PI'BOY BO «CeBepo-OceTnHCKAs rOCYAAPCTBEHHAS] MEAULMHCKAN aKaJAeMHsl
MunucrepcrBa 3apaBooxpanenus Pocecuniickoin @egepanumn

Kadenpa Bayrpennux 6oJie3Heit Ned

KAPIUOMUOIIATUU

(MeToan4ecKoe pyKoBOJACTBO st cTyaeHToB V-VI Kypcos,
KJIMHUYECKUX OPAUHATOPOB, ACIIUPAHTOB)

JOKYMEHT MoArmcAH
QNEKTPOHHOW MOANNCHIO

Ceptucukat: 60250D4DBC477DCA19B7C0O0DDAB901CY
Brageney: ®EAEPAINBHOE rOCYAAPCTBEHHOE BIO[PKETHOE OBPA30OBATEJIbHOE YYPEXIOEHWE BbICLUEFO OEPA3OBAHUA "CEBEPO-
OCETWHCKASA FOCYAAPCTBEHHAS MEAVLIMHCKAR AKALEMUS" MUHUCTEPCTBA 3[JPABOOXPAHEHMA POCCUMCKOW ®EAEPALIMN

QDeiictButeneH: ¢ 15.03.2022 go 08.06.2023

BaagukaBka3 2022 r.



CocTaBuTe)In:

3.T.ActaxoBa, T.M.byraes, 3.A.Tory3oBa, XX.A.Kynosa, 3.3./[3ykaeBa,
@.VY KanykoBa, M.M.becaeBa, B.A.Alinaposa, J[.C.3aranosa.



Kapaunomuonaruu

BrniepBeie TepMmuH «kapauomuonaTus» Obul mpemiokeH W.Bridgen B 1957r.
CornacHo ero omnpeaeneHuro, Kapouomuonamusi — 3T0 rpynmna Oone3Held Muokapaa
HEU3BECTHOU 3TUOJIOTUM HEKOPOHAPOI€HHOI'0 IPOUCXOXKACHUs. TaKkou xKe TpaKTOBKE
npuzepxuBaercss Goodwin, KOTOpPbI TpoBen (GyHIaMEHTAIbHBIE UCCIICAOBAHUS IO
3TOM mpobaemMe U Bbaenuia Tpu rpymisl kKapauomuonatuid: JIKMIL, 'KMII u PKMIL
Ha npoTskeHun 1IuTeapHOro BpEMEHH MOHATHE «KapAUOMUONATU» HEOJTHOKPATHO
U3MEHSUIOCh, MOPOXKJas NyTaHUIy B TEpMHUHOJNOrMU. BnocnenctBuu Onaronaps
BHEJIPEHHUIO COBPEMEHHBIX METOJIOB JWArHOCTHKH, KaK WHBA3WBHBIX, TaK U
HEWHBA3MBHBIX, YAAJIOCh YCTAHOBUTh IPOUCXOKIEHUE MHOTUX KapAUOMUONIATH.

BC@MHpHOﬁ OpFaHHSaHHCﬁ 300POBbiA MPCAJIOKCHBI KJIaCCI/I(i)I/IKaHI/II/I, IHOCIICOAHAA
N3 KOTOPLIX IIPCACTABJICHA B 1995r n ACIINUT KapAUOMHUOIIATHH Ha:

JlnmatanMoHHYO
['uneprpoduueckyro
PectpuktuBHyto

A wnN e

Cremududeckyro  (MeTabonMyeckne,  BOCHAIHTEIbHBIC,  HMIIEMUYECKHE,
KJamaHHple W Ap.). K MeTaboinMdeckuM  OTHOCATCS — JAua0eTHYecKas,
QJIKOTOJIbHAS KapIMOMHOIIATHS U IPOYHE.

5. ApHUTMOTEHHYIO KapJIHOMHUOIIATHIO MTPABOTO JKEITYA0UKa.

6. Hexnaccudunupyemsie kapaunomuonatuu (pudposaacTos u ap.)

CornacHo knaccudukanuy amepukanckoi acconanuu cepamna (2006) BeIACISIIOT:

|. Ileppuunsie KMII: u3onupoBaHHOe (WM NPEBAIUPYIONIEE) IOBPEKICHUE
MHUOKap/a.

* ['eHeTnmueckue:
— I'KMII;
— ANIDK;
— HEKOMIakTHbIA Muokapy JIK;
— HapylIeHUs JEeTIOHUPOBAHUS TJIMKOTEHA;
— ©Oone3np Jlanona (Danon disease);
— 00Je3HU MPOBOJAIICH CHCTEMBI;

— MHTOXOHAPHUAIBbHBIC MHUOIIATHH,



— HapyIlIeHUs] MOHHBIX KaHAJIOB (CHHIPOM YJJMHEHHOro MHTepBana Q-T
(LQTS); cungpom bpyrana - cUHIpPOM yKOpOYeHHOTO MHTepBana Q-T
(SQTS); cunnpom Jlenerpe (Lenegre); kaTexoJlaMHHAIpruyeckas
nonruMopdHas  skenynoukoBas — taxukapaus (CPVT);  cunapom
HEOOBSICHUMOM BHe3anmHo HOuHOM cmepTH (Asian SUNDS)).

* (CMemaHHbIE:
— JIKMII u PKMII.
* [IpuoOpereHusie:
— BOCHAaJIUTENIbHAs (MUOKAPIUT);
— cTpecc-unaynupoBanHas (takotsubo);
— TepHITapTaibHas;
— TaxuKapJue-UHIyIHPOBAHHAS;

— y JeTed, POXIACHHBIX MaTepPsIMU C WHCYJWH3aBUCHUMBIM CaxapHBIM
TMabeToOM.

II. Bropuunbie KMII: MuokapauaabHOE TMOBPEXKACHUE SBISETCS 4YacTbIO
reHepaTM30BaHHbIX CUCTEMHBIX (MYJIbTHOPTAHHBIX) 3a001€BaHUM:

NudunsTpaTuBHBIE

- boie3Hn HakomIeHUs

-  HMHTOKCUKAIIMOHHEIE

- IlopaxxeHus sHIOMHUOKapa

- BocnanutenbHble (TpaHyJIeMaTO3HBIE)

- AyToMMMYyHHBIC 3a00JICBaHUS

- DHJIOKPUHHBIC U DJICKTPOJUTHBIC HAPYIICHUS
-  KapawmodanuanbHple CHHIPOMBI

- Helipompliieunbie 3a001€BaHUs

- Jleburut nutaHus

- llocnencTBud JieueHNUsT OHKOJIOTHUECKUX 3-U



I[lo ompenenenuto EBpomeiickoro OOmectBa Kapauonoros  (2008r),
KapJUOMAaTHS JTO: «IATOJIOTHS MHOKapja, MpH KOTOPOH TPOUCXOIAT €ro
CTPYKTYpHBIE WIW  (YHKIIMOHAIBHBIE HApPYyIICHWUsA, HE O0OYCIOBICHHBIC
UIIIEMUYECKON OO0JIE3HBIO Cepjla, THUINEPTCH3WEH, KIAlmaHHBIMU TIOPOKaMU |
BPOKJICHHBIMH 3a00JICBAHHMSIMU CEPJILIA. . .>»

Brigenstor:
« I'KMIL
*  JIKMIL
«  AIDKI.
* PKMIL

* Heknaccudummpyempie:  HekommakTHbI — Muokapn, KMII — rtakorcy6o
(takotsubo).

» damunbHbBIe/CEMEHBIC (TEHETUYECKUE):
— HEWJACHTUPUIIMPOBAHHBINA T€HHBIN Je(EKT;
— ToJTUI 3a00JIeBaHUs.
* Hedamunbnbie/HeceMeiiHbie (HET€HETUUECKHE):
—  WJAHOINATUYECKUE;
— [OOJTHII 3a00JIEBaHU.
Knacenpuxkanua BO3/MODK (1995r)
[TepBuuHbIe
* JunaranuonHnas KMII
* Tuneprpoduueckas KMII
* Pecrpuxtusnas KMII
* ApuUTMOTreHHas MPaBOKEIYA0YKOBAS TACTIIA3HS

* Heknaccudummmpyemas KMII(pubOposnacTto3, HEKOMMAKTHBIA  MHOKap,
CUCTOJIMYECKAs nucyHKIUs c MUHHUMAaTbHOU JIUIaTaluei,
MUTOXOH/IpUATIbHbIC HAPYIICHUS )

Bropuunsie (cnenuduueckue)



e HMmemnueckas KMII

* Knanannas KMII

e T'uneprensuBnas KMII

* BocnanurenbHas (MHOKapIuT, IPOTEKAIOIIHIMA
C BbIpaXXKEHHOU AUChYHKITUEH cep/iia)

* Jlucmerabonuyeckas

* ['enepanuzoBaHHbIE CUCTEMHBIE 3a00JI€BaHUSA

* llepunapranbHas

* Heiipombimeunsie quctpodun
AJMMEHTApHO-TOKCHUYECKNE PEAKIIUU

Takum oOpa3oMm, KapJIHOMHUONATHH — 3TO HEOAHOPOJHAs Tpylna XPOHHYECKHX
3a00icBaHU B OOJIBITMHCTBE CIIy4acB HEU3BECTHOW AITHOJIOTHU 3a UCKIIOYCHUEM
crienupuIecKux.



MunepTpodmieciaa PectpuxTieHas

K3 PRMCM KONATHA K3 PAMCI MONATKA
AunataymoHras
K23 PRMOM KONETHA
JInnaranmoHHast KAPAUOMHONIATHSA (AKMII) — 3TO CHUHJIPOM,

XapaKTepU3YIOIMIACS ~ pacCHIMpEHHEeM  TIOJNIOCTeW  cepAma W CHUCTOJIUYECKOM
nuchyHKIMEH JIEBOT0 Uiu o0oux xkenyaoukoB. (onpeaenenune BO3/MO®K, 1995r).
3a0o0eBaroT NpenuMyiecTBeHHO My>kunHbI (60-80%), wamie B Bo3pacte 40-50 mer.

Cornacao knaccudukanuu BO3 no nmpoucxoxnennto Beiaeisaor 5 dopm JKMIT:

Nnnonatnyeckas

CemeliHO-TeHeTHYECKasI

NmMmmyHHO-BUpYyCHas

AJKOTOJIBHO-TOKCHUYECKAas

Cesizannas c¢ pacno3HanHbiM C-C 3a0osneBaHueM, MpU KOTOPOM CTENEHBb

SARENE A

HapymieHus: (YHKIIUM MHOKap/ia HE COOTBETCTBYET €r0 I'eMOJMHAMUYECKOMN
MEepErpy3Ke WIN BBIPAXKEHHOCTH UIIIEMUYECKOTO TTOPAKECHUS.



20-50%  ciaydaeB — AWIATAllMOHHOM  KapJIMOMHOIATHH  TPEACTABICHO
UIUONATUYECKON (DOPMOIA, T.€. C HEYCTaHOBJIEHHOW, HEU3BECTHOU 3TUOJIOTHEN;

ITHOJIOTUHA

OkoHuartenbHass npuuumHa  uauonatudeckor JIKMII  He  ycraHoBiieHa.
BosbIIMHCTBO HUCCaenoBaTeNell MPUICP)KUBAIOTC TOJIUITUOIOTHYECKOW TUIOTE3bI
MIPOUCXOXKJEHUsI TaHHOTO 3a0oneBaHus. B HacTosiee BpeMsi IUPOKO 00CyKaaeTcs
BHUpycHas 3troJsiorus naeonatnueckot JJIKMII. Ilpennonaraercs, 4To nepeHeCEHHbIN
BUPYCHBIM MUOKapAUT MHUIMUAPYET B MUOKapAe ayTOMMMYHHBIA BOCHAJIUTEIbHBIN
npoiiecc, KOTopbiid B mociuenyriiem tpanchopmupyetrcs B JIKMII. BrisiBiena poib
DHTEPOBUPYCOB, B YaCTHOCTH TIpynnbl B kokcaku-supycoB. Paccmarpusaercs
BO3MOXHOCTb OTOKJIECTBJICHUSI XPOHMYECKOI'O JIATEHTHO TEKYIIEro MHOKapAuTa U
JUJIATAlMOHHOM KapJAUOMUOIIATUH, a TAK)KE JNWIATAIMOHHHON KapJIMOMHONATUU KaK
UCXOJa TMEePEHECEHHON BO BHYTPUYTPOOHOM MEPHUOJE MHOKAPAUATIBHOW BUPYCHOU
UHQEKITNH.

AyTOMMMYHHOE BIMsiHUE Ha pa3BuTue uauonatudeckoit JJKMII uzyueno 6ombiie
HA TyMOpaJbHOM HMMYHHUTETE (HAJIW4YUE KapAUAIbHBIX OpraHocnernupuyecKux
aHturels). BeposTHO, ayTOMMMYHHBIE HapylleHUsa He sBAoTcsS npuunHou JJKMII,
OHU UHHUIIMUPYIOTCS KAKUM-TO 3THOJIOTHYECKUM (PAKTOpOM, KPOME TOTO, MOTYT OBITh
00yCJIOBJICHBI TTOBpPEXAEHHEM MHOKapnaa mpu yxe pasBupiieiics JIKMII. B aro6om
ciydae ayTOUMMYHHbBIE HapyLIEeHUs CIIOCOOCTBYIOT JaJIbHENIIEMY
nporpeccupoBanuo  JKMII wu  pa3BuTHiO XpOHUYECKOM  HEOOCTATOYHOCTH
KpOBOOOpAIIICHHS.

VY 6onpubix JIKMII oOHapyXuBarOTCS HUPKYIHPYIOIUIME B KPOBH aHTHTENA K
TSOKEJBIM LIEMsAMb MHO3MHA, PB1-agpeHopernientopaM, MYyCKapUHOBBIM peEIENTOpaM,
JTAMUHUHY, MUTOXOHIPHATBHBIM O€TKaM.

[Ipumepno Ttpetep ciywyaeB JKMII oTHOCATCS K CEMEMHBIM T'€HETUYECKHU
oOycioBneHHBIM opMamM 6ose3HU. B mocneaHme ropl MosSBISIOTCS JaHHBIE 0 OoJiee
4acTOW BCTPEUAEMOCTH CEMEWHBIX (hopM 3a00JeBaHUs, TEUCHUE KOTOPBIX SIBISICTCS
HamOoJiee 370Ka4YeCTBEHHBIM. B Hacrosiee BpeMsi M3BECHBI 4 BO3MOXKHBIX THIIOB
HacnenoBanus wupaeonatndyeckorn JKMII: ayrocoOMHO-TOMUHAHTHBIM, ayTOCOMHO-
PELIMCCUBHBIN, CLHEIUVIEHHBIA C X-XpOMOCOMOUW M uepe3 MUTOXOHIpuaibHyro JIHK.
Haubonee pacnpocTpaHEHHBIM SBISETCS ayTOCOMHO-TOMHUHAHTHBIA C Tepeave
MYTaHTHBIX T€HOB.

OnpeneneHHyl0 pojib  OTBOAST META0OJIMYECKUM HapylieHusiM  (aeduiur
KapHUTHHA, CeJIeHa), IUCPYHKIUU CUMIATUYECKOW HEPBHOM CHUCTEMbI, pOJIb
anomnTo3a.



ITaTtomopdgonorus

[Ipy TWATOIOr0AHATOMHYECKOM HCCIEIOBAHUM MAKPOCKONMHYECKH BBISBISIIOT
3HAUYUTENIbHYIO JUIaTalluIo MOJOCTeN 0e3 BrIpakeHHOU runeprpoduu. Macca cepaia
yBenuueHa U MoxeT nocturarb 800—1000 r. TonmuHa CTEHOK JIEBOIO M MPaBOIo
KEIyIOYKOB, MEXOKETYJOYKOBOM TIEPEeropoJKkd HOpMalbHA, WIH HECKOIBKO
yBenundeHa. Koudurypamus cepima mpubiamkaercs K MapoBUIHOW. BripakeHHas
AUIaTalysl TOJOCTEH JKEeTyJ0YKOB COMPOBOXKIACTCS paciiupeHueM (GuOpPO3HBIX
KOJIEIl MHUTPATBHOTO U TPUKYCHUAATBHOTO KIAMaHOB, YTO NPHBOJUT K HX
OTHOCHTEIFHOW HEAOCTATOYHOCTH. J[0CTaTOUYHO YacCTO BBISBISIIOTCS MPUCTCHOYHBIE
TpOMOBI, Y9aCTKH KpymHOodYaroBoro ¢pudposa muokapaa. [Ipm MHKpoCcKOTHYECKOM
MCCIIEJIOBAHUN OTPEACISAIOTCS OecropsaoyHasl TUMEPTPO(HsI MBIIICYHBIX BOJOKOH,
HapyIlIeHNWEe TEIOCTHOCTH MHOKAPIUOLUTOB, KICTOYHBIN OTEK, WHTEPCTUIIUATHHBIN
¢ubpo3, HWHOTIA HE3HAUYUTEIHHOE KOJIMWYECTBO KICTOYHBIX HH(MHUIBTpAaTOB 0O€3
NPU3HAKOB BOCMIAMTEIHLHOTO MOPAXEHUS MUOKAPIHOIIUTOB.

Kianauka

Nneonatnueckoit JIKMII wyame OoneroT MyxuwHBI B Bo3pacTe 30-45 er.
3aboseBaHue B TPU pasa yallle BCTpeuaeTcs Cpeid NMpeJIcTaBUTeIeH YepHOi pachl 1Mo
CpPaBHEHHMIO C OEIBIMHU.

* Hauamo 3a00J1cBaHUS y OOJIBLIITMHCTBA OOIBHBIX ITOCTCIICHHOC )41
MaJIO3aMCTHOC,

* aHaMHECTHYCCKH Y YaCTH MAI[UCHTOB yJIaeTCs BBIIBUTH JaHHBIC 00 MHPEKIIHIX
JBIXaTCIIBHBIX MyTEH, IEPCHECCHHBIX 3a 2—3 Mecsla J0 MOSABICHUS MEPBbIX
’Kanoo;

* gaie BCero »ajao0bl MPOsBISIIOTCS Ha (hoHE OOIIEero HeIOMOTaHUs, CHUKCHUS
paboTOCTIOCOOHOCTH, TTOBBIIICHHON YTOMIISIEMOCTH;

* WHOTJA paHHUE MW CJAUHCTBEHHBIC KajJoObl TAIMCHTOB CBS3aHBI C
HapyIMICHUSAMHA pPUTMa M IMPOBOJUMOCTH, TPOMOOAIMOONHMIMHU Pa3TUIHBIX
COCYAMCTBIX 00JIacTEH.

PazBepnyTas KJIMHUYECKas KapTHhHa WIHOTIATUYECKOMN IUJIATallMOHHOW
KapJAMOMUOIIATUN XapaKTEPU3YETCS:

* CepJICYHOM HEJOCTATOUYHOCTHIO;
* HapYyMICHUSIMU PUTMA;

* KapAuOMeErajue;



*  TpOMOO3IMOOIUYECKUM CUHIPOMOM.

[Iposienenust JIKMII o0ycnoBiaeHbl 0COOCHHOCTSIMU MOPAXKEHUS CEPJILIAa U CPOKOM
3a00J1eBaHMUS.

Haubonee wyacto BcTpedaeTcs TOTalIbHOE IOPAKEHHE IIPAaBOrO M JIEBOTO
KEIYZ0YKOB, OJIHAKO HAa PAHHMX 3Tarax pa3BUTHUS 3a00JIeBaHMs MOTYT IpeodianaTh
MIPU3HAKU MOPaXKEHUs JIEBOTO JKEIyAouKa. [ eMoMHaMUUECKUE N3MEHEHHUS CBA3aHbI
CO 3HAUMTEIBHOW AWIIaTallMed MOJIOCTEN cepaua U CHUXEHUEM ¢pakuuu BelOpoca.
HenonHoe onopoXHEHUE JEBOrO KENyAOYKa MPUBOAUT K MOBBIIIEHUID KOHEYHOIO
JUACTOJIMYECKOTO [JIaBJICHHS, MOCTENEHHOMY VYBEIMYEHUIO HAarpy3Kd Ha JIEBOE
npejncepane, KOTopas BbI3BIBAET €ro THUMNEepTPO(HIO, TOBBIIICHUE [aBICHUS B
IIOJIOCTH U NTOCTENEHHYIO JWIATALUIO.

ITprunnsel kapauanruii npu JAKMII:
* pacTsKEHME NIEpUKap/a BCIEACTBUE AWIATALUU IIOJIOCTEN CEpALa;

* HecooTtBeTcTBHE MCIKIAY BOBpOCIHCﬁ HOTp€6HOCTBIO YBCIIMUCHHOT'O B pasMepax
JOK B KHCJIOpOoAC MW OIpaHWMYCHHBIMHW BO3MOKHOCTAMH KOPOHAPHOTO
KpOBOTOKaA,

° HOpa)KGHI/IGM CUCTCMbI MUKPOIUPKYJLAINN MUOKApJAad U Pa3BUTUCM HIIICMUU B
PA3JINYHBIX €TI0 YH4CTKaX.

Kpurepuu, noszposstroniue uckiatounts JIKMII

* HopwmanbHbie pazmepsl cepaiia

* UBC (obctpykius 60mee 50% npocBeTa OCHOBHBIX KOPOHAPHBIX apTepHUil)
» CuctemHas apTepuaibHas THIIEPTECH3US

* OrtcyTcTBHE B aHaMHE3€ BPOXKICHHBIX IMOPOKOB CEpJilla U MPUOOPETECHHBIX
VU3MEHEHUH KJIANIaHHOTO armapara

* VKka3zaHue B aHAMHE3€ Ha XPOHUYCCKOE YIOTPEOIICHHE aJIKOT OIS
* CucrteMHble 3a00€BaHUS

* Ilopaxenus nepukapaa

* Jlerounoe cepaie

JlaHHbIE OOBEKTHMBHOTO OOCJIEIOBAHMS 3aBUCAT OT MEPHOJA pa3BUTHUS OOJIC3HHU.
Ha panHux »sramax BHEIIHUM BHA MOXKET ObITh He wu3MeHeH. [locTeneHHo

=



HOSIBJIAIOTCS.  AKPOLIMAHO3, LMaHO3 Iy0, OJEAHOCTh WM JIeTKas KEITYLIHOCTb
KOJXHBIX IIOKPOBOB U BHJIMMBIX CJIU3UCTBHIX, IMACTO3HOCTb U OTEKM HA HIKHUX
KOHEUHOCTAX. Omnpenensercs: pa3InToOM, CMEIIECHHBIN BJIEBO U BHU3 BEPXYLICUYHBIN
TOJIYOK, MOXKET BBISABIATHCA CEPACUYHBIM TOJIYOK. Bo3MOXHO TmOsABIICHUE
HaOyXaHusl IIEWHBIX BEH, MOJIOXKUTEIBHOIO BEHHOTO Iyjlbca, OOYCIOBIECHHBIX
3aTpyJHEHUEM IIpUTOKa KPOBM B IIpaBO€ IIPEACEpAME U3-3a  PA3BUTUA
IIPABOKEIIYJIOYKOBOM HENOCTATOYHOCTU. I[IEpKyTOpHO  BBISABISAETCA  CMEIICHUE
IPaHull cepALa BIE€BO U BHU3, BIPABO B COUETAHUU WIM U30JIMPOBAHHO.

AyckynbTaTUBHas KapTUHA CKIIaJbIBAaeTCS U3 ocnabienus | ToHa HaJl BepXylIKOH
cepaua, akuenra Il Tona Ham nerouHol aprepued, maronorumdeckoro |l Tona
BCJIE/ICTBHE CHIKEHUSI COKPATUTENIBHOW CIMOCOOHOCTH MHMOKapJa M JUCHYHKIIMU
COCOYKOBBIX MBIIIIL, PUTMa Tajormna.

