KapanomuonaTtum y oeTeun.

BeinonHuna: Eroposa A. A.
M-21-3-15
[lpoBepuna: bywyesa 3.B.



OnpepneneHue.

* Kapouomuonamuu (KMII) zpynna zemepozeHHbIX
3a00/1€6AHUIL, XAPAKMEPUSYIOUWAACA NAMOJI0ZUEl
MUOKapoa ¢ €20 CMmpYyKmypHoIMu U/ uiu
(ynKkuuonanbHvIMu HAPyUIEHUAMU, HE
00yC/106/1CHHAA UEMUYECKOUL D0N1Ie3HbI0 cepoua,
cunepmen3ueil, KJ1anaHHbIMU ROPOKAMU U
8POIHCOCHHBIMU 3A00/1€6AHUAMU.



OnpenenexHue Neo2

Kapouomuonamuu (om epeu. kardia —

cepoue, myos — mbiwuya, pathos — 60s1e3Hb) —
gpynna 3abosiesaHul, xapakmepu3yrouwuxcs
rnepeuYHbIMuU ducmpogu4yecKUMU U3MEHeHUsIMU
MUoOKapOa. Idma 2pynna eKsiro4aem pa3siudHbie
3aboJsiesaHuUs1 HEKOPOHaPHO20 U
HepeeMamu4ecKo20 NMpPouUCX0XXO0eHUSsl, pa3Hble o
amuoJsiocuu (Memabosiuyeckue, 3HOOKPUHHbLIE U
dpyaue) u namozaeHe3y, HO CXOOHbIe KITUHUYECKU.
OcHoeHOe KNMUHNn4YecKoe nposiBrieHue
KapauoMmonaTtum — He4OCTaTOYHOCTb
COKpaTuTesnibHOM (pyHKLMN MUOKapaa B CBA3U C
ero guctpodumen.



Knaccudunkauus
(MaTodmsuonormnyeckas)

1. AunatauuoHasa kapanomuonartua (AKMIT)

2.'unepTpodunyeckasa kKapamomumonarTus
(CKMIT)

* C 0DCTpYyKUMEN;

* De3 obcTpyKumM.

3. PectpuktuBHasa kapanomuonarusa (PKMI1)
* NepBUYHaa MMoKapananbHas;

* JHOOMMOKapAManbHasa ¢ 303MHOMPUINEN;

* 3HOOMMOKapamnanbHaga 6e3 303nHopunnuun.

4. ApuTMOreHHas KapauomMmuonaTtusa NpaBoro
xenyaouyka (AKITXK)




Knaccudukaums.

 [lepBUYHbIE (MOEONATUYECKUK) KMK
* BTOpn4yHbIE KMK



AV EALATS A 44 A B AN AVA R EL 4 Vi i35 1ELJEAN

[ eHeTHUECKME: K M K-

o I'KMII;
o AKMII/oucnna3us npagozo »xceayoouka (AAILK);
Hexomnaxkmmbutii 1eewlii snceayoouek (HKM), («2youamotity muokapo);
Hapywenua nposeooauieit cucmemut cepoya (cunopom Jlenezpe);
I'nukozenosvt (munvt PRKAG2 u /lanon);
Mumoxonopuanvnvie muonamuud
Hapywenusa pynkuyuu uonnwvix Kananoe:
CUHOPOM yOnuneHHo20 unmepeana QT;
cunopom bpyzaoa;
*  KamexoaamuHepudecKkas noJauMopPHuan HceryoouKoeas maxuKapousi;
* cunopom ykopouennozo unmepeana QT;
*  I0MHCHO-A3UAMCKUIL CUHOPOM 6HE3ANHOU HeOObACHUMOU CMePMU 60 CHe.

CMeniaHHbIe (reHeTHYECKNE M1 HEICHETHYECKHE):
o AKMII;
o Ilepsuunas pecmpuxkmuenas necunepmpoguueckas KMII;

IIpuoOpereHHbIE:

o Muoxkapoumut (éocnarumenvnaa KMII);

KMII, ooychoenennasn enezanuvim simoyuonaivnoim cmpeccom (KMII tako-tsubo);
Hepunapmanvnasa KMII;

KMII, unoyuuposannas maxukapoueii;

KMII y oemeit, mamepu komopuwix cmpaoarom caxapuwvim ouaovemom (C/) 1-2o muna.

e O0OO0OO0O0O

o
o
o
o



TMOEPTPOPUYHECKAA
KAPOUOMUWUONATUA

3abosieeaHue Muokapoa,
Xxapakmepu3yrouweecsi o4a2o080U unu
dugpy3Hou cunepmpocpueli MUokapoa
Jieeo20 u/usu npaeo2o xesiyodo4yKa, Yauje
acuMmMempu4HoOU, ¢ 08J1Ie4YEeHUEM 8
aunepmpogu4yecKuu rnpouyecc
MeXX)Kes1ly0o4Koeol rnepe2opooKu,
HOpPMaJibHbIM UJTU YyMEeHbUWEeHHbIM 06 bLeMoM
J1es020 )xesiyoo4kKa, coriposoxoaroujeecst
HOopMaJsibHOU usnu yeesiu4eHHoU
KOHMpaKkmusibHOCMbIO MUOKapOa rnpu
3HavYumesibHOM CHUXXeHuUuU duacmoJsiu4eckou



e CeMeUHast (czeHemu4ecKu
obycnoesieHHasi) T KMI1 - 3aboresaHue,
Xxapakmepu3syrouweecsi 2unepmpoagueu
MUOKapOa, UCKJTroYaroujee Hanauyue y
nayueHma uHo2o 3abosiesaHusi,
Komopoe cornpoeo)xdaemcs
aunepmpocguell Muokapoa

e [eHemu4yecku demepMuUHUpPOBaHHOeE
3abosesaHue

 HacriedosaHue aymoCOMHO-
JOMUHaHMHoe

e PacnpocmpaHeHHocmb 1:500 (0,2%)
e He 3acucum om bachkl U NONa



OTUONOIUA.

1. Mymauuu zenoe, KOOupyrouwiux CuHme3 COKpamumeabHvlx
Oenkoe muokapoa. /[edhekmol 0e1K06bIX KOMHOHEHM 08
cepoeunozo capkomepa npu I'KMII cocmaenarwom 80-85% ecex
Mymauui: maxcenou yenu b-muozuna ~35%,
muosunceasviearouie2o oenka C ~35%, mpononuna T ~10%.
15-20% ecex mymauuu ooycnosiusarom oeqhexkmol
ICCEHUUATbHOU U PEe2YIAMOPHOU J1€2KUX Uenell MUO3UHA, o-
MpPoONnoOMuoO3uHa, o-aKmuHa, cepoeunozo mpononuna I,
masoicenou uenu a-muo3una, mumuna, mpononuna C, uAMa-
AKMUBUPYeMou npomeuHKuna3vl, mumoxonopuanvrou /[HK.

2. Yeenuuenue maccol muokapoa JIZK u monwunot e2o cmenku

npu uH@uUILMPAUUU UHMEPCMUUUA UTU NPU
BHYMPUKTIEMOYUHOM OMIIOHCEHUU NPOOYKIMO8 MEMadonu3ma



llaToreHes.

e llpu '’KMI1 2eHemu4eckasi HernoJIHOUeHHOCMb
COKpamumersnbHbIx 6esikoe obycrioesniueaem HapyuweHue
06MeHHbIX U COKpamumesibHbIX rpoyeccos e
aunepmpogupoesaHHoU Mmbiwue. Mopgonoauyeckue
U3MEeHEeHUS J1e8020 XeJslyodo4ykKka ornpeodesisirom cocmosiHue
HympurnpeocepOHoU 2eMOOUHaMUKU.

 OcHoeHbIe namo2eHemu4deckue chakmopbi T KMII:

1. CHUXeHue 3nnacmu4yHocmu U cokpamumersibHoU criocobHocmu
aunepmpoghuposaHHO20 MUOKapOa Jj1ee020 XKeslydo4yKa C
yxyodweHueM e20 OuacmoJsiu4ecKo20 HaroJsIHeHUsl, 8
pe3ynibmame 4ye20 paboma muokapOa, e nepec4yeme Ha eQUHUUY
Maccbl MUOKapOa, cyu,ecmeeHHO yMeHblWaemcsi;

2. Hecoomeemcmaeue KOPOHapHO20 KPOBOMOKa 8 HeU3MEHEHHbIX
cocyOdax cmerieHu 2unepmpoguu MUuokapoa;

3. c0aeJsieHUe KOPOHapHbIX cocydoes aurnepmpogupo8aHHbIM
MUOKapOoM;

4. HapyweHue ckopocmu riposedeHusi 8036y x0eHusi 8
XXestyodo4ykax HapsiOy ¢ aCUHXPOHHbLIM COKpauwjeHuUeM pa3siudHbIX
omadesioe MUokapoa;

5. aCUHep2U3M COKpauweHuUs1 omoesibHbIX y4aCmKoe Muokapoa co
CHU)XeHUEeM rnponysibCUeHoOU criocobHocmMu sieeo20 xes1ydoykKa.




KnnHuka.

* Knunuueckue npoaenenusa I'KMII nonumopghnvt u
HecneuyuuuHsl, OHU APLUPYIOM OM 0ECCUMNIOMHBIX POpM 00
MANHCE1020 HAPYUWEHUA PYHKUUOHAIbHO20 COCMOAHUA U
6HE3ANHOU cmepmu, KOmopasa 4acmo Hacmynaem 6 0emcKom uiu
IOHOUWECKOM 803pacme, 80 épems (huzuuecKou Hazpy3Ku uau
cpaszy nocjie Hee.

