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PecTpukTHBHAS KapAMOMHONATHSA YaCTO MPUBOAMT K Pa3BUTHIO XPOHUYECKOH CeplevyHOil HeJ0CTATOYHOCTH. 3HAHUE CeMEeiHOro
aHAMHe3a M MPOBeeHHe FeHeTHYECKOTO UCCIeJOBAHMS YPE3BHIYAIHO BAXKHBI /IS PAHHEl TUATHOCTHKM ceMeiiHoil (hOpMbI peCTpPHK-
THUBHO# KapAMOMHONATHH C 1IEJIbI0 CBOEBPEMEHHOr0 Ha3HaYeHus Hecnenuguueckoii Tepanuu. Ilpencrasieno onucanue KiuHuYe-
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Restrictive cardiomyopathy often results in chronic heart failure. Knowledge of family history and genetic examination are extremely
important for the early diagnostics of a family restrictive cardiomyopathy and prescription of non-specific therapy. The article
describes clinical case of familial restrictive cardiomyopathy with a burdened family history.
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PCCTpl/lKTl/lBHaH KapIMOMMOIIaTUsI — peaKoe 3a0o-
JIeBaHWE€ MUOKapjAa, TPpU KOTOPOM  IOBBIIIAETCS
JIaBJIeHUE HAIOJIHEHUST KeJyJIOYKOB M HapyliaeTrcs MX
Jauactoanyeckass (yHKIMST TTPY HOPMAJbHOW WM MaJlo-
M3MEHEHHOM CUCTONIMYECKOM (PYHKUMU U Oe3 3HAUMMOM
runeprpodun Muokapaa. [Ipu pa3BuTuu HeAOCTaTOUHOCTI
KpOBOOOpalleHMST YBeJIMIeHe 00beMa JIEBOI0 XKeayIouyKa
He oOHapyxkuBaeTcs. 3abojieBaHUE uYalle BCTpEeYaeTCst
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cTUKM J1eTcKOit pecry0JIMKaHCKOM KIMHUYECKUI O0IbHULIbI

®upcosa Haranbsi HukonaeBHa — 3aB. OTHEJIEHUEM KapaMOPEBMATOJOTHU
JleTckoii pecryOIMKaHCKOW KITMHUYECKUIT OOJTbHULIBI

KyuepsiBast AHHa AJIeKCaHIpPOBHAa — Bpau OTAEJICHUs KapAMOpPEeBMAaTOJIOTUN
JleTckoii pecryOJIMKaHCKOM KITMHUYECKUIT O0JIbHULIBI
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y JIeTeii, TTIOAPOCTKOB U MOJIOALIX MyxKuuH [1]. Cpeau Bcex
KapAMOMUOIIATUil PECTPUKTUBHASI (opma OOHapyXrBa-
eTcsl MPUMEPHO B 5% cilydaeB, BCTPEUAKOTCS CEMEIHbIC
ciayuau 3aboseBaHus [1-3].

PaszButue SHIOMMOKAPAXAIbLHOTO ¢udposza
Wi MHOWIBTPATUBHOTO TIOpaXKeHUsT MUOKapia Tpu-
BOAWUT K YMEHbUIEHUIO TMOJATIMBOCTU XKEIyI04YKOB,
HapyLIEHUIO UX HAMOJHEHMUS, YTO MPOSIBISETCS POCTOM
KOHEYHOTO [MAaCTOJIMYECKOTO JaBJEHUs, Meperpy3koin
U JWIaTauuen Inpencepauii, pa3BUTUEM JIETOUYHOM
runeptreH3uu. Cucronnueckas GyHKLIMS MUOKapaa Ju-
TeJIbHOE BpeMsl He HapyllaeTcs, AWIaTalliu XeJlyJ0uKoB
He HaOmomaercs. IlporpeccupoBaHue ¢Gudpo3a 3HIO-
Kapja NpuBOAUT B NajibHEMIlIeM K HapylIeHUIO IMacTO-
JIMYECKON (MYHKUMHU cepilia U Pa3BUTUIO XPOHUYECKON
cepAeuyHOl HeqoCTaTOuHOCTH [1, 2, 4].