Kpome m3mMeHeHHI cO CTOPOHBI CEp/la, YacTO MPH OOHEKTHBHOM HCCIICIOBAHHUH
BBISIBIITFOTCST BJIQXKHBIC XPHUIBI HAJl JISTKUMH,  YBEJIHYEHHBIC pa3Mephbl TICUCHHU,
dopmMupoBaHUE acuuTa Kak TPOSBICHHS HEIOCTaTOYHOCTH KpPOBOOOpAIEHHUs IO
OOJBIIOMY KPYTY.

Haunbonee gacTo BcTpeuaroniuecs HapyIeH!us puTMa:

* MEplLaHHEe MpeacepInil,

* KEJIYJI0YKOBas KCTPACUCTOJIUS,

*  HAJKETYJAO0UYKOBBIC U JKEITYJOYKOBBIE TAPOKCU3MAJIbHBIC TaXUKAPIUH,
* Onokaja JieBOW HOXKHM Imyuka [ 'mca

* COYCTaHHBIC HAPYIICHUS PUTMA U IIPOBOJUMOCTH.

* V¥ "yacTtu manmueHToB TPOMOOAIMOOIUU COCYAOB OOJBIIOTO WM Majoro Kpyra
KPOBOOOpAIICHUS MMPEBATUPYIOT B KIIMHUYECKOW KapTUHE 3a001eBaHUs

Jlabopatopnas auarHoctuka JIKMII memndopmaTiuBHa, MOCKOIBKY 3a001eBaHUE
HE UMEET KaKuX-T100 criennuuecKuX MPU3HaAKOB.

I/IHCTPYMCHTEUIBHBIC MCTOABbI UCCIICAJOBAHUA:!

OKI’

OnexkTpokapanorpadpuyeckue m3MeHeHus y OombpHBIX JIKMII mHOrooOpasHbl, HO
HecnelupUYHBI.

K manbomnee yacteim DK -u3MeHEHUSIM OTHOCATCS



Hapymenus cepaeyHoro putma u MpoBOJAUMOCTH;
MPU3HAKK TUNEPTPO(UU JIEBOTO WM MPABOIO KEITYyJ0UKa,
coueTaHHasi TUIEPTPOPUS KeITyA0UKOB,

UH()APKTONOI00HBIE U3MEHEHHS B BUJIE JKEIYJAOYKOBOTO KOMIUIEKCA MO TUIY
QS B oTBeaeHUsAX OneKkTpokapauorpadpuueckue HU3MEHEHHS Yy OOJbHBIX
JIKMII mHOroo6pa3sssl, HO HecnienupuyHbl. V1-V3,

CHUKeHHe BoJibTaxa 3yoroB OKT,
HapylleHUe IPOLECCOB PENOIIPU3ALINY,

rUnepTpodus JEBOro Npeacepams.

Pentren-npusnakamu JAKMII cunraror:

yBEJIMUEHHUE Pa3MEepPOB BCEX KaMep cepila,
3aKPYTJIEHHOCTh BEPXYIIKH,
CTJIaXXEHHOCTh TaJIUH,

BBIMYKJIOCTh JYTH JIEBOTO JKENyI0YKa,

CHMKCHHC aMIUIMTYAbI ITYJIbCAllMU 110 KOHTYPY CCpala

Dxokapauorpadus
OxoKTI'" saBiseTcs BaxKHEUIITUM HEMHBA3UBHBIM METOJI0M AuarHoctuku JJKMII.

K nau6onee xapakrepubim npuzHakam JJKMII otHOCST:

pacuMpeHue MoJjiocTed cepaua (JIeBOro MpeicepAus U KelyAouyKa, MpaBoro
KEITyJI0UYKa), COYETAIOIIEECs C MPAKTUYECKH HEM3MEHEHHOM TOIIIUHON CTEHOK
KEITYTOUKOB;

CHHMKCHHEC COKPAaTUMOCTH MHOKapaa

CHCTOJINYECKOE YTOJIILIEHUE MEXKETYTOUYKOBOU MIEPETOPOAKH,
NapalOKCaIbHOE JBHKEHHUE MEKIKEITYJOUKOBOM EPETOPOJIKH;

muddy3HbIN XapakTep TUIOKMHE3WH MUOKAP/Ia JIEBOTO JKETyT09Ka;

CMEIIEHNE MUTPAIBHOIO KJalmaHa K 3aJHEd CTEHKE JIEBOTO JKEIyJI0YKa,
MUTpPAIbHAA U TPUKYCIIUAAIbHASL PETYPrUTALUS;

BBISIBJICHHE BHYTPUIIOJIOCTHBIX TPOMOOB;
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* Jluactonuyeckas AUCHYHKIUS.
Panunonyknuanas BeHTpuKygorpadus

Kak u Dx0KI', oOHapyXuBaeT yBEeIWYEHHE KOHEYHOTO CHCTOJIMYECKOrO H
JUACTOJIMYECKOTO OOBEMOB JIEBOT'O JKENyJ0YKa, YMEHbIIEHHE (pakuuu BbIOpoca,
mudPy3HYI0 TUTIOKUHE3UIO JIEBOTO JKETyA0UKa.

Mop@donoruyeckoe uccie0BaHuEe YHAOMUOKAPIUATbHBIX OMONITATOB

[Ipy THUCTONOrMYECKOM HCCIEIOBAHUM W3MEHEHUSI MHUOKapAa Yy OOJbHBIX
JKMII noBoinbHO XapakTepHbl, HO He crnenuuyHsl. B 3aBucumMocTu OT
BBIPAKEHHOCTH MHTEPCTULMATBHOTO (pubpo3a BoiaesstoT Tpu tuna JKMII: 1-i tun
— ¢ orcyrctBueM (ubposa, 2-i1 tun — ¢ auddy3ueiM Gubposom, 3-if TMD — ¢
dokanbHBIM (HUOPO30M. ITOT METOJT HE MOJYUHII IIIUPOKOTO PACIIPOCTPAHEHUS M3-32
€ro MHBAa3MBHOI'O XapaKTepa, BBICOKON CTOMMOCTH U OTCYTCTBUS HEMOCPEICTBEHHOTO
BJIIMSIHUSL PE3YJIbTATOB HA JICUEHHUE W MPOrHO3 3a00sieBaHMs. ENMHCTBEHHBIM YETKUM
MOKa3aHUEM K MPOBEJICHUIO SHAOMHOKAPIUATILHON OMOTICUM CIY>KUT MOJ03pEHUE Ha
pPEaKIMI0 OTTOP)KEHMSI TpaHCIUIAHTaTa WIM KapAHMOTOKCHUYECKOE JEHCTBUE
AHTPALMKIMHOB.

Karerepuzanus cepama

Ilo3BoJisieT OLIEHUTH KOHEYHO JUACTOJMYecKoe paamBiieHue B 1ogoctu JDK,
TOYHO ONPEJACIINTh CTENIEHb CHI)KEHUSI MHHYTHOTO o0beMa cepana u OB.

Juarno3 u quddepeHnuanbHbIi Juardos

Crnemudpuueckux KIMHAYECKUX Mpu3HakoB wuauonatudeckor JKMII we
CYIIIECTBYET, MOATOMY JHArHOCTUKA 3a00JIE€BaHMs OCYIIECTBIAECTCS HAa OCHOBAaHUU
KOMIUIEKCHON OIECHKH KIWMHUKO-WHCTPYMEHTAJIBHBIX JAHHBIX U IYTEM HCKIIOYEHUS
CXOIHBIX 3a00JI€BaHUM.

Hunarno3 nauonatnueckout JIKMII npennonaraer:

1. Hanuuue cunapoma JIuIaTAalMOHHOW KapAUOMHONATHU (KapAHOMETalus C
auiaTanuend ToJIOCTeM cep/lla, HapylIeHUWE COKPaTUTENbHON (YHKIMU
MUOKap/a);

2. OTCyTCTBHE H3BECTHBIX JTHOJOTUYECKUX (DAKTOPOB, BBI3BABIIUX PA3BUTHE
JAKMIT;

3. Uckmrouenne dopm JIKMII m3BecTHO# 3THONIOTHH, TIPEXKIE BCEro Hambosee
4acTO BCTpeUYaroUIuXcsi (MIIEMUYECKOM, aJKOrOJIbHOW, BOCHAIUTEIbHOMH,
TUNIEPTEH3UBHOM, KJIAlTAaHHOW U T.[1.);

4. HckiroyeHue 3KCCYJaTUBHOTO MepUKapauTa (OH UMUTUPYET KapAUOMETAIIUIO)
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B 1992r. Manolio u coaBT. NPEIOKKIN CIHAYIONUE TUATHOCTHYCCKUE

kpurepun uauonarnaeckon JJKMII:

1) Bosblire reMoIMHAMUYECKHE KPUTEPHH

e @B JDKwmenee 45%
e KIAP JDK >117% oT npeaycMOTpPEHHOTO 3HAYEHHS C YYETOM
BO3pacTa ¥ ILIOIIAIU TeJa

2) Kpurepuu UCKITIOUYCHHS :

CucremHas aprepuanbHas runeptensus (>160/100 mm pr.cT.)

UBC (obctpykmuss >50% nuamerpa mpocBeTa TJIABHOW BETBH
KOPOHAPHOU apTepHH )

XPpOHUYECKHE IKCUECCHI YIOTPEOICHHS aJIKOTOJIs

CucremHuble 3a005€BaHUS

[Tepukapautsl

Jlerounast runepTeH3Us

Bpoxaennbie mopoku cepaua

JlnutenbHble ¥ MAPOKCU3MANIbHbBIE CYTIPABEHTPUKYJISIPHBIE APUTMUU.

Huarno3 cemeitnoit JIKMIT M0OKHO 3amo103pUTh MPHU CIASTYIONIUX 00CTOATEIbCTBAX:

* Hamnuue He meHee aByx ciyyaeB [IKMII B ogHOM ceMbe;

* Hanuune ciiydaeB JOKYMEHTHPOBAaHHOW BHE3AIMHOW CMEPTH B BO3pacTe A0 35

JIET CPeH POJCTBEHHHUKOB MepBOM JTMHUK Y 00bHBIX JIKMIT.

HpI/I HaJIMYUEC BBINICHU3JIOKCHHOI'O, JAJICC NUAIrHO3 3TOI'O 3a00JIEBAHUSI CTABUTCS

Ha OCHOBAHMHU JUATHOCTUYCCKUX KpuTepreB Mestroni u coast. (1999r.):

1) Bospliue qTuarHoCTUYECKUE KPUTEPUN:

e Jlunuranus cepaua
* ®B wmenee 45%, w/mam  (PpaknMoOHHOE YKOPOYCHHE IEPEIHE3aTHETO

pazmepa JIK menee 25%

2) Majble TUarHOCTUYCCKUE KPUTCPHUU:

* HeoObscHuMBIE CYNpPaBEHTPUKYISPHBIC WM SKEITYyJAOYKOBHIE APUTMHUU B

Bo3pacte 10 S0 jer
* Pacumpenue JDK

* HeoObsicHuMbIC HapyIIEHUS TPOBOIUMOCTH

* HeoOpscanmas BHe3amHasi CMEPTh WM UHCYIBT B Bo3pacte 10 50 ner.

Jleuenue

Jlo pa3BUTHS TSKENOW HENOCTATOYHOCTH KPOBOOOpAlIEHHUS BCE OOJIbHBIEC C

KapJuornaTtve  Jieyatrcss B~ OCHOBHOM  aMOyJIaTOPHO  MOJ  MOCTOSHHBIM
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(nucnaHcepHbIM) HAOJIOJCHUEM Kapauojora W Yy4YyacTKOBOTO Bpaya, XOTs
MEepPBOHAYAIBHBIN MOAOOP Tepanuu MPOU3BOJAAT OOBIYHO B CTallMOHApe, I/
YCTaHOBJIEH AWAarHo3 kapauomnatud. llokazaHus K SKCTPEHHOW TIOCHUTAIN3aLUU
BO3ZHUKAIOT MIPU HEKYIIUPYEMbIX APOKCU3MAaX TaXUKaApAHH, MEPLATEIbHON apUTMHUH,
MOSIBJICHUM OMACHBIX BAPUAHTOB KEIYJOUKOBOM SKCTPACHUCTOJIMM, PAa3BUTHUU OTEKa
JIETKUX, TPOMOOIMOOJIUM apTepuil MaJIOr0 UK OOJBIIOTO Kpyra KpoBOOOpaIleHUs.
[InaHoBOW mMEpUONMYECKOW TOCHUTAIM3AIMN TOJJEKAT OONbHBIE C TXKEIOU
HEJJ0OCTaTOYHOCTBIO KPOBOOOpAIIeHHUs, KOrjga KOpPPEeKUus NPOBOIUMOrO JI€YEHUS
BO3MOXKHA JIMIb TMOJ KOHTPOJEM JIWHAMUKHM ToKa3areiaedl (yHKUMA cepaua Wiu
OMOXMMHUYECKOIO COCTaBa KPOBH, ONEPATUBHO UCCIIEAYEMBIX TOJIBKO B CTAI[MOHAPE.

OTHonornyeckass M IlaTOreHeTHYecKas TCpanusd  KapaAUOMHUOIIATUU  HC
pa3pa60TaHa. OCHOBHBIM SBJISIETCSI CHUMITOMAaTHYECKOE JICUCHHUC, HAIIPABJIICHHOC
T'JIaBHBIM 06p330M Ha YCTPAHCHHUC WJINW YMCHBIHICHUC CTCIICHU CGpJIG‘IHOfI
HCAOCTATOYHOCTU U  KOPPCKIUIO HapyIHCHI/Iﬁ CCpACHHOTO pUTMA, a IIPpHU
TpOM603M6OJII/I‘ICCKI/IX OCJIOJKHCHUAX WM HUX YIPpO3C BKIIHOYAOIICC TAKIKC
IMPUMCHCHUC aHTUKOATI'YJIIAHTOB U AC3arpCraHTOB TpOM6OIII/ITOB.

JInera 6oababix XCH

[Tpu XCH pexkoMeHyeTcsi orpaHMYEHUE MpUeMa MOBAPEHHON COJIH, MPUYEM
TeM OOJIbIIIee, YeM BHIPAXKEHHEE CUMITOMBI OOJIE3HU U 3aCTONHBIE SIBJICHHUS.

OrpanudeHue TMOTPEOJICHUST JKUIKOCTH AaKTyaJbHO TOJBKO B KpalHHUX
CUTyallUsX: MpHU JACKOMIEHCUPOBaHHOM TsikenoM teueHun XCH, tpeOyromem B/B
BBEJICHHSI JTUYPETHKOB. B OOBIYHBIX CUTYaIUsAX 00BEM KHUIKOCTH HE PEKOMEHIYCTCS
yBEIUIUBATh OoJjiee 2 JI/CyTKH (MUHUMYM MpUeMa KHIKOCTH - 1,5 1/cyT).

[Muma pomxkHa OBITH KAJOPUWHOM, JIETKO YCBaWBATBhCH, C JOCTATOYHBIM
CoJIep’)KaHHEeM BUTAMHHOB, OCIIKa.

[Tpupoct Beca >2 xr 3a 1-3 gHsA, cKOpee BCEro, CBUIAETEIBCTBYET O 3aJEPIKKE
AKUJKOCTU B OPraHU3ME U PUCKE Pa3BUTHSI AEKOMIIEHCAUu !

IIpumeHeHue MPOOHOTHKOB

B mocnegnue rompr B psige paboT ObUIO MPOIEMOHCTPUPOBAHO YBEIMYCHHE
KOHIIEHTPAI[MN YHJOTOKCHMHA TPaMOTPHUIIATEIbHBIX OaKTEpHii B KPOBU TAIIUECHTOB C
XCH no mepe Hapactanus PK. YpoBeHb SHIOTOKCHMHA B KPOBH ATHUX MAllUEHTOB
KOppEeJNHpyeT C€ U3MEHEHUSIMU MUKPO(DIOPHl TOJCTOM KHUIIKU: YMEHBIICHHEM
KOJIMYECTBA TPAMIIOJIOKHUTEIbHBIX JaKTO- U Ou@uIo0aKTEepuil MU POCTOM YHCIa
YCJIOBHO-MIATOTEHHBIX ~ TPAMOTPULATEIbHBIX  MUKPOOPraHu3MoB  (kieOcuen,
ASHTEPOOAKTEPOB, FIIECPUXUN).
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B pesynbTaTe npoBeneHHBIX UCCIeA0BaHUN Obl1a OTMeueHa A PEKTUBHOCTD U
0e30MacHOCTh NMPUMEHEHUsS MNPOOMOTUKOB MOCIE HEAEIBHOIO Kypca CEIEKTUBHOMN
JEKOHTAMUHAIMU TpenapaTtaMu Tpymibl (TOpXUHONIOHOB. Takum oOpaszoM, A
nanueHToB ¢ BbicOkMMU DK XCH MOXHO pPEKOMEHIIOBATh IPOBECTU OLEHKY

MUKPO(IIOPHl KHILIEYHUKA U B CIydae BBISBICHUS HW3MEHEHUM - TPUMEHSTH
CEJICKTUBHYIO JEKOHTAMHUHAIIUIO ((PTOPXUHOJIOHBI) C TMOCICAYIOIMINM Ha3HAYCHHEM
MPOOUOTHKOB.

AJIKOr0J1b

AJIKOTO0JIb CTPOTO 3arpelieH sl OONBHBIX C aIKOTOJIBHOM KapauomaTuen. Y
nanueHToB ¢ umemudeckuM reHezom XCH ynorpebnenue no 20 Mi 3TaHosa B CYTKH
MOKET CIIOCOOCTBOBATH YIYUIIIEHUIO TTporHo3a. JIjist Bcex octanbHbIX 00sbHBIX XCH
OTrpaHUYCHUE NMPUEMA ATKOTOJISI UMEET BUI OOBIYHBIX PEKOMEHIAIUH.

Pesxxum pu3nyeckoil aAKTHBHOCTH

CeromHss OYeBHJHO, 4YTO IIOKOM He moka3zaH BceM OosbHBIM XCH BHe
3aBUCUMOCTU OT CTaiuu 3aboneBanus. Dusnueckas peadbwIMTAIUS PEKOMEHIYETCS
Bcem marentam ¢ [-IV ®K XCH. EnuHCTBeHHBIM TpeOOBaHHEM MOXHO CUUTATh
crabuinbHoe TeueHne XCH, korga HeT HEOOXOAMMOCTH B DKCTPEHHOM IIpUEME
MOYETOHHBIX ¥ BHYTPUBEHHOM BBEICHUU Ba30JAWJIATATOPOB U TMOJIOKUTEIBHBIX
WHOTPOIIHBIX CPEJCTB.

dusndeckas peabWIMTAlUK TPOTUBOIOKA3aHA TIPU: HAPYIICHUAX pPUTMA
BBICOKHX I'paJIallHil.

OCHOBHBIM ISl BEIOOpA pekUMa Harpy30K SIBISAETCS OMpeeiIeHHE HMCXOTHOM
TOJIEPAHTHOCTHU TIPU TTOMOIITH TeCTa 6-MUH. XOJbOBI.

s mauueHToB, mpomeamux Mmenee 150 M, T. e. Haxogsamuxcs B [II—IV OK,
a TaK)Ke MMEIOIINX BBIPAXKEHHBIN Je(UIIUT MACChl TeJa, OOIIETPUHSTHIE (DU3UIECKUE
Harpy3kd He mokKa3aHsbl (110 KpaliHel Mepe, Ha HayaJdbHOM 3Tarne). B aTux ciyyasx Ha
MepBOM dTarne (Meproj] CTAOMIM3AIMN COCTOSIHUS ) TTAIUEHT BBITIOJHACT yIPAXKHEHUS
JUIsT TPEHUPOBKM MBI BAOXa U BbLAOXA. [ TPEeHHPOBOK MCHONIB3YIOTCS
JbIXaTeIbHbIE TPEHAXKEPHI C CO3IAHUEM JIOMOJHUTEIIBHOTO COMPOTUBIICHUS HA BJOXE
U BbIJIOXE ( IbIXaTeNbHbIA TpeHaxkep Oposiosa u 1ip.).

JlokazaHo, uto uepe3 3-4 Henenu peryispHbie GU3nUecKre Harpy3Kku B opme
JbIXATENbHBIX YIOPAXHEHUU C 3aTPYAHEHHBIM BBIJOXOM HNPHUBOASAT K CHUCTEMHOMY
BIIMSHUIO HA OPraHU3M. YBEJIUYMBAECTCS TOJEPAHTHOCTh K (U3MYECKUM Harpy3Kam,
YIYUIIAETC KadeCTBO JKU3HH, 3aMEJJISIETCS MPOTrPECCUs KAXEKCHM, YIIy4dIlaeTCs
teuenne XCH, noctoBepHO 3aMensisieTcst mporpeccus 3a00jieBaHusl.
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Vxyamenue coctosiHus (YCUJIEHUE OJBIIIKM, TaXWKapaus, MpOorpeccust
YCTAJIOCTH, CHIKEHUE OOLIE Macchl Tella) SIBISIETCS OCHOBAHUEM Ul MEpeXo/a Ha
NpeabIAYIIYyI0 CTyNEHb JUMOO BO3BpaTa K JbIXaTENbHBIM YHpakHeHUsAM. [lonHbli
O0TKa3 OT (M3MYECKUX HArpy30K HEXKellaTeleH U JOJDKEH paccMaTpUBaThCs, Kak
KpauHsis Mepa.

Kypenune. Crtporo u aOCOJIIOTHO OJHO3HAYHO HE PEKOMEHIYETCS BCEM
nanueHTtam ¢ XCH.

YcunenHasi Hapy:KHasi KOHTPILYJIbCalus

Merton ycunenHoit HapyxHOM koHTprynbcanuu (YHKIT) Moxer ObITH
PEKOMEH/I0BaH, KaK JOMOJHUTEIbHBIA MeTO/1 JieueHus nanuenToB ¢ XCH OK II-11I B
NEepUo/i MOJHON KOMIIEHCAIIUU Ha ONTHUMAJbHON MEIMKAMEHTO3HOUM Tepanuu (Kiacc
pekomenaaruii IIb). I[To manasiM uccnemnoBanuss PEECH u HeOGonbpmMX MUIOTHBIX
paboT, mpuMeHeHue 3Toro metoaa y 60onpHbIX XCH yBenuunBaeT TOJIepaHTHOCTh K
(bU3UYECKUM HArpy3KaM U yIydliaeT KaueCTBO KU3HH.

[lo3BosiIET yAy4YIINTh KOPOHAPHBIA KPOBOTOK IYTEM KOHTpAIlyJIbCaLUU
CHEeLMAIbHBIMU BO3AYIIHBIMM MaHXeTaMM Ha Horax B (a3y AMacToNIbl cepAala,
ycunuBasi (U3MOJIOTMYECKOE HANOJIHEHUE KOPOHAPHBIX COCYA0B KpOBBIO. B MOMEHT
CHCTOJIBI BO3AYX PE3KO BBIKAUMBACTCSI U3 MAHXKET, YTO CHHMIKAET OO0IIee COCYIUCTOE
COIPOTHUBIICHHUE U HArpy3Ky Ha CepALeE.

MenukamenTo3Hoe Jeuenne XCH.

[IpuHUIMIIBI METUKAMEHTO3HOM Tepanuu Jroooro 3aboneBanus u XCH, B
4YacTHOCTH, B TmepBoM Jnekaae XXI Beka CTposATCS HAa OCHOBE «MEIUIIUHBI
JIOKa3aTeIbCTBY.

