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KJIWHUYECKHUHN MPOTOKO.J JMATHOCTUKHA U JTEUYEHUA
«TUITEPTPO®PUNYECKASA KAPAUOMUOITATUS»

. BBOJAHAS YACTbD

1. Ha3zBanue nporokoJia: ['uneprpoduueckas KapJuOMHUOMATHS
2. Kox mpoTokoJia:

3. Koa(s1) MKBb-10:

142.1 O6cTpyKkTHBHAS TUTIEPTPOPUUECKas KapTUOMUOTIATHS
142.2 [Ipyras runeptpodudeckas KapInOMHOATHS

4. CokpanieHusi, HCNOJIb3yeMbIe B IPOTOKOJIE:

AV aTpUOBEHTPUKYJIsIpHas OJI0Kaaa

BNP MO3TOBOM HATPUUYPETUYECKUHN NENTHT

NT-ProBNP | N-TepMuHaJIbHBIN MpeIIIeCTBEHHUK MO3TOBOTO
HATPUIYPETUUYECKOTO NENTUa

PET MO3UTPOHHO-IMHUCCUOHHAS TOMOTpadus

SPECT 0JTHO(OTOHHASI SMUCCUOHHASI KOMIIBIOTEpHAsi ToMorpadus

WPW cunapom Bonwd-Ilapkuncona-Yaiita

AT’ apTepualibHasl TUIIEPTEH3US

ALl apTEPUAIIBHOE TABICHUE

ACT acriapraraMruHOTpaHcdepasa

bPA 0JIOKATOPHI PENENTOPOB aHTHOTeH3UHA |1

BCC BHE3aIHAasl CEpAeYHas CMEPTh

BT JDK BBIBOJTHOM TPAKT JIEBOTO JKEIYJI0UKA

['KMII runepTpodudeckas KapIuOMHOATHUS

KKT KEJTy TOYHO-KHIIIEYHBIN TPAKT.

uAll® UHTHUOUTOPHI AaHTMOTEH3WH-KOHBEPTUPYIOIIETO (hepMeHTa

KAT' KOpoHapoaHruorpadus

KB/ KapJuoBepTep-AehuOpuIsTOp

K®K kpeatnHpochokmHaza

JDK JIEBBIN KETYyI0UEK

JIIT JIEBOE NpPEACEpIne

MET MeTa00JINYECKUE €TUHULIBI




MOKII MEXOKEITYIOUYKOBAS TIEPETOPOIKA

MK MUTPaAJIbHBIN KJIAIlaH.

MPT MarHUTHO-PE30HAaHCHAs ToMorpadus

HPAL HEea/IeKBaTHAas peaklys apTepUaIbHOTO AaBJICHUS HA PU3NYECKYIO
HAarpysKy

HYXT HEYCTOMYMBAsI )KEIIYAOUYKOBAasl TAXUKAPAUS

[1CJ1 MK [IEPEIHE-CUCTOIINYECKOE JIBUKEHUE CTBOPKU MUTPAIILHOIO
KJIAIaHa.

PYA paauovyacToTHas abiarus

CAA celTalbHasa aJIKOroJIbHAs a0JIalius.

CCCY CHUHJIPOM cJ1a00CTH CHHYCOBOTO y3J1a

OK (GYHKIIMOHATIBHBIN KIIACC

@I bubpuanus npeacepaui

XCM XUPYPruyecKasi CenTajabHasi MUOIKTOMUS.

XCH XPOHHMYECKAs CepJIeyHast HEI0CTaTOYHOCTh

OKC AJIEKTPOKAPIUOCTUMYJISITOP.

OXOKTI axokapauorpadus

5. Onpenesienue:

I'mneprpopuuyeckas  kapauomuonatus (I'KMII) -  nepsuuHOe
3a0oneBaHusl cepana ¢ runeprpodueld Muokapjaa 0e3 WCXOIHOW AwiaTaluu
NOJIOCTEH, TpU UCKIOYEHMH JApYyTrux 3a0oieBaHHil cepiala M CHCTEMHBIX
3a00JIeBaHUI, KOTOPBIC MOT'YT IPOSBIATLCS TUniepTpodueit muokapaa [1,2].

6. lata pazpadorku nporokoJia: 2013 rog.

7. KaTeropusi nanyeHToOB: CTallMOHAPHBIE U aMOYJIaTOPHBIC MMALIUEHTHI

8. [losib30BaTeEIM POTOKOJIA: KapIUOJIOTH, TEPAIIEBThHI, Bpauu 00ILEH MPAKTUKH.
9. Yka3aHue Ha OTCYTCTBHE KOH()IMKTA HHTEPECOB: OTCYTCTBYET

II. METOAbI, NOAXOJAbl W MNPOUEAYPbI JUATHOCTUKHU U
JIEHEHUSA
10. Knuanveckasi kiaaccupukanus|l, 2 ¢ ”3MeHeHUsIMH].
1. TTo sTHONOTHH:
1.1. cemeitnas popma.
1.2. cnopaagudeckas gopma.
2. Ilo ¢byHKIIMOHATEHOMY PUHIIUITY:
2.1. obcTpykTHBHasA hopma
2.2. ¢ JaTEHTHOU OOCTPYKITUEH.
2.3. HeoOcTpyKTUBHAsA (popma.
3. Ilo KMTMHUYECKOMY NTPUHIINITY:
3.1. craOunpHOE TeUEHUE.
3.2. KIMHUYECKUH BapuaHT ¢ puOpususiiueit npeacepauii (OII).
3.3. mporpeccupyroliee TeHeHHE.
3.4. «<kOHEYHas CTagus»
3.5. KIMHUYECKUH BapuaHT C BHE3amHoU cepaeunoit cmeptbio (BCC).




4. 1o aHaTOMUYECKOMY MIPUHITUITY:
4.1. runeptpodus nepeaHel 4acTu MEXO KETyJ0UKOBON Meperopoaku
(MIKID).
4.1.1 runeptpodus 6azanpHoro otaenaa MXKII
4.1.2 runeptpodus cpennero otaena MIXKII
4.1.3. xoMOuMHUpOBaHHAs TUNEPTpodus 0a3aILHOTO U CPEHETO
otneia MOKII.
4.2. runeprpodus nepeanei u 3annert yactu MIXKII B oTcyrcTBUM
runeptpoduun nepeaHe-00K0Boi CTeHKM JieBoro xenynodka (JIK).
4.3. muddysnas runeptpodus 3HaumtenpHOM uwactm MXKII wu
nepeaHe-00KOBOM CTEHKH JIeBOro kenynouka JIK.
4.4. runeptpoduss 3amnert wactu MXKII wunm  anukanbHas
runeptpodus JDK.
5. CrpaTtudukaiuys no pucky BHE3aMHOW Cep/IeUHON CMEPTH:
5.1. Huzkuii puck.
5.2. Cpennmuii puck.
5.3. Beicokwuii puck.
6. I1o pe3ynbraTaM reHOTUIMHUPOBAHUS POJICTBEHHUKOB MPOOaH/a!
6.1. 'eroTUN/DEeHOTUIT TO3UTHBHBIN
6.2. 'eHOTUT TO3UTUBHBII/(HEHOTUIT HETATUBHBIN

11. Iloxa3anusa AJ1s rOCIUTAJIH3AINHA
[InaHoBas rocnUTAIM3ALNS:

o ooOctpyktuBHas ['KMII ¢ xpoHuueckoil cepaedyHON HEIOCTATOYHOCTHIO
(XCH) -1V ¢pynxunonansHoro knacca (PK);

e BbicOkuM puck BCC,

e HapylieHuss puTMa cepamna (remoauHamuyecku — crabunbHas DI,
HeycToWuuBas sxkenymoukoBas taxukapaus (HYXKT)), pedpaxrepHocTh K
MEJUKAMEHTO3HOW TEpalNUUUIM HENEPEHOCHMOCTh AHTHAPUTMUYECKHUX
CPEACTB;

e 00J€BOW CUHAPOM HESICHOTO T€HE3a;

e nporpeccupytoiiee Teuenne ['KMII qns npoBeaeHnss TMarHoCTUYECKUX WIIH
Je4eOHbIX MEPOIPUSITHIA;

e oOctpykuusa JDK ¢ rpanuenrom Oonee 50 MM.PT.CT.HJIsE XHUPYPTUUYECKOTO
JICYCHMUS.

OKCTpEeHHas rOCMUTAIU3aIus:

® CHCTEMHBIEC YMOOJINH,

e BCC wmm HapymieHus putma cepana (ycToH4MBas —IKelyI0YKOBas
Taxukapaus, (GUOPMILTALMS KEITyAOUKOB, COCTOSHUE TMOCIE YCHEUTHOU
CEpJIEYHO-JIETOYHON peaHnMaIlnH ), TeMOoIMHaMu4Yecku HectaduibHas OII);

® CHHKOIIE,

® OcCTpas JIEBOXKEIYJOUKOBas HEJOCTATOYHOCTh (OTEK JIETKUX, KapAUOTE€HHBIH
I0K).

12. /InarHocTuyecKue KpUTEpHUu:



12.1. Kanoosl naunuentoB ¢ ['KMII MoxHO BbIAETUTH B CcleAyronme3-
CUMIITOMOKOMILJIEKCA!

® OIBINIKA: OTCYTCTBYET B HayaJlbHOM CTaauM 3a00JIEBaHUS U Y
ACUMIITOMHBIX TMAlMEHTOB, MOXET [JUTEIbHOE BpPEMsI OCTaBaThCs
€MHCTBEHHBIM CUMITOMOM, 00JIaZ]aeT MPOTPECCUPYIOIINM TEUCHUEM;

e (0JieBOM CHHIPOM: MOXET OTCYTCTBOBATb;, Kapauaiarud uiud B 1/3
CIy4aeB CTCHOKapAHs HANPSLKEHUSI C PAa3IuyHOM TOJIEPAHTHOCTh K
bu3HUecKoil Harpy3Ke;

® CHHKONAJbHBIC COCTOSTHMA: BcTpeuaroTcs y 10-40% manueHToB, yaiie
Ha (oHe (PU3MYECKUX WM 3MOLMOHAIBHBIX Harpy3ok. K coxanenuro
npuyuHbl cuHkone y 6oipHbIX 'KMII ynaercs BeIsIBUTH He OoJiee, 4YeM B
30% cnyuaes.

JIOMOJIHUTENBHO TAlMEHThl OTMEUAIOT CepleOrueHue uiau mnepedou
OTpAXKAIOUIUE PA3TUYHBIE HAPYIIECHUS] PUTMA CBOMCTBEHHbBIE JAHHOMY COCTOSIHUIO
(3KCTPACUCTONBI, JKEIYJOUYKOBBIE WM CYNPABEHTPUKYJISIPHbIE TaXUapUTMHUU);
OTEYHBIM CUHIAPOM M TMPOSIBICHUM JIEBOXKEIYJOUKOBOM HEIOCTAaTOYHOCTH MpHU
BO3HMKHOBEHUHU CHUCTOJIO-AHAacToIndeckoi nucynkimu JIK.

AHamue3. B cOope anamuesza y mammeHToB ¢ I'KMII B mepByro odepenb
AKIEHTYUPYIOT BHUMAaHUE Ha CIEAYIOLIUE aCTICKThI:

® BO3pacT ne0roTra 3a0o0jeBaHUS, €ro KIMHWUYSCKOW JWHAMUKH,
MPUCOEAUHEHUSI HOBBIX CUMIITOMOB.

® HAJIWYUS DNU30J0B CHUHKOMNE, NPECUHKOMAIbHBIX COCTOSHUM, HUX
penuANBUpYIOMMA xapaktep (Tal. 1).

e ceMeitHoro anamHesa no Haauuuto cuajapoma WPW, I'KMIT

® paHHEl u TmpexaeBpeMeHHoW cmeptu (o 50 71eT) pPOoJICTBEHHUKOB
MepBOM M BTOPOM JIMHUM POJICTBA (POJHBIE OpaThsi, CECTPHI, JNETU H
POJIUTENH; ABOIOPOHBIE OpaThsi U CECTPHI U T.JI.), CIy4aeB YCIEUIHOW U
Oe3ycrienHon peanumaruu, cMeptd oT XCH, M0O3roBoro HHCYJIbTA.

Taoauna 1. HauboJiee BaskHbIe 3J1eMEeHTHI cO0pa aHAMHe3a y NAIUEHTOB
C CHHKONAJILHBIMU COCTOAHUSAMH [ 3, C I3BMEHEHUSIMH |.

BOHpOCI)I OTHOCHUTECJIBbHO OﬁcTOﬂTe.]ILCTB, HENMOCPEACTBEHHO
NnpeameCTBYIOINX CMHKOIIC

o [lonmoxxeHue Tena: jexa, CHIS UIH CTOSI.

o ®dusnueckas akKTHBHOCTh: (PU3MYECKHUI MMOKOH, U3MEHEHUE TTOJI0KEHHS Teja Ha
¢done unu cpazy nocie QU3NYECKol Harpy3KH, MOYEHCITyCKaHus, nedeKaluu,
KalllIsl WK TIIOTaHMSL.

o [Ipenpacrnonararonire (GakTOphl: AYIIHOE ITOMEIICHNE, BBICOKAs TeMIIEpaTypa
OKpYXKalomie Cpeapl, JUIMTEIIbHOC HAXOXKACHWE B  IOJIOKEHUH  CTOS,
HOCTIIPaH N ATbHBIA IEPUO/.

e TpurrepHsie (QaKTOpbl: OCTPOE CTPECCOBOE BO3JCHCTBUE, MHTEHCHUBHAS OOJIb,
HIOBOPOT IIIeH, pPadOTa PYKOH.

Bonpochl 0THOCHTEIbHO HAYAJIA 0OMOPOKA

e TommHoTta, pBoTa, AUCKOM(POPT B KHUBOTE, MOTIMBOCTH, aypa, 00Jib B IIee,




HapylIEeHUE 3peHust

Bonpochl 0THOCHTEILHO KAPTHHBI 00MOPOKA (0NIPOC 04eBHU/ILIEB)

e XapakTep MaJicHUs: «yHaJ KaK MOJKOIICHHBIN W «Cell Ha KOJICHOY

[[BeT KOKHBIX IOKPOBOB: OJICTHOCTH, ITMAHO3, TUTICPEMHUSI.

JIMMTEeTbHOCTD YTPaThl COZHAHMS:

OcoOeHHOCTH JABIXaHUS: HAIPUMEDP Xpar

HenpousBosibHbIE NBIKEHUS/CYIOPOTH: TOHHYECKHUE, KIOHUYECKUE, KIIOHHKO-

TOHUYECKWE, WIH MHHUMAIbHBIC MHUOKIOHUYECKHE, aBTOMATHU3MBI; WX

MPOAOIKUTEIHEHOCTb.

e Hauano HeMpoOW3BOJIBHBIX ABMKEHUN/CYOPOT: TI0O OTHOIIECHUIO K TAJACHUIO (10
WJTU TIOCJIE).

e [lpukyc s3pIKa:

Bonpochl 0THOCHTEIbHO OKOHYAHHUS 0OMOPOKA:

e TomHOTa, pBOTA, MOTIIMBOCTH, OTIYIIEHHOCTh, 00JIb B MbIIIIIaX. [[BeT KOXKHBIX
MOKPOBOB, TEJIECHBIE TOBpEXKACHUS, OO0IbL B TpyaAHW, cepAlcOneHue,
HEIMPOU3BOJIbHOE MOYEHCITYCKaHUE U IeeKalus.

I[OHOJ'IHI/ITCJIBHI)IB AHAMHCECCTHYICCKHUE CBCICHUA:

e Hamuume y KpPOBHBIX pOJCTBEHHHKOB CIy4yacB BHE3AIHOH CMEpTH,
BPOXKJICHHBIX 3a00JeBaHUN  Cepala, NPOTEKAINMX C AapUTMHSIMU W
00MOpOKaMH.

e ComyTCTBYIONIINE CEPACUYHO-COCYIUCTHIE 3a00IEBaHUSI.

e ComnyTCTBYIOIIME HEBPOJIOTUYECKUE 3a00JICBAHUS: TAPKUHCOHU3M, SIUIICTICHS,
HapPKOJIETICHSI.

e ComnyTCcTBYIOIIHME SHAOKPHUHHBIC 3a00JICBaHUSA: CaXxapHbIA TUabeT, TUIIOTHPEO3.

e ComyTcTByIOIIas MEIWKAMEHTO3HAs Tepamus: THUIOTCH3WBHBIE CPEACTBA
(amppa w  ampeHOOTOKATOPHI, AHTATOHUCTHI KambllusA, Mepudepuyeckue
Ba30AWIISITATOPHI), aHTHapuTMuuyeckue cpencrBa (l-1Vkmacca), auypetukw,
TPAHKBUJIM3ATOPBI U aHTHICTIPECCAHTHI.

e YacToTa peuIuBOB OOMOPOKOB M UX CTEPEOTUITHOCTb.

Cemeitnass ¢opma ['KMII wmmeer ayTOCOMHO-AOMHHAHTHBIA  THI
HacJenoBaHus, modToMy puck passutusi [ KMII y moTroMkoB npobaHma cocTaBiser
50%.

B 60-70% cnaydyaeB mOpu TEHETHYECKOM HCCIIECIOBAHUU  BO3MOXKHO
YCTaHOBJICHHE CEMEHWHOTO Xapakrepa 3aOoneBanus, 6 30% cnyuaee ['KMII
paccmampueaemcs Kak cnopaoudeckas gopma(mymayus denovo, mymayus
npouszouweouias nenocpeocmesenno y nayuenma ¢ I'KMII) [1] TmarensHblii cOop
CEMEMHOro aHaMHe3a MO3BOJIUT HIEHTU(HUIIMPOBATH POJICTBEHHUKOB MpobaHa ¢
acumnToMHbIM TeueHueM ['KMII (dheHoTun no3uTuBHEIE).

B cemeitnom anamuese ykazanue Ha BCC MoxHO Haiith y 10-20% O0sbHBIX
¢ 'KMII, «31okauecTBEHHbII» CeMEUHBIN aHaMHe3 (yKa3zaHue Ha 2 QoJsiee cirydas
BCC) B 5% cnyuaes.




Knnanvecknit CKpUHUHT (B COYETAHUM C TEHETUUYECKUM TECTUPOBAHUEM WUJIN
0e3 Hero) peKOMEHAYeTCs BCEM pOJCTBEHHUKAM TMEpBOM JIMHUM POJICTBA
narerTa ¢ T'KMII (kracc |, yposens ookazamenvnocmu B)[2].

