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SUMMARY

The article presents a modern classification of cardiomiyopathy in children. A special attention is paid to
classification, clinic and family forms of hypertrophic cardiomiyopathy. The author’'s own observations of 16

children and their next-of-kins are presented.

LIATHOCTUKA PI3HUX BAPIAHTIB KAPOIOMIONATIV Y AITEN. HOBWUM MOrNSAMA HA CTAPY NMPOBNEMY
(YACTUHA1)

I. E. CyxapeBa

PE3IOME
Y cTaTTi HajaHa cyyacHa knacudikauis kapaiomionatin. Ocobnuea yBara npugineHa knacudikadii,
KniHiui i cimenHnm dopmam rinepTpodivHOi kapgiomionartii. [pvBegeHi BnacHi cnoctepexeHHs 3a 16 gitbmu

i iX HaNGNWxX4YMMU poauyamu.

KnioueBble cnoBa: kapanoMmuonatum, AeTm, AUarHocTmuKa.

Kapmuomuonarun (KMII) npencraBnstor coboi
rpymiy 3a00JieBaHUI MUOKap/a, KOTOpbIe ObLTH OTIHCa-
HBI OTHOCHTENHEHO HEJABHO U C TEX ITOP BBI3BIBAIOT HEO-
crabeBaronIuii HHTEPEC KapHoI0roB, MOp(oIoroB, re-
HETHKOB H BCE YaIlle — KapANOXUPYProB. AKTYalIbHOCTh
npobaemsl KMIT onpenensiercst TeM, 9TO OHH 3aHUMa-
0T CYIIECTBEHHOE MECTO B COBPEMEHHOW CTPYKType
3a00JIeBaHUN, IPUBOSAIINAX K PA3BUTHIO XPOHUYIECKOM
cepneanoit HepocrarouHoct (CH). KMIT y neteit oTHO-
cATCA K TSOKENON TAaTOJIOTUH MUOKapa, OHU XapaKTepu-
3yFOTCSI 3]I0Ka9eCTBEHHBIM TCUCHHEM, PE3UCTEHTHOCTHIO
K ITPOBOJIMMOM TE€paInu, BBICOKOM CMEPTHOCTHIO, B TOM
YHclIe BO3HUKaroIel BHe3anHo Beaeacteue CH, a Tak-
K€ IIPU Pa3BUTHH )KU3HEYTPOKAFOIINX CEPICUHBIX apUT-
muii [3, 5,10, 13, 17]. YcTaHoBIeHHE NCTHHHON Pacpo-
crpanéurocti KMII sBnsercst oueHs TpyaHOM 3a1aueit
B CBSI3H CO CIIOKHOCTBIO Pa3TPaHUYCHHS ITOH MaTOJO-
THH C IPYTHMH 3a00JICBaHUAMH, IPH KOTOPBIX PEMOJIe-
npoBaHue cep/a umeet cxoaabie ¢ KMIT uepter. Jlan-
HBIE CKPHHHUHTOBBIX HCCIIEIOBAaHUI, MPOBEACHHBIX B
CIHIA c ncnonmszoanneM DKI 1 9xoKT, yctanasnmuBa-
0T CJIEYIOITYIO PACIIPOCTPAaHEHHOCTH THIIEPTPOhIIeCc-
xoit kapnuomuonatuu (I'KMIT) — ot 1:500 no 1:5000 06-
CIIeTOBAaHHBIX. JHnsTanmoHHAas KapAUOMHOIATHS
(JAIKMIT) BeisiBiisiercst ot 1:50 mo 1:25 ciygaes CH [1].

B nepeBone ¢ rpedeckoro kapauomuomnarus (kardia
— cepare, myos — Mbla, pathos —60ye3Hs) — 310 «00-
JIE3HB CEPJICUHON MBIIIITLD». JIaHHBIA TEPMUH OBLT ITPeI-