KnuHuueckass kapTMHa NpU PECTPUKTUBHOU Kap-
NUOMUOIIATUN OMPEIEsSIeTCs TSXKECTbIO XPOHUYECKOU
CepAeYHON HENOCTATOYHOCTU. DBOoJIbHbIE MNPEeabSBISIOT
Xano0bl Ha CJIa0OCTb, MOBBIIIEHHYIO YTOMJISIEMOCTD;
OBILIKY IPU HE3HAYUTEJbHOU (PU3MYECKOU Harpyske;
Kalejab (4acTO YCUJIMBAIOLIMICS B IOJIOXKCHMU JieXa);
HaOJIIOIal0TCSl OTEKU, yBEJIMYEeHUE XUBOTA. [lalimeHTsbl
OTCTalOT B (DU3MYECKOM Pa3BUTUHU, Y HUX MOSIBISETCS
LIMAaHOTUYHBIM pPyMSIHELl, MOXHO OOHapyXWUTh HaOy-
XaHue U IIyJbCallvio IIeHHBIX BeH (0oyiee BBIPaXKEHO
B TOPU30HTAJILHOM TTOJIOXKEHUU), TYJIbC CI1ab0Tr0 HarmoJ-
HEHMSI, CHMXEHUE CUCTOJIMYECKOTO apTepuabHOIO
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napiaeHus. [Ipy ocMOTpe 4acTo BBISIBIISIETCS] CMEILeHUE
BEepXHEil TpaHUIIbl BEPXYIIIEUHOTO TOJYKA BBEPX 3a CUET
aTpyuoMerajiuu, rernaToMerajivsi, BBICIYIIMBAETCS PUTM
rajona, CUCTOJMYECKUM IIyM MUTPAJIbHOM WJIU TpU-
KYCNIUIAJIbHOM HEAOCTAaTOYHOCTH, MEJKOIMY3bIpuaThie
XPUIbI HaJ HUXKHUMU OTAeJIaMU 000MX JIeTKuX [1].

KnuHuueckue nposiBieHUs] peCTPUKTUBHON Kapauo-
MMOMATUU MOTYT BapbUpOBaTh, YTO 3a4aCTylO MMPUBOAUT
K HecCBOeBpeMeHHOI auarHoctuke [5]. [eHeTmueckoe
HCClIeIOBaHUE TO3BOJISIET OOHApPYXKUTh T€HETUYECKUii
PUCK Pa3BUTHS KApAMOMUOIIATUM 3aI0JIT0 0 TTPOSIBICHMS
KIMHUYECKUX CUMITOMOB [6]. TIporHo3 3aboseBaHus
HEeOIATONPUATHBIN, TpuMepHO B 50% ciiydaeB HaOITioO-
JaeTcsl JIETaIbHBIA UCXOM B T€UEHHE TEePBbIX 2 JIET Mociie
MOCTAaHOBKM JauarHo3sa [2, 3]. I1aTtoreHes 3abojieBaHus, 0CO-
OEHHOCTH €ro KJIMHUYECKUX TPOSIBJICHUI U3ydyeHbl Helo-
CTaTOYHO U SIBJISIIOTCS OObEKTAMU HAOIIOEHUS U UCCIIEIO-
BaHMSI KapIMOJIOTOB pa3HbIX cTpaH [7—9].

IMon HamM HaGMIONEHUEM HAXOAUTCS AeBOYKa 4 JIeT
C KJIMHUYECKUM JIMAarHO30M: PECTPUKTMBHAS Kapauo-
muonatusi, cemeiiHasa ¢opma. HemocraTouHocTh Kpo-
BooOpameHust Il craguu. CynpaBeHTpUKYJISIpHAS 9KC-
TpacucTtonus. Pomurtenu pebeHKa OTMEYaloT OBICTPYIO
YTOMJISIEMOCTD IPU HEOOJbIION (hU3NIEeCKO Harpyske,
ONIBIIIKY, KallleJib, TMOBBIIIEHHYIO MOTIMBOCTb, Malylo
npubaBKy Macchl Teja; KpoMe TOro, eBoukKa Mepuoau-
YeCcKHM XKaJlyeTcsl Ha 60JIM B XKMBOTE.

