku no bopry

0-orcyrcTByeT

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

2- cnabas

3- yMepeHHas

4- foinee TOKENAs

5 — TsoKeas

6,7 —OueHb TsKeas

8,9 -oueHb, OYEHD TSKEIIAs

10 — makcuManbHas
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Konni no MKB10

126-128 Jlerounoe cep/iie 1 HapyIICHUE JIETOYHOTO KPOBOOOPAIICHHS
126 Jlerounast sm6onus
127 pyrue Gpopmbl JerouHo-cepAeyHON HETOCTATOYHOCTH

128 Jlpyrue 0ose3HU JETOYHBIX COCYI0B

PaGouasi rpynmna no noaroroBKe TEKCTa PeKOMeHAalui
Ipencenarennr — uneH-kopp. PAMH, mpod. Yazosa U.E.(r. Mocksa), 3aM. mpeacenareis —
K.M.H. Mapteiaiok T.B. (r. Mockga), nmpod. Asnees C.H. (r. Mocksa), k.M.H. Bonkos A.B. (.

Mockga), npod. Hakoneunnkon C.H. (r. MockBsa).

47