Bce nekapctBennbie cpenctBa s JieueHuss XCH MoOKHO pa3nenuTs Ha TpU
OCHOBHBIE€ KaTETOPUU COOTBETCTBEHHO CTEIICHH JIOKAa3aHHOCTH.

OcHOBHBIE CpelcTBa - OTO JIeKapcTBa, YPPEKT KOTOPHIX TOKa3aH, COMHEHUM
HE BBI3bIBAET M KOTOpPbIE PEKOMEHJ0BaHbl MMEHHO s JieueHus XCH (cteneHb
JIOKa3aHHOCTHU A):

-Narubutoper  AIl®, xortopeie moka3zanel BceM OombHbIM XCH BHe
3aBUCUMOCTH OT 3THOJIOTMH, CTAJUU ITPOLECCa U TUIA JEKOMIICHCAIUU.

-AHTaroHucTsl peuenTopoB k AH, KOTOpble NPUMEHSIOTCA B OCHOBHOM B
ciaydasx HerepeHocuMocTH HATID B kauecTBe cpeicTBA MIEPBOM JIMHUM JISI OJIOKA B
PAAC y 6G0ybHBIX C KIMHUYECKH BBIPAXKEHHOW JEKOMIICHCAIIMEN, a TAKKe ILUIIC K



uAll®; y mnauumentroB ¢ XCH, y kotopsix 3¢ddextuBHocTh oanux HAIID
HEJ0CTaTOYHA.

-B-anpenob10KaTopsI (B-Ab)- HEHPOrOpMOHAIbHBIE MOJYJSTOPHI,
npumeHsieMble "cBepxy" (1onosHUTeNsHO) KUATID.

-AHTaroHUCTHI PEUENTOPOB K aJIbJOCTEPOHY NpuMeHseMble BMecTe ¢ HAIID u
B-Ab y 6onbubix ¢ BeipaxkeHHoi XCH (III-IV ®K) u nanuenToB, nmepeHecmux B
npouutomM OVM.

-I[I/IypeTI/IKI/I - TIOKa3aHbl BCeM OOJIbHBIM npu KIMHUYCCKUX CHUMIITOMAX XCH,
CBSI3aHHBIX C U30BITOYHOU 3az[ep>1<1<0171 HaTpusg U BOAbI B OPTaHU3MC.

-Cepaeunble TIUKO3UAbI - B MAJIBIX A03ax. [[py MepuarenbHON apUTMHUU OHU
OCTAlOTCA CPEICTBOM '"MEPBOM JMHUMU'", a IPU CUHYCOBOM PUTME U HILIEMUYECKOU
stnonorun XCH npumenenune tpedyeT 0OCTOPOKHOCTU U KOHTPOJIS.

-OTUJIOBBIC 3(upbI MOJIMHEHACKIIIICHHBIX KUPHBIX KHUCJIOT
(?MKO30TEHTAaHAUKOBOM M JIOKCO30T€KCaHOUKOBOM) [Omakop™].

Nrak, x ocHOBHBIM cpenactBaM JieueHuss XCH oTHocarcs 7 KiaccoB
nekapcTBeHHbIX cpenctB. [lo cpaBHeHuto ¢ pekomeHganusimu 2003 u 2006 romos
NOBBIIIEH «CTAaTyC» aHTAarOHUCTOB PELENTOPOB K aHrMoTeH3uHy (APA), B mepByto
ouepenb  KaHaecapTraHa,  dS()QPEKTUBHOCTH  KOTOPOrO  TMOATBEPXKIEHA B
MHOTOLIEHTPOBOK MHOroHauuoHaibHoOW nporpamme CHARM. IlpuueMm, yuuThiBas
HEHPOrOPMOHAIBHYIO KOHLENIHIO pa3BuTusi U mnporpeccupoBanuss XCH, 4 uz 7
KJIACCOB OCHOBHBIX mpernaparoB g jedeHuss XCH - uAll®, B-Ab, aHTaroHUCTHI
anpaocrepoHa M APA - OTHOCATCS K HEHPOrOPMOHAIBHBIM MOIYJISITOPAM.
HeobOxonumo YIOMSIHYTb, YTO cepAcUHbIC TJIMKO3U/]IbI o0namaroT
HEUPOMOAYIATOPHBIMU CBOWCTBAMU M OJIUH U3 METJIEBBIX JTUYPETUKOB - TOPACEMU]]
TaKKe CcrnocoOeH BaMATh Ha KoMrnoHeHTbl PAAC  (peHUMH-aHTMOTEH3UH-
albJ0CTEPOHOBAs CUCTEMA).

CerogHss 00OCHOBaHHOW 3aMEHOM mpH IIOXOM mnepeHocumoctu HAIID
BBITVISIASIT APYTrUe HEUPOrOpMOHaIbHbIE MOAYNSATOPHI - APA, a kangecapTaH MOXeT
HCIOJIb30BaThCA HapaBHe ¢ MAIID.

JononHuTenbHble cpeacTBa, dS(QPekTBHOCT, u (Win) 0€30MacHOCTh
KOTOPBIX MOKa3aHa B OTAEIBHBIX KPYIHBIX UCCIIEIOBAHUAX, HO TPEOYyeT yTOUHEHUS
(cTrenenb nokazaHHOCTU B):
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-CTaTUHBI, PEKOMEHIYEMbIE K MIPUMEHEHHUIO Y BCEX OOJBHBIX C MIIEMUYECKOU
stnonorun  XCH; xpome Toro, obGmajgaromue CHOCOOHOCTBIO IPENOTBPALLATH
passutre XCH y OonbHbIX ¢ pasHsiMu popmamu UBC;

-HETIPSIMbIE aHTUKOATYJISTHTHI, TOKAa3aHHbIE K MCIOJb30BAHUIO y OOJIBIIMHCTBA
oonpHbIXx XCH, mportekaromieli Ha (oHE MepuareIbHOM apuTMHUHU, a TaKXkKe Yy
nanueHToB ¢ XCH 1 cMHYCOBBIM pUTMOM.

BcnomoraresbHble cpeactBa, >Q(EeKT M BIMAHME KOTOPBIX HAa MPOTHO3
oonpHpix XCH He wusBecTHbl (HE AokazaHbl), 4ro cootBeTcTByeT III Kmaccy
pPEKOMEHAAIMi, WK YPOBHIO NoKa3arenbHocTH C. B npuHuune s3tuMu npenapatamu
HE HYXXHO (@ U HEBO3MOXHO) jeuuth camy XCH, u ux npumeHeHue AUKTyeTCs
ONPEACICHHBIMU  KJIMHUYECKMMHU  CUTyalUUsMH,  OCJIOKHSIOIIMMU  TCYCHHUE
COOCTBEHHO JIEKOMIIEHCALIUU:

-nepudepudeckue Bazoauiataropsl (I[IBJ]) HuTpaThl, nmpumeHsieMble TOJIBKO
IPU COMYTCTBYIOUIEH CTEHOKAPNU;

-0JI0KaTOPHI MEJICHHBIX KaJIbLIUEBBIX KaHaJIOB (BMKK) -
JUTUTEIIbHOACUCTBYIOIME JUTUAPONMPUINHBI IIPU YIIOPHOU CTEHOKAPAUU U CTOUKOU
Al', 1I0X0 KOPPUTHMPYEMOM JIErOYHOM THINEPTEH3MH M BBIPAXEHHOW KIlamaHHOMU
perypruraunuu;

-aHTHapUTMHUYEeCKUue cpenctBa (kpoMe [-Ab, BXOASIMIMX B YUCIO OCHOBHBIX
npernapatoB, B ocHoBHOM III kiiacca) mpu OMacHbBIX JJI KWU3HU KEITYyJA0UYKOBBIX
apUTMUSX;

-acupuH (M Jpyrue aHTHArperaHTbl) sl BTOPUYHOM TMPO(UIAKTHKU IOCHEe
nepeneceHnoro MM

-HETJIMKO3UIHbIE WHOTPOIMHBIE CTUMYNISATOPHI - mpu oboctpenun XCH,
MPOTEKAIOIIEH C HU3KUM CEpJICYHBIM BHIOPOCOM U YIIOPHOW TUIIOTOHHUEH.

K coxanenuto, XoTs1 BCIioMoraTeabHbIE TpenapaThl He OTHOCSATCS COOCTBEHHO
K CpeJICTBaM JICUCHHUS JECKOMIICHCAIIMH, MOJHOCThIO OOOMTUCH 0€3 HUX HE yJIaeTCsl.
Mexay TeM B 3TOT pa3jiesl Ha CErOJHSAIIHUM JAEHb BKJIIOYEH MUHHUMYM IIPENapaTos,
M0 JAaHHBIM JSIuaeMuojiormdeckoro wuccienoBanust OIIOXA, nHamboiee dYacTo
COYETAIOIINXCS C OCHOBHBIMH M JIOTIOJIHUTEIBHBIMU CPEJICTBAMM  JICUCHHUS
nekoMmIieHcanuu. Pazymeercs, mpenapaThl 3TOM TPYIIbI TaKXKe Ha3HAYAIOTCS TOJIBKO
B JIOTIOJTHEHUE K OCHOBHBIM cpeacTBaMm jieueHus XCH.

OcHoBHbBIE mpenapatbl s MeauKaMeHTO3HOro Jiedenusa XCH co
CHUKEHHOM CHCTOJINYeCKOil QyHKIUen cepana
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B »tom pasnmene oOcyxparorcss mnpuHuunbl Jiedenus OonabHbIX ¢ XCH u
cumxennon @B JIK (<40%). OcoOeHHOCTAM J€4YeHHUS! MAIMEHTOB C COXpPaHHOMU
CUCTOJIMUECKOMN (DyHKITMEH ceplia MOCBAIIECH CIeUaIbHbIN pa3aer.

Nuruduropsr AIIP

OTOT KJacc JEKapCTB, 0€3yCIOBHO, OTHOCUTCS K NEPBOM JIMHUU B JICUCHUH
XCH. Knacc pexomenaanuii I, ypoBeHb JOKa3aHHOCTH - A.

Cnenyer otMeTuTh, 4T0 3(G(PeKTUBHOCTH wucnonb3oBaHus UAIID wmoxer
HECKOJIKO CHMXKAThCsl NpU umeMudecko stuongoruu XCH U y JKeHIIUH, a Takxe
ocJ1abnAThest ofHOBpeMeHHbIM npuMmeHeHremM HITBIT (B MeHbIlel cTenenu - MajabIMU
J03aMHM  aclpUHA). OTH JaHHbIE TPUIUIM B OCHOBHOM U3 pPe3yJbTaToOB
PETPOCIIEKTUBHBIX METa-aHAJIIM30B U HMEIOT YPOBEHb J0Ka3aHHOCTH C, OJHaKo
UTHOPUPOBATH UX MOJHOCTBIO HE CIIEIYET.

OcHoBHbIe no3uun 1o npumeHennto HAII® B neuenun XCH:

-uAlld mnoxazansl BceM OoibHBIM XCH (mpu a1000# 3THONOTMM W CTaUU
npoiiecca);

-uAII® ynydymarT KIMHAYECKYH) CHUMMTOMATHKY kadecTBO ku3HM (KIK),
3aMeJISIOT MPOTPecCUpOBaHUe OO0JIE3HH, CHIDKAIOT 3a00J€BAEMOCTh M YIYUIIAIOT
nporHo3 OonbHBIXXCH, a Takke mnpeaoTBpalialoT HACTYIJIEHHE KIMHUYECKU
BBIPAXKEHHON JEKOMIIEHCAllMU, T. € MO3BOJISIIOT JIOCTUYb BCEX 6 II€Jiel B JIEUEHUH

XCH;

-9TU mpemnapaTthl 3GPEeKTUBHBI OT cambiX HadanbHbIX cTaauii XCH, Bkiouas
oeccumnroMuyro nuchynknuio JOK, 10 caMbIX MO3MHUX CTaui TEKOMIICHCAIIHH;

-UCM pPAaHbOIC HAYMHACTCA JICUCHUC, TCM OOJbIIe IITAHCOB Ha YCIICX H
MMPOAJICHUC JKU3HU ITAIIUCHTOB,

-uAIl® sBrsroTcss 060cHOBaHHBIM criocodoM seueHuss 1 XCH ¢ coxpaneHHOMH
cuctonuyeckoil ¢yHkiuerdn cepaua (ypoBeHb pexomeHmammii  [TA, crTeneHb
J0Ka3aHHOCTH B);

-HeHa3HaueHne UWAIID He MOXKET CUMTaThbCs ONpaBJaHHBIM W BEACT K
CO3HATEILHOMY TMOBBIIICHUIO PUCKA CMEPTH JEKOM-TICHCUPOBAHHBIX OOJBHBIX;

-uAII® B MeHbIIEH CTENEHH CIMOCOOHBI CHUXKATh CMEPTHOCTh Y KEHIIWH,
ocobeHHo c¢ OeccumnromHor nucynkuuein JDK. Ilpu Hanmmumm KIMHUYECKUX
npuzHakoB XCH uAII®D oxa3piBaloT MOJIOKUTEABHBIN 3(DPEKT, XOTSA U HECKOJIbKO
MEHEE BBIPAKEHHBIN, YEM Y MY>KUHH.
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Tonpko nsaTe MAIID (kanTonmpuil, >HANANPUI, JIU3UHONPHUI, MEPUHIAONPUI U
(o3uHONPUIT) MOTYT OBITH B IIEPBYIO OUEPEIb PEKOMEHI0BaHbI AJ11 NPO(UIAKTUKN U
neyenuss XCH, XOTS 3TO HE HCKIIOYAET BO3MOYKHOCTH HPHUMEHEHHS W JIPYTUX
IIpeICTaBUTEIIEH ITOrO Kilacca.

AOCOIOTHBIMU TIPOTHBOTIOKA3aHUSAMH K HaszHaueHUto HAIID sBrisroTcs
HEMEPECHOCUMOCTh (aHTMOHEBPOTHYECKHUI OTEK), ABYCTOPOHHHHA CTEHO3 TOYEYHBIX
apTepuii, 0epeMEHHOCTb.

AHTaroHucThl penentopos K Al

K stoit rpynme nekapctB oTHOCSATCS npenapatsl, 3pdext koropbix npu XCH
uzyuaercss Oonee 10 ner. Heob6xoaumo OTMETUTH «(PUPMEHHYIO» OCOOEHHOCTH
IpenapaToB 3TOTO Kjacca - MPEeKPaCHYI0 MEPEHOCUMOCTh NPU MUHUMYME MOOOYHBIX
sbdextoB. Kpome toro, APA kpailHe peAaKo BbI3BIBAIOT Kalllelb M CTaHAApPTHO
pekomennytotcs aid ieuenuss XCH npu nenepenocumoctt ATID.

MoxHO KOHCTaTHpOBaTh, uYTO HekoTopble APA - kangecapraH (Kiacc
pexomenaanuii I, crenens nokazanHocTH A) BajicapTaH U jo3aptaH (kiacc I, crenenn
nokazanHocTd B) He ycrymaror HAII® u moryt npumensarbes s jgedeHuss XCH
HapaBHe ¢ HMMH. CBefieHus: 0 Tpex HambOosee 3pdexTuBHBIX APA, nmpuMeHseMbIX
cerofus st nedeHus u npopunakrukun XCH.

JIOCTaTOYHO CJIOKHBIM SIBJIIETCS M BOMIPOC O KOMOMHUPOBAHHOM TPHUMEHEHUH
uAlld u APA.

Hcxons w3 wumeromuxca Ha cerogHs naaHHbix APA Mo0XHO Ha3zHaudath
nonoHUTeNbHO K MAIID. OgHako yuuThiBasg, uyTo Bce marnueHThl ¢ XCH momxHbI
HaXOJUTHCSI Ha JBOMHON Tepanmuy HEHPOTOpMOHAIBHBIMU MopayJsitopamu (MAIID +
B-Ab), B neiicTBUTEIBHOCTH pedb HUIET O TPOWHON HEMPOTOPMOHAIBLHON OJOKaeE.
[Tokazano, uyro xomOuHarusi MAII® ¢ APA (u Hepeako mpu JOMOTHUTEIHHOM
Ha3HaueHnu [-AB) MOXeT NMPUBOAUTH K UPE3MEPHOMY CHUXKEHHIO ypoBHsA AJl u
pEaKTUBALIMK HEUPOTOPMO-HAJIBHBIX CUCTEM, OTBETCTBEHHBIX 3a MPOTPECCUPOBAHUE
XCH. I[Toatomy nipu xopoiueit nepenocumoctu komouHauuu HAIID (APA) + B-Ab B
KaueCTBE TPEThEr0 HEUPOrOPMOHAIBL-HOTO MOJIYJIATOpA Jy4llle HCIOJIb30BATh
AHTAarOHUCTHI ATBAOCTEPOHA, a He APA (MAIID).

Pe3ynpraTthl KOTOPTHBIX MCCIAENOBAHUN U JTAHHBIE MOCIECIHUX METAa-aHAJIN30B
MOKa3bIBAIOT 3HAuUUTENbHOE npenumynectBo APA Han nAII® B jieueHUM KEHILMH,
ocobenHo npu couetannu Al' u XCH.

BaokaTopsl -agpeHeprudeckux penenTopoB



PaunonansHeiM 00OcHOBaHMEeM K mpumeHeHuto [B-Ab B neuennn XCH
aBisieTcs: 0J0kana cuMmnaTuko-aapeHanoBoil cucteMsl (CAC), koTopas HAXOIUTCS B
COCTOSIHUM XPOHUYECKOM THIEpaKTHUBAUUKU y OONBHBIX C JAEKOMIEHCAaUed u
oInpeJeNsieT MI0X0i MPOrHo3 (BBICOKYI0 CMEPTHOCTb) 3THX MAIl[MEHTOB. AKTUBHOCTh
CAC mporpeccuBHO HapacTaeT mapajuieibHO yBenuueHuto Tsbkectu XCH, npuuewm,
HayuHas co Il craguu 6one3nu wiu co I @K, Haunnarot npeobiaaaTh HETaTUBHbBIE
Jie3aJJaliTUBHbIE CBOMCTBAa KaTexoJlaMMHOB. B cBsizu ¢ 3tum mnpumenHenue [B-Ab
CTAaHOBUTCS HauOosee 1enecooOopa3HbiM U A(O@PEKTUBHBIM Y TMAIMEHTOB C
KJIMHAYECKH BbIpaxkeHHOM Tspkenod XCH II—IV  ®K. [JokazaHo, 4TO
runepaktuBanuss CAC cnocoOCTBYeT JOCTOBEPHOMY YBEIMYEHHUIO KaK pHCKa
BHE3AITHOM CMEpTH, TaK U CMEPTHU OT MPOTPECCUPOBaHUsS JAeKoMIIeHcauu. [loaTomy
ocHOBHas ujesa npumeHeHusi B-Ab B neuenun OonbHbIXx XCH - 3T0 ynydmieHue
IPOTHO3a M CHUKEHUE CMEPTHOCTH.

B nacrosiiee Bpems noka3ano, uto f-Ab oka3piBaloT OJIOKUpYIOIIEE CHCTBUE
U Ha HEKOTOPbIE JIPYru€ HEUPOrOPMOHAJIBHBIE CHUCTEMBI, OTBETCTBEHHBIC 3a
nporpeccupoBanne XCH - PAAC, sHIOTENMHOBYIO, CUCTEMY LMUTOKHMHOB. Takum
o0pa3omM, HeNb3sl OJHOOOKO TpeAcTaBisiTh poib B-Ab B neuenun XCH - 310 He
TOJILKO CpEJCTBA, OJIOKUPYIOIINE BIUSHUE KATEXOJAaMHHOB Ha [-aJlpeHEpruyecKue
penenTopsl (XOTS 3TO OYE€Hb BaXKHO), HO M KOMIUIEKCHBbIE HEHPOropMOHAIbHbBIC
MOJYJISITOPBI, ONTUMATBHO JonosHstomue 3hPextst HATID.

K nonoxutensueiM cBolicTBaM B-Ab nmpu XCH oTHOCHTCS CTOCOOHOCTS:

-YMEHbIIaTh TUCHYHKIHMIO U CMEPTh KAPJUOMHUOIIMTOB KaK IMyTeM HEKpO3a,
TaK ¥ arorro3a;

-YMEHBIIIATh ~ YHCJIO THOCPHUPYIOIMX  (Haxomsmmxcs B "crisiuke')
KapJIUOMUOLIUTOB;

-IIpU AJIMTCIIBHOM IIPUMCHCHHH 3a CUCT YBCIIMUCHHUA 30H COKpalIaromeroc:a
MHOKapAa yJaydlaTh II0Ka3aTCjIinu reMOANMHAMHNKH,

-TIOBBIIATh TUIOTHOCTh M ad(GUHHOCTH B-aapeHOPEIenTOPOB, KOTOpas PE3KO
cHUkeHa y 0onbHbIX XCH;

-YMEHBIIATh THIEPTPOPUIO0 MUOKAPIA;

-camkate YCC, uro saBnsieTcs "3epkanom" ycnemHoro npumeHeHus B-Ab y
oonbubix XCH. Ymenbmienne YCC muHumyMm Ha 15% OT MCXOIHOW BEIUMYHHBI
XapakTepusyer npasuiibHoe JieueHue -Ab 6onbpabIXx XCH;
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-yMEHBIIIaTh CTENEHb HWIIEMUU MHOKapJa B TIOKOE W OCOOEHHO TIpH
bu3nUYeCcKON aKTUBHOCTH;

-HECKOJIBKO YMEHBIIIATh YaCTOTY 7KEJIIYJOYKOBBIX apUTMUM;

-OKa3bIBaTh aHTU(GUOPUILIATOPHOE ACHCTBUE, YTO CHHXKAET PUCK BHE3AITHOU
CMEPTH.

MO3BOJISIIOT ~ 10OMBaThcst  Oonbiiero pocra OB, 4YeM HOMUHaJIbHBIE
MOJIOKUTENIbHBIE HHOTPOTITHBIE areHTHI (B YaCTHOCTH, CEPICUHBIC TTTUKO3UIBI).

[lo kpaiineii wmepe, ABa Tuma [-aapeHoOIOKaTOpOB - [l-cenekTuBHbIE
(kapHOCEeNEeKTUBHbBIE): OUCOMPONOI U METOIMPOJION CYKIMHAT C 3aMeJJICHHBIM
BBICBOOOJK/ICHHEM Iperapara, a Takke HeKapAuOCeIeKTUBHbIN B-1- u B-2--010katop
C  JIONOJHUTENbHBIMA  CBOMCTBaMU  0-1-OGii0katopa,  aHTHOKCHUIAHTa U
aHTUNPOIUGEpaTUBHOTO CPEACTBA - KapBEAWION JloKa3aiu 3(PPEeKTUBHOCTh U
0e30MacHOCTb, CIIOCOOHOCTD yyuiaTh Mporuo3 0onbHbIX XCH 1 ymMeHbIIaTh YUCIIO
rocrnuTagn3anui (kjacc pekoMeHaaluii I, crenens Joka3aHHOCTH A).

Hpyrue B-Ab, BKIOYas aTEHOJION, METOIPOJION TapTpaT W HEOWBOJIOJI, HE
MIOKa3aJii CIIOCOOHOCTH yiIydIiaTh mporao3 00asHeIXx XCH. [IpuMenenne aTeHosoa
¥ METOIpoJjojia TapTpaTa st jedeHus 0oibHbIX XCH mpoTrBoIiokasaHo (CTEICHBb
JTIOKa3aHHOCTH A).