12.2.®du3zukanbHoe obOciaenoBanue. I[lpu QusnkanbHOM 00CIEI0BaHUU
naneHTsl ¢ 'KMII He uMEIOT CyIIeCTBEHHBIX M3MEHEHUN 3a HUCKIIOYEHUEM
ayckynbTaTuBHOW KapTuHbl. [Ipu ['KMII BeicoymmMBaeTcs rpyOblid, «ITAISIIAN,
cuctonuyeckui mym B 3-4 MexpeOepbe IO JICBOMY Kpalo TpYyJIUHBI, 0Oe€3
Uppagualid Ha COCYHbl IIEH, YCUJIMBAIOMIMICS TOCie (PU3NYECKOW Harpy3Kud U
npu TnpoBeneHun mpooOsl BambcanbBel. B ornmume ot myma mpu ['KMII mpu
aOpTaJbHOM CTEHO3€ JIOKaNW3amus IiymMa BO 2 MexpeOephe cmpaBa C
IIPOBEICHUEM HA COCY/IbI IIIEH.

XapakTepucTrKa KIMHUYECKUX BAPUAHTOB TEUCHUS 3a00JICBaHUS:

IIporpeccupywmee teyenue. [lox nporpeccupyronum teyeHnem ['KMII
NOHUMAIOT TMPOTPEAUEHTHOE TEUeHHe 3a00JieBaHMs, C MPUCOCTUHEHUEM
CHUMIITOMOB, KQXJbII W3 KOTOPBIX MOXET SBIATHCA MNPUYMHOU paHHEN
WHBAJIMIU3ALUKA U TpUIMHOM JieTanbHOocTU. K nipuMepy: OvicTpoe passutue XCH,
pEUMIUBUPYIOIINE CHHKONE, aHTMHO3HBIN CTaTyC.

CraduibHoe Teyenue 3a0oseBanus. Berpewaercs y Y4 6onbHbix ¢ 'KMIT,
runeprpodusa JOK y Takux manueHToB, KaK MPaBUIIO, BBISABISETCS ciydaiiHo. Ha
saxokapauorpagpun (OXOKI') oOHapyxuBaeTcsi HEOOCTPYKTHBHBIM BapUaHT
['KMII, anukanbnas runeptpodus JDK, dakropoB pucka BCC Her.
[IpoAOMIKUTENBHOCT M KA4eCTBO JKU3HU MAIMEHTOB C JAHHBIM BapUaHTOM
TEeYEHUs1 3a00JIEBaHMSI HE OTIMYAECTCS OT cpefaHero B momynsiuu. Koucraranus
CTaOMJILHOTO TEYeHHs Haumbojee pa3yMHa TOJIBKO PETPOCHEKTUBHO, Yy JIHUIL
MOKUJIOT0 U cTapueckoro Bo3pacrta ¢ [ KMIIL.

Kiannnuyeckuii Bapuant ¢ ®II. Yacrora @Il B momynsiuu OOJIBHBIX C
['KMII BcTpeuaerca wactoroil 10-28%, exxeronHas yactora HOBBIX ciydaeB DI
2% 3a 1 rox HaOMOaEHUS.

Paszsutue @Il nmpuBoaut k ObicTpoMy nporpeccupoBanuto XCH (B cpeanem
B 3 pa3a, B CpaBHEHHH C OOJBHBIMH C COXPAHEHHBIM CHHYCOBBIM PHUTMOM),
BBICOKOMY PHCKY CHCTEMHBIX TpoMO03MOonuii, moBeimieHHOMY pucky BCC
(ocobenHo B rpytie 60JbpHBIX MoJIoke 50 jeT).

®axkrtopsl pucka pazsutus OII ABISOTCA: MPOIOIHKUTEIBHOCTD 3yOna P Ha
OKT', pa3mepst neBoro mpencepaus (JIII), Bospact, ®K XCH, mnapokcuszmbl
CYNPAaBEHTPUKYJIIPHON TaxUKapIUH.

Kaunuveckuii Bapuant ¢ BCC. Yacrora BCC y 6ompubix ¢ 'KMII
coctaBisieT 1% B rog. dakropamu pucka BCC B HacTosiee BpeMsl SIBISFOTCA:

® CHHKOIIE HESICHOTO IreHe3a WK npeamectpyrommii snnzon BCC,
BeipaxeHHast [ JDK (Tommmna ctenok JDK Gonee 30 mm.),
napokcusmbel HY KT,
HeasekBaTHas peakuus AJl Ha ¢puznyeckyro Harpy3ky (HPAJD),
cemelinbiid anamHe3 BCC.



Taomuma 2. Crpatupukamus mo pucky BCC wu 6-eTHAsA
BbLIKMBaeMocCTh [1].

KonuuecTtBo pakTopoB pucka | 6-1eTHSS BBDKMBAEMOCTh 95% JIOBEPUTEIIbHBIN
HHTEpBal.
0 95 91-99
1 93 87-99
2 82 67-96
3 36 0-75

«Koneunass cragus». Bcerpeuaerca B 2-5% ciydaeB. Ilon «koHeuyHOI
craguen»npuuaATo cuurtatb  BapuanT ['KMII ¢ paszButmeM  cuctonmyeckon
muchyukuun JOK, nunaranun nonoctu JOK u ymenbmenue tonmuabl cteHok JDK,
YTO OTpaXkaeTcsd B HApPACTaHWU CTENEHM WHTEpCTULUANbHOIO (udbposza B
MUOKap/ie. SIBnsercss HeOJaronpUsATHBIM NPOTHOCTHUECKUM (PAKTOPOM, €XKEroHas
JETANLHOCTE OOJBHBIX C «kOoHeuHoM cragueit» ['KMII cocraBmser 11%,
yBennuuaetcs puck BCC.

12.3. JIaGopaTopHbIe UccJIeI0BAHUS.

OO0mexknMHIYecKue U OMOXMMHYECKHUE JIA0OpAaTOPHBIE HCCIEIOBAHUSA TPU
['KMII He UMEIOT XapaKTEPHbIX U3MEHECHU M.

12.3.1. Mapkepsbi XCH: MPEAIIECTBEHHUK MO3TOBOIO

HAaTPUHYPETUYECKOr0 MEeNTHUAa U MO3roBoi Harpuilypetmdeckuil mentupn (NT-
ProBNP, BMP) otpaxator cremeHp auactoimdeckod u cuctoianaeckoitXCH
[1].IToBbimenue kouueHTtparmu NT-ProBNP, sBisercs HeszaBucumbim  OP,
aCCOLIMMPOBAHHBIM C 7-KpAaTHBIM YBEJIMYEHUEM CMEPTHOCTH WJIM pPHCKa
TpaHCIUIAHTAllMKM, B cpaBHeHMM ¢ mnanueHtamu ¢ [KMII ¢ HopMmanbHOM
KOHIIeHTpanuei nentuaa [4]

12.3.2. 'eHeTu4eckoe TecTupoBanue. MyTaiuu 8 TeHOB OTBETCTBEHHBIE 32
pazButue  I'KMII  oTHocaTrcs ~ GenkaM  COKpAaTUTENILHOIO  amnmapara
KapJMOMHOLIMUTOB: TshKenas 1enb B-Muo3uHa, cepieyHas gopma tpornoHuHa T u
TPONOHUH |, G-TpOomOMHO3MHA, W MHUO3UH-CBSI3BIBAIOIIMKN mpoTeuH C, akTuH,
PETYJIATOPHAS JIeTKas [elb U ACCCHIIMAIbHAs JISTKas Ielh MHO3HuHA [5,6].

['eHeTndyeckoe  TECTUPOBAaHUE  TO3BOJISIIOT  WACHTH(UIIMPOBATH  THII
reHeTudeckoro Hapymenusy 60-70% mnamuentoB ¢ cemeitnpiM anamHe3oM ['KMII
u y 10-50% mnauuentoB Oe3 ceMmeilHOro aHamHe3a. OTCYTCTBHUE CEMEMHOIO
anamHesa ['KMII BeposTHO CBsI3aHO ¢ HEMOJIHOW CEMEMHON UCTOPUEN WIIM HU3KOU
NICHETPAHTHOCTHIO T'eHa (HU3KOH KJIMHUYECKOMN MPOSIBIIIEMOCTD ).

HckitoueHre HacleICTBEHHOTO XapaKTepa pPEKOMEHAYETCs KaK 4acTb
nepBuyuHOM oreHku manueHToB ¢ IKMII (kracc |, yposens ooxazamenvnocmu B).
[TanirieHTHI, HANIPpABJICHHBIC HA TEHETHMYECKOE TECTUPOBAHUE TAKXKE JOJKHBI OBITh
KOHCYJIbTUPOBAHbI CHEIUATNCTOM B OO0JIACTH TE€HETUKH CEepPAEYHO-COCYIUCTHIX
3aboneBanuii  (kracc |, yposenv  OdoxazamenvrHocmu B).I'eneTndueckoe
tectupoBanue mnanuenta ¢ ['KMII (mpoGanma) pamuoHaabHO C  IEJBIO




onpenesnenus pucka paszputusa ['KMII y poncTBeHHMKOB NEpBOM JTMHUHA POJACTBA
(knacc la, yposenv ooxazamenvrnocmu B).

['enetnyeckoe TecTUpoBaHME Ha MyTaluu cBsizaHHble ¢ ['KMII
PEKOMEHIYETCS BCEM MALMEHTaM ¢ aTUNMYHbIMU nposiBieHusMu ['KMII, korna He
UCKJIIOYCHBI IPYrUe MpUUKHbI runeptpodun (kracc |, yposenv doxkazamenvrnocmu
B) [2].

['eHeTnyeckoe TECTUPOBAHHME IMO3BOJSET BBISIBUTH CIIECAYIONIUME KaTErOpHUU
POJICTBEHHUKOB  MpoOaHja: TEHOTUIl ~ HEraTuBHbIE  (HE  HMEIOT
UACHTUUIIMPOBAHHBIX ~ MyTaruii  otHocsamuxcs k  [KMII), renotun
MO3UTHUBHBIE/(PEHOTHUIT HETATUBHBIE (MMEIOT MYyTAIlMH, HO HE UMEIOT KIIMHUYECKHUX
nposieiiennii 'KMIT).

I'enotun 03U TUBHBIM/(PEHOTHIT HETaTUBHBIM UHJMBUAYyMaM
pexoMenayetcs mnpoBeaeHue OKI', TpanctopakambHoi OXOKI', kKiamHHUYECKOE
oOcietoBaHle ¢ WMHTEpBaJIOM B 12-18 mec. (I€TM W MOAPOCTKH), KaxKIble 5
aer(B3pocnbie) (kracc |, yposenv  Ookazamenvrocmu B),screncreue
3HAYUTEIBHOTO pucka pa3Butus [ KMII B Tedennu Beeit xu3nu [2].

B cnywyae Hanmmume cemeniHoro anamue3a BCC BO3MOXHO JTONOJHEHUS
NPOPHUIAKTUYECKOr0 00CIEI0BaHUS CTPECC-TECTOM C (PU3UUYECKOIN HArpy3KOM Win
CYyTOYHBIM MOHHTOpUpOBaHneMm OKI .

12.4. UncTpyMeHTAJbHbIE UCCJIEIOBAHUSA.

12.4.1 IKT': npumepno y 80% 6onpubix [ KMII Haxonat Hecnienuduieckue
u3meHenus: DKI', mostomy OKI' pekoMeHayeTcst B KauecTBe MEPBUYHOTO METO]A
obcnenoBanus 00abHBIX ¢ ['KMII (knacc |, yposens Odokazamenvnocmu C) u
MOBTOPHO TMPH  YXY/IICHWH KIMHUYECKOW KapTuHbl (kracc 1,  ypoeenw
ookazamenvrocmu C).

st kmuamdecku ctabmibHbiX manueHToB ¢ ['KMII, OKI' npumensieTcs c
IIEIbI0 TUArHOCTUKH JIATCHTHBIX HApyIICHUH puTMa B npoBoaumoctu (kracc 11a,
yposenv doxkazamenvrocmu B)[2].

Ha perynspuoit ocuoBe, OKI' mpoBomutcs kaxzasie 12-18 wmec. mnpu
CKPUHUHTE TOAPOCTKOB, POJACTBEHHUKOB TEPBOM JIMHUHM POJICTBA NpoOaHia, HE
UMEIONNX TMpu3HakoB runeprpodpun muokapaa Ha OXOKI (xnacc |, yposenw
ookazamenvrocmu C).

[Ipu cummerpuunoit runeptpodueit JDK wyacto (B 86,3% ciydaeB)
oOHapyxuBaroTcst BodbTaxHble mpuzHaku [JDK(uaaexe CokomnoBa-Jlaliona u
KopHenbckuii MHAEKC) ¢ HapyIIEHUEM MPOLECCOB PEMOJISIPU3ALINH.

[Tpu runeprpoduu MXKII B 30-50% ciayuaeB oOHapyKMBAIOT TIIyOOKHE U
y3kue 3yousl Q B orBeaenusix I, lHlaVF, V5-V6.

[Tpu anukaneHo# Tuneprpodguu JIK HaXOAAT KOCHUCXOISAUIYIO IETPECCUIO
cerMeHTta ST u rmyOokue, «rurantckue» 3yomsl T (mo 10 mMm.) B TpyIHBIX
oTBeneHusX [1].

12.4.2.Cyrounoe monutopupoBanue JKI' (CMIKT).
Hapymenust putma siBnsitorca xapakrtepHoi ueptor ['KMII. Haubonee
yacTeiM HapymeHueMm purma npu [KMII daBusercs cymnpaBeHTpUKyIsIpHaAs



AKCTPACUCTOJIUS, KETyI0YKOBast AKCTPACUCTOJINS, MapoKCU3MalIbHAsI
nepcuctupyromas PII, mapokcu3Mbl HEYCTOUYUBOU JKETYAOYKOBOM TaXUKAPIUHU.
VYuuteiBas NpeamecTByONME HapylieHus npoueccoB penoisipuzanuu JDK npu
['KMII, 3HauuMocTh Opexosiie aernpeccu cermenta ST ocTaeTcst HeICHOU U He
MOdHCem UCNOoNb308amuvcs 0 ouacHocmuxu uwemuu npu I'KMIT.

CMOKI' pekomennyercs Bcem mnanveHtam ¢ I'KMII ¢ uenbio nepBuYHOM
OLICHKH, MJi1 OOHapykeHus xernyaoukoBoi Taxukapauu (OKT) u ortbopa Ha
UMILUIaHTaIuO  KapauoBeptepa-neuopwisitopa  (MKJ) (krace 1, yposens
ookazamenvhocmu C); ¢ xanobamu Ha cepaueOueHne u Hemomoranue (kracc |,
yposenv  dokazamenvrocmu  C); aUarHoCcTUKW JjateHTHoW DIl/Tpeneranus
npeacepauii (kracc b, yposens ookasamenvrnocmu C)/

CMDOKI' Ha mepuoauyeckodl OCHOBE MPOBOJAUTCS Kaxkable 1-2 ropa, kak
KOMITOHEHT CKpWHHUHTA Uil marueHToB 0e3 aHamue3a JKT, ¢ 1enpio orOopa Ha
UK/ (kracc la, yposenv doxazamenvnocmu C)[2].

12.4.3. TpancropakajbHas 3xokapauorpadus nokost (AXOKT).

DXOKI' - wmeron mnepsuunor mumarHoctuku ['KMIl(krace |, yposens
ookazamenvHocmu  B),IPOBOJUTCS TOBTOPHO NPH HM3MEHECHHUSX B KIMHUYECCKOM
cTaTyce OOJIbHOIO; CEepUiHbIE HCCIIeIOBaHuA MpoBoadTcs y nauueHToB ¢ ['KMII
1 paza B 1-2 rona /U1t OLIEHKHU CTENEHU TUNEPTPOPUHU, TMHAMUIECKON O0CTPYKITUU
u cokparumoctu JIXK (krzacc 18, yposenv ookazamenvrnocmu C);

IIpu mpoBenenun ucciaenoBanuss npu ['KMII Heo6xomumo OTBETHTH Ha
CJIeIyIoIue BOMPOCHI, Tadaumna 3.

Taoauna 3. Ixoxkapanorpaduueckas onenka namuenra ¢ FKMII [7].

Hanuuwe runeprpoduu u e€ pacnpeneneHue; oTueT JOJDKEH COAEpXKaTh yKa3aHUE Ha Pa3Mephl
JDK, romuuny crenok (MXKII, 3agmsis u MakcuMyMm)

®paxnus Beiopoca JDK

l'uneprpodus npasoro xenynouka (IDK), nannune quaamuveckoit ooctpykuuu TDK.

Huacromueckas ¢yakuus JOK (onucanue penakcamuu JIK v naBneHus HarmoTHEHUs )

O06BEM N1eBOro npecepaAns HHACKCHPOBAHHBIN HA TUIOIMAAb TOBEPXHOCTH Tela

CucToIMYECKOE TaBIEHHE B JIETOYHON apTEpUH

Junamuueckast ooctpykiust JOK B mokoe u nmpu npobe BanmbcanbBbl; 0TUeT AOKEH COAEPIKAThH
UH(OPMALIKIO N0 JOKATU3ALUU OOCTPYKIIUU U TPATUEHTY AaBICHHSL.

OrneHKa MUTPAJIBHOTO KjamaHa W MamWUBIPHBIX MBI, BKJIIOYas HAIpaBICHUE, MEXaHHU3M U
CTETIEHb MUTPAIbHOM PpErypruTanuu, €clid HeoO0XOAWMO JIOJDKHAa OBITh  NPOBEICHA
tpancnunieBogHas I XOKI' 1yist oTBeTa Ha 3TH BOMPOCHL.

TpancnumeBoanas OXOKI pekomeHmoBaHa najisi MPOBEACHUS XUPYPTHMUECKOW MHOIKTOMHH,
TpaHcTopakanbHasg U TpaHcnumeBoaHas DXOKI' mis nmpoBeneHUs CENTalbHOM alKOTOJIbHON
a0anmu.

CKpUHHHT.

I'mneprpodusi MuoOkapaa — OCHOBHOM CHUMIITOM  3a00JIeBaHUS,
oOHapyxuBaetTcsi y 92% O0JIbHBIX, JUATHOCTUPYETCS] HA OCHOBAHUU YBEJIMYEHUS
TOJNIIMHBI CTEHKH cepana Oonee 15 mMM. AnukansHas runeptpodus JIDK




BcTpeuaercss B 1-14% ciydaeB, cummerpuunas rumneptpodus B JDK B 1-5%.
[Tonoctn xenynoukoB npu ['KMII HOpManbHBIX pa3MEpOB WM HE3HAUYUTEIHHO
YMEHBIIEHBI, (Qpakiusi BbIOpOCAa JIEBOTO KEIyJ04YKa B HOPME WJIM YBEJIMYECHA.
Anatomudeckas knaccudukarus ' KMII npuBenena paunee.