* OcHosHble JHcano0bl y Oemeu cmapuiezo 803pacma:
1. ovicmpasa ymomaaemocmo;

2. o0vluwiKa npu puszuueckou Hazpyske, a y 4acmu 00JbHbIX U 6
noKoe, N0 HOYamM, KOmopas 00ycj106,1€HA 6eHO3ZHBIM 3ACHO0eM KPOBU
8 JIeCKUX 6C/1e0CmEUue OUACmMOoIUYecKol OUCPHyHKuuu
2UNEPMPOPUPOBAHHO20 16020 IHCETYOOUKA;

3. Kapouanzuu, C6i3AHHbBIE C HECOOMBEHICIBUEM KOPOHAPHO20
Kpoeomoka macce muoxkapoa. Ha pazeumue uwemuu muoxapoa
GIIUAIOM HAPYULEHUS RPOUECCA PACCIADICHUA CePOCUHOU MbIULLDL,
noBblUIeHUEC BHYMPUMUOKAPOUATbHO20 HaNPsHKeHUs U
codaeJsieHUe UHmpamypasibHbIX KOPOHapPHbIX COCYy008;




4. 20J1080KpPYXeHUs1 U 0OMOPOKU, 8 Yacmu
cJ/ly4yaees, cesi3aHbl C Pe3KUM CHU)XeHUeM
cepdedyHO20 8blbpoca ecsiedcmeue ycyaybrieHus
npenssmcmeusi U32HaHUr Kpoeu U3 j1ee020
Xesniydodka. Y demel amo ommMeYyaemcsi 4auwie npu
gusuyeckou Haspy3Ke U IMOUUOHa/IbHOM
cmpecce;

5. cepduebueHue, nepebou e pabome cepdua,
CUHKoOMnasibHble COCMOSIHUSI Mo2ym 6bimb
obycrioesieHbI HapyweHUsIMU pumMa cepoua.

* Y Oemel paHHe20 eo3pacma ebisiesieHue F'KMI1
HepeOoKo c8s13aHO C B03HUKHOBEHUeM
rnpu3HaKkoe 3acmoUHoU cepoeYyHou
Hedocmamo4YyHOoCmMu, Komopas y HuUx
pa3eueaemcsi Yauje, YeM y demeu cmapuie20



AHaMHes.

[1pn cbope aHamHe3a BbIABNAETCA OTAroLeHHasq
HacneaCcTBEHHOCTb:

 CC3 cruneptpodpuen mnokapga JIK nnm
anarHo3som [ KMIT;

e BHE3AMHO YMEpLUNEe poaCTBEHHUKN, OCODEHHO B
MOMNOAOM BO3pacTe.

* 0bcnegoBaHMe PpoaCTBEHHUKOB NaLMEHTa C
LIeNbO BbIABNEHUSA CEMENHbIX CNy4YaeB

3aboneBaHns



PusunkanbHbIN OCMOTP.

1. HeobcTpykTnBHasa cdoopma

- NP HEOOCTPYKTUBHOMN OOPME OTKNOHEHUN OT
HOPMbI NPU OCMOTPE MOXET He ObITb, HO NHOrAAa
onpenensoT yBENMYeHne NpoaomKUTENbHOCTY
BEPXYLLUEYHOro Ton4ka, IV ToH cepaua.




2.11pu oOcTpYKTHBHOU (hopme

* BBISABJISIOT YCUJICHHBIN IIPOAOKUTEIBHBIA BEPXYILIEYHBIA TOTYOK,
3aHAMAIOIINUM BCIO CUCTOJY BILIOTH /10 Il TOHA (TIpu3HaK runeprpoduun
MHOKap/ia JICBOTO KEITYT0YKA )

* CUCTOJIHNYCCKOC APOKAHUC BAOJIb JICBOT'O Kpas I'pyAHUHbI,

* MYJbCAIMIO COHHBIX APTEPUM, OBICTPBIA «OTPBIBUCTBIN» ITYJIbC TIPU
NaJIbIIAIMM COHHBIX apTEPH, 00YCIOBICHHBIE OBICTPHIM U3THAHUEM
KPOBH B IIEPBYIO IOJIOBUHY CUCTOJIBI.

* ['pyObIii BepeTeHOOOpa3HbIM CUCTOINYECKHUI IIIYM, BO3HUKAIOIINI HE B
PAHHIOIO CHCTOJTY, KOI/la U3THAHUE KPOBH IPOUCXOAUT 0€3 MOoMEX, a
CITYCTSI HEKOTOpO€ Bpems nociie I ToHa. Jlydie Bcero 1myM CibIIIeH y
JIEBOTO Kpasi TPYJIMHBI U HAa BEPXYIIKE, I1I€ W3-3a COMYyTCTBYIOIICH
MUTPAJILHOW HEIOCTAaTOYHOCTH OH CTAHOBHUTCS MYIOIIUM U
MaHCUCTOINYECKUM. THTEHCUBHOCTB IIIyMa HApacTAET B MOJ0KECHUN
CHUJIs, CTOS, Ha BBIJIOXE, ITpU NpoOe BanbcanbBbl, TO €CTh IPHU
yCyIryOJICHMH NPEIATCTBUS U3THAHUIO KPOBHU B pe3yJIbTaTe
YMEHBIIIECHUS OPEJ- U MOCTHATPY3KH WIN YBEIIUYEHUSI COKPAaTUMOCTH.

* I ToH Ha BepXyllIKe cepAlla B OOJbIIMHCTBE CIy4aeB HOpMaJbHOM
3BYyYHOCTH, a I TOoH Ha OCHOBaHUM Y psija OOJILHBIX OCIa0JICeH,
BoIABIISIETCS 1V TOH. Hepenko onpenensercss HapyleHue CEpACYHOrO
pUTMA.



1.

NHK anarHocTuka.

«FeHOTUM NMOSIOXKUTENBbHBLIN / NONMOXUTENbHbIU
doeHoTUM»

«FeHOTUMN NONOXUTENBbHBLIN / OTPULUATENBHbLIN
doeHoTUN» - nayueHm mMoxxem umems 2eHOMUIT
be3 ghopmuposaHuUss heHomuria, uru Moxxem
bbimb 8o8rieqyeHa nuuwb Yacmb Muokapoa JI)K
U nayueHmsl UMerom HopMasibHYo maccy
muokapoa JI)K (cybkrniuHuvyeckass T KMI). B
OAaHHOM cny4yae AnarHo3 NpaBOMOYHO
BbICTABNATb NPU HANNYNN OONONHUTENBbHbIX
KpUTepmeB: OTATOLEHHbIN CEMEUHbIN aHaMHES,
nameHeHust Ha IKI, Hann4ne TaxmapumMmmni,
HaNn4ns KapgmMocmMnTOMOB.



MHCTpYMEHTanbLHas

NMarHOCTUKA.
1. PeHTreHorpa%Mﬂ OpPraHoOB rPyAHOW KNeTKM:

HE3HAYUTETJIbHOE yBEJTMHEHUE AVYI J1EBOIO

Xernyagoydka v neBoro npeacepavs u

3aKpyriieHne BepxXyLwKn cepgua, ycurieHme

COCyancCToOro pucyHka, CBA3aHHOE C

nepeHanosiHeHnem BeEHO3HOro pycna. |

0]%

Pa3BUTUN CUCTONNYECKON ANCYHKLNN —

KapgnomMerarns.



2. AneKTpoKapauorpadpusa: BorbTaXXHble
NPU3HaKn rmnepTpodnn Mmokapaa nesoro
XXernynouka v NeBoro npeacepaus, HapyLeHus
npouecca penonsapusanymm Xenyao4ykos,
N3MeHeHuns Komnnekca ST-T, U3BMeHeHUS
amnnutyael 3youa T, natonornyeckue 3youbl Q;
HapyLleHnda putmMma 1 npoBoOAUMOCTU
(unbpunnaumna npegcepaoun, XXenyaodkoBble
HapyLweHusa putMa, bnokaabl HOXeK nyyka ['nca);
CUHOPOM NMPeBO30YKOEHUSA KeNyao4KoB B BUAE
YKOpo4YeHUsa nHtepeana PQ nnm goeHomMmeHa
Bonbda-l'lapknHcoHa-YauTa.



3.CyTouHOe MmoHuTopupoBaHue IKI: BLIABNSAOTCS
HapyLeHna putMa U pUCK-NpeankTopos
XKEenyao4yKOoBbIX XXU3HEYrpoXXatoLmx aputTMuu;
CHMXXeHHas BapnabenbHOCTb cepae4vHoro putma,
N3MeHeHna cermeHTa ST-T, gucnepcua u yonmHeHue
MHTepBana QT; HapyLwleHuna putma -V rpagauumm no
Lown (CynpaBeHTPUKYNdaApHaga aKkcTpacuctonmsa >500
3a CYTKW, rpynnosagd, Heyctondmeaga u yctonymeas
CynpaBeTPUKYNApHaa Taxmukapgus, nepcucTupyroLlas
doopma mepuarenbHon aputmmn), A-V oriokaasb! -l
cTeneHun, cuHapom cnabocTn CMHYCOBOIO Y3na,
nwemMuna Mmmokapaa (onpenenstoT Konnm4yecTso
ann3o40B UWemMnmn, cymmapHaga npoaosKUTENbHOCTb
MLLIEMUN B TEYEHUE CYTOK, Hanbonee
NPOOOIMKUTENBbHbLIX 3NN304 uwemumn, rmyobunHa
genpeccun cermeHTa ST).



4. CyTO4YHOE MOHUTOPUpPOBaAHUE

apTepuanbHoro aasneHusa (A): nposogaT
ONA UCKIMIOYEHNA apTepuanbHOU
rMNepTEH3NN



5. Axokapauorpadumsa (9xo-KIN): asnsaetca Hanboree
MHPOPMAaTUBHBLIM METOAOM ANArHOCTUKM.

 [lo pe3ynbsmamam I3xo-KI' [ KMI'1 knaccuguuupyrom
10 2eMOOUHaMu4yecKUM rnapamempam (Ha
OCHOBaHWUWN CUCTONMNYECKOro rpagneHTa AaBneHns B
BbixoaHoM oTtaene JIXK)

A, O6cmpykmueHasi popma:

* - rpagueHT OaBfieHns B NOKOE paBEH Unu
npeBbIlWaeT 30 MM PT.CT. (2,7 M/C NO AAHHbIM
gonnnep-9xoKr).