AHaMHe3 3a00j1eBaHMS: B BO3pacTe 8 JHEI BIICPBBIC
Ha 3s1ekTpoKapauorpamme (DKI') ObuM BBISIBIIEHBI aTPUO-
BEHTPUKYJISIpHasi 6;10Kana I cteneHu, CHIDKeHME BOJIbTaXKa
3y010B KOMILIEKCOB QRS B CTaHZapTHBIX OTBEIECHUSIX
u V,—V,, NpU3HAKX IEPErpy3Ku IPABOTO MPEACEPAUS.
ITo panHbIM 3x0kapauorpadguu (DxoKI'), mpoBeneHHOI
B BO3pacTe 2 HeJ, pa3Mephbl MOJOCTel cepllia U COKpa-
TUTEJIbHAsI CITOCOOHOCTb MMOKapaa B HOpMe: KOHEUHBII
IuacTolnyeckuii pasmep 17 Mwm, ¢dpakuusi BbIOpoca
(®B) 75%, pasMepbl IIpeACepAMii HE YBEIUUYCHBI,
OTKPBITOE OBajibHOE OKHO 4 MM. B nocienyroiiem Ha DKIT
ot 26.01.15 (B Bo3pacTte 8 Mec) onpeneIsiich CUHYCOBbINA
pUTM ¢ 4yacToToi cepaeuHbix cokpaieHuit (YCC) 107—
143 yn/MUH, OTKJIOHEHME 3JIEKTPUYECKOM OCH cepala
BJIEBO, yaJauHeHMe uHTepBaia Q—Tc, HapylleHHe Tpo-
1IECCOB PENOJISIPU3ALIMM B MUOKAp/E XKEIyI0YKOB, MPU-
3HaKu neperpy3ku mnpeacepauii. [Ipu DxoKI BhIsiBIeHa
aunarauus Jesoro mpeacepauss — 21 MM (19x30 mm).
KinuHnyeckue mposiBieHus: 3a001eBaHus B T€YSHUE TIEP-
BOT'O I'O/Ia XKU3HU OTCYTCTBOBAJIY.

B ampene 2016 . B Bo3pacte 1 roma 11 mec peGeHOK
BIIEPBbIE MOCTYNUI B JeTCKyI0 pecnyOanKaHCKYIO KIIM-
HUYECKYI0 OOJbHHUIy C KajobaMy Ha IUIOXYIO IIpH-
0aBKy B Macce Teja, ObICTPYIO YTOMJISIEMOCTD, OMABIIIKY
npu ¢dusndeckoir Harpyske. Ilpu ocMorpe obOpaianud
BHUMaHUe OJIeMHOCTb KOXHBIX MOKPOBOB, OTCTaBaHME
B (GDU3MIECKOM Pa3BUTUH, IbIXaHUE C yIaCTUEM BCIIOMO-
raTeJbHOM MYCKYJaTypbl, TaXuIHo3 10 50 B 1 MuH, rena-
ToMeraius (neyeHb +2,5 cm). ITo ganHbM Dx0KIT, quna-
TauMsi 000UX MpeAcepaunii, paClIMpeHue HUKHEN MOJIoM

KJIMHUYECKUE CJ1YHAU

BEHbI U MEYEHOYHBIX BeH, AUAcToIndecKast IuCchyHKIIUS
000MX KeJTYI0YKOB MO pecTpuKTUBHOMY TUIly. Ha DKI —
MPU3HAKW TePerpy3kKu MpaBoOro U JEeBOTO MpeACEepauid,
HeroJiHasg OJioKaja MmpaBoil HOXKHU ITydyka luca, Hapy-
IIEHWe TMPOLECCOB PEeNnoJsIpyu3alnm. YIbTPa3ByKOBOE
uccinenoanve (Y3M) rmeueHu: rernaroMmeraivs, Auia-
TalMs MeYeHOUYHBIX BeH. B KpOBM 3HAUNTETHHO MOBBILLIEH
ypoBeHb HaTtpuilypeTudeckoro ropmoHa NT-proBNP —
4000 rir/mi (HopMa 1o 200 nr/mut). BeicTaBieH nuarHos:
HekIaccuuuupyeMasi Kapauomuonatusi. JlerouHast
runepTeH3usi. XpoHWYecKas cepleyHasi HeZoCTaTou-
Hocth (XCH) IIA, ¢yukuuonanbHoro kiacca (MDK)
II. Ha3znaueHa Tepamusi KallOT€HOM, BEpOILIIIUPOHOM,
dypocemugom. C 15.08.16 . mo 25.08.16 . (B Bo3pacre
2 ner 4 mec) oOciieqoBaHa B OTHEC/ICHME KapIMOJOIUMU
DenepanbHOro 1eHTpa. BhICTaBieH AMarHo3: pecTpuK-
TUBHAs KapAMOMUOMATUSl (M30JIMPOBAHHBIN aMUIOUI03
npencepauii) JlerouHass rumepreH3us. MurpalbHas
HEI0CTaTOYHOCTb. He3HauuTeabHbIN TpoJarnc TPUKY-
cnuagbHOro KjamaHa ¢ peryprutauueit I—I1 cremenu.
XCH IIA, ®K II Ross.