IIpu «xoneunor cragum» ['KMII npoucxoauT auisTanusi IOJIOCTEN
JKEITyTI0YKOB CO CHI)KEHHEM BeIMUMHBI (ppakiuu Beiopoca (<50%).

Oo6cTpykuusi BoiBogHoro tpakra JIXK. Jlunamuueckas oO6ctpykuus JDK
npu ['KMII oOycnoBiena wuzonmupoBaHHoi — rumeptpodueit MXKII u
MEePEHECUCTOIMYECKUM JBWKEHHEM TiepeaHel cTBopku (B 95% ciyuaes)
MUTPAJIBLHOTO KJIalaHa.

B 3aBucumocTH OT HaMMYUsT TUHAMUYECKONW OOCTPYKIIMH BBHIBOJHOTO TPaKTa
JDX BbIACNSIIOT OOCTPYKTUBHBINA 1 HEOOCTpYKTHBHBIE BapuaHThl [ KMII u Bapuant
¢ JaTeHTHO#M oOcTpykumei (Tabd. 4)O0CTPYKTUBHBIM BapHaHT BCTpedyaeTes B 25-
30% ciyyasix, 4acTo BCJEeACTBUE rurepTpoduu 6azanbpHoro otaena MXKII.

Tabdnuma 4. OnpeaejieHne IMHAMHYECKON OOCTPYKUHMH BbIBOJAHOIO
TPaKTa JIeBOro KeJayaoukal2].

Knuanyeckuit BapuaHT DU3NOIIOTHYECKOe COCTOSIHUE | ['paeHT B BHIBOAHOM TPAKTE
JK
OOCTPYKTHBHBIN BapyaHT B noxkoe > 30 MM.pT.CT.
B noxkoe <30 MM.pT.CT.
HeoOCcTpyKTHBHBIN BapraHT dusznosioruueckas
pyX P % <30 MM.pT.CT.
ITPOBOKAIUS
B nokoe <30 MM.pT.CT.
JlarentHas oOCTpyKLIHUS duznonornyeckas
pYK >30 MM.pT.CT.
MIPOBOKAIUS

*dusnueckas Harpy3Ka, mpoda BanbcanbBbl, BIbIXaHUE aMHJIHUTPUTA.

[Ipy HaMWYMM AMHAMAYECKOW OOCTPYKLUMH OTAEIHHO pa3nuyaroT
runeprpoputo  cpenHero u 6OazampHoro otaena MOKII, yacro cyimiecTByer
KOMOMHUpOBaHHas 00CTpyKIus BbiBOAHOTO TpakTa JIK.

IIpu natentHo#t oOctpykumeit JIK rpaaveHT napneHuss B mokoe menee 30
MM.PT.CT.,HO MOJ BIUSHUEM (PU3UOJOTHUECKUX CTUMYJIOB ((hu3nueckas HarpyskKa,
npoba BanbcanbBbl, BABIXaHHE aMIJIHUTPHUTA), yBeauduBaercs  Oosiee 30
MM.PT.CT.

Muacroanuyeckass amuchynkmusa JIK. uacronmueckas guchynkius JDK
SABJISIETCS PE3YJIBTATOM HapyLIEHUsI aKTUBHOM M NMACCUBHOM JIMACTOJIbI BCJIEICTBUE
HAaKOIUICHUS! ~ BHYTPUKIETOYHOTO  KajlblUs, HAPYIIEHUS  apXUTEKTOHHUKU
KapJAMOMHUOILIUTOB W HWHTEpCTULHANIbHOrO (ubposa. BeimensioT choektp ¢
3aMmemiieHHOM penakcauuen JDK, mnceBIOHOpManbHBIA W PECTPUKTUBHBIA THII
nuactonnueckon auchynknuu JDK.

MurtpajbHasi perypruranusi. 3aBUCUT Kak OT CTEIEHU JTUHAMUYECKOU
obctpykuuun JIK, Tak u apyrux npuuus: npoianca MK, yronmenus crBopok MK
BCJICICTBUE IIOCTOSIHHOM TpaBMaTW3aluuu Npu conpukocHoBeHnn ¢ MIKII nmm
TypOyJICHTHOM CTpYyEH KpOBM; pa3pbiBa XOpAbl, Y/UIMHEHWE WM YTOJILECHUE
xopAsl, pu Hanmmuuu uHekuu npu ['KMIL




IIpy HanmMuMM UEHTPANBPHOM WM MNEPENHENM CTPyM pErypruTauuu
HEe00X0oIMMO OoJiee moipodbHOe uccienoBanue anmnapara MK.

OXOKI' pexkoMeHAyITCsl Kak KOMIIOHEHT CKPUHMHIa 4YICHOB CEMbHU
npobanga ¢ 'KMII paxe B ciydae, Korjla T€HETHUYECKOE HCCIEIOBAHUE HE
npoBoauiiock (kracc 1la, yposenv doxazamenvnocmu B); nns aererr mpoOanmal
paz B 12-18 mec.; ¢ 12 ner, uiau paHee MpU paHHEM Haudaje IyOepTaTHOTrO
nepuoja, MHTEHCUBHBIX 3aHATHUSAX CIIOPTOM, Wiu cemeitnoM anamueze BCC (knacc
|, yposenwv doxazamenvnocmu B).

12.4.4. TkaneBoe  IONILIEPOBCKOE  HCCJIEOBaHMeE. TkaHeBas
nomnruieporpadus — METOJ] KAYECTBEHHON U KOJTUYECTBEHHOW OIEHKH TII00ATbHOU
U JIOKaJIbHOU cokpaTumoct Mmuokapsa. [Ipu 'KMII, o6HapyuBatOT yMeHbIIIEHNE
cuctonuyeckon (Sa) m panHeid auactonmuyeckod (Ea mnm e’) ckopocTH ermie 10
MPOSIBJIICHUS TUIIEPTPOPHUN MUOKap/a.

[TokazaTenu aedopmani MHOKapaa M CKOPOCTh JAeopManuyd MUOKapAa
no3BoJsieT aupepeHpoBaTh HEOOCTPYKTUBHBIA  BapUaHT ['KMII wun
runepTpoduo MUOKap/ia Ipyu aprepuanbHoi runeprensuu (Al).

12.4.5 KonuTpacTHass ’xokapauorpagus. VY MalMEeHTOB C amuKalbHOM
['KMII wn anukaibHOW aHEBPU3MOM PEKOMEHAYETCS BHYTPUBEHHOE KOHTPACTHOE
yCUJIGHUEC  LeNblo  yhnydmieHus  auarHoctuku — (kracc  1la,  yposens
ookazamenvrocmu C).

CenekTuBHOE KOHTPacTUPOBaHUE IIEPETOPOIOYHBIX BETBEU C
WCITOJIB30BAaHUEM YJIBTPA3BYKOBOI'O KOHTPACTa MPUMEHSIETCSI UHTPAOIIEPALlMOHHO,
C 1IeJIbl0 BhIOOpa HamOoJee ONTUMAIbHOM BETBU [UISl CENTAIbHOW aJKOTOJbHOMN
abnammu (kracc |, yposenv ooxazamenvrocmu C).

12.4.6. TpancnumeBoanasi 3xokapauorpapus (TI-OXOKI) -
IMPUMEHSIETCA B CIIydasix runepTpopuu  MUOKapJa MpaBOro >KEIyJI0YKa,
anvkanbHOM THnepTpoduu uiam aneBpusMbl; couetanuss ['KMII ¢ martonorueit

MUTPaIbHOTO  KJamaHa, B  JUArHOCTHKE  Cy0aopTalmbHOTO  CTEHO3a
(HemMHAMHUYECKOW OOCTPYKIIMH); TIepe]] Oleparfel CenTaabHO MHOTOMHH WU
aJIKOTOJIbHOW aljanuy, a TakkKe MHTpaornepauuoHHo (kracc |, yposenw

ookazamenvHocmu B).

12.4.7. Ctpecc-Tect ¢ puznyeckoil Harpy3koii mog kourpoJem JKI'. B
KayecTBE (PU3UOJIOTUYECKOM HArpy3KH HCIOJb3YeTCs TPEAMUIIIPOIPOTOKOIY
Bbproca;BenosaproMerpusi, C Ha4aJIbHOM Harpy3kou 25 BT, ¢ yBeJIMueHUEM Harpy3Ku
KaXJIble 3 MUHYTHI.

Tpeamumn  sBAs€TCS  ONTUMAJIbHBIM  METOJOM  [JUJIL  ONpPEACICHUS
TOJIPAHTHOCTH K (DU3UYECKON HArpy3Kd M KOHTPOJSAI(DPEKTUBHOCTU Teparuu
(kracc Wa, yposenv Ookazamenvrocmu C), mox OKI-koHTposeM u
MOHUTOPUHTOM AJl MOXET HUCHOJb30BaThCs i puck-ctpaTuduxanuuno BCC
(krnacc la, yposenv ooxkazamenvrnocmu B).



Tect ¢ puznueckoit Harpy3Koil, MPOBOAUMBIN 00YUEHHBIM TIEPCOHAIIOM, TIPU
['KMII sBnsercs 6e3omacHoi U 3pdekTuBHON mporeaypoi. Yactora OobIIMX
OCJIO)KHEHUN  (ycTOWYuMBasg  JKeJyJAOYKOBas  TaxWKapaus, NOTpeOoBaBIlIas
npoBeneHue kapauosepcun) cocrapiset 0,04%, mamnbie ocnoxueHus 23%.

K ManbimM ocnoxueHussM oTHocunuch: ymepenHas (10,2%) u cunbHas 60716
B rpyau (1,5%), HeycroituuBas mnpencepanas aputmus (3,0%), HeycTtoiumBas
x)emynoukoBast aputmus (4,2%), nmpecunkore (12,9%) [8].

Henpeccus cermenta ST npu 'KMII He MOXeT SBISATHCS KpUTEpUEM Jis
JUAarHOCTUKM  MIIEMHH;, TPOBEIECHHE CTPECC-TECTAa OPUEHTUPOBAHHO  Ha
OlpezieNieHuEe TOJIEPAHTHOCTH K (PU3MUECKONW Harpy3ke M TeMOAMHAMHYECKHUN
MOHUTOPUHT (A]L).

Y nammentoB ¢ I'KMII cymectByer omnpenenéHHas ~ XpOHOTPOIHAs
HEJIOCTaTOYHOCTh, 4YTO He Tmo3BoyisieT 25% OONBHBIX JOCTUYL PACUETHBIX
nokazarenerd YCC i TaHHOM Harpy3KH.

OtcyrcTBHE noabéMa A/l mpu MakcumanbHON Pu3nUecKol Harpyske Oosee
20 MM.pT.cT.WiHM cHWXeHue Ha 20 MM.pT.CT. OT ucxomgHoro ypoBHs AJl, T.H.
«HeanekBaTHas  peakuus AJl Ha  usumueckyro  Harpy3ky» (HPAJ),
paccmatpuBaetcs kak (akrop pucka BCC. Cuuxenue AJl menee 20 MM.pT.CT.
orMeyaetcs B 7,6%, 6oaee 20 MM.pT.cT. B 6,1% mnarmuenToB ¢ [KMIT [8].

Mexanusm HPAJ[ HEqoCTaTOYHO CEH, HO MPEANOJIAraeTCs, YTO OH CBSI3aH C
M30BITOYHON Ba3OQWIATAIIMEH apTepuil BEPXHUX KOHEYHOCTEH W OpIOIIHOU
MOJIOCTH TIPU (PU3NYECKON HArpy3Ke W SIBJISICTCS OAHOM M3 MPUYUH CHUHKOIIE MpHU
['KMII [1].

12.4.7. Crpecc-a3xoxapauorpadus (crpecc-IXOKI).[lns namueHToB ¢
BHYTPUKEIYIOYKOBBIM TpamueHToM < 50 wMM.pT.cT.cTpecc-DXOKI wmeton
BBIOOpA I JTUAarHOCTUKH M OLIEHKU CTPECC-UHAYLIUPOBAHHOW JTMHAMUYECKOU
ooctpykuuu JOK (kracc |, yposenv ookazamenvnocmu B), B 0COOCHHOCTH 3TO
OTHOCUTCSI K KAaTE€rOpuu MNALUEHTOB C KIMHWYECKUM TmposiBieHusmu ['KMII n
HE3HAYUTETHLHBIM TPAAUECHTOM OOCTPYKIIHH.

[To nuTepatypHbIM HaHHBIM, Y MAIUEHTOB C TPAJUEHTOM JAaBJICHUS B MTOKOE
< 50 MM.pT.CT. MaTeHTHas OOCTPYKIUS MpPHU CTpecc-TecTe BhIABIsETCS B 53%
ciydaeB. IIpoba BambcanbBel oOkazajgach MeEHEE UYBCTBUTENbHOHM, mpu €€
UCIIOJIb30BAaHUU rpaaveHT aasieHuss >30 MM.pT.CT. BbIsIBIEH ToJibko y 40%
MAlMEHTOB C JIATEHTHOM OOCTpyKuue mnpu crtpecc-tecte [8]. B Toxke Bpems,
HY’)KHO YYHMTBIBaTh, 4YTO TNpoOa BaibcanbBbl SBISIETCS JETKOJOCTYIHBIM U
MPOCTBIM METOJIOM BBISBJICHUS] JIATEHTHOM OOCTPYKIIMM TMpPU TPOBEICHUU
pyTuHHOM TpaHcTopakaibHoi I XOKIT' .

12.4.8. KapauonyasmoHaibHblii cTpecc-Tect (KIICT).

KapaunomnyneMoHaibHOe TECTUPOBAHUE y NaIMCHTOB C
BeposaTHoi/moaTeepxkaeHHo ['KMII wucnonb3yercss ¢ IMAarHOCTUYECKOW U €
IIPOTHOCTUYECKOM LIENBIO.

[TokazaTenu BEHTWISILIMOHHOM  3(p(EKTUBHOCTH, TaKue  Kak
BEHTHIAIMOHHAS YPPEKTUBHOCTH 10 yriekuciomy rasy (VE/V ), mapiuansHoe



nasinerns CO, B koH1le BbIioxa ( P CO,) acconuupoBaHbl ¢ BHICOKUM JaBICHHEM
B JICTOYHOM apTepuH, BCICACTBUE BRIPAXKEHHOMN TUacToIn4YecKor aucyHkimu [9].

AspoOHas MOITHOCTh U BeHTUWJIsIMOHHAS dddextuBHOCTh 1pu KIICT moryT
CIY)KUTh TPOTHOCTMYECKMM TIOKa3aTeIsIMU y MHUHHUMaJIbHO CHMITOMHBIX
nanueHToB ¢ o0ctpyktuBHOM ['KMII (Tabnuma 5).

Ta0oauma 5. IIporHocTuyeckasi W [JAUHATHOCTHYECKAs cTpaTuuKanms
nauueHToB ¢ 'KMII no gaHHbIM KapauomyJbMOHAJIBHOIO cTpecc-Ttecta( ¢
u3mMenenusimu [9]).

Puck BeHTUIAMOHHBIE TTOKA3aTENH.
Haxon kpuBoit VE/V ¢y, % ot Bepmmna kpuoii PetCO-
IIPEICKa3yeMOro
Vo,

Hun3knit <30,0 >100% >37 MM.pT.CT.
Cpenunuii 30,0-44,9 75-99% 36-30mMM.pT.CT.
Broicoknii >450 <50% <20MM.pT.CT.

CranyiapTHble MOKa3aTeNu TecTa ¢ (PU3MYecKOr Harpy3Koi.
I'emognnamMuueckue KT
MOKA3aTeJIH.
[ToBbimienne  AJl npu | HeycToitunBas apuTMUs, KTOMMYECKHE (DOKYCHI
Huskwmii | pusnyeckoit Harpy3ke>20 | u /wim u3MeHeHus cermMeHta ST NpH Harpyske
MM.PT.CT. VI BOCCTAaHOBJICHUH.
IloBbIIEHNE ALl npu | Hapymenust putma, skTonuueckue (OKyChl U

C . | busnueckon Harpy3ke<20 | /unu u3MeHeHus: cermeHTa ST MpU HArpy3Ke WUiIu

petii MM.pT.CT. BOCCTAHOBJIEHMM, HE BEAYIHME K IMPEKPALICHUIO
TECTA.

CHuxeHue Al npu | Hapymenust purma, skronmudeckue (OKYChl

B .. | dusmueckoit Harpyske > 20 | /unm n3MeHeHHs cerMeHTa ST mpu Harpyske Hiu

bIcoKHH MM.PT.CT.OT VCXOJIHBIX | BOCCTAHOBJICHHM, BEAYyIIME K IPEKPALICHUIO
BEJIMYHH. TECTa.

12.4.9. MaruuTHO-pe3oHaHcHasi Tomorpadust (MPT)cepana.

MPT o6s1aiaeT BEICOKOM YyBCTBUTEIBHOCTBIO B TMarHOCTUKE TUTIEPTPOPUU
MHUOKap/a (TONIIMHA TOMOTpadUueCcKOTo Cpe3a COCTaBIISIET BCETO / MM), KOTOpas
npu ['KMII moxeT ObITh orpaHuueHa Bcero 1-2 cermentamu (Bcrpeuaercs y 10%
nanueHToB ¢ 'KMII); xoporieil BOocpon3BOIUMOCTBIO PE3yJIbTaTOB, IpHU OoJiee
BBICOKOUM cTonMocTH ucciienoBanus,B cpapaenun ¢ DXOKI'[7].ITostomy MPT nipu
['KMII npumeHsieTcst ¢ 1ebI0 OJIyYeHHs JOTIOTHUTEIbHOM HH(pOpMAIuU, KOoraa
nanabix  DXOKI HemoctarouHo wid OHHM pasHopeuwBbi(kiacc |, yposenw
ookazamenvrocmu B)[2].

MPT cepana HE 3aBUCHUT OT HAJUYUAXOPOLIErO0 aKyCTHYECKOTO «OKHa» U
MO3BOJIIET OLEHUTh IUI0X0 Buzyanmusupyemble OXOKI'yuacTkuu cTeneHb
runeptpobun K (kracc |, yposensv dokazamenvnocmu B):

° OazasibHbBIC OTACIbI NepeHe-00K0BoM cTeHKUJIK.

o BEPXYIIKY CEPALA;

o MIPaBBIi JKEMyI0YEK U €r0 00CTPYKITUIO,



o runepTpoduo HeOOIBIIOrO KOJIMYECTBA CETMEHTOB MHOKAP/a,

o runepTpouoo NanWULIPHBIX MbILIA, M WX BKJIAJ B  pa3BUTHE
nuHamuueckoi ooctpykuuu JOK n nucdynkunn MK.
o CTETIEHb M pacmpocTpaHeHHOCTh rumneptpodun JIK, Bbicokas

YyBCTBUTEIBHOCTh B BHISIBJICHUU BbIpaxkeHHOU runeptpoduu JOK (6onee 30 mm.).

