MHUHUCTEPCTBO 3IPABOOXPAHEHUSA PECITYBJIUKU BEJIAPYCb

YYPEXJIEHHUE OBPASOBAHUSL
«'OMEJIbCKUU I'OCYJAPCTBEHHbIU MEJUIIMHCKUU YHUBEPCUTET»

Kadenpa Bayrpennux 0ose3nei Ne 1

JIEI' OYHAA
I'UIHEPTEH3US

Y4yeOHO-MeTOANUECKOE MMOCo0ue
JJISL CTYAE€HTOB 5 1 6 KypcoB Bcex (paKyJIbTeTOB MeIUIIMHCKUX BY30B,
Bpaueil 001eii NPaKTHUKH, TePaneBTOB, KAPAH0JI0T0B, MyJIbMOHOJIOTOB

I'omeasn
Il'omI'MY
2015



YJIK 616.24:616.131-008.331.1(072)
bbK 54.10573
JI38
ABTOpBI:
E. I'. Manaesa, O. b. Xooynos, U. U. Mucmioxesuu, A. H. [[eipynvHuxosa,
T. B. Anetinuxosa, O. A. Apmonenko, A. A. Vkna, E. B. [fumxo

PenenzeHTni:
JIOKTOP MEAUIIMHCKUX HayK, IIpodeccop,
npodeccop kadeaprl oO1Iel BpaueOHON MPaKTHUKU
benopycckoii METUIIMHCKOM aKkaaeMHUH MOCISIUITIOMHOTO 00pa30BaHUs
H. H. Cunueonuux;
KaHIUIaT MEIUITMHCKUX HAyK, JOICHT,
JTo1EeHT 3-i1 kadeapbl BHYTpeHHUX 00Jie3HEH
bemopycckoro rocy1apcTBEHHOTO MEIUITMHCKOTO YHUBEPCUTETA
E. U. Aoamenko

Jlerounasi runepren3usi: yue0.-MeTO/1. OCOOHE JIJIs CTYACHTOB 5 U 6 KypCOB
J138 Bcex (aKyJIbTETOB MEIMIIMHCKUX BY30B, Bpaueil 0011Iei MpaKkTHKu, Tepa-
MEBTOB, KapJuoJIoroB, mynbmoHosoroB / E. I'. Manaesa [u ap.]. — l'o-
Mens: 'omI' MY, 2015. — 28 c.
ISBN 978-985-506-707-9

B ydeOHO-MeTOAMUYECKOM NOCOOMM OTpa)K€Hbl COBPEMEHHbIE 3HAHUS 00 3mujae-
MHOJIOTUH, TATOOMOJIOT Y, KJIacCU(UKAIINU, KIMHUYECKUX MPOSBIECHUSIX, METOJaX CKpHU-
HUHTa U JUarHOCTUKHU, KOHCEPBATUBHOTO U ONEPATUBHOIO JICYEHUS JIETOYHON ITMIIEPTEH-
3un. bonee moapoOHO M310KEHBI BOMPOCHI AMATHOCTUKY U JICUEHUS JIETOUYHOW apTepu-
aIbHON TUIIEPTEH3UU Ha OCHOBE MEXIYHAPOJHBIX COTJIACUTENbHBIX JOKYMEHTOB.

[TpennasHaueHo Ui CTYAEHTOB 5 U 6 KypcoB BceX (haKyIbTETOB MEAMLIMHCKUX
BY30B, Bpaueil 0011ell IpakTUKH, TEPANieBTOB, KAPAHOJIOrOB, MYyJIbMOHOJIOTOB.

YTBep)K)]eHO U PEKOMCHJ0OBAHO K M3JJAHUIO HAYYHO-MCTOAUYCCKUM COBETOM y4-
pexxaeHus: oopa3oBaHus «I OMeIbCKHI TOCYAaPCTBEHHBIH MEUIIMHCKUN YHUBEPCUTET»
29 nexabps 2014 ., mpotoxoin Ne 8.

YK 616.24:616.131-008.331.1(072)
BBbK 54.10173

ISBN 978-985-506-707-9 © VYupexaeHnue o0pa3oBaHUs
«['oMeNbCKui roCy1apCTBEHHBIN
MEIUIMHCKUH yHEBepcuTeT», 2015



OI'JIABJIEHUE

CIHHUCOK YCTOBHBIX O0OBHAUCHIM ...ecvveevieiiiiirisiieeiiesieesieesiee st 4
|33 21501 <) &0 (T 5
1. OnpeneneHue JErOUHOM THHEPTEHZMH ..veevveerureerreearnressneesreesneesnneeanns 6
2. DMUAEMHAOIOTUS JICTOTHOM THIIEPTCHIIH ..vvvervveeirreessveesseessineesinesseeess 6
3. Knaccudukanus JeTOYHON THUITEPTEHIUU ..veevrvvereivrreesireesssreeessneessssees 6
4. ®aKTOPBI PUCKA JIETOYHOMN TUTIEPTEHBHHU ...eevveenvreaireesireesnreesreeesineesenas 8
5. [Tarobuonorus 1eroyHON apTEPUATBHON THIEPTEHIUU ...vveenvveervreeienns 9
6. Knuanyeckue nposiBIACHUS JIETOUHOM THIIEPTEH3MH ...vvvveervvveesseveessennss 11
7. InarHOCTHKA JIETOYHON TUIIEPTECHBUHU ..eovvvvveervreresireesssnesssssnessssseessssees 12
7.1. IlepBuuHast TMATHOCTUKA JICTOUYHON THIEPTCHBHH ...vvvvrvvveeevveeenees 12
7.2. Bepudukanus 1uarno3a JeTOUHON THHEPTEHBUU ...ocvvvervverevernveannes 13
7.3. YcTaHOBIEHUE KIMHUYECKOTO KJIacca JIETOUYHON TUTIEPTEH3HUH ..... 16
7.4. OLIEHKA JTETOUHON THUIEPTEHBHM ...vvvereveeeaireeesireeesineessnseeessnseessnns 17
8. OCOKXHEHUS U IPOTHO3 JICTOYHON TUMIEPTCHIMH ...cvvverevenreanreeveeseennss 19
9. MeHeKMEHT MAITUEHTOB C JIETOYHOW THITEPTEHUCH ..eevvvvevveerireeniennns 19
9.1. OOIINE PEKOMEHTAIIMIHL ...e.vvveesreessressssesassnnssssessssesssessnsessnsesssseesssnes 20
0.2. MEIUKAMEHTOZHOE JIEUEHHUE ....coeeeeeeeeeeeieeeeeeeieieeeseeeeesesesesesesssssssseens 20
9.3. XUPYPTHUECKOE JICUCHHUE ©.veevvrreeisrrresssseresssrenessssnesssssnessssnessssseessnnns 23
KITEOUEBBIE MOMEHTDI ....vveenvviesitieasieeeieeesieeessteesnbeessseeesnneessneesnneesbeeesnneennnas 25
1397 (0917 (0 oF2T00)7% e (o103 20707 WA 11 (10 ST 26



CIIUCOK YCJOBHBIX OBO3HAUYEHUM

AIIl' — anruonynsMoHOTpadus

BUY — Bupyc ummyHoieuIinTa yeaoBeKa

BKI' — BekTopkapauorpadus

BIIC — BpoXaeHHBIN MOPOK cepaLa

JI3JIA — naBiieHHE 3aKJIMHUBAHUS B JIETOYHOM apTepuu
JIUIA'  — nmaBiieHME B JIETOYHOM apTEPUU

JIMIIIT — nmedexT mexnpencepaHON MeperopoIKH
KITOC — kaTeTepu3zaius mpaBbiX OTIIEIOB cepAlla

KT — KOMITbIOTEepHAsi TOMOTpadust

JIAI'  — nerounas aprepuaibHasi TUNIEPTEH3UA
JT — JIETOYHAas TMIepTeH3Us

JICC — nero4Hoe cocyaucToe CONpOTHUBICHUE
MPT — MarHuTHO-pe30HaHCHAsI TOMOTpadus
HIIB — HukHAA noJias BeHa

O®II — ocTpele papMakoIOruuecKue Mpoosl
OLK — o0beM nupKyIupyrolei KpoBu

CB — CepJeUHbIN BHIOPOC

TOJIA — TpoMO0OAIMOOIUS IETOUHOM apTepUn
®BJ/[ — ¢dyHKUMS BHEIIHETO JAbIXaHUS

OK — (QyHKIMOHAJIBHBIN KJ1acC

OKI' — ¢donokapauorpadus

OP — ¢akTop pucka

B[ — ueHTpaJbHOE BEHO3HOE /IABJICHUE
OPA  — aHTaroHUCTHI PeIENTOPOB SHIOTEINHA
OKI' — snekTpokapauorpamMmma

Ox0KI" — sxokapauorpadus

ACC (AmericanCollegeofCardiology) — AmepukaHckoe 0OIIECTBO Kap-
JTUOJIOTOB

AHA (AmericanHeartAssociation) — AMepHKaHCKas aCCOLUAIUsA Cepaia

ERS (EuropeanRespiratorySociety) — EBporieiickoe pecrpaTopHoe 00IIECTBO

ESC (EuropeanSocietyofCardiology) — EBporeiickoe 00I1ecTBO KapHoJIoroB

ISHLT (International Society of Heart and Lung Transplantation) — Mex-
JYHapOIHOE OOIIESCTBO TPAHCILIAHTAIIMK CeP/ALA U JIETKUX

WHO (WorldHealthOrganization) — BcemupHas opraHuzanus 3apaBo-
OXpaHEHUS



BBEJIEHUE

[loBbIlIeHWE NaBlIeHUS B MajoM Kpyre KpoBOOOpalleHHs HaOJromaeTcs
P MHOTHUX 3a00JIEBaHUAX, B TOM YHCJIE CEPJIEYHO-COCYIUCTOM CUCTEMBI.

ITepBoe maTonoroanatomuueckoe onucanue JII' gatupoano 1865 r., ko-
raa HeMenkuii uccnegosatensb Julius Klob coobmmn o Haxoakax mpu ayTONICHH
B BUJIC BBIPAKCHHBIX CYKCHUN MEJIKHX BETBEH JIETOYHON apTepuH y MallUCHTA,
HMMEBILIETO MPOTPECCUPYIONINE OTEKH, OABIMIKY U 1uaHo3. B 1891 r. matomop-
donornyeckyro kapTuHy JIAI' HEM3BECTHOI ATHONOTMH C BBIPAXKEHHOM THUIIEp-
Tpoduei mpaBoro >kemyaouka cepiaia onucan Ernstvon Romberg. B 1897 r.
Victor Eisenmenger mpeicTaBui MalUMeHTKy, KOTOpas C JETCTBA CTpajaaja
OJIBIIIKOM M 1MAaHO30M. BriocneAcTBUM y Hee BO3HUKIIO (aTallbHOE JIETOYHOE
kpoBoTeuenue. [Ipu ayTorcuu ObLT BBISIBIICH OOJIBIION AEPEKT MEHOKETyT10YKO-
Boi meperopoaku. Crycts 10 ner B 1901 r. aprentunckuid Bpau AbelAyerza
COOOIIMII O cllydae CKJIepo3a JIETOUHBIX apTepHil, COMPOBOKIAABIIETOCS LIUAHO-
30M, OABIIIKOM, monunuremueit. J[pa ero yuenuka F. Arrillaga u P. Escudero
BIIOCJIEJICTBUM HA3BaJIM 3TOT CUHAPOM 00Jie3HbI0 Adp3a.

Taxum 00pazoM, yke OKOJIO MoJTyTopa crosetuil nmpoodnema JII™ He Tepsiet cBoeit
aKTyaJIbHOCTH U MPUBJIEKAET BHUMAHHUE IIMPOKOM MEUIIMHCKOM OOIIECTBEHHOCTH.

[IpakTHueCcKre PYKOBOACTBA M HAYYHBIE COTJIALICHUS, TOCBAILICHHBIE BEJIE-
HUIO MALIMEHTOB C JIESTOYHOM TMIIEPTEH3UEH, pa3padaThIBatOTCs U €BPONEHCKUMHU, U
amepukanckumu crierpanuctamu (ACC, ESC, AHA, AMepukaHCKUM OOIIIECTBOM
TopakanbHbIX Bpaueid, ISHLT). Becemuprbie cummosuymel o nipoodiieme JIIT co3bl-
BaroTcd Kaxawlie 5 ner. Ilocimemnmii msaTeii, coctosBimiica B 2013 r. B Hure
(Dpanims) okazaucs peKOPIHBIM MO KOJIMYECTBY y4acTHHKOB — Oojiee 1000 Bpa-
Yeid, uccrieioBarenei, (papmaleBToB, MPOM3BOIUTENEH JIEKAPCTBEHHBIX MPEMapaToB.
Ha neMm ObUTO IPUHATO pellieHre O MoAepkaHuu o01e cucremaruzarun JII, pas-
pabotanHoii panee B 1998, 2003 u 2008 rr. B OBuane, Beneuuu u {anal loiHT.

AMEpPUKAHCKHE U EBPONEHCKUE SKCIEPThl MPAKTUYECKU OJHOBPEMEHHO
IPUILIM K HEOOXOAMMOCTU MEPECMOTPETh MOAXOAbl K BEICHUIO MAIlMEHTOB C
JII', KoTOpasgs 10 HENABHErO BPEMEHM PAacCMaTpUBalach KaK OJHA U3 CaMbIX
CJIOHBIX KapJAHOJIOTUYECKUX MPOOJIEM, B TOM YHUCJIE TO MPUYMHE OTCYTCTBUS
YETKOr0 aJiropuT™Ma JUAarHOCTUKU W JIEYeHUs, YOeAMTENIbHOM J0Ka3aTeabHOU
0a3bl 1 Y(PPEKTUBHBIX TOJXO0JIOB K €€ Tepanuu. B Hacrosiee Bpemsi Ipoucxo-
JIUT 3HAYUTEIbHBIA Ka4eCTBEHHBIM CIABUT B 3TOM OTHOIIEHUM — KIMHUYECKHUE
uccienoBanus, nocesmenasie JII', mpoBoasTcs Bce Oosee akTUBHO, B PYyTHHHOM
IPAKTHKE MIMPOKO HCIIONB3YIOTCS COBPEMEHHbIE METOJIbI 00Ce0BaHus, o0ec-
NEeYMBAIOIIME OCTATOYHO TOYHYIO M paHHIO nuarHoctuky JII', a Ha pbIHKe
HOSIBUJINCH TIOKa €1e JOPOroCTOsIINEe, HO 0OUeHb 3((HEKTUBHBIC JIEKAPCTBEHHbBIE
CpEeIICTBA, MO3BOJISAIOIINE KOHTPOJIUPOBATH CUMIITOMATUKY U YJIyYIlIaTh KIMHU-
YECKHUE UCXOJIbl, B TOM YHUCJIE MOBBIIIATh BEIKUBAEMOCTh MAllUEHTOB. JTO JAeT
HAJeXKy Ha TO, 4TO B Onmxkaiiiiee Bpemsi BeneHue namueHToB ¢ JII' Oyxer He
OoJee CIOXKHOM 3a7adeil, 4yem JieueHue W NnpouiIakThKa IPYrux pacnpocTpa-
HEHHBIX KapIMOBACKYJISIPHBIX TIPOOIIEM.