noxeH B 1957 roxy W. Bridgen n ncnionp3oBancs s
06o3HaYeHHS 3a00JIeBaHUI MUOKap/ia HESICHOW ITHO-
JIOTWH, TIPOSIBIIIIOIINXCS KapIHOMET e, crienuduaec-
kumu u3MeHeHnssMu Ha DKI 1 mporpeccupyronmm te-
YeHHEM C Pa3BUTHEM HEIOCTaTOYHOCTH KpOBOOOpartiie-
HUS ¥ HeOJIaronpusATHBIM IIPOTHO30M IS KU3HH. Briep-
BbIe yHIaMeHTaIbHbIe ucchenoBanus mo KMIT mpo-
BéN B 1961 — 1982 roxy J. Goodwin. Umenno on B 1973
TOJIy TIPEIUIOKUI CIeAyIoIee onpeneienue: «Kapouo-
mMuonamus — ocmpoe, nodocmpoe Uiy XpoHuveckoe
3a60/1e6anue cepOeuHOl MblUllYbl HeU38eCMHOU UTU He-
SACHOU IMUOTOUU, YACO C BO8NleHeHUeM IHOOKapod
UnU nepukapoa U He AsaAOUeecs cieocmauem CmpyK-
mypHou depopmayuu cepoya, cunepmenzuu (cucmem-
HOU WU 1E20YHOU) UTU KOPOHAPHO20 AMeEPOMAamo3a.
J. Goodwin BriepBbIe BbIACTWI TpH Tpymel KMIT: 3ac-
TolHyto (muisitaninoHHyto — JIKMIT), runeptpoduyec-
kyto u pectpuktuBHyto (PKMII). 3a ucrexmmue 40 et
OBUTH TOCTUTHYTHI OTPOMHBIE YCIIEXH B H3Y4EeHUH 00-
ne3Hedt Muokapaa. biaronaps HaKOIIEHHOMY KIWHU-
YeCKOMY MaTepHaiy, BHEIPCHUIO COBPEMEHHBIX METO-
noB uccnenosanus (OxoKT, XMOKT, PKT u MPT, 6uo-
TICHSI MEOKap/ia, paAHOM30TOIHBIE METOIBI HCCIICIO0BA-
HUS 1 JIp.), a TAaK)Ke PA3BUTHIO TEHETHKH, YIEHBIM yria-
JIOCh YCTaHOBHUTH MPOUCXOXkIeHUE OompmuHCTBa KMIT,
0oJee MMPOKO X TPAKTOBATh, BHOCHUTH B KilacCH(HKa-
[IUH TOTIOJHEeHUs 1 n3MeHeHwst. Kitaccudukarst 6osre3-
Hel Muokapa, npeaioxennas komuretoM BO3 B coas-
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TOPCTBE C AKCIEpTaMU MeXITyHapOIHOTO O0IIeCTBa U
(denepanmu xaparonoros (ISFC) B 1995 romy yxke BKITFO-
gana apurmorernyio KMIT npaBoro xenymouka (ITK),
nauonatndeckue KMII, cnerududeckue 60Ie3HN MU-
okapza, HeKJaccupuupyembie 00JIe3HH MHOKapaa. B
2006 roxy O6bUTa OITYOTMKOBaHA HOBASI KIIACCU(DUKAIINS
KMII Amepukanckoit Accormaruu Cepana (AHA). B
OCHOBY 3TOH KJTacCHU(HUKAINU MTOJIOKEH ATHOIOTHIEC-
KHUH MIPUHIUIT C TEHOMHOMW HanpasieHHocTho0. [Tocne-
st knaccudukanus KMIT 6puta mpemoxena B 2008
roxy EBporefickum obmectsom kapauosioros (EOK). B
OCHOBY JIaHHOM KJTACCU(UKAITIH JISTITH MOP(OJIOTHIEC-
KHe U (pyHKIHOHATBHBIE M3MEHEHUSI MAOKapaa Kely-
JIOYKOB Ccepiia, ¥ MOosBUIIOCH HOBoe onpezenenne KMIT
— «OMO NAmono2Uus MUOKapoa, npu KOmopou npouc-
X00am e20 cmpyKmypHbvie uiu QyHKYUOHAIbHbIE HADY-
weHusl, He 00y Cl06/1eHHbIE ULleMUYecKoU O01e3HbIO cep-
oya, eunepmen3uetl, K1aNAHHLIMU NOPOKAMU U 8POHC-
O0EHHbIMU 3a00Ne6aHUAMU cepoyd...». TakuM 00pa3oM,
Ha MIPOTSDKCHUH HECKOJIBKUX AECATHICTHH MPOUCXOANIIA
IBOJTIOIHS TEPMHUHOJOTHH U Kiaccudukammu KMIT u,
MTO-BAIAMMOMY, 3TOT Ipo1iecc OyAeT MPOAOIIKATHCS, TaK
KaK enié MHOTHE BOTPOCHI TPEOYIOT NajbHEHIIero u3y-
YEeHUSI ¥ NTyOOKMX HayqIHBIX HCCIIEIOBaHMI N0, KaK CKa-
3ait J. Goodwin, «.... mo0as kraccuukamnyst sBIseTCs
HETIOJTHOM M JAEHCTBYET KaK MOCT MEXKIy IOJIHBIM He-
3HaHWEM M a0COJIIOTHBIM TOHUMaHuEM» [ 14].