[Ipu MPT B 54% BoisBisiercs nuddysHas runeprpodus muokapaa (8 u
Oosiee cermMeHTOB), y Oosee 1/3 manmeHTOB OOHAPYKUBAECTCS YTOJIICHUE CTECHOK
I[DK wu yBenuueHue €ro Macchl, MPH BOBJICUEHUU NEPErOPOJOUHO-OOKOBOM
cteHkul DK — o6cTpykius BeiBogHOTO TpakTa [10K.

Oco0biM (eHOMEHOM fABIISIETCS «mo37Hee Hakoruienue ragonuaus» (ITHI)
npu koHTpactHoM MPT cepana. Ilpu I'KMII no3nHee HakoruieHUE TraloiavuHUS
CBSI3aHO C pPa3BUTHEM MHUOKapJuaibHOro (ubposa, 3aKOHOMEPHO, 4TO OoJiee
kpynHoe [THI" y OonpHBIX ¢ «KOHEUHOU cTajuei» 3a00jeBaHus, B CPABHEHUH C
MalyeHTaMy ¢ COXPaHHOU Wiv noBbIeHHON QyHkimen JIK.

I[THI" y maunentoB ¢ 'KMII BeisiBnisiercst ¢ wactotoir 50-80%, cocTaBisier B
cpennem 10% oobema JIK[7].

Henosutsl ITHI' nmpenmyInecTBEHHO pacIOOKEHBl B MEXKKEILYI0YKOBOU
Ieperopoake, pexke B cBoOoaHoi creHke JIDK m «BkparieHus» B CBOOOJHOM
crenke [DK.

B psine uccnenoBanuii HalijieHa 3aBUCUMOCTb MEXIYy CTeNeHblo (udpo3a
(mo panneiM IIHI') m uacroroil »xemynoukoBbiX Taxuaputmuii npu ['KMIL
Bo3moxHo npoBeaeHue puck crpatuduxanus OonbHbIXx no BCC mo kpureputo
[IHI', B cimyudae, korga apyrue (pakTopbl pUCKa HE JAOT MOJHOM HH(pOpMaluu
(krnacc Na, yposenv doxazamenvrnocmu B).

MPT c KOHTpacTHBIM YCHUJIEHUEM MOXKET CIYKHUTh AU epeHIrnaIbHbIM
kputepueM Mmexay ['KMII u 3aboneBanusimu, nposiBisitomumucst ['JDK (1.H.
denokonuamu 'KMII): 6one3npto @abpu-AHnaepcona, /laHoHa U aMUIIONI030M
cepaua (kracc 11a, yposenv doxkazamenvnocmu C).

[Tocnie nposenenuss MPT-uccinenoBaHuss KIMHULIMCTY BaXXHO IIOJYYUTh
cienyrouryro nHdopmaruio tabd. 6

Ta6smna 6. MPT onenka mamuenta ¢ TKMII[7].

Mopdomorust JIK, crenens u pacnpeneneHrue TunepTpopuu.

Mopdomnorus [DK

AnnapaT MUTPAJTBHOI'O KJIallaHa W NalluJIJIAPHBIC MBIIIIBI

I'moGanbHas u nokanbHasg pyHkuus JDK

OneHka AMHAMUYECKON OOCTpyKIMM BBIBOJIHOTO Tpakta JIXK (ocoGeHHO mpu HEA0CTaTOYHOM
paspemiennn D XOKI'), BBIpa)K€HHOCTh U MEXAHU3M Pa3BUTHsI MUTPAJIIBHON perypruTanuu

OreHka WIIEeMUU MHOKap/a 1o BeJU4rHe nepdy3un Ipu CTpecc-TecTe.

[To3mHee HaKOTUICHHWE TaIOJIMHUS sl OIICHKH (UOpo3a MUOKapaAa M JUArHOCTUKH (HDEHOKOITHA
T'KMII.

MOHHUTOPUHT XUPYPTrUYECKOT0 JIeUeHUs (MUOIKTOMUU WM CENTAIbHOM aKOroJabHON abyanun).

CKpHMHHUHT.

Tonorpadus cocyInucTo-KeIyI09YKOBBIX COCTHHCHUM.

12.4.10. Komnblotepnasi tomorpagus (KT) cepaua.




KT cepana ¢ KOHTPacTHbIM YCHIEHHEM B CBA3H C BO3MOXKHOCTBIO
npoBeleHus  ToMorpauyeckux Ccpe3oB ¢  TommuHOoM 10 0,4 MM,
CUHXPOHU3UPOBAHHBIX C CEPACYHBIM ILUKIIOM, NO3BOJIAET OJJHOMOMEHTHO
OLICHUTHh COCTOSIHUE KOPOHAPHBIX apTEpUil, HAJIUYUE MHUOKapIHAIBHBIX
«MOCTHKOBY», OIICHUTh 00bEéMBI U Maccy muokapaa JOK u IDK, rimoGaneHyto u
PETHOHAIBHYIO COKPATUMOCTh MUOKAP/Ia.

KTcepaua He naer xapakrepucTHKyauactoiaundeckor dynkuuu JIK; nHe
MO3BOJISIET OICHUTh CTENEHb MHUOKapAHaIbHOTO (Gudpo3a u mMetabonm3m
MHOKap/a.

Meron mpumeHsieTcs Uil OlleHKH (yHKIMU U cTpykTypsl MK: mepemnne-
CHUCTOJINYECKOro ABWKEeHUA nepeaHer ctBopku MK, nemxkenue xonpua MK ero
pasmep u kKanbiubukanuio, 3D-pexonctpykumst MK; B toxe Bpems KT He
UCITIOJIB3YETCS I OLIGHKH JuHaMudeckon ooctpykuuu JDK, B cBsI3u ¢ HalMuueM
METOJIOB HE CBSI3aHHBIX C BO3JICMCTBUEM MOHU3UPYIOLICH paJvallii Ha MAIMEeHTa
(BXOKT', MPT).

HUccnengoBanne KOpPOHApHOM AaHATOMMM Yy MAlUMEHTOB C  HU3KOHU
BeposTHOCThIO MBC ¢ menpio AuarHocTuKH BO3MOKHOTO coudetanuss [ KMII u
WUBC (knacc Ila, ypoeenv ooxazamenvnocmu  C).BosamoxHocts mnpu KT
OJHOMOMEHTHOM BH3yaJIM3allMM KOPOHApHBIX aprtepuii u muokappa JDK, wux
B3aMMOOTHOIIEHUM, JEaeT METOJ IMOJE3HbIM MpPHU IJIAHUPOBAHUM CENTaJIbHOU
MHOSKTOMHH U CENTaIbHON aJKOroJIbHOM abnamuu (Tabauma 7).

Taoauna 7. KT-onenka manuenta ¢ TKMII[7].

Mopdonoruss JDK y mnanmeHTOB ¢ HeoaHo3HAauHbIMH pesyinbTatramMu  OXOKI, mpu
HeBo3MokHOCTH TipoBeneHne MPT (ummmantupoBanasie UK ]I, OKC)

KT-xoponapoanruorpadus

OneHka KOpOHApHOM aHATOMMM M MUTPAIBHOIO KOJIbLIA IIE€PEN CENTaIbHOW alKOIrOJIbHON
abnanueit, (00bIYHO HET HeOOXoaMMOCTUIIPY Hamuuuu gaHHbeiXx DXOKI u MPT).

12.4.11. Paauou3oTonHbIEe UCCJIeI0BAHUS.

124.11.1 OpanHodoToHHAss  3MHUCCHOHHAsi  ToMorpadusi  cepaua
(SinglePhoton- EmissionComputedTomography, SPECT).

Nmemus, sBiserca uvacteiM siBieHueM npu ['KMIIL, B ToM uwmcne mpu
orcyrctBuu UBC. Tlpu ctpecc-tecte ¢ mpumenenueM SPECT y manueHToB ¢
['KMII, npy MHTAKTHBIX CyO3MHUKapAUaTIbHBIX KOPOHAPHBIX apTEPUSAX, BBISBIISIIOT
«XOJIOAHBIC» OYard HAKOILJIEHUSI U30TONA CBA3aHHbIE Crumnonepdys3ueid MUOKap/a,
IIPUYMHBI KOTOPBIX ONMcaHbl paHee. PactipoctpanénHocts nmemun npu ['KMII B
orcyrctBue MBC, mocratouHo Beicoka, 10 50% OonbHBIX [7].

Xo0N0iHbIE «O0Yarn» HAKOIUIEHUSIB IOKOE, SIBISIOTCS pyOllaMu, 4acTo
BBISIBJISIFOTCSL Y MOJIOJBIX ManueHToB ccuHkone, BCC, ocTaHOBKOW CHHYCOBOTO
y3J1a ¥ acCOLIMMPOBaHbI C HEOJArONPUATHBIM IPOTHO30M; Y YACTH MAllMEHTOB OHU
ACCOIIMUPOBAHBI € OOJBIIMMHU TMOJOCTHBIMU pasmepamu JDK u  HH3KOU
TOJIEPAHTHOCTBIO K (PU3MUECKOMN HAarpy3Ke.




B Toxe Bpemsi, BOBMOXHBI JIO)KHOIIOJIOKUTEIHHBIC PE3YIbTAThI, CBI3aHHBIC
¢ U30BITOYHBIM HAKOIUJIEHUEM PaMOU30TONa THIEPTPOPUPOBAHHBIMUA CETMEHTAMU
MHUOKapa B CPAaBHEHUHM C HOPMaJbHBIM MHOKapJIOM, B CBSI3U, C YE€M IOCIEIHUE
MOTYT pPacCUEHUBATHCS KaK «XOJIoAHbIe» odard. CyllecTByeT MOJOKUTEIbHAs
KOppEJSIUI MEXAYy HaIMYUEM «XOJoAHbIX» odaroB npu SPECT u ¢denomenom
[THI" ipu xouTpactHon MPT.

SPECT nmno3Bonsier BbIsIBUTH auactonuueckyro auchynkumio JDK,
runepTpodro MUOKap/Ia, CUCTOIMYECKYI0 obnuTepanuto nojoctu JIXKu oreHuThb
OB JIXK, B Toke BpeMs HE MOXKET JaTh XapaKTEPUCTUKY MEPEIHE-CUCTOINYECKOTO
newkenus crBopku MK u Benmmunny nuaamudeckont ooctpykmmu JIK.

[Ipu wHanmmuuu OoJiee JOCTYIHBIX W OE30IMMACHBIX METOJOB BHU3YyaTU3aAINH
cepama (3XOKI', MPT) SPECT pexomenayercst sl MPUMEHEHHSI Y TMAIIHEHTOB C
['KMII u nuckomdopTromM B rpyaHOM KieTke U HHU3KOM BepositHocThio MBC, ¢
uenpio uckmouenust UBC (knacc lla, yposenwv ooxazamenvrnocmu C).

SPECT kak ctpecc-OXOKI' He mpuMeHsieTcsi JJisi TUarHOCTUKH «HEMOM»

umeMu 'y OeccumntoMHbix nanueHToB ¢ [KMII  (krace 1,  yposenw
ookazamenvrocmu C).
12.4.11.1. IHo3uTpoHHnasn IMUCCHOHHAS ToMorpadus

(PositronEmissionTomography, PET).

PETnpumensieTcst st u3y4eHUs] KPOBOCHAOKEHUSI MUOKAP/A U OLICHKU €ro
meTtabonusma. B cocrostnuu nokos, npu orcyrctBun UBC, PET nemonctpupyer y
oonpHbIx ¢ ['KMII muokapauanbHbli KPOBOTOK B aAOCOJIOTHBIX BEIMYMHAX
PaBHOLICHHBIM 3740POBBIM HMHAMBUAYyMaMm; IpPU NPUMEHEHUH IUIIHPUIAMOJIA
OTMEYAETCS 3HAUUTEIIbHOE CHUKEHUE PE3EPBaA Ba30IUIISATALlMU, IPEUMYILECTBEHHO
B CyOdHIOKapAuaidbHbIX oTAenax. [lomoOHoe cHuXeHHe pe3epBa Ba30IUISTALUN
CBS3BIBAIOT C MUCHYHKLIMEH MUKPOBACKYJSIPHOTO pycia, MallMeHThl ¢ Haubosee
BBIPDAKEHHBIM HApyIIEHUEM O00JIalaloT BBICOKMM PUCKOM IATOJOTUYECKOTO
pemoaenupoBanus JIK, carkenust @B JIK u pazsutus XCH[2,6].

B Toxe Bpems,He pekomenayercs npuMmeHeHuss PET ¢ menpro oneHku
MukpoBackyisipHot nmemun npu 'KMII ¢ npornoctuueckoit uensto (xzacc l,
ypoeenwv ookazamenvrocmu C).

12.4.12. Koponapoanruorpapus (KAI'). KAI' saBnsercs 3070ThIM
CTaHAApPTOM JIMArHOCTUKHA TIOPaXEHUN KOpOHapHbIX aprtepuii. CoueraHue
aTepockiiepo3a kopoHapHbix aprepuii 1 'KMII yxyamiaer nporuos 3abosieBaHusl.
YacToil nmpuYMHON HMIIEMUM W aHTUHO3HBIX OOJIeH SBJISAIOTCS MHOKapAuallbHbIE
MocTuKkd. KAI' gyacTo coueraroT ¢ MpoBEACHUEM 30HIMPOBAHUS MOJIOCTEN CepaLa,
nepes Mpoueaypoil alnKkoroJibHOM cenTalbHON abnauuu A U3y4eHUs aHaTOMUU
CENTalbHbIX BETBEM.

KAT' u KT-xoponapoanruorpadusi HaXOJUT MPUMEHEHHE Y TAlUEHTOB C
['KMII u Gonbio B TpyJHOM KIIETKE CO CPEIHUM M BBICOKUM PHCKOM Pa3BHUTHUSA
NBC, 0ocoO0eHHO KOT/ia 3TO MOXKET U3MEHUTh TaKTUKY BeJeHUs nanuenta (kracc |,
yposenwv doxazamenvrocmu C)[2].

CpaBHHTENbHAA UEHHOCTh pa3JIMYHBIX METOJOB BU3YyalIM3alUU CepaLa
npuBeAeHa B Tabauue 8.






Tabnuua 8. CpaBHUTENIbHAS XapaKTePUCTHKA METOA0B Bu3yanu3aiuu cepaua npu ['KMIT [7].

ITokazaTenb OXOKI' PannonsoTomnHbIe METOIBI MPT cepama KT cepama
e | O6reMm JIK, TommuHa Pexomennyercs, kak He pexomennyetcs Pexomennyercs, npu Penko ucrnonp3yercs, TOJIBKO B
CTEHOK. [IEPBOHAYAIILHOE HEaJIeKBATHBIX JTaHHBIX ciydae eciii OXOKI u MPT
HCCIEN0BAHNE OXOKT HEBO3MOXKHO IPOBECTH.
e | @B JIX u nokanpHast Pexomennyercs, kak He pexomeHnyetcs, ecinu Pexomennyercs, npu Her meobxomumoctu, mpu
COKPaTUMOCTD TIepBOHAYAIEHOE OXOKI u MPT mocTymHBI. HeaJIeKBaTHBIX TAHHBIX Hammynn naHabix D XOKI n
HCCIIEIOBAHUE OXOKI' MPT.
e | JlaBnenue Hanonuenus JOK | Pekomenayertcs. He pexomenayercs, T.K. He pexomennyercs. He ucnons3yercs ans stoit
MIPEIOCTABISET KOCBEHHBIE TIEJTH.
JTAaHHBIE.
e | JlaBieHue B JIETOUHOM Pexomennyercs. He ucnons3yercs nmus 3Toi He ucnons3yercs ns atoit | He ucnons3yeTcs ans 3Tou
apTepuHu. LETH. LeTu. LENH.
e | O0bem JIIT u ero pyukuus | PekomenmyeTcs. He ucnonb3yercs s 3Toit Pexomennyercs, npu Penko ucrnonp3yercs, TOJIBKO B
LEIIN. HeaJICKBaTHBIX JaHHBIX cinyvae ecnu DXOKI u MPT
OXOKTI' HEBO3MOXHO ITPOBECTH.
e | Tunamudeckas obctpykmus | Pexomenmyercs. He ucnonb3yercs 1js 3Toit Pexomennyercs, npu He ucnone3yercs s 3Toi
JDK LEJIN. HeaJleKBAaTHBIX JaHHBIX LEJIN.
OXOKTI
e | MurpainbHas peryprutaius | Pekomenmyercs. He pexomennayercs. Pexomennyetcs, npu He pexomenayercs.

Hea/leKBaTHbBIX JaHHBIX
OXOKI'

e | Nmemus/UUBC (npu PaccmatpuBaetcs, ecnu Pexomennyercs. B HayuHBIX Pexomennyetcs, ecnu
KIMHUYECKHX MTOKAa3aHUsAX) | JaHHBIC paJAUOU30TOIHEIE HCCIIEIOBaHMSX. MOJI03pEBAETCS OOCTPYKIIHS
MeToJibl U MPT HenocTynHbI SIUKApANAIbHBIX apTEepUH.
e | MeTtabonmn3M MHOKapaa U He ucnonb3yercs st 3Toit B Hay4HBIX UCCIIEIOBaHUSIX. B HayunbIX He ucnone3yercs s 3Toi
HEHPOTPaHCMUTTEPHIL. LENH. WCCIIEIOBAHMSIX. LENH.

° MOHHTOpI/IHF HNHBA3WHBIX
mporiesyp

Pexomennyercs.

Penko ucronb3yeTcs, TOIBKO B
ciayqae eciim DXOKI u MPT
HEBO3MOIKHO MTPOBECTH.

Pexomennyetcs, npu
Hea/leKBaTHBIX JaHHBIX
OXOKT

Penxo ucrone3yeTcs, TOIBLKO B
cydae eciit OXOKI u MPT
HEBO3MOKHO ITPOBECTH.

e | ®ubpos muokapaa

B HAaY4YHBIX UCCJICAOBAHUAX.

He PCKOMCHAYCTCHA.

Pexomennyercs.

He ucnons3yercs nis aToi
LETH.

e | CkpuHUHT

Pexomennyercs.

He pexomeHnyercsi.

Pexomennyercs, npu
HeaJIeKBaTHBIX TaHHBIX
OXOKTI'

He pexomenayercs.