1. ONPEJIEJIEHUE JIETOYHOMN 'MNEPTEH3UU

JII" — 710 rpymma 3a00JeBaHui, XapaKTEPU3YIOIINXCS POTPECCUPYIOITUM
MOBBIIIEHUEM JIETOYHOTO COCYAMCTOTO CONMPOTHUBJIEHUS, KOTOPOE MPUBOIUT K
Pa3BUTHIO TMPABOXKEIYAOYKOBOM CEPACYHOM HEJOCTATOYHOCTH M TMPEKIEBpE-
MEHHOM ru0esu maueHToB.

Kpurepussmu JII' saBimAroTCs: cpelHee NABICHHWE B JIETOYHOM apTEpuu
> 25 MM PT. CT. B TIOKO€ (JIOJDKHO OBITh U3MEPEHO MPHU KaTeTepU3aIluu Cepara),
JABJICHUE 3aKJIMHUBAHMS B JIETOYHBIX Kanmwurapax < 15 MM prT. cT., JIerouHoe
COCYAMCTOE CONpOTUBIEHUE >3 ea. Byna.

2. AIUAEMHUOJIOTUS JET'OYHOM TMNEPTEH3UU

Kak npasuio, nanonarndeckas JII' muarHoCTUpPyeTCS B CPEIHEM BO3PaCTe
(3040 ser). JII' ¢ moaTBep KICHHBIM HacleoBaHreM BcTpedaercss B 6—10 %
ciydaes, pu 3ToM y OonbmuHCTBa (50-90 %) Takux manueHToB MPUYUHOUN 3a-
OoneBanusa ctaHoBuTcs myTtauus reHa BMPR2. Ho u Bo3pact nanuenTta Ha Mo-
MeHT auarHoctupoBanusi JII', U CKOpOCTh €€ MpOorpeccUpoBaHUs MOTYT OBITh
pPa3IUYHBIMH, YUUTHIBAS HETIOJIHYIO IEHETPAHTHOCTh MyTAal[UU.

Kpome Toro, JII' SBIIETCA OTHOCHUTEIBHO XOPOLIO M3YyYEHHBIM OCJIOKHE-
HUEM psiJia CEPJIEYHO-COCYAUCTHIX, JIETOUHBIX U CUCTEMHbIX 3aboneBaHuil. Of-
HAKO, XOTsI TUCTOIATOJIOTHYECKNE U3MEHEHNUs, XapakTepHele mid JII', BeIsBiIA-
IOTCSl Ha ayTOIICHH Y JIOBOJIBHO OOJIBIIOrO KOJUYECTBA TaKUX OOJIBbHBIX (HApHU-
Mep, MPU CUCTEMHBIX 3a0osieBaHusIX — 10 80 % Bcex marMeHTOoB; MPH CepIio-
BuIHOKIIeTOuHOM aHeMun — Yy 10-30 % GonpHBIX; Ha (JOHE MOPTATHHON TUTIEP-
TEeH3UM — B 6 pa3 yarile, 4yem B obOmieit nomyssiiuu; npu BUY — B 6-12 pa3
yaiie, yeM B oOlel nomymsiuuu), KimHudecku sisHast JII' yacto nubo He ycre-
Ba€T Pa3BUTHCSA, TMOO MAaCKUPYETCS] CUMIITOMATUKON OCHOBHOTO 3a00J1€BaHUs U
HE JUArHOCTUPYETCH.

W3 nekapCTBEHHBIX CPEACTB U TOKCHMHOB, CIIOCOOCTBYIOMIMX pa3BuTuio JII,
CJIEIyeT OTMETUTh AHOPEKCUTCHHbIC BemlecTBa. Tak, B koHie 60 x rr. B EBpone
ObUIO OTMEUYEHO 3HAUMTENbHOE yBennueHue yncia ciaydaes JII', urto ynanoch cBs-
3aTh C IIMPOKUM Ha3HAUYE€HUEM MOIYJSPHOTO B T€ TOAbI CPEJICTBA, MOAABIISIOLIETO
anmeTuT — amuHopekcadymapata. K BoznukHoBeHuto JII' MoryT Takke UMETh
otHomeHue (GendaypamuH, nexcheHdrypaMuH, parncoBoe macio, L-tpuntodan,
MeTaM(peTamMuH, KOKauH.

3. KTIACCU®UKALIMA JETOYHON T'MIEPTEH3UN

CornacHo knaccudukaruu (2009) Beinensitor 5 rpynn BapuanTos JII':
1. JlerouHasi apTepuajibHasi rUNepPTEeH3Us

1.1. Unnonaruueckasi.

1.2. Cemelinas.



1.2.1. 'eu BMPR2.

1.2.2. T'en ALKI, »npornua (c/0e3 HACIEICTBEHHOW TeMopparude-
CKOU TeJIEaHTUOAKTA3UEH ).

1.2.3. Heu3BecTHOU 3THONOTHH.

1.3. AccounnpoBaHHasi C:

1.3.1. bone3HsimMu coeAMHUTENLHON TKaHHU.

1.3.2. Bpoxx/1eHHBIMUA CUCTEMHO-JIETOYHBIMHU IITYHTAMM.

1.3.3. [lopTanbHOI TUIIEPTEH3UEH.

1.3.4. BUU-undexuueii.

1.3.5. JlekapcTBaMu U TOKCUHAMHU.

1.3.6. JIpyrumu 3abosieBaHUsAMH (IIMUTOBUIHOM Kele3bl, TIIMKOTEHO-
3amu, Oone3Hpto Gaucher’s, HaCJI€ICTBEHHONM reMOpPParnyecKor TeJleaHT M KTa-
3MeH, TeMOIIOOMHONATHIMYU, XPOHUYECKUMH MHUETONPOIH(PEPATUBHBIMHA 3a00-
JICBAaHUSMH, CINIEHIKTOMUEH ).

1.4. JIT", accouuupoBaHHas ¢ O0JE3HIMH BEH WM KaTUJUIIPOB:
1.4.1. JlerouHasi BEHOOKKJIIO3UBHAsI 00JIE3Hb.
1.4.2. JlerouHo¥ KanmWJUIIPHBIM T€MAaHTMOMATO3.
1.5. ITocTostuHas JII' HOBOPOKAEHHOTO.
2. JlerouHasi TunepTeH3Us MPH 3200/1eBAaHUSIX JIeBbIX 0T/1€JI0B cepALa:
2.1. Cucronuueckasi TUCHYHKITHUS.
2.2. lnactonuveckas JUCHyHKIINS.
2.3. IlopaxeHus KJIanaHHOTO anmapara cepaia.
3. JlerouHasi runepTeH3usi, CBSI3aHHAs ¢ 00JIe3HAMM JIETKUXH/WIN TH-
NMOKCeMMei:
3.1. Xponuyeckas 00CTpyKTHBHAas 00N€3Hb JETKUX.
3.2. UnTepctuninanbHas 00Jie3Hb JIETKHX.
3.3. HapymieHust 1pIXxaHus BO CHE.
3.4. AnbBeoJIIpHbIE TUTOBEHTWIALIMOHHBIE HAPYIIIEHUS.
3.5. Beicokoropnas JII'.
3.6. [Topoku pa3BUTHS JIETKHUX.

4. JleroyHasi runepTeH3us BCJEACTBHE XPOHUYECKOI0 TPOMOO3au/miin
aMOoIMN:

4.1. TpomOoaMOOIMUYecKasi OOCTPYKITHS MPOKCUMATIBHBIXJIETOUYHBIX apTEPUH.

4.2. TpombGoamOoIuUeckass OOCTPYKITUS TUCTATBHBIX JIETOUHBIX apTEPU.

4.3. HerpomboTuueckas jeroynasi sM00Jiust (OMyXoJjib, Mapa3uThbl, UHO-
POJIHbIE MaTEPHAJIbI).

5. Jlerounasi rumepreH3usi, OOyCJOBJICHHAs JAPYIMMH HPUYUHAMU
(capkou 103, THCTHOIUTO3 X, GUOPOZUPYIONTUN MEAUACTHHUT, TUM(OaHTHOMa-
TO3, KOMIIPECCUSAIIETOYHBIX COCYAOB MPU aJ€HOMATHH, ONIYXOJISX).

CornacHO TpeACTaBICHHOW KacCU(DUKAIMU, BapPUAHTHI «KIACCUYECKOMN
JIT', moapasymeBaromiue nepBudHoe M (MJIM) NMEPBOOYEPEIHOE BOBJICUCHHE JIe-
TOYHOTO apTepUATILHOTO pycia, 00beArHEHbI B | rpymiy moa Ha3BaHUEM «Jie-
royHasi apTepuaibHas TUNEPTeH3Us» (3TOT TEPMHUH HE SIBISETCS CUHOHHUMOM



TEpMUHA <JIETOYHAs TUIIEPTEH3Us» BOOOIIE, a paccMaTpUBAEeTCs KaK OJIHA U3
pasHoBuaHOCTel JII'). Cremyer MOMHHTB, YTO Y MHOTHX ITallAEHTOB C MPHU3HA-
kamu JII' Ha mepBbIM IJIaH MOTYT BBICTYIIATh CUMIITOMBI MIOPAKEHUS JIEBBIX OT-
nenos cepaua (Il rpynna), camMux JIETKUX WM CUCTEMHOIO ra3000MeHa B LIEJIOM
(IIT rpynma), TpoM6030B/3MO0 M JterouHbIX cocynoB (IV rpyrna), HEKOTOPBIX
npyrux crnenuduueckux 3adoneBanuii (V rpynna). Y B pyTHHHOM KIMHUYECKOM
MPAKTUKE KAapJMO0JOra, MyJbMOHOJIOra, CEMEUMHOr0 Bpada Takue BapuaHThl JII
BCTPEUYAIOTCS OTHOCUTEIBHO 4acCTO.

4. ®DAKTOPBI PUCKA JIETOYHOU T'MIEPTEH3UU

®daxTopsl pucka JII' — 3710 11060 3K30T€HHBIN THO0 SHAOTCHHBIN (aKkTop,
COCTOSIHUE WJIM 3a00JieBaHUE, KOTOPOE MOXKET HMrpaTh IPEapacroiararolryro
poJib WK cnocoOcTBOBaThH pa3BuTuto JII'. dakTopamu prcka MOTyT ObITh (eHO-
TUIIUYECKUE MPHU3HAKU (BO3pacCT, I0JI), JIEKAPCTBEHHBIC Mpenaparbl, XUMHUE-
CKHUE BelIeCTBA, UH(PEKINOHHbIC ar€HTHI U T. 1.

AGcomoTHbIN puck pazsutus JII' npu Hanuyumn u3zBectHoix OP nocraTouno
HU3KUH, TO3TOMY HWHJMBHJYyalbHasi 4YyBCTBUTEJIBHOCTh WM TE€HETUYECKAS
IIPENPACIIOIOKEHHOCTD, MO-BUINMOMY, UTPAaeT NPUOPUTETHYIO poiib. Bece OP
MOXHO KJIaCCU(UIIMPOBATH B COOTBETCTBUU CO CTEMEHbi0 accouuaruu ¢ JII' u
HaJIM4Ms YCTAaHOBJIECHHOW NMPUYMHHON CBsi3U (Tabimua 1).

Tabnuua 1 — PakTopbl pycKa JErOYHON TMIEPTEH3UU

®axTopsl pucka JI'
onpeae/ieHHbIe | BEpPOSAITHbIE \ BO3MOKHbIE \ MAJIOBEPOSITHBIE
Jlekapcmeennvie npenapamul u MOKCUHbBL
AMHHOpEKC Amperamun MetaamdpeTamMuHbl | AHTUAETIPECCAHTHI
dendaypamMuH L-tpunrodan Kokaun OpasbHbIEe KOHTPALIETITHBBI
Hexchendaypamun XuMuoTepanus DCTPOTEHBI
PanicoBoe macio TabakokypeHue
Jlemozcpagpuueckue u meduyunckue yciosus
Mo bepemennocTth o Oxupenune
CucreMHasi THIIEPTOHMS]

Pazmuuaror «onpenenennsie» @P JII', yTo 03Ha4aeT HaqIU4ue B3aMMOCBSI-
3€¥, TOATBEPKACHHBIX HECKOJbKUMU HE3aBUCUMBIMU HAOIOJICHUSIMU, BKITIOUAs
KOHTPOJIMPYEMBIE HCCIIEAOBAHUS; «BEPOSATHBIE», O KOTOPBIX CBHUJIETEIBCTBYET
pAIl HE TPOTUBOPEUAIINX APYT APYTY HAOJIOJICHUH, B TOM YHCIIEe CEpUU Cilydya-
€B, OJJHAKO MM HE NPUIIUCHIBACTCS POJIb YCTAHOBJIECHHOW MPUYUHBI; «BO3MOXK-
HBIE», KOT/1a TPUUYMHHO-CJICACTBEHHAS CBS3b MPE/INOJaraeTcsi HA OCHOBAHUU CE-
pUU KJIIMHUYECKUX HAOJIOJACHUMN, pEeTUCTPOB, MHEHUU DKCIIEPTOB; «MAJIOBEPOST-
HBIC», C HAJIMYUEM KOTOPBIX CBA3BIBAIUCH ciydan JII', HO B KOHTPOJIMPYEMBIX
HCCIICIOBAaHUSIX PUUMHHO-CIIC/ICTBEHHAS CBS3b HE OblIa JOKa3aHa.



5. HATOBHNOJIOT US
JETOYHOM APTEPUAJIBHOU T'MIEPTEH3UU

YBenuueHue JIeroyHoro KpOBOTOKA M JIABJICHUS, JEHCTBYIOIIMX HA JIETOY-
HBI DHAOTENINM, WHULUMHAPYIOT IPOLECCH, NMPUBOIAIINAE K IHIAOTEIHAIBHOU
muchynkuuu. I[lepBoHayanbHbie MOPGOIIOrHUECKHE U3MEHEHUs (TurepTpodus
U nponudepalnid HHTUMBI) SBISIOTCS MOTEHIIMAIBHO 00paTuMbIMU. OHAKO O
Mepe MporpeccupoBaHus 3a00JIeBaHMs pa3BUBAIOTCS Oosiee BhIpaKEHHBIE MATO-
JIOTUYECKUE U3MEHEHHUs (apTEPUUT), KOTOPHIE SIBISIOTCS HeoOpaTuMbIMU. Mo-
HOKJIOHAJIbHAs TIpoudepanus 3HI0TeIUaTbHBIX KJIETOK, ONpPeIesSomascs mIpu
uanomnarndeckon popme JII', He BeTpewaercs: npu apyrux Bugax JII'. IIpemmo-
JIOKUTENIBHO 3TO 00YCJIOBJIECHO Pa3INuMsIMU B KJIETOUYHBIX MEXaHU3MaxX poCTa.