Kpome Ttpex pexomenmoBanHbiX -Ab, B nedenun noxwmibix OonbHBIX XCH
(ctapmre 70 jeT) MOXKET MIPUMEHSITHCS HEOMBOJIOJ, KOTOPBIM JOCTOBEPHO HE CHUIKAET
oOIIyI0 CMEpPTHOCTh, HO YMEHBIIAET 3a00JIEBAEMOCTh MAIMEHTOB M YHCIIO
HNOBTOPHBIX TOCHUTAIM3ALMN, a TaKXKE PUCK BHE3AMHBIX CMepTeld (CTENEHb
J0Ka3aHHOCTHU B).

[lo cmocobHOCTM  CHMKAaTh  PUCK  3a00JIEBa€MOCTH M CMEPTH
JIEKOMIIEHCUPOBaHHBIX 00TBHBIX B-Ab maxe npeBocxonar nAllD.

Ceronnst B-Ab napsny ¢ nAllD sgBASIOTCS TIABHBIMU CPEACTBAMHU JICUCHHSI
XCH co CHUXEHHOU CHCTOIMYECKON PyHKITUEH cepla.

Tem He MeHee mnpw OOBIYHBIX KIMHUYECKUX CHUTyanusx [-Ab momKHBI
MPUMEHSTBCSA TOJBKO «CBEpXy» (T. €. nononHutenbHOo K UAIID) u y OONbHBIX, y
KOTOPBIX JIOCTUTHYTAa CTaOWIM3amusi CcOoCTossHuA. BaxkHo momHuth, uto [-Ab He
OTHOCSITCSI K YHCILYy CPEJCTB «CKOPOW MOMOIIK» U HE MOTYT BBIBOJUTH OOJBHBIX U3
COCTOSIHUSI IEKOMIIEHCAIIUU U TUTIEPTUApaATAIUY.

B-Ab 0Ka3bIBAIOT y KEHIIUH CTOJIb K€ BBIPAXKEHHBIN 3P(DEKT MO CHUKEHUIO
CMEpPTHOCTH, KaK U y MY>KUHH.
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[IpoTuBONOKa3aHus K Ha3HAYEHUIO -Onmokaropos mpu CH:
-bponxuanbHas acTMa ¥ TsKeask MaToJorus OpOHXOB
-CumntoMHas 6paaukapaus (<50 ya/mMmun)

-CuMnTOMHAasi TUIIOTOHUS (<85 MMPT. CT.)
-Atpuo-BeHTpuKyisipHas 6nokana I u Oonee crenenu
-Tsxenblil 00IUTEpUPYIOLIUN SHAAPTEPUUT.

Hanuune xponudeckoro OpoHxuTa, ocioxHstomero Tteuenue XCH, ne
ABJIETCS. a0CONIOTHBIM POTHUBOINOKa3aHUeM K HazHaueHuio B-Ab. Bo Bcex ciyuasx
HEOOXOJMMO C/ieNlaTh MOMBITKY K HMX HA3HAYEHWIO0, HayuHas C MajblX /03 U
NPUJIEPKUBASICH MEIJICHHOTO TUTpoBaHUA. Jlumb npu 0OOCTpEHHH CHUMIITOMOB
OponxooOcTpykuuu Ha ¢one nedeHuss B-Ab oT uX mNpUMEHEHUs NpUIETCs
otka3atbca. CpeacTBoM BbIOOpa B TaKOM CHUTyalluu SIBJISIETCSI HCIIOJIb30BaHUE
BBICOKOCENIEKTUBHOTO [1-0510KaTopa Oucomnposoia (creneHs gokazaHHocTH C).

ITpu couetannuu XCH u CJ] 2 tuna HazHaueHue -Ab aOGcoioTHO mOKas3aHO.
Bce nonokuTenbHbIe CBOMCTBA MPENapaToB ATOr0 KJiacca MOTHOCTHIO COXPAHSIIOTCS.
[IpenapaTtom BbIOOpa B TAKUX CUTYAIUSX SIBISETCA KapBEAWION, KOTOPBIM B OTJIMYKE
oT Bcex apyrux B-Ab maxe ynydiiaer 4yyBCTBUTEILHOCTh EPUPEPUUECKUX TKAHEH K
UHCYJIMHY (CTETEeHb IOKa3aHHOCTH A).

B Hacrosmee Bpemst npu HemepeHocumoctd [B-Ab y O6ompHBIX WBC
pEKOMEHyeTCs MPUMEHEHHUE MpernapaToB, W30aupoBaHHO cHIbkarommx YCC, wnu
osokatopoB If kaHanmoB (nBabpauH).

AHTaroHHUCTBI AJIbA0CTEPOHA

[Ipu obocTpeHUn SBICHUN JEKOMIICHCAIIMU CITMPOHOJIAKTOH HCIIONBb3YeTCS B
BbICOKHX J103aX (100-300 mr mmu 4-12 TabiieTok, Ha3HAYAEMBIX OJHOKPATHO YTPOM
WIM B JBa INpHEeMa YTpOM M B o0en) Ha mepwon 1-3 Hemenb 10 JTOCTHIKSHHUS
komneHcanuu. Ilocie 3Toro mo3a CHUPOHOJAKTOHA JOJDKHA OBITh yMEHBIIICHA.
Kputepusmu >PdEKTUBHOCTH TNPUMEHEHHUS CHHUPOHOJAKTOHA B KOMIUIEKCHOM
JICYEHUH YTIOPHOTO OTEYHOI'O0 CUHPOMA SIBJISIOTCS

yBenuueHue auypesa B npeaenax 20-25%; 3To XoTsi U HE MHOTO, HO OCOOEHHO
Ba)KHO TPU YIOPHBIX, pePpaKkTepHbIX OTEKAaX;

YMEHBIIICHUE KaXJbl, CYXOCTH BO PTY M HMCUYE3HOBEHHE CIEenu(UIecKoro
"Me4YeHOYHOro" 3anaxa u3o pra;
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cTaOMIIbHAS KOHOCHTPAOWA KaJIiiad U Mardus B IJ1a3M€ (OTCYTCTBI/IC CHI/I)KCHI/DI),
HCCMOTPA Ha JOCTHUKCHUC ITOJIOKHUTCIIBHOIO WYy pPE3a.

B panpHeliieM i JUIMTENBHOTO JIeYEHUST OOJBHBIX C  BBIPAXKEHHOMU
nexomnencauueit [II—IV @K pexomennyercs ucnonab3oBanue Maibix (25-50 mr) 103
COUpOHOJIaKTOHA JonoaHuTeNbHO K HAIID u B-Ab B kauecTBe HEHMPOTyMOpPaTBHOTO
MOJYJIATOPa, TO3BOJISAIONIETO OoJiee moHO OjokupoBaTh PAAC, ynydimaTte TeueHue
u nporuo3 OonbHbIXx XCH (ypoBenb pokazanHoct A). Ha cerogHss uMMeHHO
coueTaHue Tpex Helpo-ropMoHaNbHBIX MoayisTopoB HAIID + B-Ab + antaronucr
aNbJIOCTEpOHA SIBJIsIETCS HauOosiee palMOHAIBHOM CcXeMOW JieueHus: OOJbHBIX
Tsokenond XCH.

JAunypernueckue (Mo4eroHHbie) cpeacrsa B jJedennu XCH

JleruaparaiiioHHasl Tepamnusi MPEACTaBIsIeT CcO00H OJIHY U3 BaKHEHUIIUX
COCTaBJISIONIMX ycrenHoro jeueHus 0oapHbIXx XCH.

[IpyMeHeHne MOYETOHHBIX MPEnapaToB JOJKHO OBITH CTPOro 0OOCHOBAHHBIM,
00s3aTENIbHO COYETAThCS C HCIIOJNIb30BAaHUEM HEHPOrOPMOHAIBHBIX MOAYJISTOPOB,
TaknXx Kak MAII® u aHTaroHMCTBl aJabJAOCTEPOHA, A TAKXKE IIPEnaparos,
YIEPXKUBAKOIIUX JKAJKOCTh B COCYIHCTOM pyclle W YIyYIIAOMUX I[T0YEYHBIN
KPOBOTOK U (pUIIBTpaLIUIO.

[Ipn npaBUIBHOM NPUMEHEHUU 3TH CPEACTBA MO3BOJSIOT YMEHBUIUTH YHUCIO
FOCHUTAIN3ALNM, YTO COOTBETCTBYET JOCTHKEHUIO JBYX U3 IIECTH OCHOBHBIX LIEJIECH
npu sieueHnr XCH. BonbIIMHCTBO AMYypPETHKOB (KpOME TOpacEMHIA) HE 3aMEJISIOT
nporpeccupoBanuss XCH u He ymydmraror mporHo3a OonbHBIX. WX BiIusHHE Ha
Ka4eCTBO >KU3HU NPHU HENPAaBUIBHOM Ha3zHaueHWHW (yaapHble A03bI pa3 B 3-4-5-7
JTHEH ) MOXET OBITh Ja)Ke HETAaTUBHBIM.

JledeHe MOYETOHHBIMHU CpPEICTBAMU HAYMHAETCS JIMIIb NPU KIMHUYECKUX
npusHakax 3actoss (I A cramua, I[I ®K mo xnaccupukammum OCCH). Bmpox
MOYETOHHBIMH HE Je4aT, T. K. OHHM, KaK CKa3aHO BBIIIE, HE 3aMEJJISIOT
nporpeccupoBanust XCH.

JledeHne MOYETOHHBIMM HAYMHAETCS C TMPUMEHEHUs cradelmero w3
3G ()EKTUBHBIX Yy JaHHOTO KOHKPETHOTO OOJIbHOTO mpemnapaToB. l[Ipenmourenue
cieayeT OTHaBaTh MallbIM J03aM TopacemMuja (2,5-5 Mr) WM THA3HIHBIM
auypeThkaM (TUMOTHA3WJ) W JUIIb NPU HUX HEAOCTaTOYHOM 3()PEeKTUBHOCTU
MEepexXouTh K HA3HAYCHUI0 MOIIHBIX TMETIEBBIX AUYpeTUKoB (dypocemus,
ATAaKpUHOBAs KUCIIOTa, OyMETaHU, TopaceMu/l B 00jiee BHICOKUX J103aX).
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JleueHne HEOOXOAUMO HAYMHATH C MaJbIX 7103 (OCOOEHHO Yy OOJIbHBIX, HE
[IOJIy4aBUIMX PAaHEE MOYETOHHBIX IIPENapaToB), B MOCIEAYIOLIEM NOAOUpas 103y 10
NPUHIMIY quantum satis.

Wupanamuag no mnpoduio  0e30MacHOCTH  CYHIECTBEHHO  MPEBOCXOAUT
THIOTHA3U/I, OJHAKO JAHHBIX MO ero mpuMeHeHuio B yiedeHnn XCH B Hacrosiee
BpeMsI HEIOCTaTOYHO.

K coxanenutro, B Poccum He 3aperucTpupoBaH CaMblil CHJIBHBIA U3
COBPEMEHHBIX THA3UJHBIX JIUYPETHKOB - MeToda30H (mo3bl oT 2,5 mo 10 wmr),
kotopbld B CIIIA paccMarpuBaeTcs, Kak OCHOBHOE JOINOJHEHHE K IMETIEBBIM
JIUYpPETUKAM MPU PePPAKTEPHOM OTEUHOM CHHIPOME.

Herunparanuonnas tepanust npu XCH nmeer nse dasel - akTUBHYIO (B IEpUOJ
TUIEpruApatallid M 3acTos) H  MOAJCPNKHUBAIOIIYI0 (I MOJAep>KaHUs
HYBOJIOMHYECKOTO COCTOSTHUS MOCIIEe JOCTHXKEHUSI KOMIIEHCALIMH ).

B axtuBHOI (1)2136 IMMPCBBINICHUEC KOJHNYCCTBA BBI}IGHCHHOﬁ MOYM HazA
KOJIMYECTBOM HpI/IHHTOﬁ KUIKOCTH AOJIDKHO COCTaBJIATDH 1-2 JuTpa B CYTKH, IIpHU
CHMKCHHUHU BCCa CXKCAHCBHO ~ IIO 1 xr. Hukakas CTPpCMUTCIIbHAA ACTUApATAllUA HC
MOJKET OBITh OHpaBﬂaHHOﬁ U JIMb IIPUBOAUT K qpeaMepHOﬁ TUICpakKTHBallUN
HGﬁpOFOpMOHOB )41 ((pHKOI]ICTHOﬁ» 3aICPIKKEC KUJKOCTU B OPIraHU3MCE.

B nonnepxxuBatomieit gaze nuypes 10KEeH ObITh cOaTaHCUPOBAHHBIM M Macca
Tena CTaOWIBHOM TIPU PETYISIPHOM (€XKETHEBHOM) HA3HAYEHUU MOYETOHHBIX.
HaubGonee wyacras omuOka B Ha3HAYeHUM JUYpEeTUKOB B Poccuu: mombITKa
«yHAapHOTO» AWype3a - OAWH pa3 B HECKOJIbKO NHeW. bonee ommOo4HyI0 TakTHKY
JIeYEHUs1, KaK C YYeTOM KayecTBa KM3HU MALUEHTa, Tak U nporpeccupoBanus XCH,
TPYJIHO MIPEACTABUTb.

AJTOpUTM Ha3HaYeHHs] AUYPETUKOB (B 3aBUcUMOCTH OT Tsixectu XCH)
MPEACTABISAETCS CIEAYIOIINM:

[ ®K - He 1eYnTh MOYETOHHBIMHU
I ®K (6e3 3acTos) - Masible 703kl TOpacemuaa (2,5-5 mr)

II ®K (3acToil) - THa3uHbIE (METIIEBBIC) NIUYPETUKHU + cpO-HOJAKTOH 100-
150 mr

[II ®K (mognepxkuBaroliee JieUeHHE) - TMETIeBble (JIydlle Topa-ceMun)
€XKEIHEBHO B J103aX, JOCTATOYHBIX JJIsl OJJIEpKaHUs cOAIaHCUPOBAHHOTO ANYype3a +
CIIMPOHOJIAKTOH (MaJbie A03bl) + anerazonamun (mo 0,25 x 3 pa3a/cyt B Teuenue 3-4
JTHEW pa3 B 2 HEJEIH)

N



[II ®K (mexommneHcanus) - metieBble (JIyylne TopacemMua) + THA3UJIHbIE +
AHTaroHUCTHI anbJocTepoHa, B 103ax 100-300mr/cyt + UKAT

IV ®K - netneBble (MHOT/AA JBaXKIbl B CYTKM WM B/B KalelbHO B BBICOKHX
7103aX) + TUA3UAHbIE + AaHTArOHKUCTHI AJIBIOCTEPO-HA + HHTUOUTOPHI KapOOAHTUAPA3HI
(arerazonamun no 0,25 X 3 pasza/cyt B TeueHue 3-4 nHeu pa3 B 2 Henenu) + npu
HEO0OXOIMMOCTH M30JIMPOBaHHAS YIbTpaUIbTpaIus U/ WM MEXaHUYECKOE yalIeHue
KHUJIKOCTH.

OIIHaKO B paac CJIy4acB MOXCT Pa3BUBATHCA TOJICPAHTHOCTD K
ACTUAPATAIITUOHHOMY JICUCHUIO, B HaCTHOCTH, K NCITIOJIb30BAHUIO JTUYPCTUKOB.

PedpakrepHocTh ObIBaeT paHHsAs (Tak Ha3blBaeMoe TOpMoOkeHHe 3ddekra) u
HO3IHSIS.

Pannss pedpakrepHOCTh pa3BUBaeTCs B MEpPBbIE Yachl WM JIHU TMOCIIE Hayana
AKTUBHOTO HA3HAYEHUS MOYETOHHBIX CPEACTB, 3aBUCUT OT THUIEPAKTUBALUU
HEHpPOTOPMOHOB M TEM CHJIbHEE, 4YEM aKTHWBHEE Jerujpartauus (TOT caMblid
HEpPEeKOMEHAyeMbIii  oOubHBIM  nuype3). IlpeogoneBaercs anekBaTHbIM  (HE
Ype3MEPHBIM) IUype30oM (OCOOEHHO PEIKO 3TO OCIOKHEHHE pa3BUBACTCA MpU
Ha3HAYEHUU TOpaceMuza) IUIIOC 00s3aTeIbHBIM COBMECTHBIM NpuMeHeHueM HAIID
W/WIH CIIMPOHOJIAKTOHA.

[Mo3ausist peppakTepHOCTH pa3BUBAETCS CITYCTS HEJEIH U MECSIIbl IOCTOSIHHO M
JTUYPETUUYECKOM TEpanuy U CBSI3aHa C TUMEPTpodUel amuKaIbHBIX KIETOK MOYEYHBIX
KaHaJbLEB, IJ€ KakKk pa3 M JACUCTBYIOT JIUYPETUKHU. bBOpPOTBCA C 3TUM BHUIOM
pedpakTepHOCTH CIIOKHEE.

Kak xe moctymaTth npu pegpakTepHOM OTEYHOM CHHIPOME, KOTJa MaIHeHTY
TpeOyeTcsi OSKcTpeHHas jaerunapatainusi? CymecTByOT OTHOCHUTENBHO TPOCTHIC
MIPUEMBI TTPEOI0JIEHUS YCTOMYMBOCTHU K UCIIOJIb30BAHUIO MOYETOHHBIX CPECTB:

-IIlpumeHneHnne auypeTUKoB (JIydile MpearnoYecTb TOPACEMH ) TOIbKO Ha (OHE
UAIID 1 cnupoHOJIAKTOHA. DTO IJIaBHOE YCIOBHUE yCIEXa.

-BBenenne Oompmioit (BaBoe Ooublei, dyeM mpenpiaymas HeddpeKkTrBHAS
7103a) JI03bI JUYPETHKAa W TOJBKO BHYTPHBEHHO. HekoTOphIe aBTOpHI Mpejjiararor
BBOJUTHh (hypocemMuy (JTa3WKC) IBAXKIBl B CYTKH W JIa)K€ MOCTOSHHO BHYTPHUBECHHO
KaIleJIbHO.

-CodeTaHue IUYPETUKOB C MpenapataMmu, yaydiiaronmuMu ¢uiastpanuo. [pu
CAJl 6onmee 100 mm pt. cT. - 3ypwuun (10 mu 2,4% pacTBOpa BHYTPHUBEHHO
KareJbHO U cpa3y MOcie KaleabHULBI - BHYTPUBEHHO JIA3UKC) WK CEpACUYHBIC TIIU-



KO3ubl, pu Oosiee HU3koM A/l - nomamuH (2-5 Mxr/muH). 3aBepiubiieecs B 2009
rony uccinenoanue DAD-HF mponemoncTpupoBanio, yto uHdy3us aomamuHa (5
MKI/KI/MHUH) TO3BOJisUIa B 4 pasa CHU3UTH J03y (QypoceMuaa MNpH COXpaHEHUU
IUype3a U COXpaHeHUU (QYHKIMH 1oYek [266].

-IIpuMeHeHne TUYypEeTUKOB C albOYMUHOM WM IJIa3MOi (MOKHO BMECTE, YTO
OCOOEHHO Ba)XXHO NPHU TUIONPOTEUHEMHUH, HO H(P(EKTUBHO U Yy TMALHUEHTOB C
HOPMAJIbHBIM YPOBHEM O€JIKa IIa3Mbl).

-Ilpu  BbIpa)KE€HHOW TUMOTOHWU - KOMOWHAIUS C TIOJIOKUTEIBHBIMU
WHOTPOIHBIMU CPEACTBaMH (JI€BOCUMEHaH, NOOyTaMHH, JONMAMUH) U, B KpailHEM
cily4ae, ¢ TVIFOKOKOPTUKOUIaMU (TOJIbKO Ha IEPUOJT KPUTHUYECKON TUTIOTOHHH ).

-CoueTanus AUYPCTUKOB 110 TCM IIPpUHIOUIIAM, YTO YKA3aHbI BBIIIC.

-MexaHnuueckue CIIOCOOBI YAAJICHUA KUAKOCTHU (HJICBpaJII)HaH,
NepuKapanajibHasi ITYHKIOHWH, HapaueHTe3) HNCIIOJIB3YIOTCA JIMIIb II0 BUTAJIBHBIM
ITOKa3aHHUIM.

-N3onmuposannas ynerpaduistpanus (LY D) - addextuBHbIi criocod gedeHus
YCTOMYMBOTO K  MEOUKAMEHTO3HOMY  JICYEHUIO  OTEYHOTO  CHUHAPOMA.
[IpoTuBOIIOKa3aHUs - CTEHO3bI KJIANAHHBIX OTBEPCTUHN, HU3KUHU CepeUHbIi BRIOpOC,
BHYTPUCEPACUHbI BBIOpOC © THUNOTOHUS. K coxkalleHHto, 3TH CHUMIITOMBI
NPUCYTCTBYIOT y OOJBIIMHCTBA MAIlMEHTOB C pedpakTepHbIMH OTEKaMH, YTO
NPETSITCTBYeT OoJee MIMPOKOMY HCIIOJIB30BAaHUIO 3TOr0 MeToja JiedeHus. OaHako
pe3yabTaThl MOCIEIHUX HCCIECHOBAHUNA C MOPTATUBHOW CUCTEMOW JUIS IMAIALICH
YD (c MuHMMaNbHBIM 00BEMOM 3KCTPAKOPIIOPATBHOIO 00BbEMa KPOBH) MOKa3alln
IPEUMYIIECTBO B CPABHEHUU C AUYPETUKAMH B CKOPOCTH JOCTHKEHUSI KOMIIEHCALIUU.

CepaeuHble IIIMKO3UbI

CeplieuHble TJIMKO3UbI OCTAIOTCSL B YUMCIIE OCHOBHBIX cpeacTB jeueHus XCH,
XOTs 1 He HaxomasTcs (kak 20 u 6oJee JieT Ha3aM) BO TJIaBe 3TOro crucka. [IpemnapaTst
ATOW Tpymnmbl He yiuydmamT mporHo3a OomsHeIX XCH u He 3amemisior
MPOrpeccUpoBaHms 00JIE3HU, HO YIYUIIAIOT KIMHUYECKYI0 CHMITOMATUKY, Ka4€CTBO
KU3HU W CHIDKAIOT MOTPEOHOCTh B TOCHHUTANM3ALUAX H3-32 00OCTpPEHUS
JNEKOMIIEHCAIlMK, TMPUYEM HE TOJIbKO MPU MEpLATEIbHOW apuTMUHM, HO U TIpH
CUHYCOBOM pUTME (KJlacc pekoMmeHaanui [, ypoBeHb 1oka3aHHOCTH A).

['MuKo3uabl UMEOT TPU OCHOBHBIX MEXAHW3MA JCHUCTBUSA - MOJIOKUTEIbHBIN
MHOTPOIHBINA, OTPULATEIbHBINA XPOHOTPOMHBIN U HEHPOMOYISATOPHBINA 3(PPEKTHI.
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B nacrosiee BpeMsi B KIMHUYECKOW MPAKTUKE B MOAABISIONEM OONbIINHCTBE
Clly4aeB UCIIOJIb3yEeTCs JOUTOKCHH, oOnagarouui ONTHUMAaJIbHBIMU
dbapMakoIMHAMUYECKUMU CBOMCTBaMU 51 JIOKa3aHHOU KIIMHUYECKOHN
3 PeKTUBHOCTHIO (YPOBEHD JI0Ka3aHHOCTU A). [IpruMeHeHne Ipyrux rimKo3ua0B JJis
anutensHoro jedenus OonbHbIX XCH (manpumep, nanto3uaa C) He uMmeer
OCHOBaHUM.