Knaccudukanus kap JMoOMHOTIATHIA

I. Mepuanbie KMII (n301mpoBanHOE WK TIpEBa-
JUpYIOIIee ) TTIOBPESKACHNE MHOKApAA.

1. Tenetmueckue: 1) 'KMII; 2) apuTrmorenHas auc-
miasus [DK; 3) HekoMITaKTHBIA MUOKap/T JIEBOTO KeITy-
nouka (JDK); 4) HapymieHus: AeTTOHUPOBAHUS TIIUKOTE-
Ha: PRKAG 2 (protein kinase, AMP-activated, gamma 2
noncatalytic subunit), 6ose3ub JJlanona (Danon disease);
5) HapyIIeHUS HOHHBIX KaHAJIOB (CHHAPOM yIITHHEHHO-
ro uatepBana QT: LQTS, cunapom bpyrana, cuaapom
ykopodennoro uHTepBania QT (SQTS), cuaapom Jlener-
pa (Lenegre), kaTexomaMuHIHEpPrU4ecKas moauMopd-
Has xenynodkoBas Taxukapaus (CPVT), curapom
HEeOOBSICHUMON BHe3ammHOW HOYHO#M cMmepTH (Asian
SUNDS); 6) neektbl mpoBeneHus; 7) MUTOXOHAPHAITb-
HBIE MHOTIATHH.

2. Cmemannsie KMII: a) nunaranuonHas, 6) pect-
PHUKTHUBHAS.

3. IIpuobpeTéHnple: a) BocnaiuTeabHas (MHOKap-
nut), 0) ctpecc-unaynuposannas (Tako-Tsubo
syndrome), B) mepumnopTaibHas, T') WHAYIUPOBaHHASL
TaxuKapIue, 1) y AeTel, PO AEHHBIX OT MaTepe ¢ UH-
CYJIMHO3aBHCHUMBIM CaXapHBIM AHA0ETOM.

II. Bropuunbsie KMII: MmuokapauaasHOE MOBpEXkKIe-
HHUE SBIISETCS YaCTHIO TCHEPATTM30BAHHBIX CUCTEMHBIX
(MyITBTHOPTaHHBIX ) 3200JIEBAHUIA.

I'KMII otHocutcs k nepBudHbiM KMII u siBnisiercs
OJTHUM M3 HamOoJee THKEIo MPOTEKAIONINX 3a00IeBa-
HUH MHOKap/a, MPUBOIAIINX K MHBAJTUIHOCTH U COTIPSI-
KEHHBIX C BRICOKMM pUCKOM BHe3amHou cmeptH (BC),