B natorenese 3a00JyieBaHMs CIEAYET BBIACIUTDh YETHIPE OCHOBHBIX NMATO(PU-
3UOJIOTMYECKUX (PEHOMEHa!

1. Ba30KOHCTpUKITHUS.

2. Pegykuust 1IErOYHOIr0 COCYAUCTOTO pycia.

3. CHIXeHHE 3JTaCTUYHOCTH JIETOUYHBIX COCY/IOB.

4. ObnuTepalys JIETOUYHbIX COCYI0B (TpoMO03 INSitu, mponudepanus riaji-
KOMBIIIIEYHBIX KJIETOK).

J10 HaCTOAIIEro BpEMEHN TOYHO HE YCTAHOBJIEHBI ITPOLECCHI, UTPAIOIINE ITyC-
KOBYIO POJIb B pa3BUTHH MATOJIOTMYECKUX U3MEHEHUI B JIETOYHBIX cocynax npu JII'.
CoBpemenHble Teopun naroreHesa JII' okycupyrorcs Ha AUCHYHKIMU WM TIOBpeE-
YKJIEHUM SHIIOTENMS, MPUBOAALICH K HApyLICHHIO OajlaHca MEXAY Ba30KOHCTPHUK-
TUBHBIMM W Ba30JWIATHUPYIOLMMH BEIIECTBAMUA M Pa3BUTHUIO BAa30KOHCTPUKLMH.
OcBoOOXIeHHE HEUIACHTU(PUIIMPOBAHHBIX XEMOTAKCUUECKMX areHTOB W3 MOBPEXK-
JICHHBIX KJIETOK SHIOTENMS BbI3bIBAET MUTPALIMIO TIAJKOMBIIICYHBIX KJIETOK B HH-
TUMY JIETOYHBIX apTepuon. Cekpelust JOKAIbHO aKTUBHBIX MEAMATOPOB C BbIPA-
’KEHHBIM Ba30KOHCTPUKTOPHBIM JICHCTBHEM CIIOCOOCTBYET Pa3BUTHIO TpoMOo3a INSi-
tu, TpanchopMUpys COCTOSIHUE JIETOYHOIO COCYUCTOrO pyciia U3 OOBIMHOTO aHTH-
KOAryJITHTHOIO COCTOSIHUS (BCJIEICTBUE OCBOOOXKICHUS MTPOCTALIMKINHA M UHTHOH-
TOpa TKAHEBOI'O aKTUBATOPA IUIA3MUHOI'€HA) B MPOKOAryIsiHTHOE. B pe3ynbraTte 00-
pasyercs MOPOYHBI KPYT: MOBPEXIECHUE SHAOTEINS HEYKIIOHHO MPOrPECCUPYET U
NPUBOJIUT K PEMOJECITUPOBAHUIO JIETOYHBIX COCYJIOB, HAPACTAHUIO COCYIUCTOU 00-
CTpyKIMu U oOnutepauuu. [Ipu 3TOM maTtojgoruyeckue MpoLecchl 3aTparuBaioT Bee
CJIOW COCYJIUCTOM CTEHKH, PA3JIMUHbIC TUIbI KIETOK — SHAOTEUANIbHbBIE, [JIaJKO-
MbIIIeuHble, (PUOpoOIacTl. B aBeHTHIIMKM OTMEUYAETCsl MOBBITICHHAS MPOYKIIUS
AKCTPAISIUTFOJISIPHOTO MaTpUKCa, BKITIOYasi KOJIareH, 3J1acThH, PUOpPOHEKTHH U Te-
HaciMH. BocnanurenbHble KJIETKM U TPOMOOLUTHI TaKyKe UIPAIOT CYIIECTBEHHYIO
porb B pazsutuu JII'. B miazme kpoBu 60i1bHBIX ¢ JII' OBBIIIEHBI YPOBHH MPOBOC-
NAJUTENIFHBIX LIMTOKKHOB, B TPOMOOIIMTAX HAPYILIAETCS METa0OIM3M CEPOTOHUHA.

[Tpu uccnenoBaHny Ba30aKTUBHBIX CyOCTaHIMI Oblla TOKa3aHa MOBBILICH-
Hasl MPOIYKIUS TPOMOOKCaHa M MOIIHOTO Ba30KOHCTPUKTOPHOTO MENTHJA JH-



JOTEJINAJIBLHOTO MPOUCXOXKACHUSI C MUTOT€HHBIMU CBOMCTBAMU B OTHOIIECHHH
TJIaJIKOMBIIICYHBIX KJIETOK — 3HIOTENNHA-1, AeQUIHUT BazoAugaTaTopa Mpo-
CTal[MKJIMHA U OKCHJA a30Ta.

VY GonbmMHCTBA 0OJIBHBIX ¢ ceMeiHou JII' BeIsiBIIeHa acconpaius ¢ MyTa-
LIUSMU T€HA, JIOKATU3YIOLIErocs Ha 2-i XpOMOCOME M KOAUPYIOIIETO PELENTOP
tuna |l k mpotenny koctHOro Mopdorenesa. OIHAKO A0 CUX MOP HE YCTaHOBIIE-
Ha NaTOOMOJIOTMYECKasi B3aMMOCBSI3b MEXAY F'€HETUYECKHMMHU HApYIICHUSMU U
paszsutrem JII'. Huzkas nenerpauus npu cemeitnoi JII' (mpumepno 20 % myTta-
UH OpUBOJIUT K MaHU(ecTaluu 3a00JIeBaHus) YKa3bIBAlOT Ha TO, YTO JUIsl pas-
BUTUS 3a00JIeBaHHUSI HEOOXOAMMBI JIOTIOJHUTEIBHBIE TPUTTEPHI. ITO MOXKET
ObITh oIUMOp(u3M reroB, koaupyrmmx NO-cuHTazy, kapoumundocharcus-
Ta3y, CHHTE3 IEPEHOCYUKOB CEPOTOHUHA, WIH JIPYTUE CTUMYJIbI, OTBETCTBEHHBIE
32 KOHTPOJIb POCTA JIETOYHBIX COCYAMCTBIX KJIETOK. Y OTAEJbHBIX MAlMEHTOB, a
TaK)K€ B CEMbAX C HACIEIACTBEHHON reMOpparuvyeckoil TeineaHruskrazuen (00-
ne3np Ocnepa — BebOepa — Pannio) onucanbl MyTaluu I'€HOB PELIENTOPOB
¢akxTopa HeKpo3a Omyxouu 3, aKTUBUH-TIOJJOOHOM KMHA3b!I 1, 3HIOTINHA.

JII" He sABIsieTCs JIOKAJIbHBIM IPOLECCOM, a CBSI3aHA C CHCTEMHBIMU U3MEHE-
HUSIMU B Opranusme. B pe3ynbraTe HEJaBHO MPOBEACHHBIX UCCIEI0BAaHUI ObLIO
YCTAHOBJIEHO, YTO ME3EHXUMAaJIbHbIE KJIETKU-TIPEIIIECTBEHHUKHN YYacTBYIOT B pe-
ryasiuuu GuOporeHes3a JerovHblx aprepuid. Y mnauueHtoB ¢ JII' ycraHoBiieHa
npsiMasi B3aUMOCBSI3b MEX/Ty HATUYUEM LUPKYIUPYIOMIUX GUOPOLIUTOB KOCTHOTO
MoO3ra B nepupeprudeckoil KpOBU M PUCKOM Pa3BUTHUS JIETOYHON TUIIEPTEH3UH.

«OCTPOreHHBI» MapaJOKC 3aKIKOYAETCS B TOM, YTO IO IKCIEPUMEHTANb-
HBIM JaHHBIM 3CTPOTEHBI SBIISIOTCS MPO(PHUIAKTUYECKUM (PAKTOPOM B OTHOIIE-
Huu pa3sutud JII', onHako y »eHmuH yactota JIAL Bellie, yeM y My>K4MH.

B3auMocBsA3p MeXay CTeneHblo AeuluTa Kejle3a B OpraHu3Me U TsKe-
cteio JIAT mpoaoskaer nu3ydarbesl.

Taxum oOpa3om, OTAEIbHbIE TATOOMOJOTHYECKUE MPOLIECCH B KJIETKaX U
TKaHsAX 00JbHBIX JII' yCcTaHOBIIEHBI, OJHAKO B3aUMOJIECUCTBUS 3TUX MEXaHU3MOB
B Pa3BUTUHU U IIPOrPECCUPOBAHUU 3a00JI€BaHUS TOUHO HEU3BECTHHI. TeopeTnue-
CKA MO>XHO MPEIIIOJIONKUTh, YTO HACIEIACTBEHHAs IPENPACIIOIOKEHHOCTh pea-
JU3yeTCsl MOJA BO3ACHCTBMEM (DAKTOPOB PUCKA, YTO MPUBOJUT K M3MEHEHUAM
Pa3TUYHBIX TUIOB KJIETOK (TPOMOOLMTOB, IIaAKOMBIIIEYHBIX, YHA0TEIUAIbHbIX,
BOCHIAJIMTENIBHBIX KJIETOK), @ TAK)KE SKCTPALECIUTFOJISIPHOIO MaTpPUKCa MUKPOLUP-
KYJISITOPHOTO PycCiia JIETKUX.

Jucbananc mMexay TpoOMOOTHUYECKMMH, MUTOT€HHBIMHU, MPOBOCHAIUTEIb-
HBIMH, Ba30KOHCTPUKTUBHBIMH (PaKTOpaMU U MEXaHU3MaMu OOpaTHOTO JIEHCT-
BUSl (QHTUKOAryJISTHTHBIMH, AQHTUMUTOTE€HHBIMHU, Ba30JUJIATUPYIOIIUMH) CIO-
COOCTBYET BAa30KOHCTPUKLIMU W TpoMOo3aMm, MposiudepaTUBHBIM M BOCHAIU-
TEJIbHBIM U3MEHEHUSIM B JIETOYHOM MUKPOIUPKYJISITOPHOM PYCii€ U MPUBOAUT K
Pa3BUTHIO U MPOTPECCUPOBAHUIO TATOJIOTMUECKUX OOCTPYKTUBHBIX MTPOLIECCOB B
JIETOYHBIX COCYJaX, YBEIMUYECHHIO JIETOYHOTO COCYJIMCTOTO CONMPOTUBIICHUS, Me-
perpy3Ke 1 JEKOMIIEHCALIMH IIPABOT0 KEITyA0UKa.
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6. KIMHUYECKUE ITPOSABJIEHUSA
JETOYHOM T'MNEPTEH3UU

Knunnueckue nposinenus JII' BkimouaroT B ce0sl IEHTPAIbHBIN IIHAHO3,
OJIBIIIKY, YCTaJ0CTh, KPOBOXapKaHbe, 0OOMOPOKU M MPOSBICHUS TPABOXKEITy10Y-
KOBOM CEpJIEYHON HEJOCTATOYHOCTH Ha MO3JHUX CTaIUAX.

CuMNTOMBI, 10 KOTOPBIM MOXKHO 3aro103puTh JII', HecnenmduyHsb! (ci1adbocTs,
YCTaJIOCTh, OJIBIIIKA, 0OJIb B IPYIHON KIIETKE, CHHKOIIE, OTEKH HWKHUX KOHEYHO-
CcTel U cepleOreHre) 1 Yallle BCTPeYaroTcs Ipy JPyrux 3a00JIeBaHUSIX.

e O/pIIKa UHCOUPATOPHOIO XapakTepa pa3JuyHOW CTENEHU BBIPAXKEHHO-
CTH: OT MUHUMAaJIbHOM, BO3HUKAIONICH JIUIb MPU 3HAUYUTEIBHON (HU3NUECKOI
Harpyske, 10 UMEIOIIEN MECTO JaXke B IOKOe. B oTinnume oT cepreyHon Henpoc-
TATOYHOCTHU OJIbIILIKA HE YMEHBIIAETCS B MOJOXKEHUH OonbHOro cuis. Kak mpa-
BUJIO, C T€UYEHHEM OOJIE3HH OJBIIIKA MPOrpecCUBHO HapactaeT. [lpucrynos
YAYIIbst OOBIYHO HE HAOJIIOAaeTC .

e boiib B rpyHON KieTKe y nanueHToB ¢ JII' 0ObIMHO HOCUT HE ompene-
JIEHHBIM XapakTep: NaBsllas, HOMOIIAs, KOJIIOLIAs, CKUMarouas; 0e3 4eTKoro
Hayasia; IpoJOJIKUTENBHOCThIO OT HECKOJBKMX MHUHYT J0 CYTOK; YCHJIMBAETCS
npu pu3ndeckol Harpys3ke; OObIYHO HE KyNHUpYeTCs NMpU IpUEeMe HUTPOIJIHUIe-
puHa. Y psna nauveHToB ¢ JII' HaOMOgaI0TCSl TUMTMYHBIE TIPUCTYTBI CTEHOKApP-
JUU: UHTEHCUBHAs MPUCTYN0o0Opa3Has 00Jb COKMMAIOIIETO XapakTepa, JOKaJlu-
3yIOLIasAcs 3a TPyAUHOM, HHOT/Ia UPPAAUHUPYIOLIAs B JEBYIO JIOMATKY U JIEBYIO
PYKY, 4TO MOXeT MackupoBath BIIC.

¢ ['0J10BOKpYXKEHHSI 1 OOMOPOKH, MPOBOLIUPYEMBIE (PU3NUECKON HArpy3KOil.
OObIYHAS MPOIOKUTEIILHOCTE 0OMOPOKOB — 2—5 MuH, uHOTAa 20—25 MUH.

e Aput™MuH, Yalle — CUHYCOBas TaXUKaAPIUSL.

e Cyxoi (HEempOAYKTUBHBIN) KallleJh MOXKET OBITh CBSI3aH C 3aCTOMHBIMH SIB-
JICHUSIMU U IPUCOEAMHEHUEM BOCHATUTENbHBIX U3MEHEHUH B JIETKUX U OpOHXaX.

e BO3MOXHO NOSIBJIEHUE OXPHUILIOCTH T0JIOCA BCIEICTBUE CHABJICHUS BO3-
BpPaTHOT'O HEPBa PACUIMPEHHBIM CTBOJIOM JIETOYHOU apTEpHH.

e KpoBoxapkanbe (< 10 % 6ompHBIX ¢ JII') OOBIYHO BO3HHUKAET OJTHOKPAT-
HO, HO MOYET MPOJI0JIKATHCSI HECKOIBKO AHEH, CBA3aHO KaK ¢ TpoMO03MOo0IHei
B MEJIKHE BETBHU JIETOYHON apTE€pPUH, TaK U BCIEACTBUE Pa3pblBa MEJIKHUX JIErOY-
HBIX COCYJOB B CBSA3HU C BbICOKOU JIT'.