HccnenoBaHve ypoBHS aMMHOKHMCIOT M allMJIKap-
HUTUHOB B KPOBUM M OPraHMYECKUX KHUCIOT B MOYe
OTKJIOHEHMI OT HOpPMbI He BbIsiBWIO. [Ipu mpoBeneHuu
JHK-nuarHoctrku (ceKBeHMpoBaHue 3k30Ma) 19.10.16 .
MaTOTEeHHBIX M BEPOSTHO TATOr€HHBIX MYTallMil B TeHax
TTR, FGA, APOAI, LYZ, B2M, OTBETCTBEHHBIX 3a BUCLIE-
pajibHble (OPMBI aMUIJIOMIO3a, HEe OOHapyKeHO. BbIsB-
neHa mytauus ¢.4631C>A B rene FLNC, onpeneneHHast
KaK BEPOSITHO TaTOreHHasl, HO He OIMKMCaHHas B UCIOJIb-
3yeMbIX 0Oa3ax gaHHbIX. Myrtauuu B reHe FLNC moryt
MPUBOAUTH K OAHOM M3 (DOPM HACIEACTBEHHOI PECTPUK-
TUBHOM KapIMOMHUOMNATUM C ayTOCOMHO-TOMMHAHTHBIM
tunoM HaciemoBaHusi (OMIM™ Ne617047 — Cardiomy-
opathy, familial restrictive 5), 110 OIMCaHUIO COOTBETCTBY-
IOLLEH KIMHAYECKOM KapTUHE, UMEIOLIEUCS Y MAaLlMeHTKU.
Kpome Toro, takxke oOHapyxKeHbl MyTaluu B reHe 17TN,
KOTOpbIE MOTYT TIPUBOIUTH K HEKOTOPHIM (hopMaM Kap-
nuomuonatuii. OgHaKo KIMHUYECKas XapaKTepUCTHUKa
3TUX (HOPM HETOCTATOYHO COOTBETCTBYET KIMHUYECKUM
nposiBieHusM y nauueHTku. I[lo manneim M.P. Pantou
u coasT. [10], myrauuu B reHax TNNT2, MYPN, FLNC
u TNNI3 accounupyroTcs ¢ ceMeiiHoi (popMoii pecTpUK-
THUBHOM KapAMOMUOIIATUH.

M3 aHanu3a poaOCIOBHOI M3BECTHO Cledyloliee:
0alyIika mpobaHaa Mo OTLOBCKOI JTMHUM HabJroganach
C IMarHo3oM HapylleHue putMa: GUOPUUISLUS Iped-
cepauii, yMepJia BHE3aIHO B 45 JieT; a8l M0 OTLOBCKOI
JIMHUM yMEp BHE3aImHo B 16 JieT, co CJIOB OTLA, CTpaaal
HEYTOYHEHHOM KapauoMMoIlaTueil; maTepu pebdeHKa
24 ropa, xajnob He mpeabsBiseT (HaHHbIX DXxoKI Her).
Oruy peberka 32 roma — 1o gaHHbIM DXxoKI u mar-
HUTHO-PE30HAHCHON TOMOrpaduu cepaia BbISIBICHbBI
MPU3HAKU PECTPUKTUBHOI Kapauomuonartuu; Ha DKI
ompeneysieTcsl IOCTOsIHHas — dopma  (GUOPMILISILUT
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npeacepauii, HOPMOCUCTOJIMYECKMI BapuaHT, 4YacTas
JKEJyIOUYKOBasi ~ 9KCTPAaCUCTONMSI;  ITHMAarHOCTUPOBAH
MOJIUKUCTO3 ToveK. [losyyaeT Oucomposnon 5 Mr/cyr,
BepoumupoH 50 wmr/cyt, kapaumomarHuia 100 wmr/cyt.
Jnst yTOUHEHMS] TUarHOCTUYECKON 3HAYMMOCTH BBISIB-
JIeHHOI y pebeHKa myTauuu B reHe FLNC Heobxoaumo
reHeTu4yeckoe oOcliemoBaHue OOJBHOTO OTLA U (PeHOo-
TUINAYECKU 3J0POBOM MaTrepyd C IIOMCKOM YKa3aHHOU
MyTalluK (aHaJIU3 cerperaluy MyTallii B CEMbE).