OPUTUHANbHBIECTATDbBbMU

KOTOpasi MOKET CTaTh IIEPBBIM U eIHHCTBEHHBIM TIPOSIB-
JieHueM 3a00JIeBaHus — y IeTel oHa cocTaBisieT 4-6% B
ron. Oco6enHo BbIcok puck BC y meteit ¢ BRIpaskeHHBI-
MU KJIMHAYECKUMH IIPOSBICHUSME 3200JICBaHU U CITy-
gasimu BC cpeau Ou3KuX poncTBeHHHUKOB [6, 10, 15, 17].
Brepseie 'KMII 6b11a onricana GppaHITy3CKHUM MaTOJI0-
rom M. Hallopeau B 1869 romy, omHako pa3BépHyTas xa-
paKkTEepUCTHKA dTOTO 3a00JIeBaHUs ObLIa PEJICTaBICHA
B 50-60 roxel XX Beka Omaromapst uccienoBanusm E.
Braunwald, W. Goodwin, T. Mattingly, D. Teare u npy-
rux KIMHUIKUCTOB U nlatosioros. [1pu 'KMII BeisBnisieTcs
rurepTpodus cteHok JIK, conpoBoxmaromasicst yMeHb-
IIEHUEM €ro IOJIOCTH W TOBBIMICHUEM (PpaKiuu BHIO-
poca. Hambozee gacTto BCTpedyaeTcss aCCHMETPHIHOE
YTONIIEeHNE MexoKemynoukoBoii neperoponku (MXKII),
IIPH KOTOPOM MOYKET Pa3BUBATHCS OOCTPYKIIHS BBIXO-
soro Tpakta JDK (BTJIK) ¢ moBbimeHHEM B HEM CKOPO-
CTH KPOBOTOKA. BoJIe3Hb XapaKkTepu3yeTcs THnepTpohu-
el KapIMOMHUOIUTOB, UX JIE30praHU3aIUeH Ha I0CTATOY-
HO OOJIBIIIOM TPOTSHKCHHH, UHTEPCTUITUATBHBIM (HUO-
PO30M H YTOJNIIECHUEM MEINH WHTPaMypalbHBIX KOPO-
HapHbIx aptepuii (KA). Jlo cux mop mpeaMeTomM HHTESH-
CUBHBIX uccienoBanuil ocraércs renes I'KMII. beuio
BBICKa3aHO MHOYKECTBO THITOTE3 O €€ MPOUCXOKICHNN.
OmHM U3 HIX OKa3aJIUCh HEIONTOBEYHBIMHE (KaK, HAIIPH-
Mep, IPEANOIOKEHIS 00 STHOIOTHIECKOI POl TaMap-
TOMBI, 0OJIE3HU MEITKUX COCYIIOB | T.11.). JIpyrue, ¢ 6onee
nm MeHee 00HaIEKUBAIONIIIMH Pe3yJIbTaTaMHt, pa3pa-
0aTBIBAIOTCSA U B HAcCTOsIIee BpeMs. PaccmarpuBaroTes
paznuuHbie npuunHbl pa3Butus ['KMII: napymenus
AMOpHOTEHEe3a, BHYTPUYTPOOHOE BUPYCHOE TTOPAKCHHE
IUTO/a, YCHIIEHHAS SKCKPENHs KaTeXOJIaMHHOB, SHIOK-
PHUHHBIEC HapymeHus u Apyrue. HazBaHHBIX (pakTOpOB,
JTAJIeKO HE MCUEPIIBIBAIOIINX BCE THITOTE3HI O IPUIHHAX
passutus 'KMII, noctarodHo, 9T0OBI COTIIACHUTHCS C
MHEHHEM O €€ MOIMITHOIIOTHIHOCTH. OTHAKO TIOIaBIIsA-
foriee OONBITMHCTBO aBTOPOB CUMTAIOT, 4TO ¥ 30-50%
60pHBIX ' KMIT nMeeT reHeTHIeCKYI0 O CHOBY, CBSI3aH-
Hyto ¢ cuctemoit HLA-anturenos. [Ipu I'KMII oxono
60% coctaBisroT cemerinbie hopmbl 1 utb B 40% Ha-
OIIOMaroTCs criopagudeckue ciaydan 6omne3nu. Cpenu
JKMII 40% coctaistror cemeitabie hopmbl. CeMeiHbIe
KMII moryT OBITH 00YCIIOBJICHBI TEHETHIESCKUM JTe(heK-
TOM, HaCJIe[yeMbIM ayTOCOMHO-JIOMHHAHTHO, X-CIIETI-
JNIEHHO WK PEIECCUBHO; TTATOJIOTHEH MUTOXOHIPHIA [ 7,
9,11,12,16, 18]. PazButre 'KMII CBS3BIBAIOT C MyTaITH-
el psila TeHOB, ONPEICISIONINX CTPYKTYPHBIE OCOOCH-
HOCTU MuoKapa. He nckimtogaercss BO3MOXXHOCTb 1BOM-
HOM MyTalMi B OJHOM U TOM K€ IeHe. B HacTosiee
BpeMs HaKOIICH 3HAYMTENbHBIH HCCIIeI0BATEIbCKUI
MaTepHall, KOTOPBIi KacaeTCsl POJIM TEHETHIECKUX My-
TaIUii, a TAK)KE TCHETHIECKOTO MOTMMOP(H3Ma U SKCTI-
peccun reHoB B pazButuu ' KMIT u IKMII, a BnepBbie
naeHTHGUIHPOBaTh aHoManbHbIH TeH [ KMII ynanock
J. Jarcho u coart. B 1989 roay. ['en nomy4un Ha3BaHHe
FHC-1 (ren cemeitnoit 'KMII). K HacTosmemy Bpeme-
HU omcaHo 6osiee 50 MyTanuii B JOKycax TeHOB, KOHT-
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POJHPYIOUINX CTPYKTYPY U (PYHKINIO COKPATUTEIHHBIX
OenmkoB MUOKapzaa. Peub maér 06 aHOMalbHBIX TeHAX,
PacCIIOIOKEHHBIX B XxpomMocomax 1,2,7, 11, 14u 15. T'en-
HBIN 1e()eKT, KaK MPaBHII0, 3aKII0YAETCS B HAPYIIICHUN
MTOCIIEIOBATEIFHOCTH AMHHOKHCIIOT, TO €CTh B 3aMEHE
OJTHOW aMHHOKHCIIOTHI Ha JPYTYI0. DKCIIEPUMEHTANb-
HBIMH U KIIMHAYECKUMH HCCIIeIOBAHUSIMH TIOCTICHUX JIET
YCTaHOBJICHO, YTO TIPH TaK HA3BIBAEMBIX «HIHOMIATHIEC-
kux» KMII umeroT Mecto HapyeHnst OKUCIUTEIHHOTO
(dhochoprmpoBaHus, CBI3aHHbBIE CO CHUYKCHUEM aKTHB-
HOCTH MUTOXOHJIpHAIbHOU 3JIEKTPOHHO-TPAHCTIOPTHOM
CHCTEMBI BCJICICTBHE MYTAI[IH MUTOXOHAPHATIHLHON HTH
simepHoit JIHK. KMIT moryT HabmonaThest Ha GOoHE TH-
MMUYHBIX MUTOXOHAPHANBHBIX CHHAPOMOB, TAaKUX Kak
MERRF, MELAS, Kepnca-Ceiipa, a Takkxe Ipu MUATO-
XOHJpHaIbHOU MUONaTHU. BMecTe ¢ TeM U3BECTHO, YTO
MHUTOXOHAPHAIBHAS TUCHYHKIHS MOKET OBITh IPHUIH-
HOM pa3BUTHS HE TOJIBKO MOJIMOPTAHHOM MaTOJIOTHUH, HO
1 MIPOSIBIATHCA MPEHMYIIIECTBEHHBIM TTOPaKEHHEM MH-
okapja. B oreuecTBeHHOI JE€TCKOM KapANOJIOTH4ECKOM
npakTuke MutToxoHapuansasie KMII npu sxu3uu nuar-
HOCTHPYIOTCSI HEJOCTATOYHO JOCTOBEPHO HMIIH OCTAIOT-
cs1 Hepacro3HaHHBIMU. OTCYTCTBYIOT KpuTepuu audde-
PEHIIMPOBAHHOTO TIOIX0/1a K 00CIIeTOBAaHHUIO OOTBHBIX C
KMII 1 BBIBIIEHNSI MUTOXOHIPHAIIHOM HEAOCTATOY-
HOCTH, HE pa3paboTaHbl MyTH MeTab0JINIeCKO KOppeK-
MY HapyIIeHUH KJIETOYHOU dHepreTHku. CeMeiHble
I'KMII MoTyT OBITH O0YCIIOBJICHBI: Je(EKTOM SIEPHON
JIHK ¢ ayToCOMHO-IOMWHaHTHBIM, ayTOCOMHO-PEIEC-
CHUBHBIM, X-CIICTIICHHBIM HaclleI0BaHUEM; Ae(heKTaMu
mutoxoHApuansHeix JIHK; Hapymennem oOMeHa Be-
IIECTB B KapAWOMHOINTE; CTPYKTYPHBIMHA aHOMAJHs-
MU OenkoB KapanomuonuTa. Hanbomee wacto Bcrpeya-
1oTCs ayrocomHo-perieccuBHbie KMII, koTopsie nMeroT
XapakTepHbIe PEHOTUITNIECKUE TPOSIBIICHUS 1 JIETKO [T~
arHoctupytotcs o coueranuto KMII ¢ skcrpakapanans-
Hoi natosnorueit. B rpynmne 'KMII k aum oTHOCSTCS:

1. JTedumur NADH-kosH3uM Q penykraszsl. [KMIT.
Krnmanka: MeieuHast craboCcTh, YMCTBEHHAS OTCTAIOCTD,
0 TATEMOTUIETHS, TAKTATAINI03, IPU OMOTICHH CKEJIeT-
HOM MBITIIIHI — ragged-red BOJIOKHA, HAKOTUICHHE JTUITH-
JTOB ¥ TAPAKPUCTAIIIOB B MUTOXOHIPHUSIX.

2. ledumut I{utoxpoma B. I'mcTnonuronmaHas
I'KMII, dhaTanbHBIE KeTyA0IKOBBIE TAXHAPUTMHUH, TIPU
OnoTicHy MHOKap/a «IIPHIYUIHBAsD) TUJIATalUs MUTO-
XOHJIPHH.

3. Jedumur [Turoxpom C okcumazpl. CHMMETpUY-
Hast ['KMII, aprepuanbhas runotoHus. OCOOCHHOCTH:
JIAKTaT auI03, MBIIICYHAs CIa0O0CTh, MMOYeYHAsT THC-
GbyHKIHS.

4. Hedurut muroxouapuanbHoi AT®a3pl. CuMMeT-
puunass TKMII. OcobeHHOCTH: TIpOoTpeccupyroas
MBIIIEYHAs C1a00CTh, YHIE(HATOMHUOIATHS.

5. Jlepumur aa3 mportenna nmurtoxpoma. CHMMET-
puanas 'KMII, B 6uonrate — )XHUpOBOE MEPEPOKACHNE
MHOKap/ia ¢ OTIA0KEHHEM OO0JIBIIOT0 KOJIHIECTBA JIUITH-
JTOB ¥ ITIMKOTeHA B MUTOXOHAPHAX. OCOOCHHOCTH: TeHe-

paru30BaHHAs MBIIICYHAS THITOTOHHMS, TAKTATallI03, B
OmomnTare CKeJICTHBIX MBIIIII OTIIOKCHHUE JINITHIOB ¥ TJIH-
KOT€Ha B MUTOXOH/IPHSX.