[TockonbKy y HalMEHTOB C YMEHBLIIEHUEM HACBHILICHUS apTEPUATIBHON KpPO-
BU KHUCJIOPOJIOM HaOJIIOAIOTCS U3MEHEHHUsS] CUCTEMbI T'€éMOCTa3a, B TOM YHUCIE
TPOMOOLIUTONIEHHSI, OHU UMEIOT MOBBIIIICHHBII PUCK B OTHOIIEHUH KaK KPOBOTE-
YeHUH, TaKk U TpoM0030B. B yacTHOCTH, mapueTaabHbI TPOMOO3 MPOKCUMAITh-
HBIX JIETOYHBIX apTepuil MOXKET ObITh OOHApYyKeH Kak MUHUMYM y 20 % mauu-
€HTOB. DTO MOXET ObITh MPUUYUHON NIEpUPEPUUECKON IMOOIHU3AIUY U JIETOUYHBIX
WH(APKTOBU COMPOBOKIATHCSI OUBCHTPUKYIISIPHON TUCPYHKITUEH U CHIDKCHUEM
CKOPOCTH JIETOYHOTO MOTOKA.
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7. IAATHOCTHUKA JIETOYHOMW 'MNEPTEH3UN

JIJi1 IOCTaHOBKM JMarHO3a <«JIErOYHasi TUIEPTEH3Us» HEOOXOAUMO Ormpee-
JUTh JIaBJICHHE B JIETOYHOW apTepuu. «30JI0TBIM CTaHIApTOM» IUarHoctuku JII°
SBJIIETCS. THBA3MBHOE M3MEPEHUE JABIICHUS B JIETOUYHBIX COCYAAX C MOMOIIBIO UX
karerepuzali. OpUEHTHPOBOYHO 3TO MOXKHO CIENaTh ¢ MOMOIIBI0 DXOKT'.

JInst yTOYHEHHS] AWarHo3a, MOHUTOPUPOBAHUS JUHAMUKH 3a00JICBAHUS U
OLICHKU 3(PGEKTUBHOCTH TEpamuu PEryIsipHO MPOBOJATCA (GYHKIHMOHAIbHBIC
TECThl (TECT 6-MUHYTHOU XOJIbOBI, TPEIMII-TECT, KapAUOIMyIbMOHAIbHBIA Ha-
IPYy304HBIN TECT).

KommnekcHoe oOcrenoBanue manueHta (OCMOTp, ayCKYJbTalusl, peHTTEeHO-
rpadust opranoB rpyaHou kinetku, OKI', anruomynsmoHorpadusi, BEHTUISIIMOHHO-
nepy3noHHOE CKaHUPOBAHHE) IO3BOJIIET OOHAPYKHUTh YBEIHMUEHHE DPa3MEPOB
cepaua (0coOEHHO MPABBIX OTJIENOB), U3MEHEHHS] COCYAMCTOTO PUCYHKA JIETKUX
(pacuMpeHHbIe U aKIIEHTUPOBAHHBIC KPYIHBIE JIETOUHBIE COCYJIbI, TUIIOBACKYJIs-
puzaius B epUPEpUYEcKux OTIeNax JIETKUX, HATMYUE TPOMOOB), MIPU3HAKU THU-
nepTpoduu U eperpy3Ky MpaBoro Keily10uka, TMIaTaluy MPaBoro Mpeacepams.

Okcneptet ACC/AHA cuuTaror 1enecooOpa3HbiM MOABEPraTh KaTeropuu
NAlMEHTOB C MOBBIIIEHHBIM pucKoM pa3BuTus JII'(c myrauueir rena BMPR2,
CUCTEMHBIMH 3a00JI€BaHUSAMH COCIMHUTEILHON TKaHU, MOPTAIBLHON TUIIEPTECH-
3Ueil) peryIsIpHOMY CKPUHUHTY.

VY mammenTtoB ¢ uauonatudeckor JIIT He0OX0MMO BBITIOJHUTE OCTPBIM Ba30-
PEAKTUBHBII TECT C MOMOIIBIO Ba30UJIATATOPOB KOPOTKOIO ACUCTBUS (SMOIPO-
CTE€HOJI BHYTPUMBEHHO, aJICHO3UH BHYTPUBEHHO, OKCHJ] a30Ta MHTAJISIUOHHO) IS
OTIpeIeIeHUs TIOKa3aHWii K Ha3HAYeHUIO OJIOKaTOPOB KAJBITUEBBIX KaHaIOB. OcCT-
PBIif BAa30pEaKTUBHBIN TECT MOKET BBITIOJIHATHLCS TOJBKO MPHU YCIOBUU OTCYTCTBUS
HEIOCTaTOYHOCTHU TPABBIX OTJIEIOB CEp/lla WM FeMOJMHAMUYECKOW HECTaOWIIb-
HocTh. [lanmenTsl ¢ mauonarmyeckoit JII', KOTOppIE NEMOHCTPUPYIOT XOPOLIUI
OTBET Ha JICHCTBUE Ba30WJIATATOPOB (CHMKEHUE CPETHETO JABJICHUS B JIETOYHOM
aprepunt Ha 1040 MM pT. CT. ¢ OTHOBPEMEHHBIM MOBBILLIEHUEM WU, 110 KpailHeu
Mepe, OTCYTCTBHEM CHUXKEHUSI CEpAECYHOrO BEIOPOCA), MOTYT paccMaTpuBaThCs Kak
KaHUIAThl IS JJIMTEILHONW TEparuy MepopaIbHBIMU OJIOKATOPAMU KaJIbITHEBBIX
KaHAJIOB U UMEIOT OJIArONPUSITHBINA MTPOTHO3.

AnroputMm auarsoctuku JII' BKirouaeT cieayronye dTarbl:

1. TTono3penue Ha Haymmuue y 6ossHOro JII' (JII' — npenBapuTenbHbIN AUAarHo3).

2. Bepudukauus nuarnosa JII'.

3. YcraHnoBieHue kamHU4IecKoro kiacca JII'.

4. Ouenka JII" (Tun, pyHKIIMOHAIBHBIN KJIacc).

7.1. llepBuyHAasi AMATHOCTUKA JIETOYHON rMNepPTEH3UU

JIns mocTaHOBKY MpeBaApUTENIbHOTO auarno3a JII' Hy>KHO yYUThIBATH:
® AHAMHECTHYCCKHUE CBEICHMUS,

® KJIMHUYECKHE MPU3HAKU U CUMITTOMBI;

® CUMITOMBI ITporpeccupoBanus JII';
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® CUMIITOMBI, CBA3aHHBIE C COYTCTBYIOIIUMHU 3a00JIEBAHUSIMU;

® TaHHbBIC (PU3UKATLHOTO 00CTIEIOBAHMS.

Anamnecmuyeckue c8eoenus

HeoOxomumo uckmtounts Hanuuue JII' y poJCTBEHHHMKOB MalMEeHTa, CHC-
TEMHBIX 3a00JIEBaHUN COEOUHUTEIBHOW TKAaHHM, MOPTAJbHON TUIEPTEH3UH,
BUY-undexmnuu, BIIC co cOpocom KpoBH clieBa HalpaBo, BEHO3HBIX TPOMOO-
30B, YTOUHHUTh MPUEM HEKOTOPBIX JIEKAPCTBEHHBIX MPENAPATOB, BEIIECTB, KOTO-
pbIe OTHOCSATCS K (DaKTOpaM pUCKa.

Krunuueckue npuznaku OnvcaHbl BBILIE.

Cumnmomul npoepeccuposanus JII'

OTeKn HMKHUX KOHEYHOCTEH, aclUT, CHUXKCHHE allleTUTa, BhIpaKCHHAas
c1a00CTh CBUIETENBCTBYIOT O TUCHYHKIIMM MPABOTO KEIYJ0UKa, HApacTaHUU
CTEIEHH TPUKYCHUAAIBHON HEAOCTATOUYHOCTH.

Cumnmomvl, C8A3aHHblE C CONYMCMBYIOUUMU 3A00Ne8AHUAMU

OpTOITHO? ¥ MAapPOKCU3MAILHOE HAPACTAHUE OJIBIIIKU B HOYHBIE YaChl YKa3bl-
BACT HA MOBBILIEHUE BEHO3HOI'O JABJICHUS M 3aCTOMHBIE SIBICHUS B MajOM Kpyre
KpPOBOOOpAILIEHHs BCJIEACTBUE MOPAKEHUS JIEBBIX OTJIENIOB CepAaua. ApTpairuy,
KOXKHBIE MPOSIBIICHUS, JIMXOPAJKA U IPYTUE CUMITTOMBI 3a00JIEBaHUI COSTUHUTEITb-
HOM TKaHH YKa3bIBAIOT HA CBSI3b OJIBIIIKK C CUCTEMHBIMU 3a00JI€BaHUSIMU COCTUHU-
TEJIBHOM TKaHU. Xpal ¥ HOYHOE aIHO?, CBSI3b OBIIIKY C HAPYIICHUSMU JIbIXaHUS BO
BpeMsi CHa TpeOyeT MPOBEACHUS MOJTMCOMHOIPAPUUECKOTO UCCIIEA0BAHMS.

Quzukanvroe obcrnedosanue

[Ipu ocmotpe nanuenToB ¢ JII' Hanbosiee 4acTO BBISIBISIETCS aKpOLMAHO3,
IpU JUTMTEILHOM TEUeHUM OO0JIE3HW — HM3MEHEHUE (PaylaHT TaJbIEB M0 TUITY
«OapabaHHBIX MAJOYCK» M HOTTEH B BHJC «YaCOBBIX CTEKOJ», U3MEHEHHE (Hop-
MBI TPYAHOU KJIETKU Y OOJIbHBIX ¢ dSM(pu3eMoit Jerkux («00ukooOpazHasy» rpy/-
Has kjeTka). [Ipu pa3BUTHM MTPABOKETYAOUKOBOM CepACYHON HETOCTATOYHOCTH
y OOJIbHBIX OTMEYAIOTCAd HA0yXIIWE MIEHHbIE BEHbI, TenaTtoMeranus, nepudepu-
YyecKkue OTeKd, acuut. [Ipu ayckynbTalu MOXKHO BBISIBUTH akileHT Il ToHa Hax
JIETOYHOM apTepuen, MAHCUCTOJIUYECKUN CUCTOJIMYECKAN LIYM TPUKYCIIUAAIb-
HOM HEJOCTATOYHOCTH, yM I 'pexema—CTuia.

7.2. Bepuduxanusi 1MarH03a JIero4YHoO runepTeH3nu

Jns Bepudukanuu auardosa JI'neo0xoaumMo npoBeCTH:

® KaTeTepHU3allhIO IPaBbIX OTJEIOB CEPALA U JIETOYHOU apTepuH;

e OKT;

e BKI', ®KT;

® peHTreHorpaguo OpraHoB rpyAHOM KJIETKH;

e Dx0oKT;

e ODIL

KIIOC nomxua npoBoauThcs BceM O00ibHBIM JIAIDT 171t moaTBepkIeHUs
JIMarHo3a, OLIEHKU TSHKECTH, PELIEHUs BOMpPOCa O BBHIOOPE MATOrE€HETHYECKOM
Tepanuu U oueHku ee 3pdektuBHOCTH. Pexomenayercs noropsate KITOC s
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MOATBEPKIACHUS KIMHUYECKOTO YXYIICHUS, IS PEIICHUs] BOTIpoca 0 HE0OXo-
JTUMOCTH Ha3HAYCHUSI KOMOMHUPOBAHHOM TEpaIuu.

Ha srtane Bepudukanuu nuarHoza KIIOC npoBoauTcst i OLIEHKH TSXKe-
CTU T€MOJMHAMUYECKUX HApPYIIEHUH U MNPOBENCHUS TECTOB Ha Ba30pPEAKTUB-
HOCTh. HeoO0X0oauMo OlleHUBATh CIIEIYIONINE MapaMeTphl: JaBJICHUE B MPABOM
npeacepauu, JIA (cuctonuueckoe, auacronudeckoe, cpennee), H3JIA, cep-
JIEYHBII BBIOPOC (METOAOM TEPMOJAMIIONUU WA METOAOM Mo PUKy B Ciaydasix
HaJIM4Usl CUCTEMHO-JIETOYHBIX IIYHTOB), AJl, JlerouHoe U CUCTEMHOE COCYAu-
CTOE CONPOTHUBJIEHUE, HACBIIEHUE KUCIOPOJIOM apTEPUaIbHON U BEHO3HOU KPO-
BU (a Tak)Ke KPOBU U3 BEPXHEH MOJI0 BEHBI MPU CUCTEMHO-JIETOYHBIX IITYHTAX).

JIAT ompepensercss mpu CpelHEM JaBICHUU B JIETOYHOW apTepuu Oosee
25 MM. pT. cT. B mokoe u Oomnee 30 mpu Harpyske, naBienuu JI3JIA menee
15 mMm. pT. ct., JICC 6osiee 3 MMm. pT. cT./1/MuH (eauuuiibl Byna). Karerepuza-
M JIEBBIX OTZIETIOB cep/illa HeoOX0AUMa B PEAKUX CIIydasiX, KOT/ia HE yIaeTcs
n3meputh J3JIA.

Bepudukarusa nuarnosa JII' ¢ momonsto KITOC HeoOxoauma ais 60ib-
HbIX ¢ MArko# JII' mo MaHHBIM JOMIUIEPOBCKOTO MCCen0Banusd, nmeromux Il u
[II ®K (BO3) nns onpenenieHns TaKTUKK JieYeHUs. Y OOJIbHBIX C YMEPEHHOH U
Tskeson JII' mposenenue KIIOC ¢ onpeneneHreM reMOIMHAMUYECKUX TTOKA3a-
TeJeil He0OXOIMMO JJIsl OIIEHKU MPOTHO3A.

Hnsa npoenenuss OPII UCTIONB3YIOTCS KOPOTKOASHCTBYIOIIME Ba30IMJIa-
TaTOPbI, BO3JACHCTBYIONINE HA MaJIbIi KPYr KPOBOOOpAIIEHUS: MPOCTArJIaHIuH
El u uHraIssmuoHHBIN OKCHUIT a30TA.

[TonoxwurensHas OPII onpenensercs npu CHUKEHUU CPEAHETO TABJICHUS B
JIeTOYHOM apTepuu Oosiee yeM Ha 10 MM PT. CT., TOCTHKEHUH aOCOJIOTHOM Be-
JIMYUHBI CPETHETO AaBJEHUS JIETOUHOW aprepuu meHee 40 MM pT. CT. IpH yBe-
JUYCHUH WA OTCYTCTBUM TUHAMUKHU CEPJIEYHOTO BHIOpOCaA.

Tpaguuonno AIIl" cunTaeTcss HAUTYYIIUM METOJIOM, TO3BOJISIONIUM yCTa-
HOBUTH MOKA3aHUS K SHAAPTEPIKTOMUHU. Y OOJIbHBIX C MOJ03PEHHUEM Ha XPOHU-
yeckyto TOJIA, He MOATBEPKAECHHYIO NPU CUUHTUTpAadUU JIETKUX, U TAArHO-
CTUKU JUCTAIBHBIX OOCTPYKIMU JIETOUHOTO COCYAMCTOrO pycia IeIecoo0pa3Ho
nposeaeHue AlIl' ¢ ceneKTUBHBIM KOHTPACTUPOBAHUEM IPABOMl U JIEBOW OCHOB-
HBIX BETBEU JISTOYHOU apTEPUH U AHATIM30M B MHO>KECTBEHHBIX ITPOCKIIUSX.