IIpumeHeHne  KOPOTKOAEUCTBYIOUIMX  CEPACYHBIX  IVIMKO3UAOB  JUIA
BHyTpuBeHHOro BBeJeHus1 (Ctpodantun K) kpaiiHe orpaHUyYeHO: TOJIBKO B Clydasx
oboctpenuss CH Ha ¢oHe Taxucuctoiaumdyeckoil Gopmbl Mepuanus npencepauit. U
J@)X€ B OTOM CiIy4dae IPEANOYTUTEIIbHBIM BBIIJIIIUT BOCCTAHOBICHUE CUHYCOBOI'O
puT™Ma.

[Ipy sBIEHUSAX TIOYEYHOW HEIOCTATOYHOCTH CYTOYHAs J03a JUTOKCHHA
JIOJDKHA OBITh YMEHBIIICHA MPOMOPIMOHAIBHO CHUKEHHUIO KJIUPEHCa KpeaTWHHHA (B
ATUX CJydasX BO3MOXHO TIPUMEHEHHE JUTHUTOKCHHA). Y TOXUIBIX OOJIBHBIX
CYTOYHBIE JI03bl JUTOKCHHA JIOJDKHBI OBITH CHWKEHBI 10 0,0625-0,125 mr (Yin-Yr
TaOJICTKH).

IIpy CUHYCOBOM pHUTME JIWTOKCHH - JIMIIbL IATHIM npenapaT nociie uAIID
(APA), B-Ab, aHTaroHuCTOB AJIBIOCTEPOHA U MOYETOHHBIX.

[Ipy mpyUMEeHEHUN CEepACUHBIX TIIUKO3UJIOB Y JKEHIIUH Yallle, YeM Y MYXKYHH,
BO3HUKAIOT MHTOKCUKAIIUS U PUCK >KU3HEYTPOXKAIOIINX KEITYJOUYKOBBIX HapyIIeHUH
pUTMa cepjla, 4TO CBSI3aHO C 0oJjiee BBICOKMMH KOHIICHTpPAILMSMH, B YaCTHOCTH,
JTUTOKCHHA, CO3JAIONIMMUCS B KPOBHU IMPHU MPUEME OJUHAKOBBIX 103 (KCCleIOBaHUE
DIG). TIlostomy pexkomMeHAyeTCs Ha3HayaTb UM OoJiee HHU3KHME JI03bI U
KOHTPOJUPOBATH YPOBEHH IUTOKCHHA B KPOBHU.

[IpenukTopamu ycmexa yeudenus raukosugamu 6ompHBIX XCH U cuHYyCOBBIM
putMoMm  sBisietcst Hm3kas DB (< 25%), Oombmme pasmepsl  cepaia
(kapaumoTopakanbHbll  uUHIEKC > 55%), Hemmemuueckas ostuosorus CH.
[IpenmoyTUTENbHBIM SBIAETCS COYETAHUE CEPACUHBIX TIHUKO3UAOB C [-Ab, mpu
koropoMm Jyunie KoHTponupyercss UCC, cHuKaeTcsi PUCK OMACHBIX JUISl KU3HU
KEITYZOYKOBBIX HApYIIEHUH pUTMa CEepJIla W YMEHBIIAETCS OMAaCHOCTh 00OCTPEHUS
KOPOHApHOUW HEAOCTATOYHOCTH.

AHTHKOATYJSIHTHI B JiedeHnu 00abHbIX XCH

YuauteiBasg, yto XCH - 3T0 cocTOsSiHME, MpPH KOTOPOM BO3PACTAET PHUCK
TpOoMOO3MOOJIUN U MHCYJIBTOB, BAXKHYIO POJb B TE€pPAlUHU 3TOTO CHUHAPOMA UTPaIOT
aHTUKOAryJisiHTHL. [Iprdem, o MHEHHIO psna uccienosareneit, camo Hanmuue XCH
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u3-3a CTaza B MOJIOCTAX cepaua, HaOmogaemoro npu auiatamuu JDK, sBisercs
(akTopoM, CIOCOOCTBYIOIIMM Pa3BUTUIO KaK NEPUPEPUUECKOr0 BEHO3HOIO, TaK U
BHYTPHUCEPAEYHOTO TpoMOO03a, Kak MCTOYHUKA Oyaymux TpomOosmOonuu. o 40%
60JsbHBIX ¢ BeIpakeHHOWM XCH nmerotr npusHaku TpoM0o03a riayObokux BeH U 'y 5,5%
MAalMEeHTOB  TPOMOOAMOOJIMM  JIETOYHOW  apTepUu  OCJOXHSIOT  TEUEHHUeE
nexomneHcauuu, npudeM dem Tsokenee XCH u Himke @B, tem Oosee BeposTHO
MosiBJIeHUEe TPOoMOO30B U dSMOonHH. JIOTMOMHUTENbHBIMU (AKTOPAMH  SABISIIOTCS
JIeruapataiioHHas Tepanus (4eM OOWJIbHEEe IUype3, TeM XYXKe) M HaXO0XKIEHHUE
00JBLHOTO Ha MOCTEIBLHOM peXuUMeE (Hapumep, Mpu AEKOMIICHCAIUN ).

Jloka3aHo, 4TO AJi1 NPENOTBpAIIEHUs TPOMOO30B M dMOOJIUHU y MALUEHTOB C
XCH, HaxoAsmuxcs Ha MOCTEIbHOM pexuMe, 3(Q(PEeKTUBHBIM MOXKET ObITh JIeUEHUE
HU3KOMOJIEKYJISIPHBIMU renapuHamMu (3Hokcunapunom) no 40 mr/cyt B TeyeHue 2-3
Hezaenb. [Ipu aTomM puck Tpom0030B M dMOoiMK cHUXkaeTcss Ha 60% B TeueHue 4-
MECSYHOTO HaONIoeHHs. AHAJIOTHYHBIE CBEJIEHUS MMEIOTCS W IS JalibTerapuHa,
XOTsl TIPOLIEHT CHWXEHUS OCJIOKHEHHM 3HAYMTENbHO HHMXKe. TeM He MeHee 3TO
MO3BOJISIET CYUTATh YPOBEHb JOKA3aHHOCTU MO MPUMEHEHHIO HU3KOMOJIEKYJISPHOTO
renapuna y 6oibpHbIX ¢ XCH 1 puckom tpoM0030B, paBHbiM A (kiace II A).

OpanbHbIe HENPSIMbIE aHTUKOATYJISTHTHI (CHHKyMap, BapdapuH) 00s3aTelIbHbBI
JUIS JIedeHHUsl OONBHBIX C MeEpIATeIbHON apUTMHEH | TOBBIIICHHBIM PHUCKOM
TpoMO0IMOO0IMHU. [IOBBIIEHHBI PUCK PETUCTPUPYETCS Y TAIUEHTOB, HMEIOIINX
MepIaTeIbHYI0 apUTMHIO B COYETAaHUU C OJHUM U3 CIEAYIONIUX (PaKTOPOB (CTEMEHb
JIOKa3aHHOCTHU A):

-TII0KUJION BO3PACT
-HAJIMYKe TPOMOO03MOOJINY B aHAMHE3¢e

-CBeIcHUsI 00 WHCYJIbTaX ¢ TPAH3UTOPHBIX HAPYIICHUSX MO3TOBOTO
KPOBOOOpAIICHHUS

-HalTn4re BHYTPUCEPACUHBIX TPOMOOB
-pe3koe camkenne OB (<35%) u pacuupenue kamep cepaua (KJAP >6,5 cm)
-HAJINYME B aHAMHe3€ Omepaluii Ha cepaue

JIns  mpaKTUYEeCKOro TMPUMEHEHHS UM IPABWIBHOIO METOAA JICUCHUS
npeanaraercss ucnosib3opanue mkainsl CHADS-2, oneHuBaromei CTreneHb pucka y
OOJIbHBIX C MepuarteinbHOW aputmuei. [lpu 3ToM Hamuuue camoil MepHaTelbHOM
apuTMuu onpenaensercs kak 0 6aoB pucka.
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Takum oOpa3om, puCK OOJIBHOTO C MEpPUATENIbHOW apUTMHEH MOMXKET
cocTaBisaTh OT 0 10 6 6ayoB (At 6oapHbIX XCH ot 1 1o 6 6amioB).

[IpMeHeHue aHTUKOAryJsHTOB (aHTaroHUCTOB BUTaMuHa K) CHMXKaeT puckK
KpoBoTeueHnl Ha 64% npu 2%-M puUCKE pa3BUTUA KPOBOTEYEHUM, B TO BPEMS KaK
MPUMEHEHUE aHTUArPETAaHTOB (aCIMPHUHA) YMEHbIIAET PUCK TpoMOoIMOoauu Ha 21%
npu 1,2% pucke KpoBOT€UEHUH, TPUUEM MPEUMYIIECTBO BappaprHa HaJ aCHUPUHOM
B6%) Gonblie, ueM MeXAy aCIIUPUHOM U TIAIE00.

Henpsimpie  antuxoarynsutel npu  XCH He Moryr OBbITh 3aMEHEHBI
AHTUTPOMOOTUYECKUMH CPEJICTBAMH (ACIIUPUH, KIOMUAOTPEN MM UX KOMOWHALKSA),
T. K. 9Q(QEKTUBHOCTH JIEYEHUSI JOCTOBEPHO CHMXKAETCS, @ MO PHUCKY OCJIOXHEHUUN
(KkpoBOTEUECHUI) KOMOWHAIIUS aCMHUpPUHA C KJIOMUAOTPEJIOM HE OTIUYaeTCs OT
BapdpapuHa (cteneHb aokazaHHOCTH A). IlosTomy myis GONBHBIX C MepLATEIbHOMN
aputmuet u puckom no CHADS-2 Oonpme 1 ©Oamna (6oapHbie  XCH)
NPENNOYTUTENbHBIM (2 Tpu 2 0ajuiax pUcKa W BBINIE - 00S3aTENbHBIM) SIBIISETCA
NPUMEHEHHE OpPAIbHBIX AaHTHUKOATYJISTHTOB.

O¢ddexTuBHOCTD JeUeHHUs BappaprUHOM 3aBUCUT OT JIOCTUTHYTOM CTENEeHH
AHTUKOATyJSINMK, TPUYEM T[OKa3aTellb MEXKIYHAapOIHOIO0 HOPMaJU30BaHHOTO
otHomenuss (MHO) B xone neueHus MoJpkeH ObITh Oombine 2,0. JIns ymMeHbIIeHUS
pUCKa TEMOPPArnYECKUX OCIOKHEHUW aHTUKOATYJISIHTHI JOJKHBI PUMEHSTHCSA MPH
THIATeNIbHOM KOHTpoJie (pa3 B mecsiiy) MHO. M3BectHO, 4TO pruck TpOMOOIMOOINH U
BbDKMBaeMocTh 00JbHBIX XCH u MepraTenbHON apuTMHUEH HANpPSIMYIO 3aBUCST OT
JUTUTENILHOCTH U TipaBwibHOCTU (moaaepxkanue MHO B mpenenax 2,0-3,0) nedyeHus
antukoarynsiutamu. B uccnegoBanum ACTIVE-W  Obuio mokazaHo, 4To mpu
Ha3HaueHuu Bapdapuna (1 Tabnmetka B cytku) 6e3 kontposs MHO kommuecTBo
KPOBOTEUEHUW HE OTIMYAEeTCs] OT TaKOBOro Ha (oHEe KOMOHWHAIIMHM AaclHUpUHA C
kionuaorpenoM. Ilpu koHTposne 3a mokazatreieM MHO u moanepkaHuu €ro B
npenenax 2,0-3,0 KoIMYECTBO KPOBOTEUCHMM TIpU JIeYeHUH BapdapuHOM
OKa3bIBAETCS BIBOE MEHbBINE, YeM MPU Ha3HAYCHUM KOMOWHAIIMM aHTHUArPETaHTOB
(acnmupun + xjonuporpen). PerymspHbiii KoHTponb u mnopaepxxkanue MHO B
HOPMAaJIbHBIX 3HAYEHUSX YMEHBIIAET PUCK TeMOpPPAaruvyecKuX OCIONKHEHHN MpH
neyeHuun Bapdapurom Ha 50%.

JHokazatenbCTB A (PEKTUBHOCTH aHTUKOAryJIsHTOB y OompHBIX XCH c
CUHYCOBBIM pUTMOM (Jake MpU [AWJIATAllMU cepJlla U HalIu4yuu TpoMOOB) B
HACTOsIIIEe BpEMs HET, MO3TOMY B ATHUX CiIydasX HMX MPUMEHEHUE OCTaeTCs B
KOMIIETEHI[UHU JIeYallero Bpayva.

AHTHApUTMHYECKHE cpeAcTBa B Jeyenun XCH
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[Momasnsromee wumciao OonbHBIX XCH wuMeror omacHele I8 KA3HU
KeTyn0uKoBble HapymieHus: putMa cepaua (111 u Beie rpaganuu no kiaccupuKauu
Lown-Wolf) .

OcCHOBHBIE MO3ULMY TPU JICYCHUH KEITYT0YKOBbIX apuTMuil y OonbHbIx XCH
CBOJSATCSA K CIEAYIOLIEMY:

-Jleduernnss nmpu XCH TpeOyroT nMIlb OMacHblE ISl KM3HU W CHUMIITOMHbBIE
KEIIyZI0UKOBbIE HApYLIEHUsI pUTMa cep/ua (YypoBeHb JOKa3aHHOCTH B).

-Antuaputmuku | (6mokaropsl HaTpueBbiX kaHaioB) u IV (BMKK) kiaccos
npotuBonokaszansl 60abHEIM XCH (ypoBeHb IokazaHHOCTH A).

-Bo Bcex cayuwasx cpeactBom BbiOOopa B JjedeHun OonpHBIX XCH
KEIYZOUYKOBBIMU HApYLIEHUSIMU CEPACYHOTr0 putMma sBisitotcsi B-Ab, oOnagatromiue
YMEPEHHBIM  aHTHAPUTMUYECKHM, HO  BBIPQXEHHBIM  aHTU(OUOPHILISATOPHBIM
JNENUCTBHEM, YTO MO3BOJIIET UM JOCTOBEPHO CHM)KATh PUCK BHE3AITHON CMEPTH.

-Ilpu  HeapdexktuBHOCTH  P-AB I aHTHAPUTMUYECKOTO  JICUCHHUS
npumMmensitorcs npenapatsl 111 kinacca (amuonapos, cotanoi, 10heTUInm).

-CpenctBom BeiOOpa y 60mbHBIX ¢ ymepeHHO BbIpaxkeHHOH XCH (I-II ®K)
ABJIIETCS. aMUOJIAPOH, XOTS CJIeyeT TOMHUTh, 4YTO He MeHee ueM Y 40% OONbHBIX OH
BBI3BIBAET OMNacHble MOO0o4YHbIE 3(PdeKThl (Yame Bcero, ocodenHo B Poccum -
HapylieHue QyHKIMH IMUTOBUTHOM *Keye3bl). AMUOJAPOH CIEAYeT MCIOIb30BaTh B
Maneix mo3ax - 100-200 M/cyT W Bcerna B3BENIMBAaTh COOTHOIICHHE ITOJIb3a/PHCK.
AMUOIApOH MOXXET CHIKATh PHUCK BHE3aITHOM CMEpPTH Yy JEKOMIIEHCHPOBAaHHBIX
OOJBHBIX C JKENYJAOYKOBBIMU apUTMHUSIMHU, B TO BPEMs KaK PUCK OOIIEl CMEPTHOCTH
JIOCTOBEpHO He MeHsercs (ypoBeHb nokazaHHoctd B). K tomy xe sddexr
aMUO/IapOHa TPOSABIAECTCS MAKCHUMAJIbHO SIPKO JIMIIb Tpu codetaHuu ¢ P-Ab
(ypoBeHb oKa3zaHHOCTH B).

Y oGonpubix ¢ BeipakenHoi XCH (II-IV ®K) mpumenenme amumomapoHa
acCOMUpYeTCsl C  JOCTOBEPHBIM  YXYIAIICEHHEM IPOTHO3a, IO3TOMY  €ro
HCIOJIb30BaHUE B 3THX CIy4asx HPOTUBOMNOKA3aHO (YpPOBEHb [IOKa3aHHOCTH A).
[Ipudyem MakcumanabHOE TMpOsiBICHUE HEIPGHEKTUBHOCTH TEPANUU aMHOJAPOHOM
OTMEYAeTCs y MAIMEHTOB C CHHYCOBBIM PUTMOM.II]

ANBTEepHATUBOW aMHOJIAPOHY MOXKET OBITH coTasnoln - antuaputmuk I1I kmacca,
MMEIOINKN JONOJHUTEIbHBIE cBoMcTBa [(-Ab. I[lo BiIMsSHHMIO Ha KETyJAOYKOBBHIC
HApYILICHUS] pUTMa Cep/ilia COTaI0J JIMIIb HEMHOTO yCTyImaeT amuoaapony. Coranon
MMEET CYIIECTBEHHO MEHBIIIE BHECEPJCUHBIX MOOOYHBIX pPEAKIMii B CPaBHEHUH C
aMHOJIApOHOM, HO Yallle BBI3bIBACT MPOAPUTMHUHU, OCOOCHHO Yy OOJIBHBIX C TSIKEIBIM
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nopaxxeHueM wmuokapna. IlpaBnma, 3a cyer Hanmuuus [-OJOKUPYIOIIKMX CBOWCTB
COTaJoJl  MOXET  yiaydumaTh  (YHKIUMOHAJIBHOE  COCTOSIHUE  OOJIBHBIX €
nexomnencauued. Y OompHbix XCH II-IV ®K HexenaTenbHO MpeBbILIATH
CyTOUHYIO 103y 160 mr.

HaubGonee ompaBmaHHBIM METOIOM MPO(MIAKTHKYA BHE3AITHOH CMEpPTH Yy
oompHBIX XCH ¢ JKM3HEYTrpOKAIOIUMH apUTMHUSIMU ~ SIBIISIETCS  TIOCTaHOBKA
MMIUIaHTUPYEMOT'O KapAuoBepTepa-aedpuopuiisaTopa.

OTaenpbHOTO BHUMAHMS 3aciIy)KHMBaeT TMpobdlieMa MeplaTelbHOW apuTMHH,
KOTOpasi B Ka4€CTBE OCHOBHOT'O PUTMa WM MapOKCU3MOB PETUCTPUPYETCS MOUTH Y
40% mnanueHToB ¢ kiauHUYeCKH BhIpakeHHOM XCH u Moxer yXyamaTh MPOTHO3
6onbHbIX XCH, XOTSI Ha ATOT CYET MUMEIOTCS M MPOTUBOIOJIOKHBIE CBeaeHus. [Ipu
MEpLATEIbHON apUTMUM HET J0KAa3aTeNIbCTB, 4YTO BOCCTAHOBJIEHUE CEPJCUYHOIO
pUTMa MPEBOCXOJUT TEPANEBTUUECKYIO TAKTHKY, Mpeanoararnlyo KoHtpoias YCC
(ypoBenb nokazanHoctn B). IloaTomy 1emecooOpa3HOCTs  BOCCTAaHOBJICHUS
CHHYCOBOTO puTMa (JIEKTpUYecKass JIePuOPWISIUS WIM  MEIUKaMEHTO3HOE
KyIIUPOBAaHUE) OCTABIISCTCS Ha YCMOTpeHHE Bpada. EIWHCTBEHHBIM HE3aBHUCHUMBIM
IPEAUKTOPOM JIydlieil BehkuBaeMocTH 00iabHBIX XCH M MepuatensHOM apuTMuein
ABJISIETCS. TMOCTOSIHHBIM TIPUEM aHTHKOAryJsHTOB mpu noaxaep:xxannu MHO B
npeaenax ot 2,0 go 3,0 (creneHp JoKa3aHHOCTH A).

O¢ddextuBHOCT 3nekTpUueckor nepubpuwmauuu  gocturaet 90%, HO B
TEYCHHE TIEPBOTO T0Jia CHUHYCOBBIM pUTM ynepkuBaeTcss He Oonee demy 30%
OOJIbHBIX, UTO TPeOyeT aKTUBHOM MO KUBAOIICH Teparuy.

K dakropam, crmocoOCTBYIOMMM BEPOSTHOMY MOBTOPHOMY CpPBIBY pUTMa U
PELMIMBUPOBAHUIO MEPLIATEIBHON ApUTMUH, OTHOCSITCS

-MoXmII0M Bo3pact (bonee 65 ner),
-napHee (O6oJee 6 MecsIeB) MepIiaHue MpeCcepaui,
-4aCThIC MMAPOKCU3MBI (PEIMINBBI) MEPIATSIBHON apUTMUH,

-0oJbIlIe pa3Mephl JIEBOTO Tpeacepans (mepeaHe-3aanuid pasmep Oonee 4,2
cM),

-Hanu4Yue TPOMOOB B TMOJIOCTSIX cepana (B TOM YHCJIE€ B YIIKE JIEBOTO
npeacepans),

-au3kas OBJIK (<35%).
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B a1ux ciaydasix BocCTaHOBJIEHUE CUHYCOBOTO pUTMa MIPOTUBOMOKA3aHO.

OnHUM U3 OCHOBHBIX MPUHIMIIOB JedeHus: 6oiabHbIXx XCH u uMeromieiics (uiu
YIpOXKAIoIIe) MeplaTeJibHOM apUTMUU  MOXHO CUMTAaTh NPUMEHEHUE HE
AHTHAPUTMHYECKUX CPEACTB, a MpenaparoB, Onokupyromux akTtuBHOCTh PAAC.
MHOrO4YUCIEHHBIE PETPOCTIEKTUBHBIE AHATU3bI KOHTPOJIUPYEMBIX MHOTOLIEHTPOBBIX
HCCIIeIOBAaHUM MOATBEPKIAIOT criocoOHOCTh HATID (anananpui, kantonpui) u APA
(Baicaptan, wupOecapTaH, KaHJecapTaH, JO3apTaH) CHIKaThb PHUCK pPa3BUTUA U
pELUIMBUPOBAHUSI MEpLATEIbHOW apuTMuu B npenenax 28-29% (creneHb
J0Ka3aHHOCTHU B).

VY aepxaHue CMHYCOBOTO pUTMa IMOCJIe KyNUPOBAaHUS MEPLATEIbHON apUTMHUU
HauOonee 3P(EKTUBHO C TMOMOIIBIO aMUOAAPOHA, OJHAKO M B ITHUX CIydasx
pelUANBEL MEpIaHUs BO3HHKAIOT HEe MeHee 4eM y 30% OonbHBIX ¢ GuOpmisuuen
npencepaunii. K romy xe 25% nanueHToB HE B COCTOSIHUM NMPUHUMATh aMUOJApOH B
TEUYEHHE JUIUTEILHOTO BPEMEHH U3-3a 1M0O00uHbIX peakiuil. s xontpons YCC npu
NOCTOSIHHOM (hopMe MeplaTrenbHOl apuTMuu HamOosee 3((PEeKTUBHBIM MOXKET ObITh
UCIIOJIb30BaHNEe KOMOMHAIIMY CepICYHBIX TTUKO3UI0B U 3-Ab.

[Ipu HeapdexTuBHOCTH MeaukaMmento3Horo koHTponst YCC, Ha ¢one
oraromenust TeueHuss XCH MoxkeT morpeboBaThCsl MPOBEACHHE PAIMOYACTOTHOMN
abJialiiy B HaJIeXkK € BOCCTAHOBUTHh CUHYCOBBIM PUTM, OJTHAKO 3Ta MPOLEypa JOJKHA
NPOBOAUTHCS, JIUIIL KOTJa HCYEpPIaHbl BCE JAPYrHe BO3MOXKHOCTH KOHTPOJIS
CUTYaIIUH.