6. X-cueruiénras KMII ¢ aHoMaIbHEIMA MUTOXOH-
nmpusimu. ' KMIT ¢ paranM pazsutuem CH ¢ neTamsHbIM
MCXOAOM B | TO/1, Ha ayTONICHH THIEPTPOUS U JrjIaTa-
UL KaMep Ccepara, dHI0KapANAILHBIN (HUOPOITOCTO3,
B OMOTITaTe MBIIIIBI CEPAIa TUPKYIIPHON HOPMBI KpH-
CTBI, HAKOTUICHHE B MUTOXOH/IPHSIX ITIOTHBIX TEJEI X TITH-
KOTEHa.

7. MuToXOHIIpuaibHas MHOMATHS U BPOXKIAEHHAS
karapakrta. Cummerpuanas [ KMII. OcobennocTtu: mMe-
Ta0OTMYECKUA allu03, MHOTIaTHIeCKUi ipodninb DT,
BpPOX/IEHHAS KaTapakTa, B OMONTaTe MHOKapaa U CKe-
JICTHBIX MBIIIIAX YBEIWICHHE YMCIIa MUTOXOHIPHH, aHO-
MAJTUH CTPOCHHUS KPHCT, HATMYNE BKITIOYCHUH, H30BITOY-
HOE colleprKaHHe ITIMKOTEHA.

8. MuroxoHapuaibHas MUOTIATHS U HHYAPKT MO3-
ra. Cummerpuunas 'KMII B codeTanny ¢ CHHIPOMOM
WPW, xenyno4koBeIMH apUTMUIMH. OCOOCHHOCTH:
MHOTOHHUSI, TIOBTOPHBIE IlepedpanbHbie WHMAPKTHI, B
OmonTaTe MBIIIIEI — MUTOXOHIPHN Pa3INIHON POPMEI.

9. Jlepumur arun-CoA neruaporeHasbl JUIMHHBIX
neneit. [KMII. OTindurensHble 0COOCHHOCTH: TeHEpa-
JM30BaHHAS MBIIICYHAs CIa00CTb.

10. edummt nupyBat kapookcuiassl. CHMMETpHY-
Hass [KMII. OtnuunrtensHble 0COOEHHOCTH: 3a/IepKKa
YMCTBEHHOTO M (PH3MUECKOTO Pa3BUTHS, THIIOTOHUS,
anmmo3.

11. Aedpumut mupyBataeruaporenassl. [ KMII. Ot-
JMYATENTHHBIE 0COOCHHOCTH: HEBPOJIOTHUECKHE HApyIIIe-
HUS, METa0OJIMUECKU anumo3, 1nepedpocnmHaNbHasS
JieTeHeparmsl.

I'KMIT HabGmomaroTest mpyu MHOTHX HACIIEICTBEHHO
00yCITOBJICHHBIX HAPYIIEHUSIX 0OMEHa BEIIECTB, SHIOK-
PHUHHBIX 3a00JI€BaHUSIX.

Knaccudurarmms 'KMIT

I. TTo nmoxammzaruu: 1) T'uneprpodus JDK:

a) AcummerpuuHnas: 1) runeptpodus 6a3anbHBIX
otnenoB MXKII; 2) Toranprast runeptpodus MXKII; 3)
toTanbHas runeptpodus MIKIT u cBoOOIHONM CTEHKH
JDXK; 4) runiepTpodust BEpXyIIKH CepIIia C BO3MOKHBIM
pacnpocTpaHeHreM Ha cBoOoIHYI0 cTeHKY JOK 1 mepe-
TOPOJAKY.

0) CummeTprudHast (KOHIIEHTpUUIECKas).

2) Tunieptpodus IDK.

II. TTo remoauHAMHIYECKO# popMe: HEOOCTPYKTHB-
Has, 0OCTPYKTHUBHASL.

MLITo rpanuenty AaBneHus (Ipu OOCTPYKTHUBHOM
tdopme): 1 crammst ('CH <25 mmHg), 2 cragus (I'C/] <36
mmHg), 3 cragus (I'CI <44 mmHg), 4 cramus (I'C/] ot 45
mmHg).

IV. Tlo kMMHAYE CKUM TIPOSIBIICHUSIM: | ) aCHMITTOM-
HOE TeUeHHE; 2) CHHKOTIAIBHBIE COCTOSHYS; 3) HapyIIIe-
HUS pUTMA; 4) OJIBIIIKA.

V. Tlo cramusM: KOMIICHCANHS, CyOKOMITCHCAIINST;
JleKoMTieHcanus [6].
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B nyGimikanusix o nmpeHaTanbHo# quaraoctike KMIT
OOJBIINHCTBO aBTOPOB CUMTAIOT, YTO OPTaHWYECKHE
MOpakKeHUsT MUOKapAa CTAHOBATCS 3HAYUMBIMH C 28
Hepenw rectanuu. I1o MEHEHHIO 3apyOeKHBIX aBTOPOB,
¢deranpHast ' KMII wacto BcTpedaercs y ImI010B, MaTe-
PH KOTOPBIX CTPAAAIOT CaXxapHBIM Ana0eTOM — 34eCh TIpe-
HatanbHasg OXoKI sBnsieTcs MeTo10M BBIOOpA 1 005132~
TEIHHO JIOJKHA MPOBOIUTHCS B 24-28 Henens OepeMeH-
HOCTH [2,4, 8].