OKI' BBISBIAET MPU3HAKU TUMIEPTPOPHUHN U MEPErpy3Ku MPaBOro KEIy104-
Ka, AUjlaTauuu U runeptpoduu mpasBoro npeacepaus (p-pulmonale), oTkione-
HHUE JIEKTPUUECKON OCH CEp/Lla BIPABO.

Penmeenocpaghus opeanos epyonoui kiemkuy O3BOISIET YTOYHUTH STHOJIOTHIO
JIT': BBIABUTH MHTEPCTUITMATLHBIC 3a00JI€BAHUS JIETKUX, IPUOOPETEHHBIC U BPOK-
JICHHBIE TTOPOKU CEP/ILIA, a TAKKE CyAUTh O TskecTH JII'. OCHOBHBIMU PEHTTEHOJIO-
riudeckumMu npu3Hakamu JII' SBIsIFOTCST BRIOYXaHHE CTBOJIA U JIEBOM BETBU JIETOY-
HOU apTepuu, KOTOpbie (HOPMUPYIOT B MpsMOi mipoekiuu Il 1yry mo 1eBoMy KOH-
Typy CepIla, paClIMPEHUE KOPHEW JIETKUX, YBEJIMUYECHHUE ITPABbIX OTACIIOB CEP/LIA.
V GosnbliHCTBA OOBHBIX UAUOMATUYECKON JIETOYHOM TUIIEPTEH3UEN OTMeUaeTCs
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MOBBIIIIEHUE MPO3PAYHOCTH JICTOYHBIX TMOJIeH Ha meprudepun 3a cuaer o0eTHEHMS
JIETOYHOT'O PUCYHKA.

OxoKI' cuutaercs HaubOoJIee [IEHHbIM HEMHBAa3MBHBIM METOAOM JUArHOCTUKU
JIT', Tak KaK HE TOJIbKO MO3BOJIET OLIEHUTH YpoBeHb JIJIA, HO 1 JaeT BaKHYIO MH-
dopmarro o npuuune U ocnokHeHusxX JII'. C moMoIpo 3Toro MeToia MOXKHO HcC-
KITIOYUTh TOPKEHUSI MUTPAJIBHOTO, a0pTAJIbHOTO KJIAllaHOB, OOJIE3HH MHOKap[a,
BIIC ¢ mryHTHpOBaHHEM KPOBH CJIEBA HAMIPABO, MPUBOISAIIME K pa3BUTHIO JII'.

VY nauuenToB ¢ JII' BBIABIIETCS paclIMpEeHHE MOJOCTEN MPABOroO MpeaAcep-
JUs ¥ TIPaBOTO KEIYI0UKa, YTOJIIIEHNE IEPEAHEN CTEHKH MPABOr0 JKEIYyA0UKa,
MU3MEHSETCS XapaKTep JABMKEHUS MEXIKETyJOUYKOBOU MEPErOpOAKHU: B CUCTOIY
OHa CMEUIAETCA «IapaJOKCAIIBHO» B CTOPOHY MPABOI0 KEITYI0YKA.

Jonmneporpagus Mo3BOJIAET U3MEPUTh CKOPOCTh KPOBOTOKA B CEPLIE, UTO
B CBOIO OY€pe/b JIA€T BO3MOKHOCTh HEMHBa3uBHO onpeaenuts JJIA. Haubonee
TECHass KOPPENSIUS MEKIY PACUETHBIM U «IIPSIMbIM» U3MEPEHHEM CUCTOJINYE-
CKOT'O JaBJICHHS B JIETOYHON apTepuu ObuIa MOJy4YEHA MPU ONPEEICHUN BEU-
YUHBI CUCTOJIMYECKOTO JIaBJIICHUS B JIETOYHON apTepUH MO CTENEHU TPUKYCIHU-
JANbHOW PErypruTanyy ¢ MOMOUIbI0 HENPEPBIBHO-BOIHOBOrO MeToaa. Ilpu ot-
CYTCTBHM OOCTPYKUHH BBIHOCAILIEIO TPaKTa MPaBOro KEIyJ04YKa IO CTENEHU
TPUKYCHUIAIBHONW PErypruTallid MOKHO PACUETHBIM IyTEM ONPENEIUTh BEU-
YUHY CUCTOJIMYECKOTO JIaBJICHUS B JIETOYHOM apTepuu C MOMOUIbI0 MOIUUIIU-
POBaHHOTO ypaBHEHHMs bepHysum:

P =4V2,

rne P — rpanueHT maBiieHHs yepe3 TPeXCTBOpYaThid KiamaH; V — CKO-
pPOCTh TPUKYCTHIATBHON peryprutanuu B M/c. s moacuera CUCTOIMYECKOTO
JIaBJICHUS B JIETOYHOW apTEPUU METOJOM OIPEIEIICHUS TPAJAUECHTA TaBJICHUS Ye-
pe3 TPUKYCIUAAIbHBIN KIIalaH K TPaJUueHTy JAOJKHO OBITh 100aBIICHO JIaBJICHHE
B IIpaBOM Ipeacepanu. [1o COBpEMEHHBIM pEKOMEHAALIUSIM CUCTOJINYECKOE 1aB-
JIEHWE B JIETOYHOW apTEpUU ONPENeIAIoT ¢ yueroM aasiieHus B HIIB u ee xon-
nabupoBanus Ha Broxe. Mccnenoanne HIIB no3BomnsieT 00beKTUBU3UPOBATD SIB-
JIEHUsI 3aCTOSl KPOBU B OOJIBILIOM Kpyre KpOBOOOpAIEHUS, & TAaKKE€ KOCBEHHO
OLICHUTh YPOBEHb CUCTOJMYECKOIO JABJICHUSA B IIPaBOM npeacepany, T. €. LIB/I.
HccnenoBanue mpoBOJST U3 CyOKOCTaIbHOTO JOCTYIIA, TATYMK YCTAHABIUBAIOT
II0J, MEYEBUJIHBIM OTPOCTKOM M OPUEHTUPYIOT B IO3ULMHU JyIMHHOM ocu HIIB.
Huamerp HIIB ymenbiaeTcst Ha rryOOKOM BIOX€, KOT/Ia OTPHULIATENILHOE JaBiie-
HUE B TPYJHOU KIIETKE BEJIET K YBEJIMUYCHHUIO HATIOJHEHHUS MPABOIO XKEITYJ0UKa U3
cucteMHbIX BeH. J{namerp HIIB u npoueHT ymeHbIeHUs: [uaMerpa BO BpEMS BJIO-
Xa KOPPEJIMPYIOT C JABJIEHUEM B MPABOM MPEICEPAUU. Y 310POBOIO YEIOBEKA MPU
HOPMAJIbHOM JIaBJICHWW B TIPABOM TMPEJCEPIUU, PABHOM OOBIYHO 5 MM PT. CT.,
nuametp HIIB menbiie 1,7 ¢M, U OH cmajiaercs mociie rIyOOKOro Bjaoxa OoJsiee
yeM Ha 50 %. IIpu HaMuUM MPaBOKETYyAOYKOBOM HEIOCTATOYHOCTH, MOBBINIE-
HUM KOHEYHO-AMACTOJINYECKOrO JABJICHUS B MPABOM XKEITYyJAOYKE U B MPABOM
npeacepauu, HaboaeTca 3aTpyJHEHUE MPUTOKa KpoBU K cepamy. [losTomy
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kosutabupoBanue HIIB Bo BpeMst BIOXa CyIIECTBEHHO YMEHBILAETCSI, YTO SBJIETCS
MOKa3aTesieM 3acTosl KpOBM B BE€HAaX OOJBLIOrO Kpyra KpOBOOOpAICHUS U CBHUJIE-
TEJIbCTBYET O MOBBIILIEHUH JaBieHus B npaBoM npexacepaunu (UBJI). dunaranus
HIIB Gonee 1,7 cM mpu HOpMaTbHOM pecMpaTopHOM Kojutarnce Oomee 50 %
IpEAToaraeT CpeiHee yBEIMICHHE IaBICHHs B MpaBoM nipencepanu (6—10 mm pr.
ct.). Eciin pecriuparopusiii kosanc MmeHee 50 %, qaBiieHue B MPaBOM IMPeICEPIUU
cocraBisieT oT 10 mo 15 mm pt. ctr. Hakonen, aunatarus HIIB 6e3 kosarca Ha
BJIOXE MPEANOJaracT 3HauuTEIbHOE YBEJIMUCHNE JABJICHUS B TIPABOM MPEACEPIUN
oonee 15 mm pt. cr. Hampotus, ymensinienue auamerpa HIIB (o6b1yHO Menee 1,2
CM) CO CIIOHTAaHHBIM KOJUIAOMPOBAHHWEM YacTO HAOIOJACTCS MPU YMEHBIICHUH
OLIK.

BHyTpuBeHHOE BBeIECHHE (PU3HOJIOTMYECKOTO PACTBOPA MO3BOJISIET OIpE-
JEIUTh OTKpBITOE OBanbHOE OKHO, JIMIIII TMnma BeHo3HOrO cunyca. s monu-
TBEPXKACHUS HAJIMYUs OTKPBITOrO OBAJIbHOTO OKHA WM Hedombmoro JMIIII,
OIICHKH €Tr0 TOYHOT'0 pa3Mepa TpedyeTcs mpoBeAeHue ypecnuiieBogHonIxoKI .

7.3. YcTraHoB/IeHHE KIMHUYECKOI0 KJIacca JIero4Hoi runepreH3un

Jlnst ycTaHOBJIEHUS KIMHUYECKOro kiacca JII' HeoOXoauMo MpoBECTH:

e onpenenenne OB/I;

® BEHTWISLIMOHHO-TIEP()Y3NOHHYIO CUUHTUTPA(UIO JETKHX;

o KT;

e MPT cepaua u KpynHbIX COCYA0B;

e AIIT.

HccnenoBanue (pyHKIUHM BHEUIHETO JbIXaHUSI MO3BOJISIET BBIIBUTH OOCTPYK-
TUBHBIE WM PECTPUKTUBHBIE M3MEHEHUS C LENbI0 AU PepeHIuaTbHON AUAarHO-
cruku JII' 1 yToUHEeHus TshkecTy nopaxkenus jerkux. s 6onpabix JII' xapakrep-
HO yMeHbIeHue muddy3noHHOM criocoOHocTH MOHOKcuaa yriepoaa (40-80 % ot
HOPMBI), HEOOJIBIIIOE WIIM YMEPEHHOE CHUKEHUE JIETOYHBIX 00BEMOB, HOPMAJIBHOE
WM HE3HAYUTENLHO CHUKEHHOe Pa0, n 0OBIYHO CHIKEHHOE M3-3a aJIbBEOJISIPHOM
runepBeHTWISINMK PaCO,. Tlpu Haimumm HeoOpaTUMON OOCTPYKIIMHM AbIXaTelb-
HBIX IyT€H CBUJIETEILCTBYET B TOJIb3Y XPOHUYECKOW OOCTPYKTHBHOM OOJIC3HU
JCTKUX Kak Mpu4uHbl runokcudeckor JII'. CHMKEHHBIE JEeTOYHBIE OOBEMBI U
mddy3roHHasT CTIOCOOHOCTh JIETKUX MOTYT YKa3bIBaTh HA HAJIMYME WHTEPCTUIIM-
anmpHOro 3abosieBaHus Jierkux. [IpoBeneHue nomucoMHorpaduu MO3BOJISET HC-
KJIFOUUTH OOCTPYKTHUBHBIEC HAPYIIEHHUS BO BPEMsI CHA U SITM30/IbI IeCaTypalyu.

Benmunayuonno-nepgyzuonnas cyunmuepagus neekux

VY 6onpHbIX JII' MOKHO OOHAPYXHUTH KaK aOCOJIFOTHO HEM3MEHEHHYIO Kap-
THUHY, TaK U HeOoJbIue nepudepudeckue cyocerMmeHTapHnie aedekThl nepdy-
3uM 0€3 HApYIIEHHOW BEHTHJIALMHU. DTOT METOA sIBJsieTcsl Haubosee nHpopma-
TUBHBIM B JUArHOCTHKE KIIMHUYECKOTO Kiiacca 4-xponuueckor TOJIA u ee Bet-
Beil. [Ipu sTom aedektsl nepdy3un 0OHAPYKUBAIOTCS B J0JEBBIX U CETMEHTap-
HBIX 30Hax. B nuddepennmanbuoit tuarnoctuke uauonarudeckoi JII' u xponu-
YeCcKOM TpOMOO3MOOIMM YYBCTBUTENBHOCTh BEHTUIISIIIMOHHO-TIEP(Y3UOHHOM
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criuaTurpadun nerkux cocrasisger 90-100 %, a cnenuduanocts — 94-100 %.
Y OGOJIBHBIX C MAPEHXMMATO3HOUW OOJIE3HBIO JIETKUX Nep(Py3HOHHBIC NE(DEKTHI
COBMIAAIOT C NePeKTaMy BEHTHIISAIINN.

Komnviomepnas momozepaghus

KT urpaer Baxuyoo ponb B auddepenunanbHon quarnoctuke JII'. Obec-
neyuBas JeTajbHOE HU300paKEHHE JIETOYHON MapeHXUMBbI, MO3BOJISIET JUArHoO-
CTUPOBATh MHTEPCTHUIMATbHBIC 3a00JIeBaHus JIETKUX U dMpuzemy. [Ipu 3acToii-
HOM JIEBOXKEITYJOYKOBOM HEIOCTATOUYHOCTH MOKET OOHapyKUBaThCid (PEHOMEH
MaTOBOTO CTEKJIAa M YTOJIIEHUE UHTEPIOOYysipHbIX centT. JAuddy3noe nBycro-
pPOHHEE YTOJIICHUE WHTEPIOOYISIPHBIX CEMNT, HAJIUYHE MEJIKUX, IJI0OXO O4Yep-
YEHHBIX OYArOBBIX TEHEW YKAa3bIBAECT HA JIETKOW KANWJUIIPHOM I'€MaHTHOMATO3.
KT mo3BonsieT OLlEHUTh COCTOSTHUE JIETOYHBIX TOJIEN, a TAK)KE CEPALA U COCYJIOB
C IIOMOIIBK) KOHTPACTUPOBAHUSA IIOJIOCTEW CEpAla M IPOCBETA COCYAOB IIpHU
BHyTpuBeHHOM BBe/leHnH 8§0—120 M1 KOHTPACTHOTO BEIIECTBRA.