12.4.13. Daexrtpodusuosornuyeckoe muccieaopanue (DDPU). DDUne
MOKa3aHo ¢ lenblo pytuHHOU ctpatudukanuu pucka BCC (xracc I, yposenw
ookazamenvrocmu C)[2].

12.5. lloka3anus AJisl KOHCYJIbTAIUM CIIEIHUATHUCTOB:

HeBpoJsior: mokazaHusik MPOBEACHUIO KOHCYJbTAIIMU: HUCKIIOUYEHUE
HEBPOJIOTUYECKOTO T€HE3a CHHKOIIE.

OxkyJucT:noKa3aHus K  MPOBEJICHUIO KOHCYJbTallMM:  UCKJIIOYEHUE
HEBPOJIOTUYECKOTO T€HE3a CUHKOIIE

I'eHeTHuK: TOKa3aHWSAK TNPOBEACHUIO  KOHCYJIbTAllMU:  BBISIBICHHBIN
cemerinbiit xapakrep ' KMII, cemeiinoit popmbr cuaapoma WPW, BCC.

HedpoJor: nokazanusik npoefaeHur0 KoHcyapTanuu: coueranue ['KMII ¢
CHUCTEMHBIMU TposiBIeHUAMH amuionao3a (XITH, nepporuueckuii cuaapom).

12.6. uddepenunanbubiii auar€o3 ¢ runeprpodueii JieBoro
JKeJIY/I0UKA MPH APYTrux 3a00/1eBAaHUAX U CHHAPOMAX:

12.6.1. ApTepuanbHas runepTeH3usl.

Tabnuua9. OcHoBHbie nuarHoctuueckue kputepun ['KMII u runeprpodun
JOK nipu AT [1]

Kpurepuii I'KMII AT
Tuneptpodus JOK. IIpenmyliiiecTBEHHO JIOKaIbHas Konuenrpuueckas
Junamuyeckas BosmoxHa. Kpaiine peaxo.
o0CTpyKuus
BBIBOJHOIO  TpaKTa
JDK u [ICA MK
TxaneBas Hapymenne nokaneHOM | Her.

Joruieporpadus CHUCTONMYECKOW  (QyHKIMM  TpH
COXpaHHOM rI00aTBHOU
CHCTOJIMUECKON (QYHKIIHH.
Perpecc I'JIDK Heso3mokeH. Bo3moxeH, npu ATUTENBHON U
aJcKBaTHOM  THIIOTEH3UBHOM
TepauH.
MonekynspHo- Myranun TEHOB capkomMmepa, | Her.
TEHETHYECKOE OTBETCTBEHHBIX  3a  Pa3BUTHE
UCCIICIOBAHNE I'KMII
nmpobaHga W WICHOB
CEMBH.

12.6.2. «CniopTHBHOE cepaue».

Taomuma 10. OcHoBHble nuarHoctuueckue kputepun [KMII wu
«CTIOPTUBHOTO cepAna»(c uaMeHeHussmMu [1]).

Kpurepuii I'KMII «CriopTHBHOE cepaie»
Kenckuii mon Ha Her




Cewmeiinbnii anamae3 I'KMII, BCC. Ha Her

MonekynapHO-TEHETUYECKOE Mytanun Jla reHoB Her
WCCIIEIOBaHNE TMpOoOaHAa W UJIEHOB | OTBETCTBEHHBIX 3a

CEMBH. pazsutue I'KMII

Tommmuaa creakun JDK 13 MM u Ha Her
Ooree.

AcuMMeTpUYHBIN XapakTep Ha Her
runepTpodun

TTomocts JIK <45 mM. Ha Her
TTomocts JIDK >55 mmM. Her Ha
Perpecc tumeprpodum JDK mocie Her Ha

NpeKpameHuss TPEHUPOBOK (JTydrie
no ganaeiM MPT)

IIukoBoe moTpebIeHne KHUCIOpoaa Her Ha
NPy KapJHOPECIIUPATOPHOM CTpecc-
TecTe (peakVoy,) Oonee 50
mi\(kr-mMuH)  (120% OT  JODKHBIX

BEITUIIH )

Hanuuwne mokaabHOM CHCTOIMYCCKOM Ha Her
JTUCHYHKITIH npu TKaHEBOM

JIoTIuIeporpadum.

12.6.3. boae3nb ®adbpu-AHaepcoHa.

Ta6bmuma 11. OcHoBHble nuarHoctuueckue kputepuu ['KMII u 6one3nu
dabpu-Annepcona (no [10] ¢ u3meHeHUsAMN).

Kpurepuii I'KMII Bouesns @adpu-
AHnjepcona™
Tun HaciegoBaHuUs. AyTOCOMHO- CuermieHHbI ¢ X-XpoMOCOMOH
JIOMUHAHTHBIH ¢ | (ceMelHbIN XapakTep).
pazHoit CTETIEHBIO

NECHETPaHTHOCTU TI€Ha
(cemeiinblii XapakTep).

Tlon Her MoJ0BO# | BoJelOT My YUHBI, KEHILIWUHBI -
3aBHUCHMOCTH KpaiiHe penKo, TOJIBKO

TOMO3HUTOTHI
HetiponaTuueckas 00J1b. Her. [TocTosinHbBIC 1581051

penuauBUpyomue  6omm, C
HAyYajoM B paHHEM BO3pacTe, B

KOHEYHOCTSIX, TpeOyer
MpUMEHEHUE aHaJIbI€THKOB,
AHTHKOHBYJIbCAHTOB U OIIHATOB
ITopaxenue XXKT Her. PBota, nuapes, moteps Beca H
KaXeKCH4.
IlopaxxeHue noyexk. Her. B 30% ciyuaeB mpoTenHypus ¢
10-20 JIET, B (unHae

3a00jeBaHusl 4acTo TpedyeTcs
TPaHCIUIAHTALUS TTOYEK.

AHTHOKEpPaTOMEL. Her HeGonpmme n 6e30051e3HEHHBIC
ManyJybl, CIPEUMYIIECTBCHHOM
JoKanu3anued ~ Ha  Oempax,




nepeaHel  OpIOLIHON  CTEHKe,
SATONTUIAX, B Maxy.
Jlemennus Her. B 71% cayugaes.
I'myxora. Her. CeHcoHeBpaibHas IIyXoTa.
CHmwxkeHHOe notootaencHue. | Her. Ha.
Tl'uneprpodus Muokapaa. Yare gokaabHast KonneHntpuueckoro xapaxkrepa
Konuenrtpanust anbda- | HopmanbHas CHIKeHa, y J>KCHITHH MOXKET
raJlakTo3uaa3bl A B KpOBH. KOHIICHTpAIIHsL. OBITh HOpMAaJTbHAS
KOHIICHTpAIHs.
MonekynapHo-reHeTuyeckoe | Myrtaruu reHoB | Myranus reHa anb(da-
WCCIIeJOBaHNE TpoOaHAa U | OTBETCTBEHHBIX 3a | TaJaKTo3uaassl A.
YJICHOB CEMBH. pazsutue ['KMII
*arunnunast  Qopma Oonesnn Pabpu-AnzpepcoHa, MaHH(PECTUPYET IOIKE, MOXKET

MaJIOCUMIITOMHYIO KJIMHUYECKYIO KapTHHY U runeptpoduto JIK.

12.6.4. Boae3nsb lanona (LAMP2-kapanonarusi).

Ta6bmuma 12. OcHoBHble nuarHoctuueckue kputepuu ['KMII u 6one3nu

JlanoHa (¢ u3meHenusmu [ 11]).

(ceMelHBIN XapakTep).

Kpurepuii T'KMII boae3nn lanona*
Tun HaciegoBaHus. AyTOCOMHO-IOMUHAHTHBIN ¢ | PerieccuBHBIN, cremneHHbii ¢ X-
pazHoit CTETIEHBIO | XPOMOCOMOM (cemeitHbII
MIEHETPAHTHOCTH reHa | Xapakrtep).

c KOCOHHUCXOZSAIIEN
nenpeccueit ST u TIyOOKMMHU
OTpHLATENFHBIMY 3yOuamu T

ITon Her nonoBoii 3aBucuMocTi BoneroT MyXUYdHBI, JKCHIIUHBI —
penko win Oojee JieTKoe TeUCHHE
3a00eBaHusl.

Bpewms neo6rora | PaznuyHoe. 7-15 ner.

3a00sieBaHus

Tuneptpodus Paznnynas crernieHb | CUMMeTpHUYHas, mubdysHas

MHOKap/a rUNepTpoGUH MUOKAP/A, B T.4U. | runetpodus, Tommmuaa creHku JIK

¢ ooctpykrmeit JIK. 29-65 MM, 4acTo ¢ JUHAMHUYECCKOM
OOCTpYKIIMEH BBIBOJHOTO TpaKTa
JIK.
OKT Bonbraxknsie npusnaku [JDK | Yacto curnapom WPW.

MakcuManbHBI BOJBTaX 3yOIOB
RB eBBIX TPYIHBIX OTBEACHHSIX 1 5-
145 MMc TIyOOKMMH HETaTHBHBIMU
syomamuT 10-30 mm.

" 4JICHOB CCMBH.

rccieaoBannenpodania

I'KMII

DepMEeHTHI T1J1a3MBl. B Hopwme. beccumnromHoe TOBBILIEHNE

koHnentparuu ACT u KOK.
MonekynspHo- Myranuu reHoB | Myramuu rena LAMP2
TeHETHYECKOE OTBETCTBEHHBIX 3a Da3BUTHE

*
onHMcaHaKkapauaibHas Qopma

JACTCHECpAllu1 CETYATKU.

O0onesnu Jlanona, 6e3 mepudepuveckoil MHOTATHH, CIA00yMWsI, TMHTMEHTHON

12.6.5. Cemeiinas popma WPW-cunapoma (PRKAG2-kapauonatus)

HMCTb




Tabmuma 13. OcnoBuble nuarHoctudeckue kputepun 'KMII u cemeiinoi
dbopmbt WPW - cunpoma (¢ m3meHenusimu [ 12-13]).

Kpurepuii T'KMII Cemeiinas ¢popma WPW-
CHHIApPOMA
Tuneptpodus Paznuunbie Tunbl | Pasmuunble  THOBL  THUIEPTpOGUU
MUOKapa runepTpouu  MUOKapja, B | MHOKapna, JIMHAMHYECKAs
TOM 4YHCIC C JuHaMuueckoit | ooctpykumu JDK  pasBuBaercs
obcrpykimeit JIK. penKo.
OKT luneprpodust JIX, | Cuanpom WPW WIH
HapyIICHUE PEOIIIPHU3AIIHH. yKkopodeHnHoro PQ.
Penxo Bcrpedarorcst | CCCY ¢ mapokcu3manbHOi DI
HApYIICHUS TPOBOJUMOCTH H | WIH CYIIPaBeHTPHUKYISPHOM
npeaBo30YKICHHUS TaxuKapuei; Opaavkapaus u
JKEITYTOYKOB. XPOHOTPOIHAS HEAOCTATOYHOCTb.
biokana npaBoil win JeBON HOXKKHU
my4Ka l'uca, AV-6nokana
[Iporpeccupytoree TEYCeHHE
HapylUIEHUHA MPOBOJUMOCTH.
MuomnaTtusi. Her. Yacto Muanruu mnociie Gu3ndeckon
Harpy3Ku.
MoutekynsipHo- Myraiuu redHoB | Myranuu rena PRKAG2
TEHETHYECKOE OTBETCTBEHHBIX 32 pa3BHUTHE
uccienopanuenpodanna | TKMII
Y YJICHOB CEMbH.

Her Funeptpodua N B coueTanmMK na

C CHHOPOMOM
i npeaso3byHaeHuA

MoAcaoi eo3pact, MySckeR nan,
SHANATEABHER BonpTak JHT B AeBbx FpYaHEIE
CTRRARHAAN, MACCHEHAA FHNERTRCDAA

FEHETHHECKHA aHaNME: OBHapyYMeHE!
reHa oTHCCAWMecR K THIM

Na Her Her |

) 4 l‘f l

Het

na

MoBblweHWe KOHUEHTRALMK
AcT v KK 8 nnazme

TeHeTHYSCHMIA aHanKa:

EHRA COHAKERIE MyTaLMK PREAGZ

A

Aa Het l Ha

r'E'H'E"-W‘-OE'l:*Hﬁ aHanHal OE-HECI'(?NEHHE
syTaLHe LAMP2

Y

Na | | Het

¥ v v

PaccmoTpeTn BOIMOKHOCTE
HENMHMA Opyrix BoneaHen
HAHDMARHMA,

Camefinan goprma WPW HapgmranoHan gopma Boneinm
CHHAPaME Hanowa

Pucynok 1. uddepenmmansupiii quarno3 'KMIT u eé denoxormit ([1] ¢
M3MEHEHUSIMU).



12.6.6. MuTtoxoHapuajibHasi KapAHONATHS

Taomuma 14. OcHoBHble nuarHoctuueckue kpurtepun [KMII wu
MUTOXOH/IPHAJIbHBIX 3a00JieBaHui (¢ u3MeHenusmu [9]).

Kpurepuii I'KMII MuToxoHApHAJIbHBbIE
Kapauonarus
Hacnenosanue, Ha. HacnenyroTcs 1o MaTepuHCKOU
CEMEIHBIN XapakTep JIMHUU.
JlaGoparopHbie He n3zmenens. Bo3moxuO MOBBIIIEHNE
IIOKa3aTesn KOHIIEHTpAaIMK JaKTaTa, [UpyBara,
KOK.
MonekynspHo- Myranuu reHoB | MyTaluu reHoB MUTOXOHJIPHH.
TEHETHYECKOE OTBETCTBEHHBIX 3a pa3BUTHE

uccienoBannenpodanma | [KMII
Y YJICHOB CEMbH.

buoncus ckeneTHoM | He u3aMeHeHbI «PBaHHbBIC MBIIIICYHBIC BOJIOKHAY
MBIIIIBI

Ilokazarenu KapaAuopeCcinupaTopHoro Crpecc-Tecra

OTHo1IEHNe N3MEHEHUH
CepAcyHOro BRIOpOCa K
MOTPEOICHHUIO
kucnoposa (AQ/AV0,)

% OoT mpeacKazaHHOTO
MaKCHMalbHOTO <100% (3aBucut ot ©K
MOTpeOICHUS XCH)

kuciopona (peakVo,)

<75%

BentnnsunonHoe
OTHOILIEHHE 50}
KHUCIIOPOIY
(peakVE/V0,)

~40 >50

12.6.7.AMusi0M103 cepana (AMUJIOHIHASI KAPAUOTIATHS)

Tabmuua 15. OcHoBHble nuarHoctuueckue kpurepun ['KMIT wu
aMIJTOMTHON KapauornaTuu (¢ u3meHenusamu [14,15]).

Kpurepuii I'KMII AMunongHasikapauonaTus
HacnenctBeHHOCTD, IIpocnexuBaercs. Her, npu npuoOpereHHbIX popmax.
CEMEUHBIN aHaMHE3.

OXOKTI" Crenku cepana | KoHmeHTprUdeckoe yTOIICHHE MHOKapaa, C
YTOJIIIEHBI, HO | BOBJICUEHUEM 1TK; rpaHyJisipHas
OJTHOPO/THBI. HEOAHOPOJIHOCTh  MHOKapJa; yTONILICHUE
CTBOPOK KJIaIIaHOB; OmarpuaibHas
JTATAITHS.
TxaneBas gommuieporpadus CermenrapHas CermentapHas  IUCHYHKIHMS  MHOKapna,
JTUCHYHKIHS CHIDKCHUE CKOPOCTH JIBIDKEHHS 0a3allbHBIX
MHOKap/a. OTIENOB B CpPaBHEHHHM C JBIDKEHHEM
ANMKaJIBHOTO OTAENA.
OKT Bricokuii BonmbTaxxk | Huzkuii BoJIbTaX B OTBEAECHUSI KOHEUHOCTE
(<5 mm), otcyTcTBHE pocTa 3y01a RrpyaHbIx




OTBeIeHUSX (TICeBAOPYOLIOBbIE H3MEHEHHUS) B
50% ciydaes.

AV-0nokana 1-3 CTCIICHH,
HecTenuprIecKue HapyIICHUS
npoBogumMoctu , BJIHIII.
OUOPpHILIALMSL/ TPEIICTAHNE pencepau,
KT.

ITouxn B HOpME. [Ipotennypusa, HeQPOTHUECKUA CHHIPOM,
XITH.

KKT B Hopwme. Makporioccus, TOIIHOTa, pPBOTa, JUapes,
KaXxeKCHs, TelaTOMETalvs,  IOBBIIICHHUC
TpaHCaMUHA3

Kposs. B Hopwme. I'eMopparuueckuii CHUHJIPOM
(mepuopbUTANBEHBIE KPOBOUBITUSHYS,
KEITYTOTHO-KHUIIICTHBIS KPOBOTEUCHUS)
yckoperHoe COD

buoncus ciausucToil | B HopMme. OToXKeHne aMuIonuaa

00O0JIOYKH JAECHBI W TPAMOU

KMIIKA ¢ okpackoil Konro

KpPacHBIM.

Dnekrpodopes OenkoB | B HOpME. M-TpagueHT.

TTa3MBbl

ITozanee HakoruieHue | B Buje | B cy03HIOKapIMaATBHBIX OT/AETAX.

raJIoJIMHUS NPU KOHTPACTHOM | BKparuieHUH B

MPT cepaua

obmactu MXII u
CBOOOJHON CTEHKH
JIK, ITK, B
cerMeHTax c
BBIPaXECHHON
runepTpodueii.

Cuunturpaduss ¢ 99mTc-

DPD

OTpurnaTenbHBIH
pe3yJIbTaT.

BrisiBnenue KapIuaJbHbIX n
OKCTPAKapAUAJIbHBIX ACTIO3UTOB aMWJIOUA.

MornekynsapHO-TeHETHIECKOE
HCCIIeOBaHUETIPOOAHIA |
YJICHOB CEMBH.

Myranuu TE€HOB
OTBETCTBEHHBIX 32
pazButue ['KMII

Myrarun OTBETCTBEHHEIE 3a
HacJeACTBEHHBIC (DOPMBI aMUJIOHUI03A.

Bbuoncus MHUOKapaa.

luneprpodust u
Je30praHu3anus
MHOGUOPHILIT, 30HBI
hubposa

MHOKap/ia.

Ortnoxenue aMHJIOnaa

Teuenne XCH.

B 3aBucumoctH OT
KIIMHAYECKOMN

(hopMBL.

BricTporporpeccupyromiee TEUYCHHE,
PE3UCTEHTHOCTh K  MEIUKaMEeHTO3HOU
TEparuu.