B. JlameHmHas hopma:
* - rpagneHT gaBneHnst MeHee 30 MM PT.CT. B MOKOE;

- TPaaveHT AaBneHns paBeH Uiy npesbilaeT 30 Mm
pT CT. NpW NpoBeaeHUN Harpy3o4Hom rnpobsi.

C. Heo6cmpykmueHasi hopma:

- rpagueHT gaBrneHusa meHee 30 MM PT.CT. B MOKOE U
Npw NPOBEAEHNN HArpPy304HOM NPOObI.




. Kputepumn Y3U-onarHoCTUKN HEOOCTPYKTUBHOM
FTKMI

e [lpenmyLlecTBeHHO paBHOMepPHaa (KOHLUEHTpu4yeckas)
NN acMMMeTpudeckasa runeptpoduna mmokapaa

e YBennyeHne Mmacchl cepaua

e HeT npmnaHakoB 0OCTpyKUUN U NEpeaHECUCTONNYECKOTO
asumxkeHuna cteopok MK.

Il. Kputepun Y3U-gnarHoctukm ooctpykrusHou F'KMI
* [locmosiHHbIE Kpumepuu

1. Acummempu4Has aurnepmpousi
2. Y B3pocnbixX 215 MM, 13-14 MM - NOrpaHUYHbLIN pasmep

3. Y perteun = 2-x ctaHAapTHbIX OTKNOHEHWU (z score < 2)
NPUHATLIX HOPM ONA AaHHOro nona, Bo3pacTa, Beca

4. OTHoweHune TonwuHbl MXKI1 B AnacTorne K TonwmHe
3aaHen cteHku JIDK bonee 1,3

5. Hanunyne cuMMeTpuyHoOU runepTpodPun He UCKNYaeT
anardHo3 [ KMI'T




6. OOCTPYKLUMA BIHOCSALLIErO OTAESNa N1EBOrO
Xenyaouka

- 'pagmeHT 6onee 30 MM PT.CT. B BbIXOQHOM
TpakTe JIXK (ckopoCTb NOTOKa B BbIXOOAHOM
otaene J1XK 2,7 m/c) nnun npmn Hann4imnm
BHYTPMXENyao4KoBOM OOCTPYKLIMN Ha YPOBHE
cpenHux otaenos JIXK bornee 20 MM pT.CT.

7. [lepeOHecucmornuyeckoe 08uXKeHue
rnepeoHeu cmeopKUu MumparsibHO20 KrarnaHa v ee
COMNPUKOCHOBEHME C MEXOKENya404KoBOU
neperopogkon B gnactony (SAM-oeHOMEH);
CUCTONMNYECKOE OpOXKaHNe CTBOPOK aopThl



e HernocmosiHHbIe Kbumepuu

1.  AHOManum nanuniapHbIX MbILL (rMNepTpodus u
Tornorpadunyeckme ocobeHHOCTN)

2. YBenun4yeHue pa3MepoB CTBOPOK MUTPAJIbHOTIO KrlariaHa

3. W3meHeHune reometpun JIXK (popma <necoyHbix >
YacoB BCeACcTBUE CY>XEeHUA BbIXOOQHOIOo TpaKTa)

4. Owunatauung J1I'1
5.  MwuTpanbHaga peryprutauyms
6. aunatauyusa JIXK B TepMMUHaNbHOU CTaann

[1pn oueHKe PYHKL MM NEBOrO Xenyao4ka, no AaHHbIM
OxoKTI', y bonblmnHeTBa 60snbHbIX ¢ 'KMIT HabntogaeTcs
NnoBbilleHne ppakunm BblIbpoca, 0gHaKO BaXKHbIM
ABNAeTCA HapyLleHne guacTonndeckon QyHKLUN
MUoKapaa, xapakrepuayrouieeca yMeHbLLIEeHNEeEM CKOPOCTH
M NOMNHOTbLI aKTUBHOIO AMACTOSIMYECKOro paccnabneHus.




6. MarHUTHO-pe3oHaHCHasaA ToMorpadua gaet
BO3MOXHOCTb Hanbornee TO4HO OLEHUTb
Mopdoriormdyeckme N3aMeHeHus, oUueHUTb
PACMPOCTPAHEHHOCTb U1 BblPpa)XeHHOCTb rMnepTpodunm
Munokapaa. OcobeHHO UeHEeH MEeTOo, A1l ANarHOCTUKM
BEpPXyLUEYHOW popMbl 3aboneBaHns u runepTpodun
HUXXHEN YaCTu MeXXOKenygo4koBOU Neperopoakm u
NpaBoro Xenynouka.

7. MO3UTPOHHO-IMUCCUOHHAaA Tomorpadcdusa (I3T)
NO3BOJIAET BbISIBUTb U OLLEHUTb CTEMNEHN HAaPYLUEHUS
pernoHapHou nepdysnm n metabonmama mmokapaa.

8. KateTepusauusa cepaua n aHrmokapgmorpadous B
HacTosiLLiee BpeMsi NPOBOAATCSA B Cny4asx
COMYTCTBYHOLLIEN NATONOrMn cepaua, B YaCTHOCTH,
BPOXXJEHHbIX MOPOKOB CepaLa, a Takke npu peLlueHnn
BOMPOCa O XNPYPru4eckom neveHmn sabonesaHus.




JleyeHue.

OcHOBHbIe 3agaun:

1.

KoppeKkunsa oCHOBHbIX NATOPN3NO0IOrMYEeCKMNX
PacCTPOMNCTB reMoaAnHaMUKK (ULLeMUN,
OuacTonnyeckon agucdyHKUnm, obCcTpyKumn
BbIHOCSILLErO TPaKTa, apnutmMmnm), obecnevynBaroLLmnx
YMEHbLLUEHNEe BblpaXXeHHOCTN CUMIMTOMOB U
yryJllaoLmX Ka4ecTBO XXN3HU DONMbHbIX;

Bosgewnctemne Ha HeuporymoparbHble CUCTEMBI,
CNOCOOCTBYHOLLME NPOrPECCUPOBAHNIO TUNEPTPOPUN
MuUokapaga n 3amearieHue nporpeccupoBanmnst XCH;

INeyeHune n npodunakTnka OCHOBHbIX OCIMOXHEHUN U
BHe3anHou cepaeyHon cMepTu (HapyLweHun putma
cepaua, apTepuarnbHON rMnepTeH3nn, TPOMO030B)

« HeobcmpykmuesHasi popma ' KMI'1 Tepanun He
NOAJIEXUT, NPOBOAUTCA €XerogHoe KIinHn4eckoe
obcnenoBaHue.



e O6cmpykmueHasi popma
1. VckniodeHue Ba3ogmnataTopoB U BbICOKMX 403 ANYPETUKOB
2. OcHosy Tepanuu ' KMI1 coctaBnsaoT npenaparsbl C
oTpuLUaTernbHbIM NHOTPOMHLIM AeNUCcTBUEM: B-bnokaTopsl (1) nnu
BbrnokaTtopbl KanbuueBbIX KaHanos (1):
e AteHonon - oetu no 0,8—1 Mr/kr/cyTkn B ABa npnema,
No4pOCTKN: 25-50 Mr/cyTkn B ABa Nnpnema,
Unu
e Bepanamun - getu no 2-4 Mr/Kr/CyTku B Tpu Nnpuema,
No4pPOCTKU: 160-320 Mr/CyTKK, BHYTPb, B TP Npuema.
3. AHTHapuTMmn4veckue npenaparthbl (lIA) NnokasaHbl MPU TAXeENbIX
HapyLweHnax putma. [pegnoyteHne otaaroT aMmmogapoHy*,
cotanony*
e AMMopgapoH — 5 Mr/Kr/cyTku B ABa npnema no cxeme (NATb 4HEN
B HEeOernw), Unu
e Cotanon - getu go 6 net 1- 6 Mr/kr/cyTku B 2-4 npmnema.
4. [letam cTtapLue 6 neT no 1-4 Mr/kr/cyTku B 2-4 npuema.
5. MNpwn passutum CH Tepanua corriacHo pekoMmeHgaumsam no

panaumwn Aoncuciy A~ YCH (1) (ena navaniaunatiiaima i YO H)




 Xupypruyeckoe nedyeHue 'KMI1 nokaszaHo npu:

1) OTCYTCTBUN KNNHNYECKOIo adpdeKTa OT akTUBHOU
MeOUKaMEHTO3HOM Tepanum y CUMNTOMHbIX
BOMbHbIX C BblIpaXX€HHOW aCUMMETPUYHOW
runeptpoduen MXKI1 n cybaopTtarnbHbIM
rpagMeHToM JaBfieHns B NOKOe, paBHbIM 50 MM PT.
CT. n bonee;

2) BblpaXX€HHON NaTeHTHON ODCTPYKLUM N HANMNYnn
3HaYNTENbHbIX KNMHNYECKUX NPOSABNEHUN.
Knaccuyeckomn onepauymen aBngaeTca
YypesaopTanbHaga centanbHas MUIKTOMUA MO A.
Morrow.

 IMNnaHTauua KapamoBeprepa —
nedunobpunnaropa (Il B)

[Toka3zaHa bonbHbIM NOCIe OCTAaHOBKU cepLa
Bcneacteue XXT, XKT peancrteHon K
aHTUapUTMU4ecKkomn Tepanun.




Kputepuun adpheKTMBHOCTU Nle4YeHUs
e YBeNM4eHue npoaosKUTENbHOCTU XKN3HU;

* YMEHbLLUEHNE CTENEHN O6CprKL|,|/|V| BbIHOCALLEIO TPaKTa
JOK:

e OTCYTCTBUE XXU3HEYrPOXKaIOLLIMX HAPYLLEHNA PUTMa,
CUHKOMe, CTeHoKapauu;

¢ MMpegorBpallieHne pa3BnTng Cep,u,equM
HEOOCTATOYHOCTMN,

* MOBbILLIEHNE KAYECTBA XN3HWN — YAOBNETBOPUTENTbHAS
NePEHOCUMOCTb ObITOBbLIX (PU3NYECKNX HArpy30K.