MPT wucnionb3yercs y 00nbHBIX ¢ JII' 17151 OIEHKH MaTOIOTUYEeCKUX U (DyHK-
[IMOHAJILHBIX U3MEHEHUH Cep/Ila U JIETOYHOTO KPOBOOOpAIlleHHs U OOBIUHO HE HC-
MOJIB3YETCSI B PYTUHHOM MPAKTHKE. [ JTaBHBIM MPEMMYIIECTBOM METOAA SBIIACTCA
TpeXMepHbIA (00BEMHBIN) CIOCOO TMOJIydeHUs M300pakeHuil 0e3 apTedakToB OT
KOCTEH U JIETOYHBIX MOJIEH, BBICOKOE ITPOCTPAHCTBEHHOE Pa3pelICHUE, a TAKKE OT-
CYTCTBHUE JIy4€BOW HArpy3Ku, HEMHBA3MBHOCTb, €CTECTBEHHBIM KOHTPACT OT JIBU-
xymieiica kposu. Yaie Bcero MPT ucnons3yercs npu o0ciieioBaHUM MAIUEHTOB
¢ upuonaruueckoit JII', TOJIA, BIIC co cOpocom KpoBH ClieBa HaIpago.

7.4. OueHka JIeroYHoi runepTreH3un

Jst onpenenenus tumna JII' U TogepaHTHOCTH K (DU3UYECKUM HaArpy3kam
HEO0OXOAMMO MPOBECTH:

® aHAM3bI KPOBH (OOIIMIA, OMOXMMUYECKUIN, UMMYHOJIOTHYecKHii), TecT Ha BUU:

¢ Y3/ BHYTPEHHUX OPraHOB;

® TeCT 6-MUHYTHOM XOJIbOBI/KapANOIYIbMOHAJIBHBIN TECT;

e o1ieHKY DK

® OUOTICHIO JIETKUX.

bombabM ¢ JII' HE00XOIMMO TIPOBOIUTH PYTUHHBIE JTAOOPATOPHBIEC TECTHI: OHO-
XUMHUYECKHA M OOIMI aHAIM3bl KPOBH, MCCIIENIOBATH KOAaryjaorpaMmy, ypoBHH D-
mumMepa, antutpomOuHa 111, nporerna C 114 UCKITIOYEHUS TPOMOO(DWITUH, OLICHUBATh
TOPMOHAJTBHYIO (DYHKIMIO IIUTOBUAHOM KeJe3bl, ONMPEAEISITh TUTP aHTUTEN K (hoc-
(bommmiam (BOJTYAHOUHBINA aHTUKOATYJISIHT, aHTUTeNa K KapAuoauIuHy). [lpumepHo
TPETh OOJILHBIX UINOTIATUIECKOMN JISTOYHOM THIIEPTEH3UH UMEIOT TIOBBIIIICHHBINA TUTP
aHTUHYKITyKJIeapHbIX aHTuTen (MeHee 1:80). bombhblie JII' ¢ CyI1eCTBEHHO MOBBIIIECH-
HBIM THUTPOM aHTHUTEJ WM MOJO3PEHUEM Ha HAJMYUE CUCTEMHOIO 3a00JIeBaHUS CO-
eIMHUTEITLHOM TKaHW HYXKIAIOTCSl B KOHCYJIbTAIlUM peBMatosiora. Bcem GONBHBIM B
00s13aTEIILHOM MOPSIIKE CIIEAYeT MPoBoAUTH TecT Ha BUY-uHbekipro.

VY3U BHYTPEHHUX OPraHOB IMO3BOJSET MCKIOYUTH LIUPPO3 MEUECHU /WU
HNOPTaNbHYIO THUNEpTeH3ut0. Vcnonp30BaHue IBETOBOM AOMIUIEpOrpapuu Imo-
3BoJIsIeT quddepeHIpoBaTh MACCUBHYIO MOPTANbHYIO THIIEPTEH3UIO BCIEICT-
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BUE€ TMPABOXKEITYJOUYKOBOM CEpJIEYHON HETOCTATOYHOCTU WJIM BCIEICTBUE BO3-
HUKHOBEHHMSI TPAHCIIEYEHOUYHOT'O BEHO3HOI'O IPAJIMEHTA TP LIUPPO3€ NICUCHH.

Tecm 6-munymHou x00b061/ KapOUONYIbMOHAILHBIL MeCh

[Tpu u3ydeHun TONEPaHTHOCTH K (PU3MUECKUM Harpy3kam HauboJjiee 4acTo
UCITOJIB3YETCSI TeCT O6-MUHYTHOM XOIBOBI M KapIUOMyJIbMOHAIBHBIA HArpy304-
HBIN TECT C OIIEHKOW ra3000MeHa.

Tect 6-MHUHYTHOUM XOJbOBI3AKIIOUAETCS B TOM, YTO 3a 6 MHUH TNAlUCHTY
HY>KHO TPOMTH MaKCUMAJIbHO BO3MOXKHOE€ PaCCTOSHHUE, IIPU 3TOM HENb3s Oe-
XKaTh WIM TepeMelarbes mnepedexkamu. Eciam manweHT ycTan, yCHIMIach
OJIBIIIIKA WJIM MOSIBUIUCH OO — OH MOKET OCTAHOBHUTBCS U OTJOXHYTh. TecT
MPOBOAUTCSI B YTPEHHUE YaChl, TIOCJIE €/bl IOKHO TPOUTH HE MeHee 3 4, Malu-
€HT JIOJKEH UCKITIOYUTh MPHUEM KapAHOJOTHUECKUX MPENapaToB, HE KypUTh Kak
MUHUMYM 32 2 4 70 TecTa. TecT OOBIYHO JOMOJHSIETCS OIEHKOW OJBIIMIKU IO
bopry. [Ins npoBeaeHus Tecta B KOpuaope AauHou 30 M e1ar0TCs HE3aMETHBIE
JUJIsl TAIlUEeHTa Pa3METKU uepe3 Kaxkable 3 M AUCTaHUUU./[UCTaHIUS B 3TOM Tec-
T€ 00paTHO KOPPENHPYET C (PYHKIIMOHAIBHBIM KJIACCOM.

KapanonynbMOHAIBHBIM HArpy304HbIA TECT JAE€T BO3MOYKHOCTH OLICHUTH
BEHTWISILIMIO M Ta3000MEH BO BPEMsl TO3UPOBAHHON (PU3MUEeCKOW Harpy3ku (UH-
JIEKC TTMKOBOT'O MOTPEOICHUST KUCIOPO1a, aHa3poOHbIi nopor). Y nanuentoB JII'
CHUKEHA BEJIMUYMHA aHa3POOHOI0 MOpora v MUKOBOE MOTPEOIEHNE KUCIOPO/Ia.

Oyenxa OK

Knunanuecku tspkects JIIT kaccuuuupyroT B COOTBETCTBUU C CUCTEMOH,
W3HAYAIBHO pa3paOOTaHHOM JJIsi CEPACYHON HETOCTATOYHOCTH HBIO-ﬁOpKCKOfI
kapauonornueckoit accounanueit (NYHA), a 3atem moauduiuposansoin WHO
1 nanuenTosB ¢ JII':

| — Gonbubie ¢ JII' 6e3 orpannyenus ¢pu3ndecko akTUBHOCTH. OOBIUYHbBIE
dbu3nUecKue Harpy3Ku HE MIPUBOJIST K MOSBICHUIO OJIBIIIKH, YTOMJICHUS, 00U B
TPYAN ¥ CHHKOTIAJIbHBIX COCTOSTHUN;

Il — Gonbubie ¢ JII' 1 HE3HAUUTENHHBIM OTPAHUYCHHEM B BBIMOJTHEHUU
¢bu3ndeckoil Harpy3ku. B COCTOSSHUM TOKOSI CUMIITOMBI OTCYTCTBYIOT. OOBIU-
Hble (DU3UYECKUE HArPY3KH BBI3BIBAIOT OJIBIIIKY, YTOMJIEHHE, O0JIb B TPy WIH
CUHKOTAJIbHBIE COCTOSIHUS;

1l — Gonbuble ¢ JII' 1 3HAYUTENHHBIM OTPAHUYCHUEM (PU3NYECKON aKTUB-
HOCTH. B cocTossHMM TTOKOSI OHU 4yBCTBYIOT ce0s koMmpopTHO. Dusnyeckue Ha-
IPy3KH, MEHBIITUE YeM OOBIYHBIC, BHI3BIBAIOT Y HUX 3HAUYNTEIBHYIO OJIBIIIKY WU
YCTAJIOCTh, O0JIb B TPYAH WM CHHKOIAIBHBIE COCTOSHUS;

IV — Oonbabie ¢ JII', kKoTOpble HE MOTYT BBIIOIHATh HUKAKYIO (PH3HYECKYIO
Harpy3Ky 0€3 BO3HUKHOBEHHSI CHMIITTOMOB. Y OOJIHBIX UMEIOTCS CUMITTOMBI TPaBO-
CTOPOHHEH cepevyHOr HeAocTaToOYHOCTU. ONpIIKy W c1adoCTh OTMEUAIOT B CO-
CTOSIHUM TIOKOS1. JIluckoMdOopT ycunmBaeTcst pu Jito00H (PU3NUECKON aKTUBHOCTH.

bBuoncus neexux
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[IpoBeneHre KaK OTKPHITOM, TaK ¥ TOPAKOCKOITMIECKON OMOTICHH JISTKUX COMpS-
KEHO C CYIIECTBEHHO MOBBIILICHHBIM PHCKOM OCJIOKHEHHI, B TOM YHCIie U (haTaTbHbIX.
B pyTuHHOI KIMHUYECKON NPAKTHUKE 3TOT METO] OOBIYHO HE UCTIOJb3YETCS.

8. OCJIOKHEHHMSA U ITPOT'HO3 JIETOYHOM T'MIEPTEH3UN

Ocnoxnenus JII':

® [IPaBOXKEITYI0YKOBAS CEPJICUHAS] HEAOCTATOYHOCTB;

o TOJIA;

® HapYILICHUS PUTMa CEPALIA;

® OTEK JIETKHUX;

® OCTpast CEPICUHO-COCYIUCTAsI HEAOCTATOUHOCTb.

[Iporuo3 npu JII' neGnaronpusitHeiii. B cpennem oxono 15 % marueHTos,
NOJTyYaroIlIMX COBPEMEHHYIO TEPAIUIO, BCE K€ MOrudaroT B TeueHue roga. Oana-
KO BBDKHBAEMOCTh OOJIbHBIX B 3HAUUTEIBHON CTETIEHU 3aBUCHUT OT dTHOJoTUu JII'™:
npu JII', accolMMpOBaHHONW C CUCTEMHOW CKJIEPOJACPMHUEH WM ¢ TPOMOOTHYE-
CKUMU/3MOOJTMYECKUMH 3a00JIEBAHUAMHU, MPOTHO3 XYK€, YEM MpPU HAUONATHYe-
ckoit JII'; mpu JIT', pa3BuBiieiics Ha pone BUY, — npumepHo Takoii xe, Kak Mpu
uauonarudeckoi JII' (mpu ycnoBum agexBaTtHoM Tepanun); npu JII', cBsizaHHOM C
BIIC, nporHo3 o0bI4HO Jydiiie, yeM npu uauonatudeckoi JII' (3To MoxeT ObITh
CBSI3aHO C 00JIe€ MOJIOIBIM BO3PACTOM OOJIbHBIX, C JIYUIIUMU (HYHKIMOHATbHBIMU
pe3epBaMH MPaBbIX OTIEIOB cepAlla U IPYyruMu (HPaKTopamH).

HauGonee 3Ha4YuMBbIMU MPEAUKTOPAMH HEOIArONMPUSITHOTO MCXOJA SIBIIS-
torcs -1V dynkumronaneueiil kiace mo NYHA, Hu3kas nepeHocUMOCTh Pu-
3MYECKOW Harpy3kH (TUIOXHE Pe3ysIbTaThl TecTa 6-MUHYTHON X0JbObI, TPEIMUJI-
TeCTa WU KapAUOMyJbMOHAJIBLHOTO HArpy304HOTO TECTa), MIOXHE TeMOJUHA-
MHYECKUE MOKa3aTeNH (BBICOKOE CpEIHEE NABJICHHE B JIETOYHOM apTepuu, BbI-
COKO€ JaBJ€HUE B NPABOM MpPEACEpIWH, HU3KUWU CEpICUHBbIM MHAEKC), BbIpa-
KEHHas AUCHYHKUUSA MPaBOTO KEJNyJA04yKa, HAIMYKUE MOATBEP>KIECHHOM MpaBo-
YKEITyT0YKOBOW HEIOCTATOYHOCTH, 3HAUUTEJIBHO MOBBIIIEHHBI YPOBEHb MO3TO-
BOT'O HAaTpUypeTUYEeCKOro nentuaa 1 N-KOHIEBOro (yparMeHTa ero mpe/iecT-
BEHHHKA, OBICTPOE MPOTPECCUPOBAHME CUMITOMATHKH, a TAKKE CHUCTEMHAs
CKJIEpOACPMHUS U TPOMOO3bI/IMO0JINK Kak ocHOBHas npuunHa JII'. OnHako npo-
rHO3 3aMETHO JIy4llI€ MIPU XOPOILIEM OTBETE Ha OCTPhI Ba30PEAKTUBHBINA TECT —
10 95 % nsTUIeTHEN BBIKUBAEMOCTH.

9. MEHE[’KMEHT NALIMEHTOB
C JIJETOUYHOU T'MIEPTEH3UEN

Jleuenne nauuenta ¢ JII' 3aBucut ot npuunnsl yBenndenus JICC u nasie-
HUS B cOCyAax MaJIoro kpyra kpoBooOpaiieHusi. OJIHaKO UMEITCS U crerudu-
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YeCKHE PEKOMEHJIAIlMU, HAMpPaBICHHbIE HA CHUXKEHHE PE3UCTEHTHOCTH JIETOY-
HBIX COCYJIOB U YMEHBIIICHUE HArPY3KH Ha MPaBbl€ OTAEIbI CEP/IIA.

OcCHOBHBIE 1I€JIM MPU BEJAEHUHU MalueHToB ¢ JII' — yMeHbIlleHue CUMITO-
MAaTHKH, YIy4IICHUE Ka4eCTBA KMU3HU U MOBBIIICHUE BHIKUBAEMOCTH.

9.1. O01Me pexoMeHaALIMT

Jns mpoayieHns )KU3HU NAUMEHTA U YMEHBUICHUSI pUCKa aKTUBHOTO TP O-
IPECCUPOBAHUS U PA3BUTHUS OCJIOKHEHUU BaXKHO MpeaynpexaaTh HU30bITOY-
HYIO Harpy3Ky Ha CEpJAEYHO-COCYAUCTYIO U AbIXaTEIbHYIO CUCTEMBI. B cBsi3u
¢ 3TuM junam ¢ JII' pekOMEHI0BaHO CBOEBPEMEHHO ITPOBOAUTH BAKLIMHALIMHU
OT akKTyaldbHbIX HWH(PEKIHOHHBIX 3a00JieBaHUN (TpHUIIN, THEBMOKOKKOBAas
nHeBMOHUS ). JKeHIIMHaM JeTOPOJHOTO BO3pacTa ¢ 3TOM MAaTOJIOTUEH MO TOU
K€ TIPUYMHE clienyeT u3beratb OCpeMEHHOCTHU, T. K. MaTEepUHCKas CMEpPT-
Hoctb npu JII' gocturaer 30-50 %. Jlumam ¢ JII' nokazana perymnspHas Gpuzu-
YyecKasi akTUBHOCTH (a3pOOHbBIE YNpaKHEHUsI HU3KOW MHTEHCUBHOCTH, HAMp U-
Mep NPOTYJKH YMEPEHHBIM IIaroM, €CJIY MalUeHT UX HOPMAJIbHO MEPEHOCUT).
NuTeHcuBHas puznyeckas akTHUBHOCTbh U OCOOEHHO M30METPUYECKUE HATPY 3-
KM MPOTUBONOKa3aHbl. PEKOMEHIOBaHA TAK)KE UETA C OTPAHUYEHUEM COJIH U
KOHTPOJIEM TMOTPeOJIEHUS KUJIKOCTU (B 3aBUCHUMOCTH OT HallUYusl U BbIpa-
KEHHOCTH CEPACYHON HETOCTATOYHOCTH).