MNogosperdes Ha aMUNOHAHYK
KADAKONATIAK

v

Morck HETRaKaRAMANBHEIX NPOABNEMWRA
aMHNOMACEE | K NPUMEDY NPCTEMHY KA,
nepHopBUTaneHas Nypnyoa M Np.|

v

BHCNCKA CRpAUA WK JpyTHx THaHEH

ECNH OCYWECTEHMMGD HCNONDI0EIHWE

PesynnTaTe: SHONCHIA NONCHUTE ABHBIE,

CneyHanoHble HpacHTann

THN aAHACHA0 I NOATRERMHOEH

TpaHCTHPETHH

MeHaTiMECHOR TRCTARORIM 4
Hal Py TELGAH TREHCTHRETIHHS

S

CREUHANBHDA TEXHHKMW M HDICHTENS |of i i A » T
{immunogold) RORICATR AeeTY
¥ METOA MMM HODUKCALMI NNAZMS 1 oMK,

ONpegsneHe CHBOPOTONHDIK K M A RErkdx Uemed;
GIWOMCMA HOCTHONS MO3ra

k4

Pezynerator: 1 1 Gonee
NOOMTENBHE

PE!"'.J'Ib‘-'aTDI CTPHUATEMbHD 2

h

BeporTtHbin AL-amunongcs:
OnpegeneHe KOHUSHTRAUMKW K W A
nerkdx ganK (MoiogHe 1B guHamake);
HCHARIHHTD AN 08T

*_1

[eHETHHECHOR TRCTHROBAKHE MYTALMA
TRAHCTHMPETHHS 1 anofl

| }

OTpHUETENDHDIE

MencsnTENbHEE DE3yETaT
peIyNLTaTH

A
h v
Mesewmmensssie OTprLaT N EHE
peIYNLTATHI pEIyADTATH
[T
[
h 4 ¥ h 4 h 4 ¥

HeahxoaMMOCTH]

ComefHbii anmunenaes (nogaepsHeaxuas
TepanuA, TRAHCNAEHTALWA NeYeHi 1 cepaLa no

CerHAbHBIA CHCTEMHBIN 3MHONHa03

(nopaepsMBaCLER Tepana)

AL-amunonacs [MMHoTepana W
NOAOEPHMBRIGIEA TEPanuR)

Pucynoxk 2. luddepenimanbaas JuarHocTHKa aMHJIONIHOM Kapauonatuu [16]




13. IlepeyeHb OCHOBHBIX U JOMOJHUTEIbHBIX TMATHOCTHYECKUX
MEPONPUATHH

OcHOBHbIE MEPONIPUATHS:
Oomuit anamu3 kposu (OAK) u mouu (OAM).
buoxumuueckuii aHanu3 KpOBU: OOLIUI XOJECTEPUH, TPUTIIULIEPHUIBI,
JUTIOTIPOTEUIBl HU3KOM M BBICOKOW TIOTHOCTH, OOIIMA O€JI0K, MOYEBUHA,
KpeaTHHHH, OOLINI U MpsMoil OMIMpyOrH, TIII0K03a, JIEKTPOIUTHI (Kalui,
HATPHIA, XJIOP);
OKT 12 -kananbHoeE.
TecT ¢ 6-MUHYTHOM X0B00IA.
Tpancropakansnas DXOKI' mokos, ¢ mpoBeraeHueM mpoObl BanmbcaabBbl
nipu rpaauente nasieHus B JOK menee 30 MM.pT.cT.
Ctpecc-tecT ¢ (usmyecko Harpys3koi (tpenmmin win BOM) mox DKI -
KOHTPOJIEM.
Cyrtounoe monutopupoBanue IKI'.
['eHeanornueckuil aHamus.

JlonoTHUTEILHbIE MEPONIPUATHS:
TpancnumeBoanas XOKT'.
Kontpactaas 9XOKT'.
Ctpecc-OXOKT..
Txanesas norieporpadusi.
KapnunopecnupatopHslii CTpecc-TeCT.
MPT cepaua, B T.4. ¢ KOHTPACTUPOBAHUEM.
PET
SPECT
KAT'.
KT-cepaua u KT-koponapoanruorpadus.
30HAMPOBAHUE TIOJIOCTEN cepla.
buoricua cau3ncToil O0OOJIOUKM JECHBI M MNPSMOM KHIIKH, IHOJKOKHON
KJIETUATKU TiepeHeld OpIomHONW CTeHKU ¢ okpackod KoHro kpacHbIM, U
OCMOTPOM B TIOJISIPU30BAHHOM CBETE, MPUMEHUE KpacuTesiss immunogold.
buoncus ckeaeTHON MBIIIIEL.
DHIOMUOKapAUAIbHAS OUOTICHSL.
Onextpodope3 OETKOB IMIa3MBbl.
Omnpenenenre KOHIIEHTPAIUH JIETKUX K U A TIeTIel UMMYHOTJIOOYJTHHOB.
Metoa uMMyHO(UKCAITNH.
MonekynsapHO-TeHeTUYECKOe HCCeA0BaHue MpoOaHaa W YJICHOB CEMbHUHA
MyTaluy '€HOB capkomepa, oTHocsammxcs k ' KMII,
MonekynaspHO-TeHETHYECKOe uccieqoBanue reHoB (eHokonuii ['KMII
(PRKAG2, LAMP2, anb(a-ranakro3uaassl A), HACJICICTBEHHBIX (opm



aMuiona03a (TPaHCTUPETUHA, JXKEJICOJIUHA, anoAl) U MUTOXOHAPHUAIBHBIX
MHUOIIATUH.

14. llean evyeHus:

OOmre: MOBBIIIEHUE TOJIEPAHTHOCTU K (PU3NUECKOI HArpy3Ke, CHUKEHUE
pucka pazputus BCC, mpodunakruka XCH.

JlOnOJIHUTEIILHBIC:

npu obctpyktuBHOU popme ['KMII: cumkenue rpanuenta nasinenue B JOK
MeHee 30 MM.pT.CT., yAy4llleHHe AuacTojinueckoil penakcanuu JIDK.

ITpu I'KMII ocnoxnenno mnapokcusmanbHor @II: kynupoBanue
NapoKCHU3Ma, CHIXKEHUE 4acTOThl mapokcu3moB DI, MakcHUManbHO BO3MOKHOE
COXPaHEHHUE CUHYCOBOT'O PUTMA;

npu nepcuctupyromen OII: nocTrkeHrne HOPMOKAPIUK, CHUKEHUE PUCKA
CHUCTEMHBIX AMOOJIHH.

[Ipn «KOHEYHOW CTaguW»: YMEHBIICHHE OTEYHOIO CHHAPOMA, CHUKEHUE
®K XCH, cHM>XeHHe pucKa CHCTEMHBIX IMOOJIHNH.

15. TakTHKA JICUCHUSA



MaupesT ¢ THMA

Emmroasce
Har H¥CH Her
OScrpykumn N L T, ]  WMHENeCKOR
CT. HANPpRKEHMA
/ ofcnegoeaHne

Ha

DB M =50%

h 4
HzGerate
BAICAMMATATOROE W
Gonblky gos
AHYPETHHOE

h 4

Emeroapos Her
HAHHHYETKDE -
eEcnagonaHE

HOH mnu cvranTosMbl
T, HENPAMEHHA

CHMITTE M

Hrmazinee
METOOBI

LLY L L)
SHPYRrRUEEADE
nEpALEH

HNaccnl QoKaZETENDHOCTIA QaHHDIX

Pucynoxk 3. Taktuka nedenus 6oyabHbIX ¢ [ KMIT [2]



15.1. JlueTra v HeMeAUKAMEHTO3HOE JIeUeHHe.

uera. Jluera y acumnrTomHbix mnanveHtoB ¢ ['KMII, He wumeer
3HAUYUTENbHBIX OTPaHUYECHHMM, HO JOJKHA OBITh HampaBieHa Ha MOJJEp>KaHue
MacChl TeJla Wi €€ CHI)KEHUE MPU O’KUPEHUU, KOPPEKIUHU aucaunuaeMud u Al

Haunbonee ontumanbHON JUETOM, YIOBICTBOPSIONICH OSTUM YCIOBUSIM
sisercs aqueta DASH (DietaryApproachestoStopHypertension), mpeioskeHHas
HanponansHeIM HHCTUTYTOM cepAaua, jJerkux u kposu (CIHA). KamopwuitHocTb
nuetsl coctasisieT oT 1600 no 3100 kkan B CyTKu.

B nuere DASH mnotpe6nenue xupoB (mpu kajmopuiiHocTu 2100 kkan/cyT)
coctaBisieT 27%, HaCBIEHHBIX KXUPOB 6%, OenkoB 18% , yrmeBomoB 55% ot
CYTOYHOTO Kajopaxa MHUIIH;, CoJepkaHue xosecrepuHa 150 mr/cyr, HaTpus
xynopuaa 2 300 mr/cyt, kamus 4 700 mr/cyt, kanbnus 1250 mr/cyt, maraus 500
mr/cyt, mumieBblx BojiokoH 30 r/cyr. [17], 4TO, B II€JIOM,COOTBETCTBYET
nueTrueckuM pexkomenpamusam ESC/AHA.

duznyeckan AKTHBHOCTb.ACUMIITOMHBIM nareHTaM C
['KMIIpekoMeHaytoTcst a3poOHble (pu3nyecKkue Harpy3ku HU3KOM MHTEHCUBHOCTH,
KaK 4acTh 370poBoro o0Opasa sxu3uu (kzacc 11a, yposenv doxazamenvrnocmu C).

B 35% cnyuyaeB 'KMII aBnserca npuunnoir BCC y MOIOABIX CTIOPTCMEHOB
YYaCTBYIOIIMX B COpeBHOBaHUAX [18],m03TOMy 3aKOHOMEpPHBI OrpaHHYCHUSB
COpPEBHOBATEIILHOMCIIOPTE C BBICOKOW MHTEHCHUBHOCTHIO (DM3MUECKUX HATPY30K, B
TOXKE BpeMs HET OTPAHMYCHUN JIJISl 3aHATUS CIIOPTOM C HU3KOW MHTEHCUBHOCTHIO
dusndeckux Harpysok(kiacc 11a, yposens ooxazamenvnocmu C), Tabnuna 16.

Tadamma 16. Pexomenmaumu mno d¢usnyeckod (He COPEeBHOBATEJIbHOM)
akrtusHocTH nipu I'KMII [2].

YpoBeHb Bun cnopra [xana
WHTEHCUBHOCTHU WHTCHCUBHOCTH *
Harpy3ok

Backer6ou (Manblii KopT)
Bbacket6o1 (601161110 KOPT)
BomnOwnguart

I'umuacTuka

XOKKei Ha JIbIy+
Paker6o\ckBort

Jlazanpe mo ckamamt

ber (cipunT)

Karanue Ha bDKax (¢ TophI)
Karanue Ha JibDKax (110 mepecedeHHON MECTHOCTH)
DyTdOoI

Tennuc (0TMHOYHBIN)
AmMepukaHnckuid GpyTooIT
Bunjcéphunrs

Brrcokmit

Beiic6om\codhroon

E3na Ha Benocunene

Tlemmii Typusm

Cpennwii ITemmuit Typu3M Ha HEOOJBIIME PACCTOSHUS
E3nma na Mmoroumkiet

ber

[TnaBanue Ha MAapycHOU AXTES

WIWW WA INPFP(FPIO|IOININIO|FP|O(OIN|FP,|O|O




Cépdunr§

[naBanue (Ha paccTosinue) §

Tennuc (nBoiHOI)
Tpeamunn\BenotpeHaxep

[ogusarue TspKecTel (He Ha TpeHaxepe)  #

Boymuar

BricTpas xonpba

Toned

E3na Ha momanut

IMoaBoaHOE mIaBanue (¢ akBaJaHrom) §

Karanue Ha xoHbpkax|

[MoaBoaHOE miaBanue (¢ AbIXaTeNnbHON TpyOKO#) §
IoxusTHE TsDKECTEH (HAa TpEeHAXKEPE)

Huszkuii

gojoowgaa|FR |0 OTN

*[loka3aTenb WIKAJNbl WHTCHCHUBHOCTH (u3udeckoir Harpysku: 0-1 OamioB -  3ampeiieHo Wi HE
pexoMenayercs; 2-3 0aJUIOB - WHAWBHAYAIBHBIM MOAXOA K BRIOOPY, 3aBHCHT OT KIMHHUYECKOTO COCTOSIHHUS
nmanueHTa; 4-56amioB - paspemnieHo. I'pamanys COOTBETCTBYET SKBHBAJICHTY (m3ndeckoit Harpy3ku >6 MET,
4-6 MET, <4 MET

t IOTEHIMAIEHO TPAaBMAaTHYHBIC BHABI CIIOPTA, UX BHIOOp paccMaTpHBaeTCs B WHAMBHIYaIbHOM IOPSIKE, C
YYeTOM BO3MOXXHOCTHU TIOTEPH CO3HAHUS MAI[HEHTOM.

§ HY)XHO YYUTHIBATh BO3MOXKHOCTH ITOTEPH CO3HAHUS IPH BHIIIOJHCHWH BOJHBIX BHIOB CIIOPTa, BHIOOp C
YYETOM KIMHUYECKOTO MPOMUIIS MaIlHeHTa.

# CYHIECTBYECT HOTeHIll/laﬂbelﬁ PUCK TpaBMbI, CBSI3aHHOM C BO3MOKHOCTBIO MoTepu CO3HAHUA IIpU
BBITMIOJIHCHHUU YHOPAKHCHUA <OKUM JIeKa», B TOXKE BpEMs PEKOMCHAAIIMM 3HAYUTCIBHO OTINYAl0OTCA OT
PEKOMEH/IAIIMH OTHOCHTEIBHO VIPAXKHCHHUH 0 TOJHATHIO TshKecTell Ha TpeHaxkepe ((DUKCHPOBAHHOE
OTATOIIEHUE).

4| vHAMBHYANbHAS CIIOPTUBHAS aKTUBHOCTH, HE CBSI3aHHAS C KOMaHIHOW UTPOH B XOKKEH.

B o0mem miane ¢(u3nueckold aKTUBHOCTH CIENYET MPUICPKUBATHCS
CIIEIYIOIINX peKOMeHalui(c n3Menenusamu, [19]):

® CKJIOUNTh «B3PBIBHYIO» JIBUTaTEIbHYI0 AKTUBHOCTH, PE3KHE YCKOPEHUS U
3aMeJJIEHUE JIBMXKEHUSI 32 KOPOTKOE BpEMSl WM Ha KOPOTKOM JIMCTAHIIMU
(mpoBOIMPOBaHNE BO3SHUKHOBEHUS TAXUAPUTMUM ).

® UCKIIIOYUTH 3aHATHE CIIOPTOM B HEOJIArONMPHUATHBIX YCIOBHUS OKPYXKaIOLICH
Cpeabl: IIOBBIIICHHOW WJIM IIOHMKEHHOW TEMIIEPaTyphl, IOBBIIIEHHON
BJIQXKHOCTH, CHUJIBHOM BeTpe (pPHUCK DPAa3BUTHS JNETUAPATALAA U YCUICHUS
obctpykimu BeiBogHOTO Tpakta JIDK, HPAT).

® HCKJIIOYNUTHh CUCTEMATHYECKOE U IPOTPECCUBHOE YCUIIEHUE TPEHUPOBOYHOTO
npoliecca, HalpaBJIE€HHOE HAa JIOCTHKEHHE 00Jiee BBICOKOTO CIIOPTHUBHOIO
pe3yJbTara.

e u30eraTh OoJiee IJIUTENbHBIX WM WMHTEHCUBHBIX 3aHATUNA CIIOPTOM, YEM
HEOOXOIUMO ISl 1eNeld aKTHUBHOTO OTAbIXa WM TOAEpKAHHUS XOpOoUIeH
buzndeckon GopMEl.

® OT/AaBaThb NPEANOYTCHUE WHAMBUAYAJIbHBIM 3aHATHSIM CIOPTOM, a HE
IpyNIOBBIM, OCOOCHHO COpPEBHOBATENIBHOIO XapakTepa (3MOIMOHATBbHBIN
CTpecc, MPOBOKAIUS PA3BUTHSI CHHKOIIE U apUTMUI).

e u30eraTh BUJOB CHOpPTa TPEOYIOUIUMX MOCTOSTHHOTO KOHTPOJS CO3HAHUS 3a
CBOMMM JECUCTBUSAMU WU OKpYyXKawmiell cpenoi (TpeHUpPOBKa CO
CBOOOJHBIMH  OTATOLIEHUSIMH,  TOABOJHOE  IUJIaBaHUE, €374a Ha
aBTOTPAHCIIOPTE, )KUBOTHBIX).

15.2. JleyeHue OTAEJAbHBIX IPYNI NAIIUEHTOB



15.2.1. beccumMnITOMHbIE MALMEHTHI.

ConyrcTBytomass  marojorusi (caxapuelii nuaber, Al, aucnunuaemws,
0’KHPEHHUE), MOXKET BHOCHUTh BKJIAJl B Pa3BUTUE aTEPOCKIIEPO3a SMUKapIUaTbHBIX
apTepui, 4yTo Ha (POHE HIIEMHH MUKPOLUUPKYJISATOPHOTO I'e€HE3a CBOMCTBEHHOTO
['KMII, ycunuBaeT HeOJIaromnpusTHBIM MpOrHO3 3a0oJjieBaHus U TpeOyeT cBoei
koppekuuu(kracc |, yposenwv doxazamenvnocmu C).

Bricokue 103b1 JOUYypPETUKOBYMEHBIIAIOT MPEIHATPY3Ky, TEM CaMbIM
ycwimBas auHamudeckyro ooctpykiuto JDK. TlpemapaTel ¢ mpenmyiiecTBeHHBIM
BazonustupyromuM dbdextom (MAIID, BPA, aHTaroHUCTHI HOHOB KaJbIUs
JTUTHIPOTIUPUIMHOBOTO Psifia) CIIOCOOHBI YCHIIUTD MPOSIBIICHUSI CUHKOIIE B (hopMe
HPAJI, Tak ¥ HEKOHTPOJUPYEMOIl THUIOTEH3UU. BO3HUKHOBEHUE THIOTEH3UU
CBsA3aHO C BazomwisAtanue Ha ¢(oHe obctpykumu JDK u  orpaHuueHHOTO
CEpJCYHOr0 BHIOPOCA, YTO HEIOCTATOYHO IS MOJJEpkKaHUS aJCKBaTHOTO
cuctremHoro AJl. IloaTomMy y manueHTOB ¢ SBHOW WJIM JIATEHTHOW OOCTpYyKIHEH
JDK, HecMOTpsi Ha BBIPAKEHHOCTh CHUMIITOMOB, IPUMEHEHHE OOJBIINX 103
JTUYPETUKOB M Ba30JMJIATATOPOB SBJSICTCS MOTCHIMAIbHO omacHbIM (kracc 1,
yposenw doxazamenvhocmu C).