Hamubomnee gacteivu xxanobamu 60mpHEIX ¢ [ KMIT
SIBJITFOTCSI: OJIBIIIIKA TpH (U3HIECKON Harpyske, Oode-
BEIC OMIYIIEHHS B TPYAHOM KII€TKE, HApYIICHHS Ceped-
Horo putMa (HCP), rooBokpyXeHHs, CHHKOTIATbHBIS
coctosausa. Cnextp HCP pazHooOpaseH: mapoKCu3Mbl
TpeTeTaHus NpeAcepaAnii, CypaBeHTPUKYIIAPHAS U Ke-
JYIOYKOBas SKCTPACUCTONHS, CYITPABCHTPHUKYILIPHAS U
3aJIIBI KETYIOIKOBON TaXUKAPIUH, HAPYIICHHS TPOBE-
JISHUS 10 JIEBOU HOXKe Imydka ['nca, cuaapom Bonbda-
[Mapxuncona-Yaiita (WPW). /I[narHoCTHI€CKHUMHU KPH-
TEePHUSIMH JEKOMITCHCAIINH SBISIOTCS: OOJHM B TPYyIHOU
KIIETKe CTeHOKapAuTHIeckoro xapakrepa, HCP Bbicoknx
rpaganuii, CHHKOIIAJIbHBIE COCTOSIHUS, TPU3HAKH HEIO-
crarouHocTH KpoBooOpamieHus I ct., runeptpodus
muokapaa MXII u 3agueit crenku JIXK Gosee 20 mwm;
obcrpykmust BerxogHoro Tpakra JOK (6onee 40 mmHg),
HapylreHre auactonmmaeckord ¢pynkimn JOK mo pectpuk-
TUBHOMY WJIM THIIEPTPO(UUCCKOMY THILY, BEIpayKCHHEIC
HIIEMUYECKHE M3MEHEHMsI B MHOKapye [5, 6, 10, 13, 14, 15].

IIpu cummetpuunoii 'KMII 3aboneBanne MOXKeT
JUTITENEHO TPOTEKAaTh OECCHMIITOMHO, €CITH CTETIeHb
rUrepTpodur MUOKapaa He 6oeel S MM 1 HET 0OCTPYK-
. OHAKO OOJBHBIE HIMEIOT BRIPKEHHBIE DKCTpaKap-
JUATbHBIE CHMIITOMBI MUTOXOHAPHATFHON MTATOIOTHN:
MHPAHTWIBHBIN comaroTun (QU3nIecKoe pa3BUTHE
HIKE 5 IEPUEHTHIIS ), yMEPSHHBIH MUOTIATHIECKHIH CHH-
ZIPOM, JIAKTaT-aIi/103, TPAH3UTOPHYIO THIIOTIIMKEMHIO 1
np. Ilpu HecBOEBpEeMEHHOW KOPPEKLUH HApPYIICHHUH
KJICTOYHOM YHEPTeTHKH B MHOKap/ie y OOJIBHBIX pa3BH-
BaeTCs JICKOMIICHCALNS, TIPU 3TOM, HapsAy C HapacTa-
HHEM THIIepTpo(HH pa3BUBAETCS MUOTCHHAS JIaTaIIHs

X0,

I

3 4 3 6 7 8
1l

5 6 7 3 g
11
4
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OPUTUHANbHBIECTATDbBbMU

JDK, cHmKkaeTcst COKpaTHTENbHAs CIOCOOHOCTH MUOKAp-
J1a, BOSHUKAIOT MPU3HAKN HEJOCTATOYHOCTH KPOBOOO-
pamenus (HK) II crenenn. Bo Bpemst Mopdosorniecko-
T'O MCCIIEIOBAHUS CKEJIETHOW MBIMIIIBI B OOJIBITHHCTBE
CITydaeB BBIABISIETCS MUTOXOHApPHAbHAS HEAOCTATOY-
HOCTh (Hanmnuue peromena RRF, namMeHnenne akTHBHOC-
TH MATOXOHIPHAIBHBIX ()ePMEHTOB, YABTPACTPyKTYPHEIC
aHOMAJIMH ¥ IOBPEXXICHUS MUTOXOHIPHA, HAPYIIICHNE
pacripeneneHns KL, TAITHIOB F IIINKOTCHA).