OOBEeKTUBHBIN CTaTyC peOeHKa: COCTOSIHUE TSKEJIoe
o 3abosieBaHUIO, cTabwibHOe. TemIieparypa Teja
36,6 °C. Poct 92 cm. Macca 11 kxr (meduuut maccer).
JleBouka akTuBHas. TolepaHTHOCTb K (U3UYECKUM
Harpy3kaM cHikeHa. KoxkHble TTOKpOBBI OJieAHOBAThHIC.
B nerkux npixaHue BE3UKYJISIPHOE, XPUIIOB HET. YMe-
peHHas oapIiika (36 JbIXaTeabHbIX IBVXKEHUI B MUHYTY)
B MOKOE CMeLIaHHOro XapakTepa. TOHBI cepala puT-
MHYHbIE, CUCTOJIMYECKUI 1IIyM BIOJb JIEBOTO Kpasi Ipy-
auabl. YCC 116 yn/muH. IlepudepruecKnx OTEKOB
HeT. 2KMBOT NpU najbhaluu MIrKuil, 6e30071e3HEHHBIN.
[leyeHp manpnupyeTcss U3-IOI Kpasl MpaBoil pedepHOIt
IYTU Ha 3 CM, IJIOTHOBAaTOM KoHcucTeHMU. Cele3eHKa
+1 cM. MouuTcs OOCTaTOYHO, MOYEUCIIyCKaHUE CBO-
o6omHoe, 6e3001e3HeHHOe. CTys1 6€3 0COOEHHOCTEI.

JlabopaTopHble McCaen0BaHUs: aHAIU3 KPOBU OOLLIMIA
U aHAJIU3 MOYM Oo0lMil 6e3 ocobeHHocTeil. B Ouoxu-
MHUYECKOM aHajiu3e KPOBU HE3HAYMTEIbHO TOBBIILIECHbBI
YPOBEHb 00111ero ounupyouHa a0 29,2 MKMOJIb/J1, U ypo-
BeHb Jakrataeruaporenassl (JIAT) mo 462 en/n. Diek-
TPOJIUTHI KPOBU (Kaluii, HATpUii) B HOpME, 3HAYUTEIbHO
noBbilieH ypoBeHb NT-pro BNP — 1o 6634 nir/mi.

Ha DKI: cunycossbiit putm ¢ YCC 93 yn/MuH, 371eK-
TpUYecKad och cepaua tuna S —S, —S, . Henosxag 61o-
Kaga npaBoil HoxKu Imyuka [uca. Ha OKI — npusHaku
YBEJMUYEHUSI PABOTO MIPEACEPAs U TTPABOTO XKeJya0vKa.
[Monbem cermenrta ST B orBeseHusAx V,—V, 10 2 mMM.
VnnuHenue uHtepBaia Q—Tc mo 465 mc.

OxoKI: meyeHOuHBIe BEeHBI paclIupeHbl A0 10 MM.
HuxHsst mosast BeHa criagaetcsi MeHee 4yem Ha 50%
Ha Baoxe. JleBoe mpencepaue yBeaumdeHo (58x30 Mm),
npaBoe npeacepaue ypeaumdeHo (33x38 mm). IlpaBbiit
xkenymouek 11 mm. KoHeuHbI AUaCTOIMYECKUI pa3Mep
27 MM, KOHEYHBI CHCTOIMYEeCKMii pasmep 16 mm, @B
73%, dpakuusi ykopoueHust 41%, ymapHbiii 00bem 20
M. CpenHee AaBjieHUE B JIETOYHOM apTepun 36 MM PT.CT.
Juacronnyeckass 1MCcGyHKIMS JIEBOIO U IIPaBOTo XKeay-
IIOYKOB MO PeCTpUKTUBHOMY Tuily. Ilepukapn 6e3 oco-
O6eHHocTel (puc. 1).