AHTHATpPeranTsol (B YaCTHOCTH, acnupuH) B JeueHun XCH

Bompoc o mpumenenun acrimpuHa OonbHeIM XCH ocraercss He 10 KOHIIAQ
pemeHHbpIM. [IpoGiema - B BO3MOKHOCTH OJIOKaIbl CHHTE3a MPOCTAIMKINHA JaKe
IIpU  UCIIOJB30BAaHUM CaMOW MaJIOW J03bl mpemnapara - 75 wMr. brokana
(bepMEeHTAIIMKIOOK-CUTEHA3bI, OMPEEAIoNnias MEXaHW3M JEHCTBUSA aclHupuHA U
npyrux HIIBII, upeBata omHOoBpeMeHHBIM ociabnenueM odddexra uHAIID,
TUYPETUKOB, albJakToHAa W Jaxe B-Ab ¢ BazogwimaTupyrONMMU CBOWCTBAMH -
KapBeawiosa (ypoBeHb JJ0Ka3aHHOCTH B).

C oTOl TOYKHM 3pEHUS NMPUMCEHEHHWE aHTHATPETaHTOB C JPYTMM MEXaHH3MOM
JnercTBHS  (KJIOMMUIOTPEN), KOTOPBIC ITO3BOJIAIOT JOCTHTaTh AaHTHATPETalldOHHOIO
adekra 6e3 61oKkaabl GepMEHTa ITUKIIOOKCUTCHA3bI, BRITJISIAUT TCOPETHICCKH OoJIee
o6ocHOBaHHBIM. OTHAKO KIMHHYECKUX TOATBEPIKICHUI STOMY HET.

VYOenuTenbHbIX aHHBIX O LEIECOO0OPA3HOCTH NPUMEHEHHUS aHTHArperaHToB
s nedenuss XCH Her (3a uckimtoueHueM octporo nepuona MM). Mcnonb3oBanue
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acCMpHHA B KAa4eCTBE CPEACTBA BTOPUYHON MPOPUIAKTUKH y MALUEHTOB C JABHUM
(Oonee 3 mecsaue) OMM no3BosisieT CHU3UTH puck nosropHoro ONM, Ho He cMepTH
(YypoBeHb [10Ka3aHHOCTH A). DTO MOJOKEHHE HE MMEET HUKAKOH J10Ka3aTelIbHOCTU
s nanueHToB ¢ XCH, He nepeHocuBmmx B npouuiom OWM. Ilpu HazHaueHuu
aHTHArperaHToB HApacTaeT pPUCK T'eMOPPArMYECKUX OCJIOXKHEHUH, BKIOYAsS
KEIYJAOUYHO-KUIIEUYHbIE KPOBOTEYEHHUS] W TE€MOPpPAaruvyecKUe WHCYJIbTHl (YpOBEHb
JIOKa3aHHOCTH A).

Haznauenue aCllMpuHa JOCTOBCPHO YBCINYMUBACT YHUCIIO FOCHHTaHHSaHHﬁ,
CBsI3aHHBIX C 06OCTpeHI/IeM JCKOMIICHCAIIU M1 (ypOBCHB JOKa3aHHOCTHU B)

[Ipy HEoOXOAMMOCTH HCIONB30BAaHUS AaCMHUpUHA TEOpeTHYecku Oosee
OMpaBAaHHBIM BHINJIAUT ero couyetanue ¢ APA (a He ¢ uwAll®). Bnpouew,
KOHTPOJIMPYEMBIX KIIMHUYECKUX MCCIIEIOBAHUM, OATBEPKIAAIOIIUX ITO MOJIOKEHUE,
HeT (ypoBeHb J1okazaHHoCTH C).

Nurubutopsr AIID OGosee 000CHOBAaHHO coOYEeTaTh C Je3arperaHTami,
UMCIOIIMMU JAPYroi MexaHu3M jercTBus (kimonumaorpen). Ho u 3To monokeHue He
MOJITBEPKICHO KIIMHUYECKUMU UCCIIeIOBaHUAMHU (YpOBeHb JIokazaHHOCTH C).

O¢ddextuBHOCTE U 0€30MACHOCTH HCIOJB30BAHUS HU3KUX 103 JIBYX
aHTUArpPeraHToOB - acnmupuHa (M0 75 Mr) u xjmonugorpena (mo 75 Mr), KOTOpoe
ABJIIETCS a0COJIIOTHO MOKA3aHHBIM JUIsl OOJIBHBIX ¢ niepeHeceHHbIM OVIM, He moxeT
OBITh pekoMeHA0BaHO nanenTam ¢ XCH.

OpHako OOJBIIMHCTBO HWMEIOIIMXCS HAa CEroJHs JaHHBIX (3TO BHOBD
pE3yNbTaThl  PETPOCTEKTHBHBIX  AHANW30B, T. K. TMPOCHEKTUBHBIE JaHHBIC
OTCYTCTBYIOT) MO3BOJISIIOT KOHCTATHPOBATh, UTO XOTS HEKUI HEraTUBHBIM MOMEHT BO
B3aUMOJEHUCTBUM ManblX 103 acnupuHa (75-100 mr!) u uAll® npucyrcTByer,
COBMECTHOE HCIIOJIB30BaHUE ATUX MpenapaToB y O00ipHBIX, nepeHecmmux OUM u
nMmeromux XCH, Bo3M0OKHO.

Tem He MeHEe BOIPOC O 11eTeCO00Pa3HOCTH MPUMEHEHHUSI AHTHATPETAHTOB TPH
XCH 1m0 koHIa HE pelieH U TpeOyeT MaTbHEUIUX CHEeIHATbHBIX UCCleJoBaHN. B
HACTOSIIEE BpEeMs MPABUIIBHOW SIBIISETCS MO3MIMUS O MAaKCUMAJIbHO PEIKOM (TOJBKO
MpU HAJIWYUU NPSIMBIX TMOKa3aHUM) HAa3HAYEHUH MUHUMAIbHO 3(Q()EKTUBHBIX 103
MPENapaToB ATOTO Kiacca.

Hersmmko3uaHbie HHOTPONHBIE cpeacTBa B jJeuennu XCH

[IpuMeHeHnE  HErIMKO3WIHBIX HHOTPONHBIX  CPEJICTB, HECMOTps  Ha
KPaTKOBPEMEHHOE YJIyUIlIeHHEe TeMOANHAMUKN U KIIMHUYECKOTO COCTOSHUS OOJIbHBIX
Cc 000CTpeHHEM JEKOMIEHCALUU, TPHU AOJTOCPOYHOM HAOIIOJCHUM TMOBBIIIAET PUCK
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cmeptu OonpHbIX XCH (ypoBenb mokazanHoctu A). IlosToMy 3Tu mpenapaThl He
MOT'YT ObITh PEKOMEHIOBAHbI JIJIsl JTTUTEIHLHOTO JICUCHUS JJEKOMIICHCAIIUU.

bonee Ttoro, ngaxe KpaTKOBpEeMEHHass WHOTPOIMHAs NOJJEpKKAa B MNEPHOJI
00OCTpEHHsI JIE€KOMIEHCAIIMM MOKET HEraTMBHO BIMSTh Ha OTJAJICHHBIA MPOTHO3
6onpHBIX XCH (ypoBeHb nokazanHoctu B). [loaToMy ceromHs 3Ty mpemapatbl He
pexkoMeHnnoBansbl s aedenus XCH.

[Ipu kputuueckoM coctoguuu (npu oboctpenun XCH) nyume Bcero
UCIIOJIb30BaTh CEHCUTH3aTOP KalblMs JieBOocMMEHaaH (6omtoc 12 MKI/KT, 3areMm
BHYTpUBEeHHO KamenbHo 0,1-0,21 MKr/kr/mMuH). DTOT mOpenapar MaKCUMaJIbHO
yIIy4IIaeT MoKa3aTesil reMOJMHAMUKH, HE UMEET HeTaTUBHBIX B3aUMOJEHCTBUI C [3-
aapeHoOnokaropamu (B ommune OT jgobyramuHa) u pekomeHaoBaH EOK mus
nedenuss oboctpenuss XCH. BmepBbie crnocoOHOCTH JIEBOCUMEHJIaHA YJIydIlaTh
nporuo3 OonbHBIX mocie OWM Oblma TpOAEMOHCTPUPOBAHA B HCCIEAOBAHUU
RUSSLAN, npoBoguBmiemcss B  Poccun. Meta-aHain3  CpaBHUTEIbHBIX
ucciaeoBaHuid  goOyTaMMHAa W JICBOCUMEHJaHa  TOKa3bIBa€T  HEKOTOPHIC
IPEUMYIIECTBA MOCIEAHETO IO BIUSHUIO Ha pUCK cMepTu 00stbHBIX XCH.

MeTtabo/in4ecKH aKTUBHBbIE penapaThl (MUTONPOTEKTOPHI) npu Jeuennu XCH

Ha cerogusiuiauii AeHb HET YOEIUTENbHBIX 10KA3aTeNbCTB A(PHEKTUBHOCTH
IPUMEHEHHS] HUTONPOTEKTOPOB B JieueHUH XCH, XOTS HEKOTOpBIE HCCIIEIOBAHUS B
3TOM 00nacTH 3araaHupoBanbl. OTHAKO HUKAKUX CBHJIETEIBCTB YXY/IIICHUS TEUCHUS
JNEKOMIIEHCAllMU MPU MCIOJIb30BaHUU ATOTO Kiacca IpenapaToB Takke HET. boree
TOTO, HMEIOTCS OTAEJIbHBIE MCCIEAOBaHUSA, JEMOHCTPUPYIOIINE KIMHUYECKYIO
3G ()EKTUBHOCTh TPUMETA3UUHA MIPU €0 MCIOJIB30BAHUHM B KOMIUIEKCHOM JICUEHUU
XCH. IToaTOoMy, XOTs CETOAHS HENb3sl PEKOMEHAOBATh NPUMEHEHUE TPUMETAa3UINHA
s nedennss XCH, Ha3HaueHue 53TOro mnpemnapara HE BpPEIUT OOJIBHBIM, €CIU
TPUMETA3UIUH HA3HAYACTCs JIOMOJHUTEIBHO K OCHOBHBIM CpPEICTBAM JICUCHHS
JNEKOMITCHCALIHH.

CpencrBa, He peKOMeH/I0BaHHbIE K NpuMeHenno npu XCH

[IpumeneHune 3TUX NpenapaToB JOJHKHO ObITh, IO BO3MOKHOCTH, UCKIIFOYEHO
Ipu JeueHnu Aekomnencanuu. K Hum otHocATCS:

-HIIBII (cenexkTuBHBIE U HECEIEKTUBHBIC, BKJIIOUYAsl J03bl acupuHa > 325 Mmr).
Oco0eHHO HEONIaronmpusATHO HMXHUCIOJb30BaHUE Yy OombHBIX XCH, Haxoasmuxcs Ha
neyenun HAII®, nuypetukamu U anbaakToHOM. OCOOEHHO OMACHO MPUMEHEHUE
HIIBII B mepuoj I€KOMMEHCAMU W TUIIEPTUApPATALMKM, YTO YPEBATO YXYIALICHHEM
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KIMHHUYCCKOT'O COCTOAHHUA U 3a):[ep>1<1<0171 KUAKOCTH, BIUIOTH 0 pPa3BUTUA OTCKa
JICTKHUX.

-I'mokokoptukonusl. lIpuMeHeHHe CTEpOUIHBIX TOPMOHOB HMEET YHUCTO
CUMITOMAaTUYECKHE II0Ka3aHUs B Cly4asgX YIHOPHOW THUIIOTOHMM U TSKEJIOrO
OTEYHOr0 CUHApPOMA JyIsl oOnerdenus Havana jeuenus HAIID, nuyperukamu u $-Ab.
C npyroi CTOpOHBI, BO3MOKHOCTh ONACHBIX JUIA KU3HU OCJIOKHEHHMI OrpaHUYMBAET
UCIIOIB30BAHUE ITUX MPENAPATOB.

-TpunMKInYecKre aHTUAETPECCAHTHI.
-Antnaputmuku I knacca.

-BMKK  (Bepamammun,  nunTuazeM,  KOPOTKOJEHCTBYIOLIME  JIUTU-
POIUPUIHHBI).

duexTpodusnonorniyeckue meroanl Jeuenuss XCH

OnekTpopU3noI0ornUecKue METOAbl CBOJSITCS HA CETOAHSIIHUN JCHb K TpeM
poLEeypam:

-IlocTanoBKke (MMIUTAHTAIMKM) OOBIYHBIX 3JIEKTpoKapArnOcTUMYIATOpoB (DKC),
YTO aKTyaJbHO JUIsl TIAIIMEHTOB C CHHIPOMOM CJIa0OCTH CHHYCOBOI'O y3Ja M aTpHO-
BEHTPUKYJISpHbIMU Onokagamu. Kpome koppekiuu puTMa cepjilia, 3TO IMO3BOJSET
6onee r¢hhekTUBHO 1 0€30MMaCHO MPOBOIUTH MeaukaMeHTo3Hyto Tepanuto XCH. [Ipu
TOM ONTHUMAIBHBIM sBIsAEeTCA wucnonb3oBanue DKC He ¢ (GUKCHpOBAHHOW, a C
aJanTUPYyEMON 4acTOTOM CTUMYISLMU, U MPEXKIE BCEro - JABYXKaMepHbIX. OJIHAKO
mmtenbHas ctumyssinusa [DK cama mo cebe sBIsSeTCS NPUUYMHONW ACUHXPOHUH
COKpaIlleHUs JKEIYJO04YkKoB u upeBaTa ycyryosenuem teuenus XCH. Ilosromy
MPEANOYTUTEIIbHEE UMIUIAHTUPOBATh  KEIYJOYKOBBIM  JJIEKTPOJ C aAKTUBHOWU
duKkcanmeil B cpeJHue OTIEIIbI MEXKKEITYOUYKOBON MTEPETOPOIKH CIIPaBa.

-PazBuTne 53TOro HampaBieHUsT NPUBEIO K BHEAPEHUIO MeEToAa Tak
Ha3bIBa€MOM ceplieuHol pecunxpoHusupytome Ttepanuu (CPT). [dns  a3toro
UCIIOIB3YETCS CXeMa TPEXKaMEPHOU CTUMYJIALIMK CEepJilia - OJMH AJIEKTPOJ B MPaBOM
npeacepauu, Bropoit B IDK u tpetnit (uepe3 koponapusiii cunyc) B JDK. Takas
CUCTEMa IMO3BOJISIET YCTAHOBUTH ONTUMAIBHYIO ISl KaXJ0ro OOJBHOTO aTpHO-
BEHTPUKYJISIPHYIO 3aJIepKKY (Tay3y MeXIy HaBA3aHHBIM COKpAIllEHHEM Ipeacepauii
U SKEIYJOYKOB) M YCTPAHHTh ACHUHXPOHHMIO B paboTe XKENyJ04YKOB (IyTEM UX
OJIHOBPEMEHHOU CTUMYIISIIUN ).

-Haxkowner, MOCJeAHENH  SIBISIETCA  IOCTAHOBKA  HMILIAHTHPYEMOTO
kapauoseprepa-gedudpumsitopa (MK/) 6onsapiMm XCH u onmacHbIMU 1711 5KH3HU
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KEITYJOUYKOBBIMU HAPYIICHUSIMU PUTMa CEpAlla - KETyI0YKOBOW TaxUKapJIueul WiIu
bubpuIIAIIeH KeTyI0UKOB Cepla.

Crnenyer OTMETUTh, YTO IPUMEHEHUE BCEX DIEKTPOPUZNOIOTUUECKUX METO/IOB
neyennss XCH gomkHO HayumHATBCA TOJBKO Ha ()OHE MaKCHMaJbHOM AaKTUBHOMU
TEpanuu NpHU €€ HEeJOCTaTOYHOM A(PPEKTUBHOCTU. IDTO HE albTepHATHBA, a
JIOTIOJTHEHUE K MAaKCUMAaJIbHO aKTUBHOW Tepanuu OosbHbIX. MIMIumanTanus ycTpoiicTB
CPT u HUK]] pexomenayercs OOJbHBIM, KOTOpPbI€ HE TOJBKO HAXOJATCA Ha
ONTUMAJIbHON MEIMKAaMEHTO3HOW Tepanuu no noBonxy CH, HO m MOryT uMeTh
JNOCTaTOYHO BBICOKUHM YpPOBEHb KayeCTBA KU3HU U €€ IPOJOJDKUTEIILHOCTh HE MEHEE
OJIHOT'0 roja IOCJI€ UMIIJIaHTAlUHA YCTPOUCTBA.

Xupypruueckue Meroabl Jeyenuss XCH

[Ipu HesddextuBHOCTH TepaneBTrueckoro nedeHuss XCH u kpuruueckom
00OCTpEHUH CUTYAllUU MPUXOAUTCA MPUOEraTh K XUPYPrUYECKUM M MEXaHUYECKUM
meTonaMm JedeHus. Hecmorps Ha ux Oonbiioe pazHooOpasue, ypOBEHb
J0Ka3aTeIbHOCTH d(PPEKTUBHOCTU U OE30MaCHOCTH UX MPUMEHEHHS, KakK MPaBUJIO,
BECbMa HHU30K W OTPaHUYMBAETCS OTIAEIBHBIMU AMIMPUYECKUMHU HAOIIOJECHUSIMHU.
Kpome TOro, cinemyer OTMETUTb, 4YTO MPOBEIEHUE JIOOBIX METOJOB JIEUEHUS
HOJpa3yMeBAaeT OJHOBPEMEHHOE MAKCUMAaJIbHO 3(Q(EKTUBHOE MEAMKaAaMEHTO3HOE
neyenne XCH (mo mnpuHuuMnam, H3JI0OKEHHBIM Bblle). To e€cTb XHpyprus WIH
AJIEKTPO(PU3UOIIOTUS HE BMECTO, @ BMECTE C MEAMKAMEHTO3HbIM JiedeHneM X CH.

B mnepByio ouepenr HEOOXOAMMO BBIICIUTh Kak Haubojee MOMyJIIpHOE
BMEIIATENIbCTBO - OMEPALMIO [0 PEeBACKYJISPU3AIUN MUOKapa (A0pTO-KOPOHAPHOE
WM MaMMapHO-KOpOHAapHOEe MIyHTHpoBaHue). CMEPTHOCTh OOJBHBIX B PE3yNIbTATE
ONEpaTUBHBIX BMeEIIATENLCTB NpsMO kKoppemupyer ¢ @B JDK. Iloatomy xupypru
MPEANOYNTAIOT OTKA3bIBATHCS OT omnepauuii y nanueHtoB ¢ @B <35%. B cBsizu ¢
TUM JI0OKa3aTelnbCcTBa A((PEKTUBHOCTH PEBACKYIAPU3ANMN MHOKapAa y OOIBHBIX
XCH wuMeT Jaulllb TEOPETUYECKOE OOOCHOBAaHME M OMNBIT Pa3pO3HEHHBIX
uccienoBannii. B HacTosimee BpeMsi TPOBOSTCS CHIEIUANIBHBIE KPYITHOMACIITAOHBIE
uccie0BaHus no u3ydenuto 3toro somnpoca (STICH).

Onepanys Mo KOppeKUMHA MUTPAJIbHONH peryprutanuu (BMEIIATeIbCTBA HA
KJIallaHe) Mo3BoJisieT yiaydmate cuMmnTomMbl XCH y TmiatensHo OTOOpaHHOM
MOATPYIIbI OOJIBHBIX (YPOBEHB I0Ka3aHHOCTU B). BiausiHue Ha mporHo3 HEU3BECTHO.

o W



Onepanysi KApAHOMHUOILUIACTUKH C HCIOJIb30BAHUEM JIOCKYTa IIMpOYauIieit
MBIIIILBI CIIMHBI HEA(P(EKTHUBHA U HE MOXKET ObITh peKOMEeH10BaHa Juis euenus XCH
(xmacc pexkoMenaanuii I, ypoBenb n1okazanHoctu B).

Onepanysi 4YacTHYHOH BeHTPHUKYJ0TOMHUM (onepanus batuctel), win
XUPYPrUUECKOE PEMOEINPOBAHUE CEPALlAa, OKa3ajlach Takke HEAI(P(PEKTUBHON U B
HACTOsIIlIee BpeMs HE MOXET ObITh pexomeHaoBaHa ans jedeHus XCH (kmace
pexomeHaanuii I, ypoBeHb nokazaHHoctu B).

Onepanysi TpPaHCIVIAHTALMM CepANA TPAAUIMOHHO CUHMTAETCS CPEJICTBOM
BbIOOpa B JsieueHuu ¢uHanbHOM cTaguu XCH, He moamnaromieiics 3pheKTUBHOMY
TEepaneBTUUYECKOMY  Bo3AehcTBHIO. OagHako  Kakue-mub0  KOHTPOJIUPYEMBIC
UCCJICJIOBAHUS M0 OILIEHKEe A()(PEKTUBHOCTU TPaHCIUIAHTALUU CepAlla OTCYTCTBYIOT
(ypoBenp jgokazanHocTH C). Bmecre ¢ Tem asmnupudeckue HaOIIOACHUSA
MOATBEPXKIAIOT KIMHUYECKYI0 A((PEKTUBHOCTh W  XOPOIIMH TPOTHO3 TIPH
PaBUIILHOM BBIOOpE MOKa3aHUM K ONEPaTHUBHOMY JICUYEHUIO.

['maBHBIMU OrpaHHYeHUSIMH K 3G (HEKTUBHOMY HCIIONB30BAHUIO ITOTO METO/a
CJIeAyeT CUUTATh:

OTCYTCTBHUC JOCTATOYHOI'O KOJIMYICCTBA JOHOPCKUX CCPACI,

npo0JieMy OTTOPKEHHUS TMEpPECakKeHHOro cep/la, TPeOYIoUIyl0 MOIIHON H
KpalHe JOPOrol UMMYHOCYIIPECCUBHOM TEPANUH,

00JIe3Hb KOPOHAPHBIX apTePUil TMEPECaKEHHOTO Cepjlia, HE HMEIONIYI0
3¢ PEeKTUBHOTO JICUCHUS.

CymMmupys BBIIIECKa3aHHOE, MOXKHO KOHCTAaTHPOBAaTh, YTO TPAHCIUIAHTALIMS
ceplilla HE HMMEET CEPhEe3HOro OymyIIero M, KaK MOATBEPXKICHUE TOMY - TIHK
ucnonb3oBaHusi 3tod Meroguku B CIIA mpumencs Ha 1994 roa, mociie uero
KOJIMYECTBO BMEIIATENIHCTB HEYKIIOHHO CHHXKAETCS.

['maBHOW anbTepHATHUBON TPAHCIUIAHTAIIMM MOXXET OBITh HCIOJIb30BAHHE
anmapaTtoB ~ BCIIOMOTATEIBLHOTO  KPOBOOOpAIeHUs, TMOJIYYUBIINX  Ha3BaHUE
HCKYCCTBEHHBIX KeJYA0YKOB cepAua.