OunddepeHUManbHbLIN ANArHo3

 [lpexae Bcero, UCKIOYatoT MPUODPETEHHbIE U
BpOXXOEHHbIe NOPOKU cepaua (CTEHO3 YCTbA aopThl),
9CCeHUManbHyo apTepuanbHy0 rmnepTeH3unio,
CNOpPTMUBHOE cepaLie, HEKOMMaKTHbIN MUOoKap4.

[MpodhunakTmka MHPEKUMOHHOro 3HAoOKapAuTa

* bonbHble ¢ 06¢cTpykTUBHOW dhopmon [ KMIT oTHocATCA K

rpynne pucka, npu CtoMatoJiIorm4eckux,
ALNOCKONMIAUACKINY MANKIXY YUDVDOIrmuyecriay




OAUNATALUMOHHAA
KAPOUOMUOIATUA (AKMI)

« 3aboneBaHne, XxapakTepuaytoLeecs
annataunen J1)K c ero cuctonmnyeckou
ONCYHKLMEN NpU OTCYTCTBUU
reMoanHamMmn4yeckoun neperpysku (aprtepuanbHOU
rMnepTeH3nun, KnanaHHoOW naTonorun) Unu
niemmyeckon 6ornesHn cepgla, KotTopble MOrmnu
Obl BbI3BaTb TAaKOe HapyLleHne rrnodanbHon
cuctonunydeckon yHkunm JIXK. nnatayms
npaBoro xenygoyka (I'>X) n ero gucyHkumA
MOTYT NMPUCYTCTBOBATb, O4HAKO 3TO HE
obsa3aTenbHO ANns AnarHo3a.



INUaemMonorus

 IKMII y nereut sABISIETCS CaMOU PaCIIPOCTPAHECHHOU
KapJMOMHOIIAaTUEN, BCTPEYAETCA BO BCEX CTPaHAX
MHpa U B JI000M BO3pacTte. YacToTa BISBICHHUS
JIKMII y neren cocrasisier 0,57 ciaydaes Ha 100000
B 1oJi, 4TO B 10 pa3 HHUXKE, 4YEM Y B3POCIIBIX,
OTMEYaAETCs NpeodIagaHue OOJbHBIX MY KCKOIO
10JIa, 4aCTOTa KOTOPKIX Koaeobnercs ot 62 10 88%



ITUONOIrNNA

HacnencrBeHHas.

[eH Hen3BeCTEH, MyTaLMn capkoMepHbIx benkos (cm. 'KMI), myTauum
6enkoB ZF Nonockl, MyTaunum reHoB LMTOCKerneTa, AMCTpodurHa, JeCMUHa,
MeTaBWHKYINHa, CakpornnkaHoBOoro komnsriekca, CRYAB, anukapanHa,
reHoB saepHon membpaHsbl: namuHa A/C, amepuna. AKMI1 co cnabo
Bblpa)XeHHOW aunartaumen nosiocten: Mytaumm reHoB benka, BCTaBOYHbIX
anckos (cMm. ATDXKMIT). MutoxoHgpuanbHble LutonaTum.



» HeHacnedcmeeHHbIe KMI1

* bones3Hb KaBacaku, so3mHounua (cnHapom Hepox-
Ctpocca - Churg Strauss), BO3OeUCTBUE INEKAPCTB,
nocneponosad, 9HOOKPUHHAsA, HYyTPUTUBHASA
(HegocTaToOuMHOCTb TUAaMWHA, KapHUTWHA, CENEHa,
rmnogocgatemMms, rmnokanbumemMmns), ankoronbHas,
Taxukapguomumonarus.

« OKMIT MmoXeT BCcTpevaTbCa Ha No3gHewn ctagum
MHAEKLIMOHHOIO BOCNaNUTENbHOIO NopaXXeHus
Muokapga (20%). B otnnyme ot ocTporo (aKkTUBHOrO)
MUoKapauTa, nNpm KoOTopom pasmepbl nonioctn JHK
O0ObIYHO HEe n3aMeHeHbl, Ang socnanutenbHon KM
XapaKTepHO Hann4ymne B Mnmokapae KrneTtoYHbIX
9N1EMEHTOB XPOHMNYECKOro BOCNarieHns B COYETAHUN C
annartaunen nonoctu JIXK n cHmxeHnem ppakumm
BblOpoca. B Takux crny4dasax gns noaTBepXaeHus
amarHo3a HeobxoanMo rMcTornorM4yeckoe Unn
MMMYHOLIMTOXMMUYECKOE UccnegoBaHue. [Npwu
BocnanutensHon OKMI1 xapakTtepHa nepcuUcteHumnsa
BUPYCHbIX OENKOB, BbICOKME TUTPLI IgG/M.



OuddhepeHumnanbHbIM ANArHo3

« C BpOXOeHHbIMW NOpoKamMu cepaLa,
XPOHNYECKNM MNOKaPOUTOM,
apUTMOreHHon gUcyHKUMEN Mmmokapaa,
apUTMOreHHoOu aucnnasuen npasoro
XXenyno4ka, peBMoKkapanuTom,
oKccyaaTUBHLIM NepuKkapanTom u
cneundonyeckumMmun KapgmomMmmonaTusMmu.



KnuHuka.

BapunabenbHa un onpegenseTcs rnaBHbIM obpa3om ctaanen HK n
®K CH (cMm. knnHnyeckue pekomeHgauum npm XCH). Ha paHHux
aTanax 3aboneBaHne NpoTekaeT mMano- nnn 6eccuMnTOMHO,
CyOBLEKTMBHbIE MPOSABIIEHNS HEPEOKO OTCYTCTBYIOT, ETU HE
npeabaBnsatoT Xxanob. Kapguomeranumio, nameHeHust Ha SKI
4aCTO BbIABMASAOT Crly4YanHO Npu nNpogunakTuiyecknx ocMoTpax
nnun npu obpalleHnn K Bpady no gpyromy nosogy. 910
OOBbSICHAET NO3QHEE BbIABIIEHWUE NATONOMMN.

» [NepBble knnHnyeckue npogaesnexnda AKMI1y neTen BKMNOYAKOT:

1. OAbILWKY, BHa4arne npm du3ndeckomn Harpyske (KopmneHum),
Kallenb;

2.  MOBbILEHHYIO NOTNNBOCTb, BECNOKONCTBO, OTKa3 OT
rpyaHOro KOpPMIEeHUs;

3. ©onu B XXMBOTE, TOLLHOTY, PBOTY, AMUCNENTUYECKMNE SABIEHUS;
4. CWHKOManbHble COCTOSIHUSA, FTONTOBOKPYXEHUS;
5. ObICTPYIO YTOMJIIEMOCTb, CH/KEHNE TONEPaHTHOCTU K

donanyecknm Harpyskam.



A RN A & IVINo 1 8 R GAJ IS EQASN

%MaFHOCTM K%.
ba3unpyetca Ha oC criegoBaHug

bonbHbIX ¢ XCH (cm. pekomerngaumnm no XCH).

1.

Anekmpokapouoepachus (IKI): npusHaku
neperpysku nnu runeptpodoun npeacepanmn unu
XKenyaooykoB cepaua, natonormdeckoe OTKIoOHEHNE
3NeKTpu4ecKkom ocu cepaLa Brneso Ui Bnpaso,
HapyLleHna cepaeyHoro putmMa 1 npoBoANMOCTMN,
HapyLleHna npouecca penonsgpusaunm mmokapaa (ST-
N T-N3MEHEeHUS).

Cymo4yHoe MoHumopupoeaHue IKI: aputmun n
naTeHTHas nwemMua Mmmokapga. Ixokapouozpagusi
(Ox0-KT') BbiaBNEHME CTPYKTYPHbIX N QOYHKUMOHANbHbLIX
HapyLUeHU CO CTOPOHbLI MMOKapaa v KrnanaHoB cepaua.

PenmeeHozpaghus 8 npsimou u 6okosol
npoeKyusix: BbIABNAET KapAuoMeranuto, ycuneHue
COCVOUCTOIO DUCVHKA.



4. Kamemepu3auusi cepouya u aHauokapouozpagusi:
OaBrieHne Unn cogepkaHne Kucrnopoga B nosiocTax
cepaua, AaBrneHne 3aknmMHMBaHMS B NEroYHbIX cocyaax.
AHrnokapgmorpadounsi No3BonsET NOMy4YnTb N30bpakeHne
He TOMbLKO LeHTparbHbIX, HO 1 Nepndepudecknx otaenos
MarncTtpanbHbIX COCyO0B.

5. MacHumHo-pe3oHaHcHasi momozpadgusi (MPT):
aHaToOMn4eckue, reomeTpuyeckme, bnoxmmMmmyeckmne (c
NOMOLLIbIO MAarHUTHOW CNEKTPOCKOMUN) XapaKTEPUCTUKU
MUoKapaa; MOXET ObITb UCMOSIb30BaHa B Crlydasx
HegOoCTYNHOCTU 30HbI MHTEpeca npu Ixo-KI, ana aHanusa
B3aMMOOTHOLLEHUN cepaua 1 cocygoB ¢ ApYyruMu
opraHamum,

6. Paduou3zomornHoe uccsiedoeaHue U no3umpoHHO-
amuccuoHHass momoepadgpus ([13T): onpenenexHve
XKM3HECNOCOBHOCTM MMOKapAa, BbIABIIEHNS 30H €ro
NOBpPEXAEHNS UNU HEOOCTAaTOYHOIO KPOBOCHADKEHUS.