OTCYTCTBYIOT JaHHBIE OTHOCUTENBHO BiMsSHUS bBAB u aHTaroHucToB
KaJIbLIUS HAa KJIMHUYECKHH MPOTHO3 y Oe3cuMnToMHBbIX OosibHbIX ¢ ['KMII, BHE
3aBUCMMOCTH OT  HaJdWuus WM OTcyTcTBUS oOcTpykumu JDK, mostomy wnx
npuMeHeHne He pekomenayetcs (krace 110, yposens doxazamenvnocmu C).

be3cuMnToMHBIM OOJIBHBIM, C HOPMAJILHON TOJEPAHTHOCTHIO K (PU3UUECKOM
Harpy3ke (T.e. 6e3 XCH), BHe 3aBHCHUMOCTH OT BBIpaKeHHOCTH o0cTpykimu JIK
HEMoKa3aHa XHUpyprudyeckas Koppekius (cemnTajbHas MHOIKTOMHUS WU
ankorosibHas abmanus)(kracc 1, yposenv doxazamenvnocmu C).

15.2.2. IlauueHTHI C CHMIITOMAMH ¥ COXPAHHOW M/ MOBBINIEHHO# (Ppakuueii
BbIOpOCA JIEBOT0 JKeJTy/104YKA.

15.2.2.1. JlekapcTBeHHasi Tepanwusi.

Bera-anpenodsiokaropsl. BAB mokazanbl BceM B3pOCIBIM MalMeHTaM C
I'KMII, BHe 3aBUCMMOCTM OT HalM4yus WU OTCYTCTBHUS oOcTpykiuu JIDK, ¢
KJIMHUKOW OJIBIIIKK U CTCHOKapJAUM HANpPsHKEHUS (kracc 1, yposens
odoxazamenvrocmu B). Heo6xoamumo co01r01aTh Mpe10CTOPOKHOCTD Y MAIlUEHTOB
C CUHYCOBOM OpaJiuKkapuel U BhIpaKEHHBIMU HApYIICHUSIMU TPOBOJIUMOCTH.

Ecnu nebonpmme 10361 BAb HeappekTuBHBI B KymUPOBaHMM CUMIITOMOB
(cTeHOKapUU U OJBIINIKK) HeoOXxoauMo TuTpoBath 103y A0 YCC nokosimenee 60-
65 yI/MUH 1 MaKCUMaJlbHO pa3peti€HHON 103kl NpernapaToB.

BAB MO0>XHO MPUMEHATH y JAETEN U MOJPOCTKOB B JICUHEHUU CTEHOKAPAHH H
ONBIIIIKKA, B YCIOBUSAX TINATEILHOTO MOHHTOPHUHTA IMOOOYHOTO JCHCTBUS:
JETPEeCCUH, YCTAJIOCTH, HapylieHui mporecca obyuenus (kzacc b, yposenw
ookazamenvrocmu C).



Ta6auua 17. PapMakoOKHHETHKA OCHOBHBIX 0eTa-aJpeH00J10KATOPOB [].

[Ipenapat ITepuon Opran snmumuHanuu | CtanmapTHele 1036l | MakcuMalbHO
IOJYBBIBEJICHUS. U3 IPU CTEHOKAP/UH. paspelieHHbIe
CBIBOPOTKH, . J103b1
[Iponpanonon | 1-6 [leyeHs. 40-80 mr 2 pasza neap | 320 mr/cyr
ATeHonon 6-7 [Touxwu. 50-100 mr 1 pa3 B | 200 mr/cyT
JICHb
Bucomnpoion 9-12 [leyeHb, MOYKH. 2,5-5 mr 1 pa3 B nenp | 20 mr/cyT
Mertonponon | 3-7 [leuens. 50-200 mr 2 pasa B | 400 mr/cyT
JICHb.
IPOJIOHTMPOBAHHAs
dhopma: 50-200 mr 1
pa3 B JIcHb.
KapBenuonon | 6 [leuens. 12,5-25 mr 2 pasza B | 50 mr 2 pasza B

JIEHb

JIEHb

AHTaroHucTsl Kaapuus. [Ipy HATMYUMTPOTHBONOKA3aHUM, MOOOYHBIX

2b(}HEKTOB WM HEMEPEHOCUMOCTH

BAb pekoMeHayeTcs HCHOJb30BaHUE

BepanaMuiia, BHE 3aBUCUMOCTH OT HaJM4HUsl WM OTCYTCTBUA oOctpykimu JIK.
JleyeHre HAYMHAETCS ¢ MUHUMAJIBHBIX JJO3UPOBOK U JIOCTHKEHUEM IIEJICBOU J03BI
480 mr/cyT.

Bepamamun npuMeHsieTcsi ¢ OCTOPOKHOCTHIO MPU CUHYCOBOW Opagukapian,
BeipakeHHOH XCH wu Bbicokom naBiaeHusst B mojoctu JDK.(kracc 1, yposenw
ookazamenvrHocmu  B).BepamamMuwi TNOTEHIMAIBLHO OMACEH Yy MAIMEHTOB C
obctpyktuBHOM ['KMII B CBSA3M ¢ pUCKOM pa3BUTHEM TMIIOTEH3UU U BBIPAXKEHHOU
onpiiku B mokoe (kzacc I, yposenv doxazamenvrnocmu C).

[TarueHTamM ¢ HEMEPEHOCHMOCTHIO Beparamuiia, BO3MOXXHO Ha3HAUYCHHE
muntuazema (kaace 1b, yposens ookazamenvnocmu C).

Tabauna 18. DapMaKOKMHETHKA AHTArOHHUCTOB KaJIbLHUs
HeIUTUAPONMPUIUHOBOTO psijaa [].
IIpenapat [Tepuon Opran CrarpmapTHbie 10361 | MakCcHMaIbHO
MOJIYBBIBEACHUS U3 | SJMMHHALIUN [P CTCHOKAPIHH. pa3pelleHHbIC
CBIBOPOTKH, Y. JIO3BI
Bepamamun, 75% mnouku, 25% | HayanbHas go3za 40- | 480 mr/cyt
OOBIYHBIC TAOJIETKH JKKT. 80 Mr 3 paza JcHb.
MOJICPIKUBAIOTIAS
180-480 mr B 2-3
nmpreMa.
Bepanammui, 5-12 gacos. 120-240 mr B 1-2
TabIETKH pasa B JIcHb
MPOJIOHTUPOBAHHOTO
BBEICBOOOXKACHUS
Juntuaszem, 5-7 yacos. [Moukwu. 12-360 mr B 3-4 | 200 mr/cyT
0OBIYHBIE TAOJIETKH npreMa BJICHb

HuruaponupuanHoBbiec AK, MOTYT OBITh TOTCHIIMAIBHO OTIACHBIMH Y
narueHToB ¢ ['KMII, ¢ siBHo# nau nateHTHOM o0cTpykuuei JIK (kracc 111,
yposenv doxkazamenvrocmu C).




Juzonupamua. Bo3moxknas komOuHamms nuzonupamuna ¢ bBAb umu AK
BJICYECHUH CUMIITOMOB (ompiiika VI CTEHOKap1usl) B
ciaydaeHea’pekTuBHOcTUMOHOTepanuu bAD niun AK

Momnotepanusa auzonupamugom 'KMII ¢ @I, 6e3 couyeranus ¢ BAb unu

BEparaMUIIOM, OIAacHA, BCIEACTBUE CIIOCOOHOCTH IU3OMUpaMuia ycKopsATh AV-
npoBoguMocTh, TaM cambiM  yBemmumBas UCC  (xzacc 1ll,  yposens
ookazamenvrHocmu B).

Ta6anna 19. ®apmakokuHeTHKa au3onupammia [].

[Ipenapat ITepuon Opran CrangapTHbIe MakcruManbHO
HOJIYBBIBEJICHUS | DJIMMUHALMU | O3Bl IIpU | pa3pelLicHHbIe
U3 CBIBOPOTKH, CTEHOKApAHH. JI03BI
4.
JnzomrpamMu Kancysl 4-10 Harpyzounas mo3a
300 MT,
OJTHOKPATHO.
IMognepxuBaromas

noza 100-200 wr.
Kaxpie 6 gacos.

Huzonupamung 6,9-16,4 300 mr xaxaeie 12
Ta0JICTKUITPOJIOHI MPOBAHHOT O JacoB.
BBICBOOOYKICHMS

Juypernku. Bo3zMokHa KOMOMHAIM OpalbHBIX TUypeTukoB ¢ BAB wmu
BEparnaMuioM, WK UX KOMOWHALMHU, B JICUEHUU IMALMEHTOB C HEOOCTPYKTHUBHOU
['KMII, npu HeaPphEeKTUBHOCTH MOCIEAHUX U MIEPCUCTUPYIOLIEH OABIIIKON (k1acc
lla, yposensv ookazamenvnocmu C).

Bo3MOXXHO Ha3HaueHHE C OCTOPOKHOCTBIO OpPAIbHBIX JTUYPETUKOB Y
nanueHToB ¢ o0cTpykTuBHOM ['KMII 1 onpliikoii, HecMOTps Ha npuMeHeHne bAb
U BeparaMuia, Wik ux komounanuu (kracc 110, yposens doxazamenvnocmu C).

Ba30KOHCTPUKTOPbI M HMHOTPONHBbIE CTUMYJSATOPHI BuyTtpusennoe
IpPUMEHEHHUE ¢enmnppuHa  (Me3aToHA), WIM  JAPYTUX  «UHCTBIX»
Ba30KOHCTPUKTOPOB, BO3MOXKHO TMpPU OCTPOM THUMNOTEH3UH Yy MAalUEHTOB C
ooctpyktuBHor I'KMII, npu He rdpdextrnBHOCTH MHGY3MOHHOM Tepanuu (kracc |,
Yposensb dokazamenvhocmu B).

JloOyTamuH, JomamMuH, HOpINUHEPpPUH, W JApyrvue B/B Mpenaparbl C
MOJIOKUTEIbHBIM HMHOTPOMHBIM 3(P(HEKTOM, MNOTEHIMAIBHO OIMACHBI B JICUEHUU
ocTpoit runoreH3uu y nanueHToB ¢ obctpyktuBHOU I'KMII (xknacc I, yposenw
ookazamenvHocmu B).

Nuaruouropsr AII® u BPA. be3onacHocte HAII® u BPA y manueHToB
oOcTpykume wiau JnaTeHTHOM oOcTtpykuumun npu  [KMIL, mpu coxpanHoi
cucronnueckor ¢pynkuuen JOK, B 1edeHUN OABIIIKA U CTEHOKApJUU HE JOKa3aHa.
[TpyMeHeHre MaHHBIX TPYII MPernapaToB JOJKHO ObITh orpanudeHo (xrzacc 11D,
yposenw doxazamenvhocmu C).




Jururamue. [ururammc 'y naawentoB ¢ [KMII B nedenHun
onpimkunpuorcyrcteueM @I, morenmmansho onacen (kracc 1, yposenw
ookazamenvrocmu B).
15.2.2.2. IIpoueaypa cenrajbHON peqyKUUN

CenranpHasg peaykuus (XUpyprudeckass MHODKTOMHUS WM KaTepHas
abnmamusi) JO/DKHA OBITh IPOBENEHA OMNBITHBIM OIEpaTopoM™, B paMKax
KOMIUIEKCHOM KiauHW4eckou mporpammsl 1o I'KMII, mis nedenus manueHToB ¢
pedpaKkTepHbBIMH K MeIMKAMEHTO3HOI Tepanuu CUMITOMAMM U OOCTPYKIIUEH

JIK (knacc |, yposenw ookazamenvnocmu C).

*ONBITHBIA OMEpaTop - 3TO HWHIUBUIYaJbHBIM omepaTtop ¢ o0béMoM 20 MpoOBEACHHBIX
BMEIIIATEILCTB, WM oOlepaTop, pabortarommx B pamkax mporpammbl mo ['KMII, ¢ ombitom B 50
NPOBEIECHHBIX TPOLEAYD.

CentanpHasi peayKuus HE [OJDKHA TPOBOJUTHCS Yy OE3CHMITOMHBIX
B3pPOCJIBIX TAIIMEHTOB, MAIIMEHTOB C HOPMaJIbHOW TOJEPAHTHOCTHIO K (pr3MUecKon
Harpy3ke WIH Yy KOTOPBIX CHMIITOMBI XOPOIIO KOHTPOJHUPYIOTCS ONMTUMAILHON
MeanKaMeHTo3Hou Tepanuelt (kracce l, yposens ooxazamenvnocmu C).

CenranbHas peayKIMSg HE JODKHA TPOBOAUTHCS HW30JUPOBAHO, BHE
JUTUTEIIBHOTO Tepruoaa HAOMIONEHUS W MYJIbTUAUCIUIUIMHAPHOTO TMOAX0Ja K

JeYeHu0 AaHHoM kateropuu mnauueHtoB (xzacc |, yposens ooxazamenvnocmu
C).
[Toka3anus K CENTANBHON PEAYKIUHN:
o KimHuueckue: BbIpaKEHHash OJIbIIKA WX TpyaHas 007b,
coorBercTBytomas  |I-IVOK, win gpyrue cumMntombl (CHHKOTIE,
MIPECUHKOIIE), 3HAUUTEIBHO BIUAIOIIME HA  [MOBCEIHEBHYIO

AKTUBHOCTb, HECMOTPS Ha ONTUMAJIBHYIO MEIUKAMEHTO3HYIO
Teparuio.

e ['‘emMoAMHaMUYECKUE: TPAUEHT JAaBICHUS B BBIBOAHOM Tpakte JDK, B
MOKO€ WM NpH TpoBokanuu, O6ojee 50 MM.pPT.CT., CBSI3aHHBIA C
runieprpodueit MKII wunu nepeaHe-CUCTONMYECKUM JIBHIKEHUEM
ctBopku MK (ITCJ] MK).

e AHATOMHYECKHE: 30HA CENTAIbHONW THUNETPODUUIOCTYIIHA ISt
Oc3ormacHoro ® A(Pp¢GEeKTUBHOrO ONEpaTHBHOIO BMEIIATEILCTBA,
MIPOBOIMMOTO JaHHBIM OTIEPATOPOM.

[IporesupoBanne MK c nenpio ymenbmieHus oOctpykuuu BT JDK He
MOKa3aHO MalMeHTaM UISKOoTopbix XCM sBisieTcst MeToioM Beioopa (kracc 1la,
yposenv doxazamenvrhocmu C).



15.2.2.3. DnekTpoKapaAHOCTUMYJISILIUS

DAEKTPOKAPAUOCTUMYJISIUS HE MOKa3aHa OECCUMITOMHBIM IalEHTaM C
['KMII u mnamueHTaM ¢ CHMITOMAMUKOHTPOJIUPYEMBIMH MEIUKAMEHTO3HOU
tepanueit (kracc I, yposenv ookazamenvnocmu C).

DNEKTPOKAPAUOCTUMYIISIIUS HE SIBJIIETCA METOJIOM BBIOOpA, JJIsl MAIIUEHTOB
C MeJUKaMeHTO3HOU pedpakTepHOcThi0 U obcTpykiuedn BT JIK, mis koTophix

CeNTalibHas PeayKUUs SBISIETCS onTUMaibHOU mpouenypou (xrzacc I, yposenw
ookazamenvrocmu C).
Y  InauueHToB C paHee HMIUIAHTUPOBAHHBIM 2-X  KaMEpHBIM

anekTpokapauoctTumyisitopoM (OKC), BO3MOXHO TMpoBEACHUE MPOOHON 2-X
KamepHoil AV- 3JIeKTpOKapAUOCTUMYIISIIUUA(HU3 BEPXYIIKHA ITPABOI0 KEITY0UKa), C
1EJIbI0 YMEHBIIICHHUSI CUMIITOMOB CBs3aHHBIX ¢ oocTpykuuer BT JIK (xnacc lla
ypogenv 0okazamenvHocmu B).

[TocTrosiHHAast 3JIEKTPOKAPAUOCTUMYIISIIIUSA, MOXET PacCMaTpuBaThCA Kak
METOJ JICUCHHUS, JJi1 TAIMEHTOB C MEIUKAMEHTO3HOU pPePPaKTEPHOCThIO U
ooctpykiueit BT JIK, He siBnsitomuxcst KaHauaaTaMu Uit POIEAYPhl CENTaTbHON
penykuuu (kracc 11b, yposenv doxazamenvnocmu B).

15.2.3. ITauMeHTHI ¢ CHMIITOMAMHM M CO CHU:KEHHOH (ppakumeii BbIOpoca
JeBoro xkeayaouka (OB JI/K < 50%).

[Tarimentsl ¢ HeoOcTpykTUBHOM ['KMII 1 cHm>keHHOM (Ppakiueit BeIOpoca
JDK (@B JDK < 50%) [oKHBI MOJy4aTh JIEUEHHWE COIMNIACHO MPUHLHUIIAM
JokazareibHoi Memaumuabl Uit JiedueHns XCH, Bkmrouas mAIID, BPA, BABb u
Jpyrue HeoOXoauMble MeaukaMeHThI(kiacc |, yposenv Ookaszamenvnocmu B).
Crnenyer paccMOTpETh  OCTajbHbIE MPUYMHBI  Pa3BUTUS  CUCTOIUYECKOU
muchynkiun JIK, Brmovas UBC (kaacc |, yposens ooxazamenvnocmu C).

Nmnnantupyemeiii KBJI, cinenyer paccMoOTpeTh Kak METOJ JICUCHUS, Y
MAIMEHTOB ¢ «KOHEe4YHOM cranuen» HeoocTpyktuBHoit ['KMII (XCH II-IVOK u
@B JIX < 50%), npu oTCyTCTBUM APYyrux nokazanuit k umiuianranuu KB/ (kracc
I1b, yposenw ooxazamenvnocmu C).

[Tamentam ¢ I'KMII u caHmwxkennon @B JDK, cimemyer mepecmMoTpeTh
Ha3HAa4YCHHE MpenaparoB ¢ KapauoaenpeccuBHbIM >Pdextom (BAB, Bepamammi,
JTU30MUPAMHUT), BO3MOXKHO TMpeKkpatuTh JeueHne wumu (kazacc 1lb, ypogens
ookazamenvrocmu C).

OT00p penunMeHToB AJis1 TPAHCIUIAHTAIMYU CepauAa.