B KPVY «/IKb» (r. Cumdeporions) Mbel HabIO1aIH
16 nereit ¢ 'KMII B Bo3pacte oT 6 10 18 et u 46 ux
ONMKaWITIX pOJCTBEHHUKOB. BceM 00bHBIM, TOMUMO
KJIMHUKO-12a00paTopHOTO 00CIIeA0BaHNS, MPOBEACHBI:
MEINKO-TeHETHYECKOE KOHCYABTHPOBAHNE CEMbH, PEH-
TreHorpadus opranoB rpynHoin kinetku, KT, cTpecc-
tectel, XM OKI, cyrounoe monutopupoBanue AJl,
9x0KT, Tpem neTsiM mpoBeieHa MarHUTHO-PE30HAHCHAS
tomorpadus (MPT). ¥ ognoro pe6énka 'KMII pa3su-
J1ach Ha ()OHE TIIMKOTEHOBOM Oome3Hu (0ome3Hb [ upke)
ny 2 aerei — Ha PoHE MyKOTIONIUCaxapupo3a (601e3Hb
XaHTepa). bonpiioe BHUMaHKE yAEIAI0Ch CEMEHHOMY
aHaMHe3Yy, T. K. HaJM4yHue 9acThIX cirydaeB BC B HekoTO-
PBIX CEMBSIX PACCMaTPHUBACTCS KaK «3I0Ka4eCTBEHHBII
aHaMHEe3, 9TO MOXET CIUTATHCA (PaKTOpOM pHICKa s
4JIeHOB ceMbH. [locTeHe necue[0BaHus ITOKa3ajd, 9TO
ocoOble TeHeTHIeCKHe 1e(DEeKThI, BOBICKAIONITUE COKpPa-
TUTENbHBIE OCIKH, TPOTIOHKH T, TPOITIOMHO3HH, a TAaKXKe
pa3IMYHBIe MYTAalWU TSHKEIOW [EeMM MHO3MHA MOTYT
OBITh ACCOIMUPOBAHBI C OJATOTPUATHBIM HIIM HeOJa-
TOIPHUATHBIM Te€UEHHEM OOJIC3HH B TAKUX CEMbsX. B Ha-
ITUX UCCIIeIOBAaHUAX ceMeliHas (hoopma 00JIE3HH BBISB-
nerna B 5 cirydasx (31,2%): y 4 mpo6aHIOB 11O OTIIOBCKOH
JIMHUU 1y | — 110 MaTepuHCKoil. Bo Bcex ceMelHbIX city-
Yasx JUarHOCTUPOBaHa UIeHTHIHAS (hopMa O0JIe3HH, HO
C pa3HOMW CTEMEeHbIO BRIPAKEHHOCTH 00CTpyKImu. B 2
CEeMBbSIX OTIIBI IETEH YMEpJIH B MOJIOJIOM BO3pacte, B 1
ceMbe OTMEUEHO 3 CITyJasi BHE3aIHOW CEepIeTHON cMep-
TH. B KauecTBe npumMepa NpUBOAUM POAOCIOBHYIO pe-
6éunka P., 12 net ¢ 'KMII u oTATOmEHHBIM CEMEHHBIM
anamHe3oM (pwuc. 1).

Puc. 1. PogocnosHasa npo6aHaa P., 12 net ¢ TKMIN
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[Ipobann cpenHero pocta, MIOHWKEHHOTO TUTAHMS,
€MHUYHBIE CTUTMBI IW39MOpHOreHesa, S-o0pa3HbIit
ckonuo3 I crenenu. B poay o auHum otua B TpéX NOKO-
nenusix Oputa tuarnoctiposana 'KMIL. Jlen u nsins mpo-
0aHsia yMepIu OT 3TOro 3a00JIeBaHHs B MOJIOJIOM BO3-
pacTe. YUuThIBas «IIPOCKOKI» MOKOJIECHUH U Nepesavy
IPU3HAKa OT OTLA K ChIHY, MOXKHO JyMaTb 00 ayTOCOM-
HO-ZJOMUHAHTHOM THIIE HACJIEJJOBAHUS C HEMIOJIHOM Ie-
HETPAHTHOCTHIO. [1alieHTsI ¢ Tak Ha3bIBAEMOM «3I0Ka-
YEeCTBEHHOW» CeMEeHHOM NCTopue 3a00seBanus, y Ko-
TOPBIX OnMoKailie poJCTBEHHUKH YMEPIJIN BHE3AIHO,
nmerot Boicokuii puck BC. Takum oOpa3om, B HaiieM
HCCIIeIOBAaHUU BBISIBIICHO 5 ceMelnbIx ciayuaeB ' KMII,
41O 00yCIIaBIMBaET HEOOXOIMMOCTb MEIUKO-TeHETHYEC-
KOTO KOHCYJABTHPOBAHHSI CEMbU IIPH JaHHOM MAaTOIOTHH.
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