7. UccnedoeaHusi ¢ do3upoeaHHoOU ¢husu4vyecKkol
Ha2py3KkoU (Ha2py304YHbIU mecm): BENIO3ProMeTpusi unu
TpbeaMun 00 OOCTMXKEHUA KobuTepmueB OCTaHOBKU. Takxke



JlabopaTopHasa AuarHoCTMKa

« Obwuu aHanus kposu
o Obwuu aHanu3 Mo4u u y4em ee Kosiudyecmea
» buoxumuyecKuu aHaru3 Kposu

* VIMMYyHOrioa2u4yecKkue u ceporioau4yeckue
uccriedosaHus

» Koaesynoepamma
* AHaru3 2a308020 cocmaea Kposu u KLLC

» OnpederieHue ypo8HA Hampuuypemu4yecKkux
nernmuooe

» OripeoderieHuUe MapKepos rnospexo0eHust
MUoKapoa ypOo8HS mporoHuHos | unu T



JleyeHue.

Tepanunsa 6asnpyetcsa Ha Koppekumn n npodunakTuke
OCHOBHbIX KITMHUYECKUX NPOSABNEHNN 3aD0NeBaHNA U
ero OCITOXHEHWUN:

1. XpOHWYecKou cepaevyHoOM HegOCTaTOYHOCTH
2. HapylleHunn putma cepaua um Tpomboambonun:

A. aHTUKoaryngaHTbl HENPAMOro AEUCTBUS: -
BapdapuH

b. aHTUTpOoMbOOTMYECKME NpenapaThl -
AueTtmnncanuvuunoBas kucnorta ,dunnpmnaoamon

3. OcHoBHble MeponpuaTus no neverHnto CH obblvHO
OAWHAKOBbI U HE 3aBUCST OT NMPUYNH, BbI3BaBLLUMNX
pa3sutne CH, n BKMo4arT: opraHn3aumio
NpPaBUIIbHOIO peXxmma n yxoaa 3a 60rbHbIM,
aneToTepanunio, OKCUreHoTepanuio,
dhapmakoTepanmio (CM. KNMHUYeCcKne pekomeHgauum

. N\NZON 1N



Kputepuun acdhdekrnuHoctu nevyeHmnsa OKMI:

* OTCYTCTBME nporpeccmpoBaHusa CH,
pacluMpeHna Kamep cepaua U CHUXKeHUS
dopakuunm Bbibpoca NeBOro Xenyaoudka;

* oTcyTcTBUE ocnoxHeHnn JKMI'
(TPOMDOO3IMOONMK N ONACHBLIX OJ151 XKN3HU
HapyLleHn pUuTMa cepgua);

* yOoBIeTBopuTenbHadaA NepeHOCUMOCTb
donsnyeckon Harpysku n ynydiieHume KayecTtba
XN3HU



PECTPUKTUBHAA
KAPOUOMUWONATUA (PKMIT)

* Penkoe 3aboneBaHne Mmnokapaa, KOTopoe
XapaKkTepusyertcqa HapyLleHnem
OnacTonmyeckon oyHKLUUU 1 NOBbILLEHNEM
OaBneHna HanonHEeHMs XXenyao04KkoB npu
HOpManbHOW NN Manon3MeHeHHOW
CUCTONMNYECKON PYHKLIMK MM1oKapaa,
OTCYTCTBUM €ro 3Ha4YnMMou runepTpodun.
ABneHnst HegoCcTaTo4YHOCTUN KPpOBOOOpaLLLEHUS
Yy Takmux O0OnbHbIX HE COMPOBOXAAaTCS
yBenmM4eHmnem oobema neBoro Xenyaoyka.



InNuaemMorsiorms

3aboneBaHne BCTpeYaeTcH B pasfiMyHbIX
BO3PACTHLIX rpynnax, kak cpeau B3pocCrblX,
Tak uy geteun (ot 4 go 63 net). OgHako Yalue
boneloT geTn, NOAPOCTKU, a TaKKe Monoable
MY>XYMHbI, Yy KOTOPbIX 3aboneBaHne
Ha4YMHaETCH paHbLLUE U NPOTEKAET TAXENEE.
Ha ponto PKMIT npuxoautca 5% Bcex
cnydaeB KMI'1. BoamoXXHbl cemenHble crnyyau
3aboneBaHus.



Knaccudumnkauus.

* /13 BblaeneHHbIX B knaccudpukaumm BO3I (1995r.)
OByx dpopm PKMI1, nepBag, nepBUYHO
MUoOKapAananbHas, NPOTEKAET C N30NNPOBAHHbLIM
nopa)xeHnem Mmokapaa aHanorm4Ho TakoBbIM MpwU
[OKMI1, BTopasd, aHagoMmmokapananbHas,
XapaKkTepusyerca yTonueHnemM sHaokapga v
MHOUNLTPATUBHbLIMUN, HEKPOTUYECKUMUN U
donbdpo3HbIMN UBMEHEHUAMN B MbILLLIE cepaLia.

* [1pn sHOgoMMokapanansHoOU PopMe U BbIABEHNU
903NHOPUNBHOW MHPUNLTPaLUM M1Mokapaa
3aboneBaHue pacUueHNBAETCH KakK
gpubponnacmuyeckul aHOOKapoum
Jlecppriepa. B cnyyae otcyTcTBUS
903NHOUINBHOU MHPUNBTPaLMKU MUOKapaa
roBopsit 06 aHdoMuokapouasibHoM ¢pubpo3se
[lecuca



OTUONOIMUA.

boresHb MOXeT ObITb nAMonaTU4eCKoun (NepBUYHON)
M BTOPNYHON, 0OYCroBNEHHOM
MHPUNBTPATUBHBLIMN CUCTEMHbBIMUM 3a00NEBaHNUAMMU
(aMmnnongos, remoxpomartos, capkomagos,
onyxonesas MHpunsTpauua n ap.). Npegnonaraetca
reHeTn4yeckasa J4eTepPMUHNPOBAHHOCTb OONE3HN,
OAHaKO XapaKTep U nokanusauns reHeTU4ecKoro
nedekTa, rnexatiero B ocHoBe donbdbponnactnyeckoro
npoLuecca, noka He BblACHeHbI. Criopagnyeckune
criydam MoryT 6bITb CnegcTBUEM ayTOMMMYHHbIX
NpoL,EeCCOB, CMPOBOLMPOBAHHbLIX NepeHeCEeHHbIMU
bakTepuarnbHbIMM (CTPENTOKOKKOBLIMU) U
BUPYCHbIMU (3HTepoBUpychbl Kokcakn B unn A) nnu
napasutapHbiMu (dnnsipmnos) 3adborneBaHUSAMM.




[laToreHes.

« BcrneacTteune aHgoMmuokapanansHoro gubdposa nnm
MHAOUNBLTPATUBHOIO NopaeHna Mmmokapaa
YMEHbLUAEeTCAa NoAaTNIMBOCTb XKeNya404KOB,
HapyLlaeTca Ux HanomnHeHmne, YTo NPUBOAUT K POCTY
KOHEYHOro AnacTofin4ecKoro gaBsneHuns, neperpyske u
annaTtauun npeacepanmn u nero4YHom rmnepTeH3nn.
CucTonunyeckas yHKUMSA Mnokapga anntenoHoe
BpEMS HE HapYyLLAEeTCH, He HabngaeTcs n gunartauum
Kenyno4dkoBs. TonwmHa nx CTeHOK 00bIYHO He
yBenun4yeHa (3a UCK4YeHnemMm ammnonaosa,
NMMM@POMBbI).

* B pansHeuwem nporpeccupyroLmm pubpos
9HOOKapada NpuBoAUT K HApYLLUEHUIO ANacTONMMYECKOon
doyHKUMK cepaua 1 pasBUTUIO PE3UCTEHTHOM K
NeYeHno XpoHN4YecKkon cepaeyHon HegoCTaToOYHOCTMN.



KnuHuka.

 XapakmepHbie xasiobbl

cnabdocCTb;
NOBbILLEHHAA YTOMMSIEMOCTb;

oAblLLKa NPy HE3HAYUTENBHON PU3NYECKOU
Harpy3ske;

Kallenb (4acTo ycunmearoLWmMncs B NOJIOXKEHUN
nexa);

OTEKU;
YBENUYEHNE XKNBOTA;
oTCTaBaHue B PU3NYECKOM Pa3BUTUN.

KnnHunyeckue npossrieHns 6onesHn obycrnoBrneHbl
pa3suTnem HK npenmyLecTtBeHHO Mno



[lpn ocMoTpeE.

LINAHOTUYHbIN PYMSIHELL;

HabyxaHue 1 nynbcauns LWEeNHbIX BEH, bonee
Bblpa)X€HHOE B rOPU3OHTasIbHOM MOSOXEHWUU;

NynbC criaboro HanoNMHEHUS;
CUCTONMMYECKOE apTepunaribHOE AaBNeHNe CHMXKEHO;

TOJTHOK JTOKAaJ1M30BaH, BEPXHAA rpaHLa CMELLEHAa BBEPX
3d CHET aTpunomMerarinm,

YaCTO BbICJTyLLUNBAETCA PUTM IaJiola, B 3Ha4YNTENBHOU
YaCTU CJiydaeB - HEMHTEHCUBHbIN CUCTOJTNHECKUN LLUYM
MUTPalJibHOU UJTN TPUKYCNnaasibHON HEJOCTAaTOHYHOCTMU;

reratomeranus 3Ha4uTernbHO BblpaxkeHa, NeveHb
NNoTHas, Kpan oCTPbIN;

HepeaKko oTMe4atoTcs nepudepnyeckme oTeku, acLuuT;
NPy Bbipa)Ke€HHOW HEJOCTAaTOYHOCTU KPpOBOOOpaLLEeHUS

NP aycKyrnbTauum BbICNYLLUNBAOTCA MESTKONy3blpyaTbie
XpUnbl HAA, HXKHUMK oTAenamm o6omnx Nerkmx.



unarHocTuka.