9.2. MequKaMeHTO3HOe JieYeHHe

bnokamopul kanvyuesvix Kananoe

[Ipenaparamu niepBoro psiga B jedeHuu JII' cunraroTcs OJI0KaTOpHI Kajib-
LMEBBIX KAaHAJIOB. JTO MPOCTOM M AECHIEBBIA MOAXOHA K JJIMTEIIBHON Teparuu
storo 3aboneanus. [lo manusiM S. Richetal. (1992), mpu xoporiem oTBeTe Ha
TaKyl0 Tepamnuio OJOKATOphl KaJIbLIUEBBIX KaHAJIOB oOecreunBaoT 95 % 5-
JIETHEN BBI)KUBAEMOCTH.

OpnHako OJIOKATOPhI KaJIbIIMEBBIX KAHAJIOB MOTYT UCIOJB30BATHCS TOJIBKO Y
TeX OOJIbHBIX, Y KOTOPBIX OB BBISBIICH MOJIOKUTEIBHBIA OTBET HA OCTPHIA Ba30-
peakTuBHbIN TecT. He cnenayer mpuMeHsTh penapaTsl 3TOTO psijia SMIMPUUECKH B
OTCYTCTBHE JaHHBIX O Ba30pEaKTHUBHOCTU. K coxalleHnI0, OJIOKUTEIbHBIN OTBET
Ha OCTPBIM Ba30PEaKTUBHBIA TECT OTMEYACTCS OOBIYHO TOJIBKO y 10-15 % 06oib-
HbIX ¢ JII', 1 ipu 3TOM JIHIIIb MPUMEPHO Y TIOJIOBUHBI U3 HUX OJIOKATOPHI KaJlbIMe-
BbIX KaHAJIOB OKa3bIBAIOT KIIMHUYECKY 3HAYMMbBIA TeMOIuHAMUYECKUH (PPEKT.

Haubonee nienecoodpasubl ajist jgeuenus JII' jymTensHo 1eHCTBYIOIME TIpera-
paThl ATOTO psijia — peTapanbie hopMbl HU(DEIUMHA, TUITHA3EMA, aMJIOIUITHHA.

HanpoTuB, Ha3HaueHHE BeparaMuia He MOKa3aHo, YYUThIBAs €ro MOTEHIIU-
TBHBIA OTPUIIATEILHBIN HHOTPOTTHBIN () (PEKT.

Ilpocmanouowt

[Tatnuents! ¢ JII', KOTOPBIM HE MOKAa3aHO JeYeHHE OJIOKATOpAMM KajbIue-
BBIX KaHAJOB WJIM Y KOTOPBIX MPUMEHEHUE ITHX MpernapaToB HE ObLIO YCIell-
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HBbIM, MOTYT MOJYYUTh MPEUMYIIECTBA OT IPYTUX METOJO0B (papMaKoTepanuu.
OpnHako B HACTOsIIEE BpeMsl JOKa3aTeIbHbIE JAaHHBIE [0 ATOMY BOIPOCY Orpa-
HUYEHbI, 0COOEHHO B OTHOIIEHUU OOJIbHBIX C HEOOJBIIUMHU U YMEPEHHBIMU Te-
MOJAMHAMHYECKUMU H3MeHeHusMH. [Ipu Ooree Tskenod cepaeyHol HemocTa-
tounoctH (I11-IV ®K) pekomenaiuu Ooiee onpeaeicHHbIe: B JaHHOW CUTya-
MU (pU HEBO3MOXKHOCTH WM HEA((DEKTUBHOCTU MCHOIB30BaHMS OJOKATOPOB
KaJIbLIUEBBIX KaHAJIOB) B KAUECTBE JOJITOCPOYHON OazucHoM Tepanuu JII' qomx-
HBl PACCMAaTPUBATHCA MPEXKIEC BCETO MPENaparsl MPOCTAHOUAOB, TOCKOJIBKY OJI-
HUMU W3 BOKHEHWIINX 3BEHBbEB maroreHes3a JII' sBistoTCA 3HAOTENIHaNbHAs TUC-
GYHKIHUS ¥ YMEHBIICHUE KOJIMYECTBA CHHTA3BIPOCTAIMKIMHA. YUYUTHIBAS HE
OYEHb ONTUMHUCTUYHBIC TMEPCIEKTUBBI MPUMEHEHUsI OJOKATOPOB KaJIbIIMEBBIX
KaHAJIOB (M3-32 MaJIOr0 KOJIMYECTBA MAallMEHTOB, MOJIOKHUTEIBHO OTBEYAIOIIUX
Ha TaKyl TEpaINuio), HaA3HAYEHUE MPOCTAHOUJIOB B MOCJIEAHEE NECATUIIETUE OC-
TaeTcs BaKHEUIIEH cocTaBisitonieil cnenuduyeckoit tepanuu JII'.

[IpocTanonABl — MOIIHBIE BA30IMJIATATOPBI C LIETBIM CIEKTPOM JOIMOIHU-
TeIbHBIX (P(HEKTOB (aHTHArperallMOHHBIM, aHTUIPOJIU(EPATUBHBIM, LUTOMPO-
TEKTUBHBIM). brarogapst ’ToMy NpOCTaHOMIBI HE TOJBKO YCHEIIHO CHIXKAIOT
JaBJICHUE B JIETOYHOM apTepHH, HO U MPEIOTBPAIIAIOT (3aMEJISIOT) PEMOJIETIU-
pOBaHUE JIETOYHBIX COCYAOB, MPEMSTCTBYIOT TpoMOO0Opa3oBaHuio B HUX. B Ha-
CTOSIILIEE BPEMSI HA PBIHKE JOCTYIHBI TPU MPOCTAHOWZA, KOTOPBIE MOTYT HC-
MoJb30BaThes npu JII': amonpocTeHon, TpenpPOCTUHUIL, WIIOMPOCT.

JlokazaHo, YTO AJIUTEIBLHOE MCIOJIb30BAaHUE BHYTPUBEHHBIX MH(Y3UNUIMNO-
MIPOCTEHOIAYTYUIIIaeT TeMOJANHAMUKY, (PYHKIIMOHAIbHBIE BO3MOXKHOCTH U BBI-
JKMBAEMOCTh Y MAIMEHTOB ¢ uauonarudyeckor JII' m sBisieTcs npearnouyTuTeb-
HOM Tepanuei y MHOTHX TSDKEIBIX OOJIbHBIX (MIPEeXkIe BCEro, MpU CepAeuHOM He-
nocraroyHocTu [V @K), X0Ta NOCTOSSHHOE BBEIEHHUE 3TOTO MpernapaTra 0CTaeTcs
HEYyZO0OHBIM B PYTHHHOW MPAKTUKE, a CAMO JICYEHUEIOMPOCTEHOJIOM JOBOJILHO
noporocrosmiee. Ha ceronHsimanii A€Hb 3TO €AMHCTBEHHBIM MPOCTAHOW/I, MOJI-
TBEPJUBIINHN OJIATONPUATHOE BIUSHUE HA BBKUBAEMOCTH O0bHBIX C JIT.

W3 npyrux MmpoCTaHOMIOB UCHOJIB3YIOTCS TPEMPOCTHHUI M WIONPOCT. DTH
npernaparkl eile He MOATBEPASIN OJAronpUsATHOTO BIUSHHS HAa BBIKHUBAEMOCTD
00pHBIX ¢ JII', KaKk AMOMPOCTEHOJ, OHAKO Y HUX €CTh BYKHBIC MPEUMYIIECTBA —
BO3MOKHOCTB 00Jiee YI00HOTO MpUMEHEHUs! (TIOJIKOKHBIX UHBEKIIUNA JJIs1 TPEIpo-
CTUHWIA ¥ HEMHBA3UBHOTO MHTAJAIIMOHHOTO MpHeMa JJIsl WIOMPOoCcTa), XOTs 00a
mpernapara MOTyT BBOAWTHCS TakKe BHYTPUBEHHO MH()y3roHHO. B 3TOM OTHO-
HICHUHA HOBBIE MPOCTAHOUJBI — TPEMPOCTUHWII U HIONPOCT — MPUBJICKAIOT
00JBIIIOC BHUMAHKE, MMOCKOJIBKY OHM MOTYT HCIIOJIb30BaThCA HE TOJIKO B BHJIC
BHYTPUBEHHBIXUH(Y3UM.

AHmazonucmol IHOOMETUHOBHIX PEUENMOPOE
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Eme oxgnoit crparerueit neuenus JII' aBisercs HazHaueHue JPA. Dto niepo-
paJbHbIE MpenapaThl, KOTOPbIE YIy4IIaloT (HYHKIIMOHATIbHBIE BOZMOKHOCTH TaIl-
€HTOB, XOTSl MPU HMX HCIOJB30BaHUH HEOOXOAMMO KOHTPOJIMPOBATh COCTOSTHUE
GyHKIUN TIeYeHH (€KEeMECSIYHO MPOBEPSATh YPOBHU MEUCHOYHBIX (PEPMEHTOB) M
reMaToKpUT (KaxkIple 3 Mec.). Y KEHIIMH JETOPOAHOTO BO3pacTa, MPUHUMAIOIINX
MIpenapaThl 3TOT0 Psiia, PEKOMEHIOBAHO TAKKE €KEMECSYHO BBINOJIHATh TECT HA
OepeMEHHOCTD, Tak Kak DPA 0Kka3bIBaIOT TepaToreHHbIH AIPPEKT.

B Hacrosimee Bpemsi HanboJiee U3y4eHHBIM MPENnapaToM 3TOM IPYIIbI SIB-
asieTcst 003eHTaH, KOTOPBIA MOATBEPAUI MOJOKHUTENbHBIN 3(h(HEKT Ha CKOPOCTH
porpeccupoBaHus 3a00JIeBaHUA, @ TAaKXKE HAa TEMOJAMHAMUKY U (DYHKIIMOHAb-
HbIE€ BO3MOKHOCTH ManueHToB ¢ JIAD' (uauonaTU4eckoil, acCOIMUPOBAHHOMN C
CUCTEMHBIMHU 3a00JICBaHUSIMU COECIUHUTENIbHON TKaHM) B HECKOJBKUX MHOTO-
LEHTPOBBIX IJIAI[e00-KOHTPOJIUPYEMBIX PaHAOMU3UPOBAHHBIX HCCIIEJOBAHMSIX.
HMeroTcst HEKOTOphIE JI0Ka3aTeNbHbIe TaHHbIe 00 d(PheKTUBHOCTU O03€HTaHA U
npu JII', o6ycnoBnenHoit BUY nnu HeonepadenbHoOU xpoHnyeckoit TOJIA.

Hneuoumopwt ghocghoousrcmepaszvi-5

Ecnu nedenue nepeyuciaeHHbIMHM IpenaparaMyd MPOTUBONOKA3aHO WA HE
ObUIO YCIIELIHBIM, CJIEAYET PacCMOTPETh BO3MOKHOCTh Ha3HAUEHUsI MHTUOUTO-
poB (docdonusctepasbl-S. [Ipenapatbl 3TOro psja Takke yiIydllaloT TeMOJAUHA-
MUKY U (DyHKIIMOHAJIbHBIE BO3MOXHOCTHU NarueHToB ¢ JII'.

B nacrosdiiee BpeMs B BEACHHUHM MAlMEHTOB C JIETOYHOW TMIEPTECH3UEU B
KauecTBe HauOoJiee MEPCHEKTUBHBIX MOTYT paccMaTpUBaThbCs cUiaeHaduia H
taganapui. B 2005 r. ObuM OnMyOJMKOBaHBI Pe3yJIbTaThl KPYIHOI'O JABOMHOIO
CIIETIOT0  IUIale00-KOHTPOIMPYEMOTO  PaHJIOMHU3UPOBAHHOTO  UCCIIEIOBAHMS
(SUPER-1), B koTopoM cuigeHaduI MPOASMOHCTPHPOBAI BBICOKYIO 3(PdeK-
TUBHOCTb M 0€301acHOCTh B jedueHuu JIAD' (maumomaTHYecKon, acCOIMUPOBAH-
HOM C CUCTEMHBIMHU 3a00JIEBAHUSIMU COEAMHUTENILHON TKaHU, a TAK)XKE aCCOLIMU-
poBanHOU ¢ omepupoBanHbiMu BIIC) — mpemapar 3amerHoO yiydmwi (yHK-
MOHAJIbHBIEC TIOKA3aTEIU U YMEHBIIWI YPOBEHb JaBJICHUS B JIETOYHON apTepuu
no cpaBHeHMIO c Iuiane0o. McciaenoBanus ¢ cuieHaQUIOM MPOJIOJIKAIOTCS
OYCHb aKTUBHO, CTAHOBSTCS BCE 00Jiee MacIITAOHBIMUA M COOHMPAIOT BCE OOJIBIIIE
HOBBIX JJAHHBIX O MEPCHEKTHBAX MOHOTEPAIIMH 3TUM MPENApaTOM U €ro UCIOJNIb-
30BaHMS B KOMOMHAIIMY C IPYTUMHU cpeAcTBamMu A nedenus JII.

Obwue npunyunsl 6A3UCHOU MEOUKAMEHMO3HOU mepanuu

KiroueBol NpUHIMI PEKOMEHAYEMOM CTpPAaTEruy JICUEHUs CHEAYFOIIUN:
4yeM TspKeJlee MalueHT U YyeM 0osiee y HEero BbhIpajkeHa cepliedyHasl HeJ0CTaTou-
HOCTb, TEM PALMOHAIBHEE HCIOJI30BaTh NAPEHTEPAIBHYIO TEPAIUIO, MPEXIE
BCET0 3MONPOCTEHOJ, TPEPOCTUHII, MIIONPOCT. B Oonee nerkux ciaydasx (nmpu
cepaeuHor HenoctatroyHocTH II DK, paHHMX Nmpu3HaKax cepaeyHOM HenocTa-
tounoctu [II ®K) moryr ycnemno npumenarbess DPA uin uHruéutopsl doc-
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dboausctepasbl-S. BeposiTHO UMEET CMBICH UCIIOJIb30BAaTh KOMOMHAIIUIO Pa3HBIX
MpenapaToB, YUYUTHIBAsS PA3IUYHbIE TOYKU MPUIOKEHHS U BO3MOXKHOCTH BO3-
JIEMCTBOBATh HAa pa3HbIE 3BE€Hbs maroreHesa JII', 0THaKO 3TOT BONPOC MOKA €IIe
TOJIbKO M3ydaerca. OaHoi U3 Haubosiee CIOXKHBIX MPOOJIEM MPH 3TOM Tpe.-
CTaBJISIETCS. CYMMHUpPOBaHHE MOOOYHBIX A(PPEKTOB MpenapaTroB, KOTOpPbIE, Kak
paBuiIo, IOCTATOUYHO arpeCCUBHBI I OPraHU3Ma U B KOMOMHAIIMU 4acTo 00y-
CJIOBJIMBAIOT HEOIAronpusITHBIA Npoduias 0e30macHoCTU. Tak, MOMbITKa KOMOU-
HUPOBAHMS 3MOMNPOCTEHOJIA U O03EHTaHA 0Ka3a1ach HEYTaYHOM.