Brauane stu ycTpoiicTBa mcnonb3oBaiuch y 0ompHBIX XCH u kputnueckum
HapylIeHUEM T€MOJIMHAMUKH, 0KUAAI0OLIMX ONepaluu Mo nepecajgke cepaua (MocT K
TpaHcianTauu). OJHAKO 3aTeM BBISICHWIOCH, YTO 4YE€pe3 HECKOJbKO MECSIIEB
paboTHl BCIIOMOTATEIBHOTO ammapara MNPOUCXOAWIO YaCTUYHOE BOCCTAHOBIICHHE
GyHKIMI COOCTBEHHOTO cepla.
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Ha cerogusAmHuil [eHb MEXaHUYECKHUE HCKYCCTBEHHBIE JKEIIYIOYKHU CepaLa
CTald BeCbMa MUHMATIOPHBIMU M JOCTATOYHO HANCKHBIMU B TEXHUYECKOM
OTHOWEHNH. OHU MOJHOCTHIO MMIUIAHTHPYIOTCSI B TOJIOCTH TEJIa MAlMEHTa U 4Yepes
IIOBEPXHOCTh KOJXHBIX IIOKPOBOB K HHUM MOAXOAUT TOJBKO IIPOBOJ, ITOJAIOIIUMN
AIEKTPOIHEPTUIO OT MOPTATUBHOM AKKyMYJSITOPHOM Oaraped, KOTOPYIO MAlMEHT
HOCUT Ha I0sCE.

Ha cerogns B croenuanbHbIX HCCIAEAOBAHUSAX [OKA3aHO, 4YTO MOCTAHOBKA
uckycctBeHHoro JOK ymyumraer nporHo3 6oisbHbiX ¢ kputudeckoit XCH (ypoBeHb
noka3zanHoctd B). Ilo cBoelt appexkTuBHOCTH (BIMAHUIO Ha BBKHUBAEMOCTH) METO]T
NOCTaHOBKM ucKyccTBeHHOro JDK mnpeBocXxoauT Bce TEpaneBTHUYECKUE METOJIbI
JIEYEHU .

OCHOBHBIM OTpaHUYCHUCM K HCIIOJIb30BAHHUIO B Poccun MokeT okazaThcs
BBICOKasA CTOMMOCTD.

JIpyruMH OTpaHUYCHUSIMU SBJISIOTCS OCJIOKHCHHS, TJIaBHBIMM W3 KOTOPBIX
OCTAlOTCSI ~ BTOpWUYHAs  WHQEKIHS, a Takke  TpomOO03 anmapara u
TPOMOOIMOOTMIECKUE OCTOKHEHUS.

s mpenoTBpalieHusl MPOTPECCUPOBAHUS PEMOACIUPOBAHUS KETYAOUKOB
MPUMEHSIETCS OTEepaIlisi OKYTHIBAHUS CEPAIA 3JTACTUYHBIM CETYATHIM KAPKACOM.
IIpenBapuTenbHble pe3ysbTaThl MCIIOJIB30BAHUS ATONW METOJUKH IOKAa3bIBAIOT, UTO
OHa mpeaoTBpamiaeT nporpeccupoBanue CH, HapacTaHwe auiaTaluyd CepAla,
pa3BUTHE perypruTalui Ha KJalaHaX, yiaydmaeT (QyHKIIMOHAJIBbHOE COCTOSHHE
OOJIbHBIX U TIOBBINIACT JICHCTBEHHOCTh MEIWKAMEHTO3HOW Tepamuu. B ciyuae
WCMOJIb30BaHUs Ha HaAyaJbHBIX CTAAUAX JUJIATAIIMOHHOW  KapAWOMHUOIATUU
MMIUIAHTAIMS CEeTYAaTOro KapkKaca BO MHOTHX CiIydasX oOecIieuynBaeT 0OpaTHOE
pa3BUTHE TIpoIecca MAaTOJIOTHYECKOr0 PEMOICTIMPOBAHUS KeTyI09KoB. BMecTe ¢ TeM
JlaHHAas METOJAMWKA IIOKAa HAXOJMTCS Ha JSTalle CBOCTO CTAHOBIICHHS, W IS
MOATBEPXKACHUS €€ dS(PGPEKTUBHOCTH HEOOXOMMMBI PE3yJIbTaThl KIMHUYCCKHUX
HCCJICIOBAHUIA.

I'mneprpoduyeckass KapaAUOMHONIATHS

[IpeuMyliecTBEHHO  TE€HETUYECKHM  OOYCJIOBIEHHOE  3a00JeBaHME  MHOKapja,
XapakTepusylomieecss  KOMIUIGKCOM  crierupuueckux  MophodyHKIIMOHATBHBIX
W3MEHEHU M HEYKIOHHO NPOTrPECCUPYIOIIUM TEYEHHEM C BBICOKOW YIpO30H
Pa3BUTHS KUZHECYTPOXKAIOIINX APUTMUAMN U BHE3AITHON CMEPTH.
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I'KMII xapaktepusyetcsi mMaccuBHOM (6osee 1,5 cm) rumeptpodueit muokapaa
JEBOTO W/WIM B PEOKHUX CIy4yasX MNpaBOro >KEIyJAOuyKa, Yalle acCUMETPUYIHOTO
xapaktepa 3a cuer yrommeHus MXKII ¢ wyacteiM pa3ButHeM 0OCTpyKUIUU
(cucronmuyeckoro rpaaueHTa NaBieHHs) BeIXxogHoro TpakTta JDK mpu orcyrcTBum
W3BECTHBIX TMPHUYMH (apTepuaNbHas TUIEPTOHUS, MOPOKM U crenupuyeckue
3a00JIeBaHUS CepIa)

OO0mienpu3HaHHOM SIBJISIETCS KOHUEMIMS O TNPEUMYIIECTBEHHO HAaceACTBEHHON
npupoge ['KMIIK, tak HaspiBaemas «cemeiiHas ['KMII». k HacrosmeMmy BpeMeHU
YCTAHOBJIEHO, 4YTO Oo0Jiee TOJIOBMHBI BCEX CIydaeB 3a00JIeBaHUS SBISIIOTCS
HacienyeMbiMu. OcTallbHBIE Cllydad pPacCMaTPUBAIOTCS KaK CHOPAJAUYECKUE.
bonpmmHcTBO cnywaeB cnopaaudeckod ['KMII Takke UMEIOT TEHETHUECKYIO

pUpoOaY.
druonorusi 'KMII octaeTcs okoHYATENIbHO HE YCTAHOBJICHHOM.

* HwmeroT MmecTo )Ie(l)eKTBI T'CHOB, KOAUPYIOIMINX CUHTC3 COKPATUTCIIbHBIX O€JIKOB
KapaAuOMHUOLUTOB, TAKCIIbIX IIGHGfI B-MI/IOSI/IHa, KaJIJIOI'CHaA,

e CyuiecTByloT  JaHHble O  TIOBBIIIEHHOHM  YYBCTBUTEIBHOCTH B-
aapenopenentopos KMIl x karexomamuHam, CTUMYJIHUPYIOIIMM IPOLIECCHI
runepTpo@uu KIeTOK MUOKAp/Ia U CKIEPO3UPOBAHUS

* Vxymmenue nauacronuueckord cmocodHoctu JIK pasBuBaercs BcnenctBue
neperpy3ku muroriasmMbl  KMIL kanpnmeM W yXyamieHus 31aCTHYECKUX
CBOICTB MUOKap/aa Ha (poHe ero runepTpopuu U KapAHUOCKIEepo3a;

e 3HauuMO€ MECTO MPUHAMICKUAT CHUKEHHIO KOPOHAPHOIO KPOBOTOKA
BCJICJICTBHE YMEHBIICHUSI MPOCBETAa HWHTpPaMypajbHBIX apTepuii Ha QoHe
npoiudepaui iX HHTUMBI

Benymen Tteopuerr mnaroreneza ['KMII saBnsercss Teopuss KOMIIEHCATOPHOM
runeprpoduu. CormacHo 5TON TeopuH, 3a00JIeBaHHE PA3BUBACTCS CICAYIOIUM
oOpazom. ['enermueckue nedexThl BBI3BIBAIOT HapylieHHe (yHKIUU OETKoB
MUOKapIUAIbHBIX MHUOPUOpWILT ( B YaCTHOCTH, HapyIIEHUE B3aHUMOJECUCTBUS
MHUO3WHA, COAEpXKaNIero ne(eKTHbIe B-TsKenble e, C aKkTHHOM, CHibkeHne ATO-
a3HOM aKTMBHOCTHM MHO3MHA ¥ CIOCOOHOCTH JedeKTHoro TpomoHWHa T
B3aMMOJICCTBOBATH C JIPYTUMU OCIKaMU CapKOMeEpa BO BpEeMsl CepIeYHOTr0 MHKIia). B
OTBET Ha HapylEHUs «Ie(EKTHBIX» COKPATUTEIbHBIX OEJIKOB COKpallaThCs
pa3BUBaETCs KOMIIEHCATOPHAs TUIEPTPOdUs MUOKAp/Ia.

Knaccupuxkanus



Anatomunueckas knaccuukauusa I'KMII Beiienser BapuaHThl 3TOro 3a00je€BaHus B
3aBUCUMOCTA OT IPEUMYILUECTBEHHOM JIOKAJIM3AalMMd U  PAaCIpOCTPaAaHEHHOCTHU
runepTpoduu:

1. 'uneprpoduueckas KapJMOMHOIIATHS C BOBJICYEHUEM JIEBOTO JKETYT0UKa.
1.1. AccumeTrpuuHnasi runepTpodusi.

a) MEXOKEIYJOYKOBOM Tmeperopoaku (¢ oOCTpykiued u 6e3 0O0CTpyKIuu
BBIHOCSIIIIETO TPAKTA JIEBOTO JKEIyI0UKa)

0) BEpXyIIKU cep/ia
B) ME30BEHTPUYJIApHAs (MUIBEHTPUKYJIAPHAS) OOCTPYKTHUBHAS
I') 33/IHETIEPErOPOIOYHOrO OT/AeNa U (M) OOKOBOW CTEHKH

1) TepeaHeOOKOBOM 00JlacT  JIEBOTO  JKenmynouka (0e3  BOBJIEUYCHUS
NEPETOPOIKU)

1.2. CummeTpuyHas (KOHIIEHTpUYECKas ) THIEPTPOPus
2. N'mnepTtpoduyeckas KapIMOMHONIATUS C BOBJIEUYEHUEM IIPABOI0 JKENy10uKa.

B 95% cnyuaeB y 60JbHBIX UMeeTCA acUMMeTpuyHas runeprpodus muokapaa JIK,
XapakTepu3ymolasicsi runeprpopueil pasinuHbIX ero otaenoB. Haubonee wacToi
dbopmMoit aCHMMETPpUYHON TUNIEPTPOPUU ABIAETCA TUIIEPTPOPHUT MEKIKETYTOUKOBOM
neperopoaku, koropas cocrtaBisgeT 90% Bcex cinyuaeB accumerpuuHor ['KMIL
['uneptpodusi MOKET 3aXBaThIBaTh BCIO MEXIKETYJOUYKOBYIO TMEPErOPOAKY HIIU
JIOKAJIM30BaThCSA TOJNBKO B €€ 0a3ajbHOW 4YacTd, MPU ITOM CO3AAETCS OOCTPYKIUA
BeixogHoMy Tpakty JIXK (oO6ctpyktuBHas ['KMII wnm cybaopTaibHBI CTEHO3).
3HaunTenbHO pexe Berpewaercs acummerpuuHas ['KMII ¢ usonupoBaHHOU
runeprpodueii Bepxymku cepana (anukaneHas (opma). Penkum BapuanToM
acumMmetrpuunoit ' KMII siBnsiercss Me30BeHTpUKYIsipHast 00CcTpyKTHBeas Gopma.

CummeTtpuyHas (koHneHtpudeckas) runeprpodus JIXK ocrabnser ot 5 no 30% Bcex
ciyqaeB ['KMII u xapakrepusyercs paBHOMepHO# runeptpodueit muokapaa JDK, ve
SABJISIETCS OOCTPYKTUBHOM.

B 3aBucumoCTH OT HANWYUs WIM OTCYTCTBUSA TPAJAUEHTA CUCTOIMYECKOTO JIaBJICHUS B
nosioct JDK, 'KMII pa3mensror Ha OOCTPYKTHBHYIO W HEOOCTPYKTHBHYIO, UTO
HMMEET BaXKHOE MPAKTUUYECKOE 3HAYEHUE MPU BHIOOPE TAKTUKHU JICUEHUSI.

K rpynne o6ctpyktuBnoit 'KMII otHoCsTCS:
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e AcummerpuyHas runeptpodus 6azanpHoro otaena MXKII ¢ nokanuzanumeit
MPENSATCTBUS U3THAHUIO KPOBH B 00J1aCTH BhIHOCALIEro TpakTa JIK
e MesoBeHntpukyisapHas ' KMII

K rpynne neobctpykruaoit ['KMII oTHOCSTCS clienytomiyie BapUuaHThI:

e AcuMMeTpuYHas TUNEPTPOPHUS  MEAOKETyIOYKOBOM  Meperopoaku  0e3
MPENsSTCTBUS W3THAHWIO KPOBU B OOJACTH BBIHOCALIEIO TpPaKTa JIEBOTO
KEIIy0UKa;

e CummerpuuHas (KOHUEHTpHUYEcKas) popma

a — HopMma, O — acUMMeTpW4YHas THUHEpTpodus Oa3aIbHBIX OTACIIOB
MEXOKETYJJOYKOBOM  MEpPEeropoiKd, B — aCHMMETPUYHAs  THIEPTPOPUS
MEXKEITYJJOUYKOBON TEPEropoJIKM Ha BCEM MPOTSHKEHHH, T — KOHIEHTpHUYECKas
runepTpoduss JIEBOTO IKENyAouyka, J — BepXylleuHas Truneprpoduaeckas
KapJIMOMHOIIATHS.

IaTomopdoaorus

CampiM TnaBHBIM MopdomorndeckuMm mnpusHakoM [KMII sBrnsercs rumeptpodus
muokapaa JOK, mpudem y OGonbmMHCTBAa OOJNBHBIX OHA SBISETCS ACUMMETPUYHOM.
Macca cepamna npu 'KMII moxet mocturath y B3pocibix 1 Kr u Oonee, y Aeter —
okoino 700 r, mpu 3TOM Bceraga uMmeercs cyxeHue nosioctu JIK, B paznuuHon
CTEIEHU BBIpAXKEHHOE. XapakTepHbiM npuzHakoM ['KMII sBmgercs aunaranus
JIEBOTO Mpejicepinsi, OOYCIOBIEHHAS POCTOM KOHEUHOI'O IMACTOINYECKOTO JaBICHUS
B JIEBOM XKEJYAOUKE.
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I'ucronoruueckue IIPOABJICHUA

Haubonee xapaktepHbiMu ructojgorudeckumu npuszHakamu ['KMII cuurtarorcs
(N (914% {0111 (K

becnopsimounoe  pacrnoyio)keHHe  KapJIUOMHOLIMTOB W  MHOPUOPWILT B
KapAMOMHOLMTAX BMECTO HOPMAIBHOT'O JIMHEWHOTO UX PACIIOIOKEHUS.
[MunepTpodust KapIMOMUOIIUTOB

dubpo3 Muokapaa

[TopaxeHrne MENKUX U MHTPaMYypaJlbHbIX BETBE KOPOHAPHBIX apTepuit

N3meHeHus npoBOISIIIEN CUCTEMBI CEpALA

Kauauka

HaubGonee wacTteie xamoObl — OfbllIKa, OOJb B TPYIHOM KieTKe. TUMHYHBI

CHHKOIIAJIbHBIC COCTOAHHSA, BO3HHKAIOIIUC OOBIYHO TOCHE OKCTPACUCTOJI, KOrJga

AUACTOJIMYCCKOC HAITOJITHCHUC JKCIIYAOYKOB YMCHBIIACTCA CIIC 60HBIII€, a TaKXKC

Opv BHE3AIHOM YCHJIEHHHU OOCTmykimu nytu ortoka u3 JDK (manpumep mpu

(U3MYECKOM YCUIINH )

Cunnpom Manoro BeiOpoca (0OMOPOKH, KapauaIrus, MPUCTYIIbI CTEHOKApIus,
TOJIOBOKPYXKEHUSI, YMEPEHHO BBbIpakeHHas ojbIika). OOMOPOKH Ha BBHICOTE
HaArpy3KH XapakTepHbI JJ1s1 OOCTPYKTHUBHOM (opMbl 3a0051€BaHUs

[IposiBieHUsT JIEBOXKENYIOUYKOBOM CEpJICUHON HENOCTATOYHOCTH (YMEPEHHO
BBIpaXKCHHBIE). B psje ciaydaeB NpOSBICHUSA CEPJICUHOM HEAOCTATOYHOCTH
HApACTAIOT JI0 Pa3BUTHS TOTAIBHOW 3aCTOMHON CEPACYHON HEIOCTATOYHOCTH

Hapymenus putma cepama (0OBIYHO — KEIYAOUYKOBBIE HKCTPACUCTOJIBI,
MApPOKCU3MBbI KEITYJIOYKOBOM TaXWKapAUHU, YACThl TAKKE HAKEIyJOYKOBBIE
HapylIeHus puTMa). B psae ciaydaeB NapoKCU3MBI KEITYJOUYKOBBIX TAXUKAPAUN
MOTYT TaK)X€ BBI3bIBATbh OOMOPOKHU.

[Ipumepro 30 % OonpHBIX BOOOIIE HE NPEABABIAIOT Kajnob. BHesamHas
CMEpPTh — MOJKET OBITh TIEPBBIM 1 €IMHCTBEHHBIM ITPOSIBJICHUEM 3a00JICBaHUS.

N3penaxa pa3BHBAIOTCS OCIIOKHCHHUS B BUJC MH(PEKIIMOHHOTO SHIOKapAWTa U
TPOMOOIMOOTHHA.

[Ipr ocMOTpe MOKHO HAUTHM ABYXBOJHOBOM KapOTHUIHBIM IYJbC, YCHJICHHBIN

BEPXYLIECYHBIA TOJNYOK. ['paHWIBI cepAua HOpPMalbHBIE WA YMEPEHO CMEIICHBI

BJIEBO, PEJKO BBEPX M BIpaBo. TOHBI cepama 0OBIYHO HE M3MEHEHBI, ¥ 1/3 OOJbHBIX

onpenensercss paculerienue |l Tona, mpecucronvueckuid  puUTM  rajomna.
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Crneunduueckum mnpuszHakoM oOcTpykTuBHOM ['KMII sBnsiercst cBoeoOpa3HbIi
CUCTOJIMYECKUN IIyM H3rHaHus. Ero ocoOEHHOCTh — MaKCHMallbHOE 3BYYaHHE Ha
BEpXYyUIKE, B TOYKE DBOTKMHAa M HM3MEHYMBOCTb, T.K. OH 3aBUCUT OT CTEIEHHU
cokpaienus Muokapaa. lllym He mpoBOAMTCS Ha COCYABI IIEH.

N3menenus Ha DKI He cnenuduunbl. Hanbonee xapakTepHBI:

1. Ipusznaku runeptpodun JIXK c ero neperpyskoi;

2. Ilaronornueckue 3Q B CTaHOAPTHBIX M JIEBBIX TPYIHBIX OTBEACHUSX,
umuTupyomue nadapkrayro IKI;

3. Ilpoman 3R B mpaBbIX rpyIHBIX OTBEIECHUSX, OTCYTCTBUE UX HapacTaHus oT V1
10 V6 B couetaHuu c¢ TayOokuM Q B CTaHAApTHBIX M JIEBBIX TI'PYIHBIX
OTBEACHUSX;

4. Twrantckue nonoxkutenbHbie T B oTBeneHusax V2-4. Yacro HabmromaroTcs p-
MuTpane. XapakTepHbI )KEJIYJOUKOBbIE aPUTMUMU.

Ox0oKI' 3anumaet Beaymiee Mecto B quarHoctuku ['KMIT.

e Tuneprpodus muokapaa JOK xoHneHTpHYecKas WK, Yaile aCHMMETPUYHAS C
runeptpodueit MXKII,;

* YMeHblIEeHHE pazMepoB mosioctu JIK;

* 3uauurtenpHoe npeodnananue runeprpobun MXKII nang runeprpodueit 3CJIK;
npu 3ToM TosmuHa MIKIT u 3CJIK Gonee 13mm.

* [Inoxas noasmwxHocTs MKII npu xopomei noasuxxoctu 3CJIK;

* Cwmemenne MK knepeau B cuctony u 3akpeitue AK B ceperiHe CUCTOJBI pU
HaJIUYUH TPAJUEHTA J1aBJICHMUS;

* Jlmactonmyeckas AUCOHYHKITUS

Jleuenue I' KMII.
OcuoBHbeIMH 3anadyamu jgedyeHus I KMII aBiasrorcs:

- o0ecrneyeHHEe CHUMNTOMATHYECKOTO YIYUIICHUS U TPOJJICHUE >KU3HU
OONMBHBIX IMYTEM KOPPEKIMH BEAYMIUX MaTO(U3UOJOTHUYECKUX MEXaHU3MOB
HapyUIEHHS KapAUOT€MOANHAMUKH;
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- YMEHBIIICHNE BBIPAKEHHOCTH MATOJIOTUYECKON TUIIepTpoPUN MHUOKapa Kak
OCHOBHOro Mopgonoruyeckoro cyocrpara ['KMII wnm, mno kpaiiHeld wmepe,
IpeOTBpaLeHNE ee JalbHelIero HapacTaHus;

- JeyeHWe U  NpoPUIAKTUKA  OCHOBHBIX  OCJIOKHEHWH,  BKJIIOYas
MPEe0TBPAIlICHIE BHE3AIMHON CMEPTH.

Jleuenue T'KMII ocymiectBisiercss TEpaneBTUYECKUMH W XUPYPTUUECKUMHU
Metogamu H, moaoOHo Ttepanuu JKMII, no HacTosimiero BpeMEHU OCTaeTcs B
OCHOBHOM CHMIITOMaTH4YeCcKuM. [Ipu ero mpoBeneHUH UCXOOAT U3 HAIUYUSA WIIA
OTCYTCTBHUSI CHUMIITOMOB 3a00JICBaHUS M CyOAOpTaIbHOIO TpajueHTa JaBJICHUS, a
TaK)K€ YUYHUTBHIBAIOT CEMEHHBIM AHAMHE3, MOJBEPKECHHOCTh WIIEMHUM MHOKapJa,
oOMOpOKaM, HapylIEHUSM PUTMA U COCTOSIHHE CUCTOJIMYECKON W JUACTOIUYECKON
(GYHKIIUU JIE€BOTO JKENyI0UKa.

OO0umue meponpusiTus

K ofmmM MeponpusTusM MPEXIe BCETO OTHOCATCS 3alpelieHue 3aHATHH
CIIOPTOM ¥ OTpPAaHUYEHHME 3HAUYUTEIBHBIX (U3NUECKUX HArpy30K, CIIOCOOHBIX
BbI3bIBATH ycyryoieHue runepTpopuu MHUOKap/a, MOBBIIICHUE
BHYTPHKEIYJJOUKOBOIO TpPaJUEHTa JABJICHUS M pUCKA BHE3AITHOM CMEPTH Jaxe y
acuMnToMatTuaHbIX OoNbHBIX ['KMIL. Jlns mnpexymnpexacHus HHHEKIIMOHHOTO
SHAOKAPJIUTA B CHUTYyallMsX, CBS3aHHBIX C BO3MOXKHOCTBbIO OaKkTepUEMUU, TpU
obctpyktuBHBIX (popmax I['KMII pekomenayercss aHTHOMOTHKONPODUIAKTHKA,
AaHAJIOTUYHO TaKOBOH y OOJIBHBIX C MOPOKAMU CEPIIIA.