[lnarHo3 ctaBsAT Ha OCHOBaHUN CEMENHOro aHaMHe3a,
KIMMHNYECKOWN KapTUHbI, pe3ynsTaTtoB Ppn3ndeckoro
obcnenoBaHud, AaHHbIX QK[ , OxoKT,
peHTreHorpagmnm opraHoB rpPyaHOWU KNETKW,
KOMMbOTEPHOU TOMOrpadoun nnnm MarHUTHoO-
PE30HAHCHOW TOMOrpadun, a Takke KaTetepmusaLmm
cepua v aHgoMmmokapamansHon buoricnn. laHHbie
nabopartopHbIX nccrnegoBaHMmM HE MHAPOPMAaTUBHBbI.
[lopo3peBaTh PECTPUKTUBHOE NOpaXeHne Mmmokapaa
crieayet y 00fbHbIX C XPOHNYECKON cepaevHON
He4OCTaTOYHOCTbIO, Y KOTOPbIX OTCYTCTBYIOT
avnaraums n pes3ko BblpaXXeHHble HapyLLeHNS
COKpaTUTenbHOU oYHKL MM NEBOro Xenyao4yka



1. OKI

* Ha OKI pernctpupyrotcsi npnaHaku
rmnepTpodumn NopaKeHHbIX OTAEN0B cepaLa,
0CODEHHO BbIpaXeHHaa neperpyska
npeacepgun. Hepegko, CHUXKeHne cermeHTa ST
n nHBepcus 3ybua T. Bo3aMOXHbI HAPYLLIEHNS
puTMa cepaua 1 npoBognMMoCTU. Taxnukapana He
XapaKkTtepHa.

2. PeHTreHorpadmsa opraHoB rpyaHOW KINeTKu:
pa3mepbl cepaua HEMHOro yBeNUYEHb!l U He
N3MeHeHbI, OTMeYaeTcs yBenmyeHne npeacepaun
N BEHO3HbIW 3aCTOW B NErKUX.



3.9x0-KI' no3songet nckntountb AKMI1 n 'KMI1, HO
HeJoCTaTO4YHO MHPOpMAaTUBHA AN UCKITIOYEHUSA
KOHCMPUKMUBHOR20 riepukapouma

4. KomnbrotepHasa Tomorpadcdpusa (KT) u MPT

ITN MeTOoabl UMEIOT 3HAaYEeHUe angd
andppepeHunansHon anarHoctukn PKMIT c
KOHCTPUKTUBHbLIM NEpUKapamnTOM, MNO3BOMSOT OLLEHUTb
COCTOSIHME NMNCTKOB nepukapga N UCKIIYNUTb UX
KanbUWHO3.

5. QHOOMUOKapananbHasa ononcus

[1aHHOe nccnegoBaHWe NPOBOAAT ANA YTOUYHEHUS
atnonornn PKMI1. OHO no3BonsaeT BbiABUTb PUbPO3
MUoKapaa npu ngmonatm4eckom mmokapgmanbHOM
dnbpo3e, xapakTepHbIE UBMEHEHUS MPU aMUITON03E,
capkomgose 1 remoxpomarose



e OuddepeHunanbHbIN ANarHo3

 PKMI'T andpdpepeHumnpytoT B NepByto ovepelb
C KOHCTPUKTUBHbLIM NepukapauTom. [lnga atoro
OLEHMBAOT COCTOSHME NMNCTKOB Nepukapaa,
NCKIOYaT UX KanbLUMHO3 ¢ nomoLubio KT.
[TIpoBOOAT TakKe AndpdepeHunanbHyo
avarHoctuky mexagy PKMI1, BbiaBaHHbIMUA
pasHbIMM NpU4YnHamMu (Npr 6onNe3HAX
HaKoMMeHnsa — remoxpomaTtose, ammnonaose,
capkouaose, rmukoreHosax, nunuao3sax).



JleyeHue.

 ManoaddekTnBHO, BpeMeHHOe yny4ylleHne HacTynaeT npu
NpoBeAeHNN TepaNEBTUYECKUX MEPOMPUATNI B paHHNE CPOKU
OT Hadana 3abonesaHus. [poBOAAT CUMMTOMATUYECKYHO
Tepanuio B COOTBETCTBUM C ODLLMMU NPUHLMNAMW NEYEHUS
XCH B 3aBUCMMOCTUN OT TSXKECTU KITMHNYECKNX NPOSABNEHUN
(cM. KnuHu4Yeckue pekomeHoauuu rmo XCH), npw
HeoObXoAMMOCTM — KYNMpOBaHUE HapPYLLEHNN CEPAEYHOrO
puUTMma.

* [1lpn remoxpomaTtose ynydwleHne pyHkUnn cepaua
OOCTUraeTcsl NyTemMm BO3OenNcTBMS Ha OCHOBHOE 3aboreBaHume.
Tepanua capkongo3sa c npumeHeHnem I'KC He BnusieT Ha
naTtonorn4yecknm npouecc B Mmmokapge. lNpwu
9HOoKapananbHoM onbpose pesekumst aHaoKkapaa C
npoTe3npoBaHNEM MUTPASILHOMO KnanaHa MHoraa rno3BosifeT
YINY4YLLINTb COCTOSAHUE BOSbHbIX. EANHCTBEHHbLIM
pagukanbHbIM METOOOM redeHuns nguonartmndeckon PKMIT
ABNAETCA TpaHcnnaHTauua cepgua.



[IporHos.

[TporHo3 yatle HebrnaronpuaATHbIN, OONbHbIE
yMUparT oT pedpaktepHon XCH,
TPOMBOSIMOONNN N OPYrnX OCMOXHEHUN.
CocTosiHME NaLuneHToB OObIYHO CPEHEN
TSXKECTU N Txkenoe. 70% 0onbHbIX NorndoaeT

B Te4yeHune 5 ner.



APUTMOTEHHAS KAPTUOMUOIIATHUS
MMPABOT'O KEJYIOUKA (AJIITK)

3aboneBaHne MblLLLbI cepaua,
XapaKkTepusyroLleecs NnporpeccmpyroLLinm
3amelleHmnem muoumtoB XK xnposoun nnu
donOpPO3HO-KMPOBOU TKAHLIO, NPUBOAALLINM K
aTpodmUM U NICTOHYEHUIO CTEHKM Xernyao4dka, ero
amnaTtaumm, conpoBoXaatoLleecs
XKenyao4ykoBbIMU HApPYyLUEHUAMN pUTMA
PA3NMNYHON CTENEHU TAXKECTU, BKIMOYaAS
dondpunnaunto XXenyagoyKkos.



INNOeMOJSIOrus.

* PacnpocTtpaHeHHocTb AKX Hen3BecTHa,
CUYMTAETCH, YTO OHA MOXET BapbnpoBaTh B
npegenax ot 1:3000 Ao 1:10 000. [lepBble
KNMUHNYECKNE NPOABIEHUSA MOTYT
BO3HUKHYTb B FOHOLLIECKOM BO3pacTe,
peako — nocne 40 ner



ITUONOIrNA N naToreHes.

* [lpnunHa 3aboneBaHNA HEU3BECTHaA.
MmetoTca gaHHble O HAacneaCTBEHHOM
Xapaktepe gaucnnasun. Hanbornee
BEPOATHbLIM TUNOM HacnegoBaHUS
ABNSAETCS ayTOCOMHO-AOMUHAHTHBIN.



KnunHuka.

[OnutenbHoe BpeMsi 3aboneBaHne NpoTeKaeT
beccumnToMHO. B 3TOT Nnepuop opraHnyeckoe
nospexaeHue, nexatwiee B ocHose ALK, meaneHHo
nporpeccupyet. KnuHmnyeckue npusHakm ALK
(cepauebueHune, napokcmnamarbHasa Taxukapaus,
rOSIOBOKPY>XEHUE NN 0OMOPOKN) ODLIYHO MNOSIBIIAIOTCA B
NogpOCTKOBOM MM KOHOLLIECKOM BOo3pacTe. BegyLmmum
KIMUMHUYECKUMU NPOABNEHNSAMU NPU STOM SBIIAIOTCH
XU3HeyrpoxatoLlume apuTMumn: xxenyagodkoBas
9KCTpacucTonusa nnun tTaxmkapans (0bbl4HO UMeEeT rpadonky
briokagbl rieBon HOXKM Ny4ka ['nca), annsogbl
dondpmnnnaLnn XenygovkoB; pexe —
CynpaBeHTPUKYNAPHbIe (NpeacepaHble TaxnaputMmuu,
MepLuaHune nnu TpenetaHue npeacepaun). lNepebim
nposiBNeHmnem 3aboneBaHna MOXET CNYXXUTb BHe3arnHas
OCTaHOBKa KpoBOObOpaLLEeHMs1, KOToOpad HacTyrnaeT BO
BpeMsa PU3NYECKUX Harpy3oK Unm Hanps>xeHHou



unarHocTuka.

 ManovHdopmaTtBHa BBMAY pa3HbIX
NPUYNH Pa3BUTUS JaHHOIO COCTOSIHUS.
ToyHas ngeHTudukKaums BoO3MOXKHa TOMbKO
npwv gnutenbHom HabnogeHunn. NIHoraa
3aborieBaHne MOXET ObITb 3aN0403PEHO
Npun OTCYTCTBUWN YBENNYEHUSA Pa3MePOB
cepaua Ha peHTreHorpamMmme.



1.0KI

e IOKI nokos y naymeHToB ¢ ALK nmeet psag xapakTepHbIX
0CODEHHOCTEN, NO3BONSOLNX NPEeanonoXnTb HaNn4ne
3aborneBaHud. Tak, NPOOOIMKUTESTbHOCTb XKenya04KOBbIX
KOMMN1EKCOB B NpaBbIX rPyAHbLIX OTBEAEHUSAX MOXET MpeBbIllaTh
NPO4OMKUTENBLHOCTL QRS-KOMMNIIEKCOB B NEBLIX FPYAHbIX
oTBegeHuax. nutenbHoCTb MHTEpPBana QRS B otBegeHumn Vi
npesblwaeT 110 Mcek (YyBCTBUTESNIbHOCTb 55% 1
cneundunyHocTb 100%). bonbLwaa npogomKnTenbHOCTb QRS-
KOMMEKCOB B NpaBbIX rPyAHbLIX OTBEAEHUSAX MO CPABHEHUIO C
NeBbIMU COXPaHAETCS U B criyvasix brnokagbl MpaBon HOXKU
nydka ['nca.