MarHutHo-pe3oHaHcHas1 ~ Tomorpagpuss  (MPT)
cepalla: TUIeBpaJbHBIA BBIMOT He BbIsBAeH. [lepu-
KapJa He YTOJIIEH, B MOJOCTH IMAaTOJOTHYECKOTO CKO-
IUIEHUS KUIKOCTU He oOHapyKeHo. JIeBbIi Keayaouek
He YTOJIIIEH, He YBeJIMYeH, COKPAaTUMOCTh HE CHUXEHa,
30H runo/akuHe3uu He BoisiBieHO (DB JeBoro xemy-
nouka 63%, Macca MHOKap/a JIEBOro Kelyaouka 26 T).
[TpaBeiit kenynoyek He YTOJIIEH, He YBeJIUYeH, COKpa-
TUMOCTh He cHuxeHa (DB mpasoro xeaymouka 58%).

Caovikosa JI. 1. u coaem. CeMeiiHblii Cllyyaii pecTPUKTUBHON KapAMOMUOTIATUI

BoipaxxeHHast nunatauus o0oux Tmipeacepauit (Gosee
yeM B 2 pa3a IIpeBbIIIaI0T 00beM XKeayqoukoB). O0beM
JIEBOTO IIpeacepausi 0kojo 55 mia. O6beM paBoro npei-
cepaus okojio 47 mia. 1o jaHHBIM OTCPOYEHHOIO KOH-
TPaCTUPOBAHUS, JAaHHBIX, TTOATBEPKAAIOIINX PYOIIOBbIE
M3MEHEHUs] MUOKapjaa JIEBOTO XeJlyaouka, He BBISIB-
neHo. JduddysHaa duxkcamusl ragoaidHusl OUIaTUPO-

TiS04 MIQT

Puc. 1. lannbie DxoKIT.

a — JauIaTaius JIeBOro M MPaBoro npeacepamii; 6 — IuacToam-
yeckasd IUCGYHKIHMS JEBOTO KeJyA04Ka MO0 PecTPUKTHBHOMY
THITY; B — PacLlIMpeHye BeH leYeHU M HUXKHeH 110J10/ BeHbl.

Fig. 1. Echocardiography examination.

a — biatrial dilatation; 6 — the restrictive form of left ventricle
diastolic dysfunction; B — inferior vena cava and hepatic veins
distension.
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KJIMHUYECKUE CJ1YHAU

Puc. 2. MPT cepnna.

a — BbIpazkeHHble (POPO3HbIE U3MEHEHNS AWIATHPOBAHHDBIX JIEBOTO M MPABOIO Mpeacepauii, KIanaHHbIX CTPYKTYp (myocardial delayed
enchancement; cjieBa), rpaIeHTHOE 3X0 B KMHO-PEXKUME ISl OLIEHKH 00beMa U COKPATHUMOCTH TMJIATHPOBAHHBIX Mpeacepauii (cpasa);
0 — MHTPaMHOKApIMAIbHBIIA (hrOPO3 nepenHeii, 0OKOBOIT U HIDKHEIl CTEHOK JIeBOro xeiyaouka (myocardial delayed enchancement).

Fig. 2. MRI of the heart muscle.

a — manifest fibrous changes in dilated left and right atria, valve structures (myocardial delayed enchancement; on the left), the gra-
dient echo in the movie mode for estimating the volume and contractility of dilated atria (on the right); 6 — intramyocardial fibrosis of
the anterior, lateral and lower left ventricle walls (myocardial delayed enchancement).

BaHHBIMU IIpeacepausiMu (BbIpaxkeHHbIE (HUOpPO3HbIE
U3MeHeHus oboux mpeacepauii). KapruHa Ha MarHuT-
HO-PE30HAHCHOI TOMOTPMME XapaKTepHa JIJIsi PECTPUK-
TUBHOM KapauomMuonatuu (puc. 2).

PebGeHok 1onyyaeTr JiedyeHUe: KaIlTONpu, Bepo-
LIMUPOH, (ypoceMu, 31bKap B BO3PACTHOM TO3UPOBKE.

3aknoyeHne

Takum obpa3om, ceMeMHBIM aHAMHE3 U T'eHeTUYe-
CKO€ MCCJIeI0OBAaHME YPE3BbIYAHO BaXKHbI JJ1s paHHEH
IUAaTHOCTUKU ceMeliHO ¢opMbl peCTPUKTUBHON Kap-
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