[Toka3zaHus I Ha3HAYEHUsI OPAIBHBIX AHTUKOATYJISIHTOB Yy IMAIMEHTOB C
JIT" cBsi3aHbl ¢ TpaAMIIMOHHBIMU (haKTOpaMU PHUCKa BEHO3HBIX TPOMOOAIMOOIHUH,
TaKUMH KakK Cep/ieyHas HEAOCTAaTOYHOCTh, MaJIOMOABWXHBIA 00pa3 KU3HHU, a
TaK)Xe MPEAPACIONIOKEHHOCTbIO K TPOMOOTHYECKUM H3MEHEHUSIM B JIETOUHBIX
cocyaax. Becem nanuentam ¢ nanonaruyeckor JII' mokasaHa qnurTesibHas aHTH-
KoaryJsiHTHas Tepanus BapdapuHom. PaccmaTpuBaercs BO3MOXKHOCTh MpHUMe-
HEHUs aHTUKOAryJsSHTOB y nanueHToB ¢ JII', pa3BuBLIelica Ha OHE OCHOBHOTO
3a0oneBanust (Hampumep, cucreMHol ckieponepmun i BIIC). Koncencyc
skcriepToB ACC/AHA pexkoMmenyeT npu npuMeHeHud Bapdapuna y i ¢ JII
yIepKUBATh MEXAYHAPOIHOE HOPMATM30BAHHOE OTHOIIIEHHE B paMKkax 1,5-2,5.

W3 cumnToMaTHyecKoro JeueHUs] OJHUMU W3 HauboJiee aKkTyalbHBIX Ipera-
patoB nipu JII" ABISIIOTCA NUYPETUKH, KOTOPbIE HA3HAYAIOTCA MPU HATMYUH TPU-
3HAKOB IIEPETPY3KU IPABOro Kemynodka. OTCyTCTBHE paHAOMHM3UPOBAHHBIX HC-
CIIEZIOBAaHUI OCTaBJISIET 3a KIMHUIIMCTAMH TIPABO BHIOOPA KOHKPETHOTO Mpernapara
U 7103b1. J[03bI TUYPETHKOB JIOJKHBI TUTPOBATHCS BO M30€KAHUE PE3KOTO MaICHHUS
OLK u cHWXKeHus1 apTepuaNbHOro AaBieHus. [I[puMeHstoTes netneBble QuypeTu-
ku: ¢ypocemun 20-120 mr/cytku, stakpuHoBas kuciota 50—100 mr/cyTku, Topa-
cemun 5—20 mr/cytku. LlenecooOpa3Ho NMpUCOEAMHEHNE aHTarOHUCTOB a/IbJIOCTe-
poHa: BepormupoH 25—150 mr, smiepenon 20 mr. Bo Becex ciaydasx Ha3HaAUYCHHS
JTUYPETUKOB HEOOXOIMMO TIIATEIbHO KOHTPOJIUPOBATH YPOBHU AJIEKTPOJIUTOB
KpPOBH, a TAKXKE COCTOSTHUE (DYHKIIMH MTOYEK

OxkcureHotepanusi pekoMeHayercs naruentam ¢ JII' Ha done xpoHrdeckon
OOCTPYKTHUBHOM OO0JIE3HU JIETKUX, Y KOTOPHIX HEOOXOAMMO JOCTHKEHUE TapIlu-
JIBHOTO JIABJICHUS KHUCIIOPOJa B apTepuaibHoil kpoBu Oosiee 8 KIIA Ha mpots-
JKEHUU HE MeHee 15 4 B cyTku. BaxkHO MOCTOSHHO MOAAEPKUBATh CaTypalyio
kuciopozaa Ha ypoBHe 90 % u BblIIIE.

BripakeHHast cep/ieuHasi HeIOCTATOYHOCTh TpeOyeT Ha3HAYEHUs WHOTPOII-
HBIX CPEJICTB U APYTMX HEOOXOAUMBIX MPErapaToB.

9.3. Xupypruueckoe jieyeHue

[Tariuentam ¢ JII' moka3zaHo onepaTUBHOE JieueHUE, KOT/ia Ha (JOHE aKTHB-
HOM (papmakoTepanuu (BKJIOYasi CpeACTBa, crierupuueckue ais jgedenus JII', u
WHOTPOIHBIE TIpenaparbl) HAOIIOJAETCS MPOrPECCUpOBaHME 3a00JICBaHUS H
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uMeeTcss HeOJaronpusTHBIN MporHo3. B Takux ciydasx NpoBOJUTCS OusaTe-
paibHas TpaHCIUIAHTALMS JIETKUX (IIPU HEOOXOAMMOCTH — C OJIHOBPEMEHHBIM
yCTpaHEHUEM MOPOKaA Cep/illa) UM KOMIUIEKCa cepie—ierkue (pucyHok 1).
Eme oqHUM BapyuaHTOM OIEPATUBHOIO BMEIIATENIbCTBA SIBJSIETCS MPOBEIE-
HHE TIpencepaHon centoctoMud. [Ipu Tskenon nmporpeccupyromiei JII' ¢ Bbipa-
YKEHHBIMU 3aCTOMHBIMHU SIBJICHUSIMH B MaJOM Kpyre KpOBOOOpaIleHUsi U mepe-
IPY3KOM MpaBbIX OTAEIIOB CEPJLIA UCKYCCTBEHHOE CO3[JaHUE BHYTPUIIPEICEPIHO-
IO IIyHTa JJ1s1 COpachIBaHMsI YaCTH KPOBU U3 MPABOTO MPEACEPAUS B JIEBOE MOKET
OBITh ONPaBAAHHBIM. Y OTAEIBHBIX TSKENbIX ManueHtoB ¢ JII', He oTBedaronmx
Ha (hapmMakoTeparuio, MpeacepaHas CENTOCTOMHUS MOXET CTaTh 3()PEKTUBHBIM
NaJUTHATUBHBIM METO/IOM, YITYUIIAIOMUM (DYHKIIMOHAIbHBIE BO3MOKHOCTH.
BonbHbIE ¢ MOCTTPOMOOIMOOIMYECKON JIETOYHOW THUNEPTEH3UEH JOJHKHBI
OBITH MMPOKOHCYJIETUPOBAHBI B KaPIUOXUPYPIHUECKUX [IEHTPAX YIS PEUICHUS BO-
poca 0 BO3MOKHOCTH U 11€JIECO00Pa3HOCTH IPOBEJCHUS JIETOYHOM TpOMOIHIap-
TepaKTOMUU. B cirydae onepabenpHOM moctrpomboaMOomueckoit JII™ Takas ore-
panus sBJIIETCS METOJOM BBIOOpa, oOecreurBas yaydllleHue TeMOJUHAMHUKU U
(YHKIIMOHATILHOTO CTaTyca U yBEJIMYMUBAsk BELDKMBAEMOCTh MAI[UEHTOB.
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OuarHo3s, yrouHeHune TtsxecTu 3abonesaHus,
dyHkumoHanbHbii knacc CH

— ™~

BasopeakTuBHbIM TECT Hecneundpuueckas repanua:
QHTUKOQrynsHTbl per os (BapdapuH),
AWYPETUKH, OKCUreHoTepanus,
AWUrOKCHH U Ap.

i

NONOXMUTENbHbIM OTPMULIATENbHbINA
Y / \
AHTAroHmcrsl H - - B » -
e —— Hesbicoknm puck: Boicoknn puck:
KQHONOB QHTArOHUCTbI IHAOTENUHOBbIX 3NONPOCTEHON UNK
peuenTopoB UK MHIMBUTOPBI TpenpocTuHun (8/B)*
l docdoauacrepasni=5 (per os)* MNONPOCT (MHIANALUOHHO)
Headdek- 3NONPOCTEHON UK CHTArOHUCThI 3HAOTENNHOBLIX
el
THBHOCTD TpenpoctuHun (8/8) PeuenTopoB Niu MHIMGMTOPbI
MNONPOCT (MHIrANSALUOHHO) dochonuacrepasni=5 (per os)
TpenpoctuHun (n/k) TpenpocTMHuUn (n/K)

l

Kom6buHupoBaHHaA Tepanusa

OnepaTtneHbie MeTOAbI NNeYeHNs
(npeacepaHAs CENTOCTOMMUS, TPAHCMNAHTALMUS NErKUX
MM KOMNIEKCa cepaue —nerkue)

*Mpenapatsl BeiBOpaA y AAHHOM KaTeropmu BonbHbIX.

Pucynok 1 — Anropur™ JieyeHHs JIETOYHOI rUIePTeH3UH
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KJIFOYEBBIE MOMEHTbBI

e HopmasibHOE JaBJICHUE B JISTOYHOM apTepuu COCTaBisieT 14 £ 3 MM pT. CT. B
IIOKOE, BEPXHssI €r0 IpaHulla B HopMe He npesoimaetr 20 MM pr. cr. Kimanue-
CKO€ 3HAUYEHME TMOBBIIICHUS JABJICHUS B paMKax 21-24 MM pT. CT. B HacTosIIEe
BpEMsI HE OIIPEIEIICHO.

e Kputepusimu JII' saBisitores: cpegnee JIJIA >25 MM pr. cT. B MHOKOE
(1OKHO OBITH U3MEPEHO NP KaTETEPU3ALUU CePAIla), TaBJICHUE 3aKIMHUBAHUS
B JIETOYHBIX Kamwuigpax <15 mm pT. ct., JICC >3 en. Byna.

e [ToBbimenue JIJIA >30 MM pT. CT. pH HArpy3Ke HE UMEET TUATHOCTHYE-
CKOTO 3HAYEHUs, TaK KaK y 3/I0POBBIX JIIOJIEH MpU HArpy3Kke MOTryT ObITh Oosee
BbICOKHE ypoBHU JIJIA.

e K JII' npuBOIUT peMOAEIMPOBAHUE COCYIUCTOM CTEHKH (M30BITOUHAS TPO-
mudepanys KIETOK, TUIepIUIa3usd UHTUMBI, TUIEPTPO(Us MBIIIEYHOTO CJIOSI CTEH-
KU, HapyIIEHHUE MEXaHU3MOB aIlolTo3a, BOCHAIUTEIbHbIE U (PUOPOTUUECKUE U3MeE-
HEHUs, TpoM003 INSitU) mpenMyIecTBEHHO JICTOYHBIX apTEPHA MaJIOT0 Kaimuopa.

e JII' B nenoMm siBisieTcs naTto(u3HOI0OrM4eCKUM U TeMOAMHAMUYECKUM CO-
CTOSIHEM, a HE KJIMHUYECKUM JHarHo3oM. B KauecTBe KIIMHUYECKOIO JIMArHO3a
MOXHO paccMaTpuBaTh TOJbKO €€ ocolyto popmy — JIAT (I rpynma no knac-
cuduKanum), octaibuple rpymsl JII' AsBISIOTCS BTOPUYHBIMUA COCTOSIHUSMU MIPH
pa3IUYHBIX 3200JIEBAHUAX U MATOJIOTMYECKUX HAPYIICHHSIX.

e JIAI paccmatpuBaeTcs Kak oJHa U3 pazHoBuaHocreit JII'.

e /{7151 MOCTAHOBKU JTMArHO3a «JIErOYHas TMIEPTEH3UsD» KIFOUEBBIMU SBIIS-
IOTCS TOJIBKO T€ METOJAbl OOCIEIOBaHMs, KOTOPbIE IO3BOJSIOT OINPEAEIUThH
JUUTA. OpreHTHPOBOYHO 3TO MOKHO CIIE€JAaTh C IIOMOIIBIO TAKOTO HEMHBA3UBHO-
ro METOJa, Kak AONIUIepIXoKapAuorpadgusi, HO HauOoJiee TOYHBIM METOJOM
(«30710TBIM cTaHAapTOM» auarHoctuku JII') siBisieTcs MHBa3HMBHOE M3MEpPEHHE
JABJICHUS B JIETOYHBIX COCYAaX C MOMOIIBIO UX KaTeTepru3aluu.

e J{111 yTOUHEHHUS TMarHo3a, MOHUTOPUPOBAHUSI JJMHAMUKH 3a00JIEBaHUS U OLICH-
K1 3((HEKTUBHOCTH TEPANMHU PETYISIPHO MPOBOASTCS (DYHKIIMOHAITBHBIE TECTHI (TECT 6-
MHUHYTHOU XOJIOBI, TPEMIII-TECT, KapIUOMYIbMOHAIBHBIN HarPy304HbIHN TECT).

e [Ipenaparamu nepBoro psina B gedeHuu JII' cunraroTcst 610KaTopbl Kajib-
LUEBBIX KaHAJIOB (peTapaHble GopMbl HU(eTunuHa, TUATHA3eMa, aMJIOAUINHA),
KOTOPBIE HA3HAYAIOTCS MAallMEHTaM C IOJIO)KUTEJIbHBIM OTBETOM Ha OCTPBIA Ba-
30pEaKkTUBHBIN TECT NMPH KaTeTepuzanuu cepaua (ormedaercs Tonbko y 10-15 %
nauueHToB ¢ JII'). He cnexyer npumeHsTh npenaparsl 3TOr0 psijia SMIUPUIECKH
B OTCYTCTBHE JIAaHHBIX O Ba30PEAKTUBHOCTH.

e lImeeTcs Tpu Kilacca JIEKApCTBEHHBIX IPENapaToB, HAIPABJICHHBIX Ha
MOAU(PUKAIMIO DHIOTSIMATBHON TUCPYHKIIUU, KOTOPhIE OAOOPEHBI IS Jiede-
Hus JII': mpoctanouasl, DPA u uHrubutops! Gochoaudcrepassl TUNA 5.

e /TanHble 00 MCMONB30BAHUU MEPOPATBHBIX AHTUKOATYJISIHTOB U aHTUarpe-
TaHTOB SIBJIAIOTCSA MPOTUBOpPEUMBBIMU. [Ipy WX mpuMeHeHuu cieayeT NpUHUMATh
BO BHUMaHHUe aHaMHe3 3a00JIeBaHuUs U PUCK BOZHUKHOBEHHSI KDOBOTEUEHHUSI.

e [3yuatorcs meorponHsie 3PQPEKTbl CTATUHOB JUIs1 JIeYeHHs nareHToB ¢ JII.
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