« BecbMa xapakTepHbl pa3nmnyHble 3KTONMYECKUE Xenyao4koBble
apuUTMMK, BNNOTb 4O CTOMKOW XXenyao4koBOW Taxukapauu, rnpu
KOTOPOW Xeryao4KOBbI€ KOMIMMNEKChl 0ObIYHO MMEIOT BUA
briokaabl IEBOW HOXKM Ny4dKa [1ca, a anekTpuyeckas ocb
cepaua MOXET ObITb OTKINOHEHA KaK BNpasBo, Tak 1 BIIEBO.
[TapokcuamarnbHas XXenygovkoBas Taxmkapanst B 00nbLUMHCTBE
cly4daeB BO3HUKAET B NMpaBOM XenyaoyKke U Nnerko
NHOYLMPYETCA Npu anNeKTpodpn3noriornyeckom nccrneaosaHum.



2.[Mpwn peHTreHONoOrM4ecKomM nccriegoBaHmmn OpraHoB rpyaHON KNeTKu
B OONbLUOM MPOLIEHTE Crly4YaeB BbISIBNSATCA HOpMarnbHble
MOPJOMETPUYECKME NoKasaTenu.

3. Axokappuorpadunyeckume kputepmun AKIXK:
* YMEpEeHHasi aunartaumsi NpaBoro XXenyao4ka;

e NoKalbHOe BbINAYMBaHUE U ANCKNHE3NSA HUXKHEN CTEHKU UMK
BEPXYLLKM cepaua;

*  M30NMPOBaHHOE pacLUMpeHne BbIXOQHOro TpakTa npaBoro
XKenyaouka;

* MOBbILLEHNE MHTEHCUBHOCTUN OTPaXXeHHbIX CUTHAMNOB OT NPaBoOro
XKEnyoouka;

« yBenuMyeHue TpabeKkynsapHOCTU NPaBOro Xenyao4ka.

4. MPT cuuTtaetcsa Hanbonee nepcrnekTMBHbIM BU3yanusanpyoLwmnm
meTtogom anarHocTmku AKIXK, nossonstowmm obHapyxmeaTb
CTPYKTYPHble HapyLUeHNs, Takmue Kak pokanbHOe MCTOHYEHUE CTEHKU U
nokKarnbHble aHEBPU3MBI.

5. LleHHyt0 nHpopMauuo OaeT peHTreHOKOHTpacTHas
BeHTpuKynorpadusa. [pn aTom xapaktepHa gunatauma lN>XK e
COYETaHMNN C CETMEHTaPHbLIMN HAPYLLUEHUAMU Ero COKpPaLLEHNS,



NQP. ANdrHOCTUKA

* [NpoBoauTtca c AKMI'1 ¢ npenmyLlecTBeHHbIM
nopa)eHeM rnpaBoro xenyaoyka. C4mMtaeTcs, 4To npu
OKMI1 c npenmyLecTBeHHbIM NopaXXeHnem npaBoro
Xenyagodka npeobnagatoT CUMMITOMbI
NpaBOXenygo4koBoW He4OCTaTOYHOCTU, a Npu
apuUTMOreHHOU gucnnasumy NpaBoro Xenyagodka —
Xenygo4vkoBble aputmun. [lpegnonaraetcq, 4To
9HOOMMOKapauanbHas duorncus Nno3BonnT
ondpdepeHumposatb AKMIT n AATTXK. [Npw
rMCTOSIOrMYECKOM nccnegoBaHnm bMonTaToB 1 ayToncun
BbIABNSAIOT crieqyoLlime NsMeHeHus, XxapakTepHble Ans
apUTMOreHHoW gmcnnasuy NpaBoro Xenygouka:
XXUPOBY MHPUNLTPpaLMIO (3amMeLleHne) Mrmokapaa,
aTpodunyeckme nnnm HeKpoTnyeckne N3MeHeHnga

KapOuoOMUOLIMTOB, MHTEPCTULMArbHbIV Prndpos,
ALULUTAaaNCTINIINMANTKAHLKLID I/II-I{‘hI/I MNMELRTNDATRKI 12 NMOULWOUWUN/VINaannNek




JleyeHue.

1. HanpaBneHo Ha ycTpaHeHne HabnogaeMblX
apuUTMnmn cepaua. ns atoro NpuMeHsIHoTCA
aHTUapuUTMMUYeCcKne npenapartbl pasHbIX FPynn:
comarion*, amuooapoH*, eeparnamusr* v ap.

2. [1pyn ycTOM4MBOW Xenygo4ykoBoU Taxmkapanm
cnefnyeTt NPoBECTU KaTeTepHoe paspyLlueHne
apUTMOreHHOro o4ara unm uMnraHTauuto
kKapanosepTepa-gedmnbdpunnaropa



[IporHos.

» HacTo HebnaronpusaTHbin. KaxXabin NSTbIN
605IbHOM MONOA0ro Bo3pacTa, yMmuparLnm
BHe3amnHo, cTpagaeT AaHHOW NaToNormm.
Kaxkabln gecAaTbIin NauneHT, cTpagatoLmnm
apUTMOreHHoOu aucnnasuemn npasoro
XKenygouka, ymmpaetT OT 3aCTOUHOU
cepaeyHon HeQoOCTaTOYHOCTU U
TPOMOOIMOONTNYECKUX OCITOXHEHUN.
OCHOBHOW NMPUYNHON CMEPTU ABNAETCH
aneKkTpmnyeckasd HecTabunbHOCTb
MUoKapaa.



CVIRnAFPFUN RERVUIVIHIARTAUL VO
MWOKAPAOA JNIEBOTI'O XENYOOYKA

« PacnpocTtpaHeHHOCTb HMWMeM nonynauum no
HEKOTOpPbIM OUeHKaM cocTtaBndeT oT 0,05% 0o 0,25% B rog, B TO
BpeM4 Kak No AaHHbIM 3MMNMUpUYeCcknx nceregosaHumn 20

e Cpean BCEX B3POCIbIX NaUMeHTOB, rnpoweawmx Ixo-KI -
nccneposaHue, HMJTX obin obHapyxeH y 0,014% - 0,26%

« CocTaBnser 9,2 % cpean Bcex ANarHoOCTUPOBAHHbIX
KapguomuonaTtumn, 3aHUMMaEeT TPETbE MECTO B CTPYKTYpe
KapguomuonaTum nocne rmneptpodunyeckon u
annartaymoHHon. HMJITX - oanH 13 peakux Buaos
KapguomuonaTum, BpoXXaeHHOE nopaxkxeHne Mmmokapaa,
ABNAOLLEeeCcsa crieacTBMeM HapyLLUeHMs ero pa3sBuTuA Ha aTane
aMbOpuroreHesa n xapakrepusyrLieecsi NoBbILLIEHNEM
TpabeKynsapHOCTU MMUOKapaa, Kak npaBuIio, 1eBOIO
Xenygodka v Hannvnem rnyooknx MexTpabdekynapHbIX
NPOCTPAHCTB (NaKyH), coobLaroLwmxcs ¢ nosiocTbio
Xenyagodka.



PacnpocTpaHeHHOCTb

» PacnpoctpaHeHHocTb HMJ1K B 00LLIen
nonynaunum no HEKOTOPbLIM OLEHKaM
cocTtaBnget oT 0,05% 0o 0,25% B rog, B TO BpemM4
Kak No JaHHbIM 3MMUPUYECKNX NCCeaoBaHUN
cpeau Bcex B3pOCrblX NauMeHToB, npoLieLmnx
Ixo-KI-uccneposanne, HMJ1XK 6bin
obHapyxeH Yy 0,014% - 0,26%

« CocTaBnseT 9,2 % cpean BCeEX
ONarHoCTUPOBAHHbLIX KapanomMmonaTum,
3aHMMaEeT TPETbE MECTO B CTPYKTYpE
KapgunomumonaTun nocne runeptpodouyeckon

~
FIAFN29S1 114010 1 1 .10 4



ITUONOINMA U NaToreHes.

* 3BecTHO ABa TMNa HacneaoBaHUs: ayTOCOMHO-PELECCUBHBIN U
cuenmeHHbIN C NMoJSIoM, COCTaBNALLNNA 44% HaAONOOEeHUA.

 HMJDXK aBngaeTtca KNMHUYECKU N TEHETUYECKU FrETEPOreHHbIM,
00OyCnoBIiEH HapyLEHMEM pa3BUTUA MUOKapaa B npoLuecce
aMbpuroHanbHoro pas3sutua. OCHOBHOM NpU3HaK 3Toro 3aboneBaHus
— rnybokue Tpabekyribl B MMOKapae NeBoro Xenyago4ka u
MEXKENya04KOBOW Neperopoake, Yto BrieveT 3a COOON CHUKEHME
CUCTOSINYECKON DYHKLIMM NEBOIO Xenyaoyka. B 4actu cny4vyaes B
naTosIorM4ecKkni NpoLecc MOXeT BOBNEKaTbCA M1UoKapd npaBoro
XXenyagodka. MoxeT coveTtaTtbCs C npu3HakamMmu gunataunoHHOU
KapanommonaTtum, Unm BpoXXaeHHbIMU NopokamMmu cepaua. Haule
Bcero BcTpedvatotcsa covetaHnsa HMJDK ¢ nedektamm
MexnpeacepaHon neperopoaku (AMII), nsonnpoBaHHbIMU UK
MHOXXECTBEHHbLIMN AedeKkTaMn MeXxKenyao4koBon NeperopogKkm
(AMXKTT), cTeHO30M NeroYHbIX apTepmn, 0 4HAKO ONMMCcaHbI K
HeKkoTopble Apyrue Buabl nopokos. MoxeT BCTpeyaTbes B
COYETAHUN C HEMPOMBbILLEYHBbIMU 3a0051IEBAHNAMMN, TAKUMU KaK
mMeTabornunyeckasa mmonaTtus; cuHapombl — bapTa (Barth) OTaxapa
(Ohtahara), PondomaH (Roifman), MenHuka-Hunansa (Melnick-Needles),
MUKpOodpTaNnbMNM C NMMHEUHBIMU KOXHbIMU Aedektamm (MLS -

microphthalmia with linear skin defects), Horren-HagkoneHHuKa
(Nail-Patellal 1 HvHAaHd (Noonan): MmkltlieuHkIie nuetpnothbhuvm Revena



Knaccudukauus.