[TanimenToBC «KOHEUHOW cTamguel» HeoOcTpykTuBHOM ['KMII u
HeA((PEKTUBHOCTU APYTHMX METOOB JICUEHHUS, CIEAYET PACCMOTPETh B KayECTBE
KaHAUAATOB JJIs TpaHCIUIaHTaIuu cepaua (xrzacc |, yposenv ookazamenvHocmu
B).

Cumnromusbie aet ¢ ['KMII u pecTpukTuBHON (DU3HOIOTHEH, KOTOPHIE HE
SBJIAIOTCS MOAXOASIIMMH KaHIUAATaMHU JJIs JIPYTUX METOJOB JICUCHHUS, CIEAYyeT
paccMOTpeTh B KauyeCTBE KaHJWJATOB JJIs TpaHCIUIaHTauuu cepaua (kracc |,
YpogeHv 0okazamenvHocmu B).



Tpancnnantanust cepana He nokasaHa namuentam ¢ ['KMII u ymepeno
BhIpakeHHBIMU cumnToMamu (krzacc I, yposens doxazamensnocmu C).

15.2.4. IIpodpuinakTuka BHE3aAMHON CepAeYHON CMEPTH.
Bce manueHTsl TOJKHBI NPOUTH CTPATU(UKAIIUIO IO HATTMYUIO CIIETYIOUIUX
daxropos pucka BCC (kracc |, yposensv ookazamenvnocmu B):

o DOuOpwLIALUA KEIYA0YKOB WIM YCTOMYMBAs KEIIyJ0YKOBAsl TaxHKapaus,
BCC B anamue3e, win umiuiantanuu KB/[ mo moBoay »kemyn04YKOBBIX
TaxXUapUTMHUM.

e Cewmeitnpiii anamue3 BCC, Bkmrouas ummiaantaimuio KB/ mo mnoBomy
KEITYJJOUKOBBIX TAXHUAPUTMUH.

e (CuHKONE

e JloxkymentupoanHnas HYXT ( 3 u Gosiee xeay104KOBBIX KOMILJIEKCOB, MPHU
YCC 6onee 120 yn/mun).

e MaxkcumansHas TonmuHa cteHkr JOK > 30 M.

e HPAJ (knacc lla, yposenv ookazamenvrocmu B).

JononuuTtenbHble  (aKTOphl pUCKa, IS NAIUEHTOB, KOTOPbIE HMMEIOT

MOTPaHUYHbIEC 3HAUE€HUsI OCHOBHBIX (pakTopoB prucka BCC:

o [lo3anee Hakorutenue ragoiuHus (kzacc |Ib, yposenv odoxazamenvrocmu
C).

e JlBoitHas mnu KoMOWHUpOBaHHAs Mytanus otHocsmascs kK [KMII (kzacc
lb, yposenwv ookazamenvrnocmu C).

e Hamnuue ooctpykiuu BT JIK (knacc 11b, yposens doxazamenvnocmu B).

O®UN He npumeHUMO IS PYTHUHHOM puck-ctpatudukammun 1o BCC

narueHToB ¢ 'KMII (kzacc 1, yposenv doxazamenvrnocmu C).

15.2.4.1. OTo0op nanuenToB 1ias ummaantanun KB/I.

Nmnnantauusa KB/l pekomenayercst B Ci1eAyOIIUX COyYasnX:

e Bcem nmamumentam ¢ I'KMII u gOoKyMEHTHpOBaHHOW OCTAHOBKOW CEpALA,
bubpwnsiuued  KEIyJA0YKOB WM TEeMOJMHAMUYECKH  3HAYUMOU
xenynoukoBoit taxukapaued (OKT) (xnacc |, yposenv Ooxazamenvrocmu
B).

e BCC, nmpeanonoxurenbHo cBszanHas ¢ ['KMIIL, y 1 u 6osiee poacTBeHHHKA
nepBoii muHuK poactsa (kracc lla, yposenv doxazamenvnocmu C)

e MakcumansHas tonmmHa creHku JDK > 30 mm (knace lla, yposenw
ookazamenvrocmu C)

e Onun u Oonee ciiydyaeB HEOOBSICHUMBIX CHHKONE B aHamHese (xzacc lla,
yposenv dokazamenvrhocmu C)

e V nereil B ¢ BeicokuM puckom BCC (HeoObSICHMOE CUHKOIIE, 3HAaUUTEIbHAs
runieptpodus JOK, cemeitnbiii anamue3 BCC), mpuHuMas BO BHUMaHHUE
BBICOKUM PHUCK OCJIO)KHEHUH JUIMTENbHOW (ITOKM3HEHHOM) Tepanuu
umiutantupoBanHbIMu KB/ (krnacce lla, yposens ooxazamenvnocmu C)



Nvnaantanusas KB/l  moxer ObiTh  moaesnoii  (xiacc lla, yposenw
ookazamenvrocmu C):
e Vyactu namueHtoB ¢ HYXT (ocobenHo mmammie 30 jeT) npu HaIWYUU
JPYTUX OCHOBHBIX WJIM JIOMIOJIHUTENbHBIX (DAKTOPOB pHUCKA.
e V nanuentoB ¢ HPAJl npu Hanmumm OCHOBHBIX WM JIOMOJHHUTEIBHBIX
(haKTOpOB pUCKAa.
3Hauenne KBJI HesichHo B caexywmmx caydaax (xzacc llb, yposenw
ookazamenvHocmu C):
e Hamnuum wusomupoBanHoiw HYXT mpu orcyrctBum apyrux QakTtopos
pHUCKa.
e HPAJI nipu oTcyTcTBUM JIpyTrUX (PaKTOPOB prcKa, 0coOeHHO oOcTpyKiuu BT
JDK.
Nvnaantanusa KB Bpeana (kzacc |1, yposenv ookazamenvnocmu C):
o Kak pyrunnas crpaterus, 6e3 yueta HAIH4IUs (DaKTOPOB PHICKA.
e Jlis cnoprcmenoB ¢ ['KMII, ¢ nienpto nostydyeHust pa3peiieHus sl y4acTus
B COPEBHOBAHUSIX.

e J[y1st reHOTHI MO3UTHBHBIX\(DEHOTUIT HETATUBHBIX WHAUBUIYYMOB (PUCYHOK
4).



BCC B8 aHamHeszs  wiwm Ha

YCTOMYMBAA HenyoodHosan = Pexomengyerca umnnantauma KBL
TaxMKapana

CemelHbld aHamHes BCC vy
POACTBEHHWMKOB nepeoM Oa
NMHKWKM POACTBA; | PaccmoTpeTh BOIMOMHOCTb YETaHOBKM
TonuwmHa creHkn NI Bonee KB
30 mma;
CuHKOoNe B NPOLWAoM,
HeycTolumean Her
HENYAOUKOBAA TaXMKapAMA
mi HPAJL
[
Ha
Y
HononHutensHole daktopbl
pwrecra BCC
|
Na HeT

KB moweT boiTh
nonesHbIM

Hraccel qoKazaTENEHOCTH 4aHHDIR

Pucynox 4. Puck-crpatudukarnus mnamueHtoB ¢ [KMII u mnokazanus K
nmintantauua KB/I.

Knace | Knace lia

15.2.5. Benenue nanuenToB ¢ 'KMII n pudpuiasinueit npeacepamii.
AHTHKOAryJIsiHTHas Tepanusi aHTaronucramu ButamuHa K ¢ MHO 2-3 en.
nokazaHa Bcem mnanueHtam ¢ ['KMII B coyeraHnmn ¢ mnapoOKCU3MaJIBHOW,
xpoHuueckoii u nepcuctupytoieit OI1 (kracce 1, yposens dokasamenvnocmu C).
Kontpoar UCC moxeT morpeboBaTh mpuMeHeHHe Oonbiux 103 bAb u
HeauruaponupuanHOBEIX AK (kracc |, yposenv ookazamenvrocmu C).
Juzonupamuy (B komouHanuu ¢ BAb u HenuruaponupuanHoBeiMu AK) u
aMUOJAapOH SABIISIIOTCS MpenapaTtaMu BbIOOpa Ay KOHTpoJst putMa npu 'KMIT ¢
®II (knacc lla, yposenwv ookazamenvrocmu B).
Panunouacrotnas abnauust (PYA), sddexTuBHbI MeTON JeueHus s
NAlMEHTOB €  pedpakTepHbIMH  CHUMITOMaMU WM  HENEPEHOCUMOCTHIO
aHTHapUTMUYecKux cpencts (kracc 11a, yposenv ookazamenvrnocmu B).



[Ipouenypa Mazec 3akpeiTem ymka JIII siBosiercs meromom BbeiOOpa y
nanueHToB ¢ 'KMII u ®II, kak yacTh onepanuu CENTAIbHON MHUOSPKTOMUM WIIH
W30JMPOBAHHAS oOlepauus y onpenenéHHol rpynnbl nauueHtoB (kracc la,
yposenw doxazamenvhocmu C).

Coranon, npoHenapoH, 10GETUINA MOTYT ObITh PaCCMOTPEHBI B KaueCTBE
aJbTCPHATUBHBIX AHTUAPUTMUUYECKUX mpemnaparoB y mnamueHtoB ¢ ['KMII,
ocobeHHO Tipu wumIUianTdpoBanHoM KBJI, ogHako KIMHUYECKUX JaHHBIX B
Hacrosiee Bpemsi Hepoctarouno (xuacc lIb, yposenv ooxazamenvnocmu  C)
(pucyHoK 5).
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Pucynok 5. Jleuenue namuentoB ¢ ' KMII u ®II.

| e

bepemennocts npu I'KMII.

IIlnanupoBaHue 0epeMEHHOCTH.

Jus  Oyaymmux —poauTenei, OAWMH u3 KOTOpbix crpamaet ['KMII,
PEKOMEHIYETCS ~ TEHETUYECKOE€  KOHCYJBbTUPOBAaHWE 10  IUIAHUPYEMOWU
oepemennoctu (kracc |, yposenv ooxazamenvnocmu C).

Huarno3 T'KMII y  OeccHMOTOMHBIX  KEHIIMH  HE  SIBISETCA
IPOTHUBOIIOKA3aHUEM K OEpEMEHHOCTH, B TOXKE BpeMs IMAalMEHTKa JIOJDKHA ObITh



BHUMATENbHO 0O0OCHea0BaHa, Uid MNPOPUIAKTHUKHA OCIOKHEHHH BO BpeMs
oepemenHoctu (kracc |, yposenv ooxkazamenvrnocmu C).

XKeHmumuaM, ¢ CUMOTOMamMH, YMEPEHHO KOHTPOJIMPYEMBIMH Tepamnuei,
OEpEeMEHHOCTh BO3MOKHA, OJJTHAKO OHHU JIOJDKHBI HAaOJIOAAThCS AKCHEpPTaMH IO
MaTEpUHCKOMY YXOJIy M HaOJIOJIEHUIO 3a IUIOJOM, BKJIIOYas MpeHaTalbHBIN
MOHUTOPUHI M MOHHUTOPUHI COCTOSIHUS CEPIAEYHO-COCYJIUCTON CUCTEMBbIMATEpU
(knacc la, yposenv ooxazamenvrnocmu C).

BeccuMnToMHbIe JKEHIMHBI.

Jist  OECCMMIITOMHBIX ~ KEHIMMH W JKCHIIMH €  CHUMIITOMamy,
KoHTposnupyeMmbiMu BADB, nedeHue nHOKHO OBITh NPOAOIKEHO BO BpeMs
O6epeMeHHOCTH, ¢ MOCTOSHHBIM KoHTposieM UCC mioma u JIpyrux OCIIONKHEHUMN
(knacc 1, yposenwv ooxazamenvrnocmu C).

Kenmunbi ¢ oocrpykumeid BT JIZK niaun XCH.

XKenmuuel ¢ mnpoBouuMpyemMoil wim siBHOM oOctpykuumeit BT JDK c
rpaJueHToM pAaBieHuss Oosee S50 MM.PT.CT., WM CHUMIITOMaMH, IIJIOXO
KOHTPOJMPYEMbIMU MEAMKAMEHTO3HOM Teparnueid, 0EpeMEeHHOCTh aCCOLMHUPOBaHa
C YBEJIMYEHHEM pHUCKA OCIOXHEHHM, IMO3TOMY OHHM JOJKHBI HaOII0JaThCA
crienuagnucTaMu o OepeMEHHBIM JKEHILIMHAM BBICOKOTO pucka (kracc |, ypogens
ookazamenvrocmu C).

Jlst sxeniinH ¢ 'KMIIT u BeipaskenHbiMu cumnroMamMu XCH GepemeHHOCTb
CBS3aHA C BBICOKMM PHUCKOM OCIIOXHEHUH u cmepTtHoctu (knacc |, ypoeenw
ookazamenvrocmu C).

15.4. Xupypruyeckasi centajbHasi MUOIKTOMHSI.

Xupyprudeckas centaibHasg mMuodkTomust (XCM), mpoBoauMas OIBITHBIM
OTIEpaTOPOM, SIBIIETCS ONTUMAILHOM MPOLIEYypOH I OOJBIIUHCTBA MAI[UEHTOB C
'KMII ¢ w™memukaMeHTO3HOW pedpakTepHOCThI0 M OOCTPYKIMEH BBIBOJHOTO
tpakta JOK (xracc 118, yposenv ooxazamenvnocmu B).

XCM sBnsieTcsd ONTHUMAJIbHOM MPOLEAYPOH Uil JETEW C KIMHUYECKUM
CUMIITOMAMHU PE3UCTCHTHBIMM K MEIMKAMEHTO3HOM Tepanuu | TPagueHTOM
naieanss B JDK B mokoe Oosee 50 wmm.pr.ct. (kiacc lla, yposenw
ookazamenvrocmu B).

CenrajgbHasi aJKOroJibHasA adJaanus.

B ciywae HanmMuuMs ~ NPOTUBOMOKA3aHMM  WJIM  BBICOKOTO  pHUCKa
(comyTcTByIOIas  MATOJIOTHs, BO3PAcT) K  XUPYPrUYECKOM  CeNnTabHON
MHUOIKTOMUU cemnTajibHas ankorojibHas abnanus (CAA), mpoBoguMas OINBITHBIM
OTepaTopoM, SIBIISETCS METOJIOM BbIOOpa Jijist B3pocibix namuento ¢ XCH -1V
OK, pedpakTepHOCThIO K MEIMKAMEHTO3HOM Tepanuu u ooctpykuuent JIK (kracc
lla, yposensv ookazamenvnocmu B).

CAA, B UEHTpax UMEIOIIUX OMNbIT €€ TMPOBEACHUSA, MOXKET ObITh
paccMoTpeHa kak anprepHatuBa XCM, npu pedpakTepHOCTH K METUKaMEHTO3HON
tepanuu u obctpykimu BT JIK, korma marmueHT mpeamnodnTaeT JaHHBIA METO.
neuenwus (krace 11b, yposenw doxazamenvnocmu B).



Pesynprar CAA, HEeonpeaeaEHHbl y MaUEHTOB C BBIPAKEHHOW CENTaIbHOU
runeptpodueit 6onee 30 MM, mostoMmy CAA He peKOMEHAYyeTCs JTaHHOU
kareropuu mauuentos (kzacc b, yposenv ooxazamenvrnocmu C).

CAA wnHe nokazana mnamueHtam ¢ ['KMII)y koTopblx Xupyprudeckas
cenTajgbHasi MHOIKTOMHMS SIBJISIETCS 4YAaCThbIO OINEPATUBHOIO JICUECHHS IOMOBOAY
COMYTCTBYIOIIEH MATOJIOTMHU (KOPOHAPHOIO IIYHTUPOBAHUSA, MpoTe3upoBanus MK
u 11p.) (kaacc 1, yposenv ookazamenvrocmu B).

CAA He nokazana nanuentam ¢ 'KMII mnagme 21 rona u menee 40 ner
KOTJla CENTalbHasi MUOAKTOMHUSI, SIBIISIETCSL  ONTHUMAaIbHOUN mpoueaypoit (kracc |,
ypogenwv ookazamenvrocmu C).

16. Unaukatopsl 3(PPeKTUBHOCTH JiedeHUS U 0€30MACHOCTH METO/I0B
AMATHOCTUKH M JICYEHUsI, ONMUCAHHBIX B IPOTOKOJIE

[Tpu HeoOcTpykTrBHON ['KMII: noBbllieHUE TOAEPAHTHOCTH K (PU3UUECKOM
Harpy3ske, cHmkeHue @K XCH, camxenue pucka BCC.

[Ipu ob6ctpyktuBHOUM ['KMII: cHmkenue rpaauventa aasnenus B BT JDK,
NOBBIIICHUE TOJIEPAHTHOCTH K (¢uinueckord Harpyske, cHmkenne @OK XCH,
cHmkenue pucka BCC.

I[Ipu T'KMII ¢ ®II: cHmwxkenne dyactoTel mnapokcu3moB @I, pucka
CUCTEMHBIX AMOOJIMH, MNOAAEP)KaHUE HOPMOKAPIUU NPU MEPCUCTUPYIOLIEH U
xponuueckon OII.

I11. OPTAHU3ALIMOHHBIE ACIIEKTHBI BHE/IPEHUA
IPOTOKOJIA
17. Kputrepuu 3¢(peKTHBHOCTH CTALIMOHAPHOIO JIeYEeHUSI:
e CHwmxenue rpaaueHta npasienuss B BT JDK, no 50 mMwm.pT.cT.juis
XUPYPrUYECKOTO JICUCHUS.
e [loBbiieHre ToJIEpaHTHOCTH K puznyeckor Harpyske 6osnee 1 @K XCH,
10 JaHHBIM 6 MUHYTHOTO TeCTa ¢ XOb0OMH.
e Kynuposanue napokcuzma @Il npu I KMII ¢ mapokcusmanbsaoit OII,
o Jloctixenne YCC mokosi meree 60 yn/MUH MpU MEPCUCTUPYIOMICH U
xponnueckon PII.
e Jloctmxenue uenesoro MHO 2-3 en. mpu [ KMII ¢ @I
e OrcyrctBue  smm3onoB  HYXKT, [0  JaHHbBIM  CYTOYHOTO
MoHutopupoBanus KT

18. Cnucoxk paspaboTuukoB: K.M.H. M. MykapoB, 3aBenyronui
npueMHbIM oTAeneHueM AQO «HanuoOHaNbHBIA Hay4YHBIM KapAUOXUPYPTHUECKUN
LEHTPY.

19. PeneH3eHThbI:

20. Yka3zaHnue ycja0BHMii mepecMoTpa nmporokoJa: IlepecMoTp mporokoina
IIPOU3BOAUTCS HE pexe, ueM 1 pa3 B 5 neT, 00 Npu MOCTYIJIEHUN HOBBIX JAHHBIX
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