OcHOBHBIE cpeacTBA MeAUKAMEHTO3HOM Tepanmuud runeprpodpuyeckon
KApAMOMHONIATUH

OcuHoBy MmenukameHnTo3Hoi Tepanuu ' KMII cocraBnsroT b-anpenobmokaTopbl
U OJIOKATOpHl KAJBIIMEBBIX KaHAJIOB. Y TMAalMEHTOB C BEChbMa PaCIpPOCTPAHCHHBIMU
Ipy ATOM 3a00JICBAaHUM HAPYIICHUSIMU CEPJECYHOTO0 PHUTMA HUCIOJB3YIOTCS TaKKe
au3onupamu (pUTMHIIEH) W amMuoAapoH (kopaapod). CielyeT OTMETUTb, YTO
3G ()EKTUBHOCT, TOTO WM HMHOTO TIpernapara y OTACIbHBIX OOJBHBIX BeChMa
BapualeNlbHa, 4YTO CBA3AHO C WHIAWBHUAYaJbHOM UYYBCTBUTEIBHOCTBIO, a TaKkKe
pPa3sTUYHBIM  OTHOCHUTEIBHBIM  BKJIQJOM  Pa3IUYHBIX  MATO(QHU3UOIOTHUECKUX
HapylIeHUH B FeHe3 KJIMHUYECKOW CUMITOMATHKHU B KaXKJIOM CIIyYae.

C yueroM XxapakTepa HAapyLICHUH BHYTPUCEPACYHOM T'E€MOJWHAMUKHU IPH
neuyennn OonbHBIX ['KMII mnpeamoutenue otmaercs b-aapeHoOmokatopam 0e€3
BHYTPEHHEW CUMIIATOMUMETHYECKONW aKTUBHOCTH. HamOonbIIMil ONBIT HAKOIJIEH B
OTHOILIEHUH MPUMEHEHHUSI MpoIpaHoioa (003unana, aHapuiInHa).
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Crnenyer UMeTh B BUY TAKXK€, UTO MPH JJIMTEILHOM MPUEME Mpenapara BCie
32 NEPBOHAYAIBHBIM KIMHUYECKUM YJIYUYIIEHUEM 3a4acTyl0 HACTYMAeT yXyJLIEHUe,
4TO0 00YyCIaBIMBAaeT HEOOXOJUMOCTb YBEJIMYEHHUS J03bl. OTOT »ddexT, mno-
BUJIUMOMY, CBSI3aH KaK C pPa3BUTHUEM TOJIEPAHTHOCTH K b-agpeHo010KaTOpy, Tak U C
MpOrpeccupoBaHUEM 3a00JIEBaHUS.

W3 npencraButeseil aHTaroHMCTOB KaJIbLIMs IPU3HAHHBIM IpernapaToM BeIOOpa
ABIIAETCS BepanmamMuil (M30NTUH, (UHONTHUH), YTO OOYCIOBIEHO HauOOIbIIEH
BBIPQKEHHOCTBIO €r0 OTPHUIATEIbHOIO WHOTPOMHOrO JEUCTBUS IO CPABHEHHUIO C
TUITHA3eMOM U HU(DEIUTTHHOM (KOpUH(papom).

B ocnoBe xnunuueckoro sddexra Bepanammia npu ['KMII nexur ero
CIIOCOOHOCTh ~ CYLIECTBEHHO yJydllaTb JUACTOJIMYECKYIO0 (PYHKIMIO JIEBOTO
KENIyA0UYKa, YTO OBLIO 10Ka3aHO MHOTOUMCIEHHBIMH HCCIIETOBAHUSIMHU.

HecMoTpst Ha cHmoOCOOHOCTH BepanaMuiia BbI3BIBATH CHUMIITOMATHYECKOE
yIy4YlIEeHUE, €ro JIUTEIbHOE NPUMEHEHHE, KaK M MPOIPAHOJ0Ja, HE IO3BOJISIET
IPEAOTBPATUTH BHE3AMHYIO CMEPTh U HE YJIYUYIIAEeT MPOTHO3, YTO, BEPOATHO, CBSA3AHO
C OTCYICTBHEM B OOJIBIIMHCTBE CIy4yaeB €ro BIUSHUS Ha HKTOMUYECKHUE
YKEIIYJJOUYKOBbIE apuTMHUH U TiporpeccupoBanue ' KMIL.

Mecro nmuntuazema B JiedeHuu ['KMII OkOHYaTenbHO HE OIPEIEIIEHO.
Nwmerotcst nanHbie, 4To B cpeanent po3e 180 Mr B cyTku 3a 3 mpuema OH OKa3bIBacT
CTOJIb JK€ BBIpakeHHOoe, kKak 240 Mr Bepamammia, OJaroTBOPHOE BIMSHHUE Ha
JTUACTOTMIECKOE HaIlOJTHEHUE JIEBOTO KeTyI0IKa u OJIMHAKOBBIN
CUMIITOMAaTHYCCKUN 3(P(PEKT, 0JJHAKO B MEHBIICH CTEMEHH YiydliaeT (PU3HUCCKYIO
PaboTOCIIOCOOHOCTH OOJIBHBIX.

Juzonupamua (pUTMUIICH) NEpBOHAYaIbHO NpuMeHsuid B JieueHun ['KMII B
KauecTBE MOITHOTO aHTHAPUTMHYECKOTO CPeICTBa, 3(PPEKTUBHOTO B OTHOIIEHUU KaK
CYNpPaBEHTPUKYJSIPHBIX, TaK M KEIYJOYKOBBIX apuTMuil. B mocnenyromeM ObLIO
3aMEYEHO, YTO Tepanus JU30MHPAMHUAOM CIIOCOOCTBYET TaKXKe YMEHbIICHUIO
MPUCTYIIOB CTEHOKAPAHWH, OJBIIMIKK W CHHKONE TpH OOCTPYKTHBHOW Qopme
3a00eBaHMs, YTO COMPOBOXKIAIOCH YBETUUYCHHEM (U3HUECKONH paboTOCTIOCOOHOCTH
M0 JaHHBIM HArpy304HbIX TECTOB. ITOT 3(P(deKT 0O0yCIOBIEH, MNO-BUIUMOMY,
OTpULIATENIbHBIM HHOTPOMHBIM JEUCTBUEM IIpernapara, O YEeM CBUJETEIbCTBYET
cHiwkeHue @B u MakcHManbHONW CKOPOCTH M3THAHUA W3 JIEBOIO JKEIIYJ0YKa MOCIE
€ro OJJHOKPaTHOTO BHYTPUBEHHOTO BBEACHUS U MPUEMa BHYTPb.



AMuonapoH (KopJapoH) 3apeKOMEHJIoBall ce0si  BbICOKOA(h()EKTUBHBIM
CPEACTBOM JICUYEHHS] M NPEAOTBPAIICHUS OKTOMUYECKUX IKEITYJOUYKOBBIX U
CYNpPaBEHTPUKYISAPHBIX apuTMuil y OonbHbiXx ['KMII, B ToM uucie moTeHUHaTbHO
daTanbHBIX, YTO MO3BOJISIET CYMTATh €r0 aHTUAPUTMHUECKUM IMpernaparoM BbIOOpa
IIPU 3TOM 3a00JIEBaHUM.

HezaBucumMo OT aHTHAPUTMHUYECKOTO JEHCTBUS aMHUOAApoH oOJagaeT
CHOCOOHOCTBIO  BBI3BIBATH  CHUMITOMATUYECKOE  yiydllleHHe  (yMEHbIICHUE
AHTMHO3HOW OO0JIM, OJIBIIIKH, Cep/lieOueHus, TOJIOBOKPYKEHHUsSI U 00MOpokoB) y 40-
90% O60NBHBIX KaK OOCTPYKTUBHOM, Tak W HeoOcTpykTHBHON ['KMII, B TOM umcie
TOJICPAHTHBIX K b-apeHo0I0KaTopam.

Xupypruuyeckoe jgedyenne 'KMII nokazaHo npu: OTCYTCTBUM KIMHUYECKOTO
sddexTa OT aKTUBHOM MEAMKAMEHTO3HON Tepanud y CUMITOMATHYHBIX OOJIBHBIX
II—IV ¢yHKIMOHANKHOTO KJlacca ¢ BBIPAKEHHOW aCUMMETPUYHOW rumepTtpodueit
MXII u cybaopTaibHBIM T'paJUEHTOM JABJICHHS B MOKOE, paBHbIM 50 MM pPT. CT. U
Oonee; BBIPAKEHHOW JATEHTHOW OOCTPYKIMM W  HAJIMYMM  3HAYUTEIBHBIX
KIIMHAYECKUX MposABIeHUU. Kitlaccuueckou ornepauuen sBISIETCS 4pe3aopTalibHas
cenrajgpHasg MuIKTOMUA 10 A. Morrow. CylllecTBYIOT [IpyrHe BapHaHTHI
onepatuBHoro jedyenus npu I'KMII. Axkanemuk JI. A. Bokepus u €ro COTpyaHUK
npodp. K. B. bopucoB pazpabotanu  omepanuio  UCCEYEHHS  30HBI
rUNepTpOPUPOBAHHON  MEXKEITYJOUYKOBOM TMEPErOpoJKH U3 KOHYCHOM YacTu
IpaBoro kenyaouka. Emé oauH  ajapTepHATUBHBIA  METOJA  JIEUEHUS —
TpaHCKaTETEpHAsl  CeNTajbHAs  aJKOroJbHAas  alnsuus. JlaHHbBIE  METOIUKHU
NPENINOoNaraloT  yMEHbBIIEHHE OOCTPYKIMU IyTeM  YMEHBIICHUS  TOJIIUHBI
MEKIKEITYT0YKOBOM NIEPETrOPOIKH.

AJNbTEepHATUBOW ONEPATHBHOMY JICYCHUIO MOXKET CTaTh IOCIEAOBAaTEIbHAS
JIByXKaMepHasi AIEKTPOKAPANOCTUM YIS (BKC) c YKOPOYEHHOU
aTPUOBEHTPUKYJSIpHON 3anepxkkoi. Ota wmetonuka OKC wu3MeHseT MopsIoK
BO3OY)KJIGHUS M COKpAIICHHUS >KEIyJI0YKOB: BHaudaje BO30YXKICHHE OXBATHIBACT
BEPXYIIKY, 3aTeM MEXKEIyJA0YKOBYI0 TEperopoaky. ['pamueHT oOCTpyKIuu
CHUXKAETCAd 3a CUET CHIKEHHSI PETHMOHAJIbHON COKPATUMOCTH MEXKETYI0YKOBOM
NIEPETOPOJKH.

IIporuo3: 'KMII TedyeT mo pasHomy. YacTh OOTBHBIX HE MPEIBSIBISET Kajao0 B
TEUEHHE MHOTUX JIeT WIM BCIO >KM3Hb. BHE3amHO yMuparoT OOJbllie MOJIOBUHBI
oompHBIX ¢ T'KMIL. V 1/3 nanueHToB  HaOMIOAAaeTCs  MOCTEIIEHHOE
MPOTPECCHPOBAHNE CUMIITOMOB U B (puHane Hactynaet auiatarnus JOK u XCH.
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PecTpukTuBHass kapauomuonatuss - Peakas ¢Qopma KapanoMHONaTHH,
XapaKTepU3YIOIIasiCsl  HapyIIEHWEM  JUACTOJIMYECKOTO  HAMOJHEHUs  cepaua
BCJIEICTBUE M3MEHEHUN »SHJOKapaa M Muokapaa. CorjlacHO peKOMEHIaluu
Komurera oskcmeproB BO3, k PKMII orHecensl 1Ba  3a0oseBaHUS:
SHAOMHOKApAUANbHBIA (uOpo3 u sHgokapaut Jledgdraepa (runepr03MHOPUIBHBINA
CUHJIPOM).

Ituosaorus. [IpeanonaraeTcs, 4To Mpy BO3JACHCTBUH HECTICIM(PUICCKOTO arcHTa
(HanmpuMep MHQPEKITMOHHOTO) B NMPUCYTCTBUU HAPYIIICHHOIO UMMYHHTETa BO3HUKACT
sosuHopmust  (36-75%) ¢ gerpanynsumert  s03uHOGUIOB.  [laTosnoruuecku
M3MCHCHHBIH 303MHOMHIIBI MPOAYIUPYIOT OENIOK, KOTOPBIH IPOHHKAET BHYTPH
KapAMOMHOITUTOB, BBI3bIBAsI UX THOEITb.

IMaTtorne3. lleHTpanbHbIM 3BEHOM TNATOTEHE3a SIBISIETCS PE3KOE HapylIeHHEe
IUACTONMYECKONM  (YHKIMM OJHOTO WM OOOMX JKENyJ0YKOB  BCIIEJICTBUE
NOBBIIIEHHON PUTHUHOCTH U KECTKOCTH MHOKap/ia, a TAK)KEe YMEHBIICHUS 00beMa HX
nojoctT. HecMoTpss Ha COXpaHHYIO CHCTOJIMYECKYIO CHOCOOHOCTh MHOKap/a,
IPOUCXOJUT TMOBBIINICHHE KOHEYHOTO IUACTOJIMYECKOTO JABJIICHUS B W3MEHEHHOM
xKenynouke. B nanpHelieM Bo3pacTaeT 1aBI€HUE B COOTBETCTBYIOLIEM MPEICEPINH,
OBICTPO pa3BUBAETCS €r0 IWiIaTallMsl U yBEJIMYMBACTCS JABJICHUE B MaJlOM Kpyre
KpoBooOOpaiieHus npu mnopaxeHuu jeBoro u LB/ npu mnopaxenun mpaBoro
KEITyT0UKa.

Paznmuuarot Tpu craguu:

* Hexkporudeckyro (5 Hem),B TPUCYTCTBHU BBIPAXXEHHOW HWHOUIBTPAIUH
H03WHO(UIAMH PHIIOKapAa, MUOKap/Ia;

* Tpombotmueckyro (10 Mec), mpu KOTOpOH OTMEUAETCSs MPHUCTEHOYHOE,
BHYTPUIIOJIOCTHOE H BHYTPHCOCYAHCTOE TpoMOooOpa3oBaHue, oOpaTHOE
Pa3BHUTHE BOCTIATMTEIHLHON MHPMIBTPAIIMU U YTOJIICHUE dHI0KAPA;

* Cramuro ¢ubposa, mporekaromnryto rogamu. [lo Mepe mporpeccupoBaHus
BEpXYyIlIKa cepua MOJATATMBAEeTCS B HampaBlieHun AB kiamaHoB, mpuBoAs
WHOTJA K TIOJHOM OOJHMTEpallui TOJOCTEH JKEIyJ04YKOB. B yTosmeHHOM
SHAOKAP/Ie YaCTO Pa3BUBACTCS KaIbIU(UKAIHUS.

Kaunnueckasi KapTuHa:

* Crpanator kak o0a xenynaouka (50-70%), tak u otaensHo npaBbii (11-30%)
v neBbiid (10-38%)
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e IlposBnennss XCH cBA3aHBl C pE3KMM CHWXKEHUEM JHACTOIUYECKOU
MIOJATIMBOCTYU U KJIIAIIAHHON HEOCTaTOYHOCTBIO

e XapaxkTepHbl HAPYLIEHUS] pUTMA

* y OonpHBIX SHIOMUOKapauTOM Jleddrepa HaxomsT NMpPU3HAKK CHUCTEMHOTO
3a00eBaHusl,  CONPOBOXKAAIOMIETOCS  TUIEIO3MHOPMIMEH,  HaIUuueM
UHQWIbTpalMK S03MHOPUIIOB B KOXY, CETYATKYy TJia3a, CTEHKY COCY/OB,
mumboysisl, XKKT, nerkue.

JAnarsocruka

* Wsmenenuss OKI' Hecneun@uuHbI; BBISBISIOTCS NPU3HAKU TUOEPTPOPUU U
NEPErPY3KHU KETYT0YKOB, HAPYLIEHUS pUTMA

* C nomoirsio IXxoKI' BBIABIAIOT MPaKTUYECKH HOPMAIbHYIO CHUCTOJIMYECKYIO
¢yukuuio JDK B codyeTanwem ¢ pe3KUM HapylIEHHWEM JUACTOJIMYECKOM
GbyHKIMU (PECTPUKTUBHBIN THUII);

* KT u MPT no3BoisIfOT OLIEHUTH COCTOSTHUE JINCTKOB NIEpUKApAa;

* Karerepusanus cepama MoATBEPKAACT PECTPUKTUBHBIM THUI JTUACTOINYECKOU
TucYHKITUY;

* buoncus npuMeHsieTcs peako
KinHuveckue pekoMeHIauumn
KoncepBaTuBHoe jieueHue.

PectpukTHBHas KapAMOMHUOMATHS HE HWMEET HHUKAKOrO CHEIH(PUISCKOTO
JICYCHHs] KpOME Ha3HAYCHHS XEJaTOB MPH FeMOXPOMATO3€, TITIOKOKOPTUKOUIOB TIPH
capkonyoze. CHUMNTOMAaTHYECKOE JICYCHHME, KaK MPaBWIO, HaMpaBJICHO Ha
YMEHBIIICHUE 3acTOSi B OOJNBIIOM WM MajloM Kpyre KpOBOOOpAIllCHUS, CHIKCHHE
KOHEYHOTO JUACTOJIUYECKOTO JABJICHUS B JICBOM JKEIYJOUYKE, YMCHBIICHHE DPHCKa
TpoMO0dMOO0Hii. OmHako B OONBIIMHCTBE CIy4aeB MEIUKAMEHTO3HOE JICUEHHUE
6ompaBIX PKMIT oka3eiBaercs Mano3heKTUBHBIM.

basucnass Tepmms  BKIIOYAaeT HA3HAUCGHHWE  JUYPETUKOB,  CEPACUYHBIX
TJIMKO3UIOB, Ba30JMJIATATOPOB, AHTHAPUTMUYECKUX W TMPOTHBOCBEPTHIBAIOIINX
MpernaparoB TNpHW HAIWYAKA TIOKa3aHWM W OTCYTCTBUM  MPOTHBOIOKA3AHHM.
[Ipumensitor nuypeTuku (rugpoxsiopotraszuyi mo S50 Mr/CyTku), Ba30AWIATATOPHI
(u3ocopOun auHUTpAT, U30copOua MoHOHUTpAT 1o 20-60 Mr/CyTKH), HEHpsSIMbIC
AHTUKOATYISHTHL. JlMypeTukn W nepudepuueckre Ba30JWIaTaTOPhl B OOJBIINAX
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703aX MOTYT YXYALIUTH COCTOSIHUE OOJIbHBIX, CHWXXasi CEpACYHbI BBIOpOC U
IIPOBOLIUPYS APTEPUATIBHYIO THIIOTEH3HIO.

CepleuHble TIUMKO3UABl HAa3HAYAIOT TOJBKO IPU 3HAYMUTEIBHOM HapyLIEHUU
CUCTOJIMYECKON (PyHKIMU MHOKapnaa. Bmecte ¢ Tem, y OOJIbHBIX aMHUJIOMI030M C
PKMII umeeTcss NOBBILICEHHAS YYBCTBUTEJIBHOCTh K CEPAECYHBIM TIJIMKO3HUJAaM B
pe3yapTaTe CBS3bIBAHUSA JUrokcuHa amuionnoM. Ilpum Bropuunoit PKMII, kak
IpaBUJIO, MPOBOJAT JICUEHHWE OCHOBHOrO 3aboneBaHus. B octpoit dasze Oonesznu
JIEpdnepa npUMEHSIOT IIIIOKOKOPTUKOU I, IIMTOCTATUYECKUE TTPEenapaThl.

CuMntoMaTHyeckass Tepamus TMPOBOAMTCS IS CHIDKCHHS CHUCTEMHOW W
JICTOYHOW  Teperpy3Kd, YMCHBIIEHUS JIABJICHHUS  HAIOJHCHUS O KEIYJIO0YKOB,
YIYYIICHUS CUCTOJIMYCCKON HACOCHON (DYHKITMHU, CHIYKEHUS PHCKA TPOMOOIMOOIIHH.
AHTUKOAryJISTHTBI HCIIONB3YIOT JUIS MPEJAOTBPAIICHUS SMOOJMYSCKUX OCIOKHECHUN
(kenmymoukoBoro Tpom603a). HeoO0xXxonuMo MOMHHTH, YTO JJIUTEIBLHOE MPUMEHEHUE
HUTPATOB U JTUYPETHUKOB MOYKET 3HAYMTEILHO CHU3UTh BEHO3HBIM BO3BPAT K CEPAILLY,
9TO e1le OOJIbIlIe OTPAHNYUBACT HAIOJTHEHHE KEITyI0YKOB U CEPIICYHBIN BBIOPOC.

Xupypruueckoe JjieueHue

[Tpu pubpormnacTuueckom 3um0Kapaute Jledduepa mokazaHo XHPyprudecKoe
nedenue. Omepanus 3akiIO4YacTcs B HMCCEUCHHHM YTONIICHHOTO JSHIOKapjaa u
BOCCTAHOBJICHWM  HApPYIICHHOW  JHACTONMYECKOH  (YHKIMH  JKEITYJOYKOB.
OmnepatuBHoe JieueHue npu 6ose3au Jleddepa 3HaAUYNTEIBLHO YIIYUIIAeT COCTOSHHE
Y TIPOTHO3 OOJIBHBIX.

Xupyprudeckoe JieueHue Mnpu (HuOpOIIaCTUIECKOM IHAOKAPIUTE COCTOUT B
MCCEYCHUH YTOJIIEHHOTO YHO0KAPAa U OCBOOOXKIECHUN CYXOKMIBHBIX XOPJ U TKaHU
KiamaHoB. IIpu TsAkENOM HEAOCTATOUHOCTH MUTPAIBHOTO M TPEXCTBOPYATOIO
KJIAllaHOB ~ MPOBOMST WX mpote3upoBanue. [lepecanka cepamna HedhekTuBHA, TaK
KaK 4epe3 HEKOTOpOE€ BpPEMsl B TPAHCILUIAHTUPOBAHHOM CEPJLIE PAa3BUBAETCS TOT KE
porecc.

ApuTMoreHHas auciuviasus npasoro xeaynouka (AJIIK) («nepramentHoE
CepAIe») - MATOJOTHS HESCHOM ATHOJOTHH, OOBIYHO TMpEeACTaBIIAIOMas COO00M
M30JIMpOBaHHOE TMopaxkeHue mpaBoro skenynouka (IDK); uacto cemeiinas,
XapakTepu3ylomasica JKUpoBOM uiau  (HUOPO3HO-KUPOBOM  MHPUIbTpAIIUEH
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MHOKapJa >KEJIYJOYKOB, COIMNPOBOXKIAOMIAICSA >KEITYJTOYKOBBIMUA HAPYLICHUAMU
pUTMa Pa3IMYHON CTETEHU TSHKECTH, BKIIIOYask PUOPUILISALINIO KETyT10YKOB.

Knunanueckun AJIIDK 0oObIYHO A€OHOTHpPYET KEIyAOYKOBBIMU HapyLICHUSMU
pUTMa cepAaula: OAKCTPAaCHUCTOJHMEH  pasiMYHBIX TIpajauuid, KOPOTKUMU
«poOEKKaMU»  KEIyJAOYKOBOM TaxuKapauu, a B psaie CiaydaeB H
NapOKCU3MaMH JKEIyA0UYKOBOU TAXUKAPIAUU.

B nmnocnenyromeM y OOJBHBIX MOMKET pa3BUThCS OMBEHTPUKYJISpHas
HEJ0CTaTOYHOCTh KPOBOOOPAILIEHHUS, UTO BbI3bIBAET CEPhE3HBIE TPYAHOCTHU MPHU
g depeHumaibHON JUAarHOCTUKE ANIDK c JUJIaTallAOHHON
KapAMOMHUONIATUEM.
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