1. Mopgosiocuyeckme munbi:

* JNTAKyYHapHbIN - HEKOMNAKTHbIM MUOKap4 NnpeacTaBneH
CETbIO XOPOLLO BU3YannanpyoLmxca Tpabekyn c
LLUIMPOKUMMU, IITyOOKMMU NaKyHaMWU;

* ryb4yaTbli - HEKOMMAaKTHLIN MUOKap4 nNpeacTasrieH
YyepeLoBaHNEM MHOXECTBA MenbvyanLlnx NakyH (MeHee
1 MM) 1 Tpabekyn, TPYQHO pasnnuynMbIxX gpyr ot apyra;

e CMELUaHHbIN - BU3yanma3npyroTca Tpabekynbl U
nakyHapHbl€ NPOCTPAHCTBA, MEHEE BbIpaXXeHHbIE, YEM
Npu NakyHapHOM TUrE.

2. Tunbi pemodenupoeaHusi cepoua y demeu ¢ HVJDK:
e AunataumMOHHbIN;

* PECTPUKTUBHDbIU;

* TMNepPTPOPNYECKUN.



KnuHuka.

« CepoevHast HegoCTaTO4YHOCTb, Xenyao4KOoBbIE apUTMUN,
CUCTEMHAaZA nnun nerovyHasa ambonumsa. HapyweHune
OVNacTONM4YeCKon U CUCTONMNYECKOU CPYHKLNN.
[nactonnyeckaa AUCPYHKUNA XxapaKTepusyeTca HapyLLeHNeM
npoLieccoB paccriabneHns n HanonHeHNs NEBOro Xenyaoyka
B pE3YynbTaTe yMEHbLUEHUS obbema ero NosiocTu Npu
NoBbILLEHHON TpabekynapHocTn. OgHUM U3 BO3MOXHbIX
MeXaHN3MOB BO3HUKHOBEHUA CUCTONNYECKON OUCHYHKUNMK
SABNSIETCHA XPOHUYECKAa NeMnua Mmokapaa, ooycnoBrieHHas
HapyLUeHNEM KOPOHaAPHON MUKPOLIMPKYNSALUMN.

« YacTo BCTpeyaloTca HapyLUeHNUa cepaeyHoro putmMa u
NpoBOAMMOCTU cepaua. Bo3aMOXXHbI XKenygo4koBble apuTMuuy,
donbpunnauna npeacepann, napokcmnamanbHas nnm
NOCTOAHHAA POPMbI XKeNyago4yKkoBou Taxukapanu. [NpudinHon
CUCTEMHbIX W NIErOYHbIX 3MOONNK NPUN HEKOMMNAKTHOM
MUoKapae NeBoro Xenyngo4dka vatlle BCero aBndercd
MepuaTernbHas apMTMusa ¢ nocneayowmm doopMmmpoBaHmneEM
TpomM0bO3a B 06racTn MexxTpabeKkynsipHbIX NPOCTPAaHCTB, rae
CKOPOCTb KPOBOTOKA 3HAYUTENBbHO CHMXEHA



IdunarHocTuka.

» Bkritovaet npoBeaeHmne Ixo-KI ¢
onpeaeneHnemMm cCooTHOLLIEHNUA KOMMaKTHOro
crnos Mmokapaa K HekomnaktHomy, OKI, XM
OKI', MPT cepaua, nouck mytaunm B reHe TAZ
MONEKYNAPHO-FreHETUYECKNMN METOAAMN Y
OOrbHbIX, @ TAKXKe AnarHocTuka
reTepo3nroTHOro HoOCUTenNbLCTBa y
POACTBEHHUKOB NAaLIMEHTOB.



1. 9x0 - KI — a BngeTcsa oaHUM 13 BaXXHENLLNX
HEeMHBAa3MBHbIX METOA0B ANArHOCTUKU
HEKOMMNAaKTHOro Mmokapaa. B cooTBeTCTBUK C
YNbTPa3BYKOBOW KAPTUHOM CTEHKA HEKOMMAKTHOIO
MMoKapaa COCTOUT U3 ABYX CJTOEB: KOMMAKTHOIO
anukapgmanbHOro n HEKOMMaKkTHOro
9HOoKapauanbHoro. HekomMnakTHbIN Crion
npeacTaBfeH YyTomnNweHHbIMY Tpabekynamu C
rMyooKMMN MEXTPabeKynsipHbIMM NPOCTPAHCTBaAMU
NPENMYLLECTBEHHO B 0OnacTu anukanbHbIX U
cpeaHnUX CErMeHTOB HUXHEN N DOKOBOW CTEHOK
N1eBOro Xenyagoyka, Nno3ToMy anukapguarnbHbI Crioun
TOHbLUE 3HAOoKapanarnbHoro. OTMmeYyaeTcs gunarayms
NeBOro XXenyaoyka, CHUXKeHUe CUCTONNYECKOU
doyHKLMM N HapyLLeHWe ONaCTONNYECKOU PYHKLNN
NpPenMyLLECTBEHHO MO PECTPUKTUBHOMY TUMY.

[ MMOKMHE3NA MMOKapda OTMeYaeTCcH Kak B 30Hax C
HEKOMMaKTHOCTbIO, TaK U B HOPpMarsibHbIX CErMEHTaxX
neBoro Xenvaoodka



2. IKI

He nmeet cneundonyeckmx npusHakoB. Ha
anekTpokapagmnorpamme 60rbHbIX HEKOMMAaKTHbBIM
MWUOKapAoM NeBOro Xenyagoyka BblaBNAKOTCA:
OTKITOHEHME 3NEKTPUYECKON OCU cepala BrneBo,
rmnepTpodoua Mmokapaa feBoro XXenyaoyka,
NpuU3HaKn HapyLleHnsa penonspusaymnm
Xenyago4ykoB, USMEHEHUA KOHEYHOW YacTu
XKEenyngo4koBOro KoOMnnekca,
CynpaBeHTPUKYNAPHaa U XXenyao4ykoBagd
9KCTpacuctonmu, oriokagbl HOXek ny4dka 'nea,
WPW-CUHOPOM, aTPUOBEHTPUKYIAPHbIE Driokabl
Pa3NMMYHON CTEMNEHU BbIPaXeHHOCTH,
bopbINaung noeacedavii u Abvrme HabVviLleHUs



JleyeHue.
B HacTosLllee BpeMa ocTaeTca HecneundpuyHbIM
n cumntomatTndeckmm. OHo BasnpyeTca Ha
KoppeKkumn n npodunaktnke Tpex OCHOBHbIX
KIMMHNYECKUX NPOSABIEHNN HEKOMMAKTHOIO
MWUOKapaa: cepgeyYyHon HeaoCTaTOYHOCTH,
apuUTMUN U 3MOONNYECKUX OCITOXKHEHUN. [1pK
OTCYTCTBMU 3adodoeKTa OT NPOBOANMOMN Tepanuu,
TOPNUAHOM Te4yeHun 3aboneBaHnNst BO3MOXHa
NOCTaHOBKa B NTUCT OXXWUOaHUS Ha
TpaHcnnaHTauuio cepaua. bonbHbLIM CO
«3NOKa4YeCTBEHHbIMU» HAPYLLUEHNAMU PUTMA
HeobxoaMma yCTaHOBKa KapamnoBepTepa-



QMQQ.QVIGFHOCTVIKG.

« Cnenyet andpdepeHumnpoBaTb C pasHbIMU
doopmamun ngmonaTn4eckmnx KapanommonaTmm
(QMnaTayMoHHOW, TMNEPTPOPUHECKON,
PECTPUKTUBHOW), a TaKKe TPOMDO30M NIEBOrO
Xenyaodka, AoONOSTHUTENbHbIMU Tpabekynamu,
aHOMarbHO pacnofoXeHHbIMUN Xopaamu,
NepCUCTUPYIOLLMMN CUHYCOMOAMMN NPU
aHOMarnbHOM OTXOXAEeHUN NeBON KOPOHAPHOW
apTepun OT Nero4HOro CTBoMa, atpesnen
NeroyHoun apTepumn npm MUHTaKTHOWU
MeXOKeNnya04KoBOW neperopoake, onyxonsamu

cepaLa.



[IpOorHos.

[TporHo3 6onbHbIX ¢ NHITK 3aBucHT oT 06bema
NopaXeHHbIX CErMEHTOB, ODLLEN
COKpaTUTENbHOWN CNTOCODHOCTU MMoKapaa,
BPEMEHUN BO3HMKHOBEHUS U CKOPOCTU
HapacTaHUa CUMNTOMOB cepAe4YHOMn
HegocTaTtovyHocTU. Hanbornee HebnaronpusTHbIN
NporHo3 Habnogaetcs y nauneHToB ¢ OB meHee
35 %. OCHOBHYI0 Yrpo3y 4114 300POBbS U XKN3HU
BorbHbIX NpeacTaBnsieT pa3BUTUE U
nporpeccmpoBaHmne cepaevHomn
HegocTaTtoyHocTU. Heobxoauma npodunakTuka
TPOMDO3IMOONNYECKNX OCITOXHEHUN.



