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B ctatbe npesctaB/ieHbl COBPEMEHHbIE IMTEPAaTypPHbIe AaHHbIe 0 YacToTe BCTPEYaeMOCTH, NaToreHe3e, KIMHUYECKMX MposiB-
JIEHNSAX, ANArHOCTUKE U IEYEHUN UIHEYTPOMKAIOLMX MMOPAXrKEHNI cepAeqdHO-COoCyANCTON CUCTEMBI MPU MYKOMoncaxapmaose
(MIIC) | Tuna. MyKomnonmcaxaprao3 — PeAKoe reHeTUYecKn AeTepMUHMpPOBaHHOe 3abosieBaHue, MMelLlee XpoHMYecKoe
rporpeccupyroLee TeYeH1e C LMPOKMUM CMIEKTPOM KIIMHUYECKKX NposiBieHnH. Ocobas akTyasibHOCTb 60/1e3HU 06YC/I0B/IEHa ee
TAXEJIbIM MHBaNNANINPYIOLMM TEYEHMEM, Pa3BUTUEM BOJIbLIOIO YUC/1a OC/IOKHEHMI CO CTOPOHLI Pa3HbIX OPraHoB U CUCTEM
(BM10OTb O MX HEAOCTATOYHOCTH), TPYAHOCTAMU AUArHOCTUKU, @ TaKXKe BbICOKMM PUCKOM J1ETa/IbHOro MCX0Aa elue B JeTCKOM
BO3pacrte. PacrpocTpaHeHHOCTb U TAXECTb CePAEYHO-COCYANCTLIX HapYLLIEHUN y TaKnxX NalneHTOB O4YeHb BbICOKAa. B HacTos-
Lee BpeMs CyLLeCTBYIOT ABa MeToda JevyeHns nauneHtToB ¢ MIIC, oCHOBaHHbIX Ha Natopu3anoaornm JaHHoOro 3aboieBaHus:
TpaHcniaHTaums reMorno3TMYECKMX CTBOJIOBbLIX K/IETOK, NMPUMeEHsSieMasi TOJIbKO y OMpeAeseHHbIX NaymMeHToB, n pepmMeHTo3a-
MecTuTe IbHasi Tepanusi. PaHHSAs AMarHOCTMKa M CBOEBPEMEHHO HadyaToe JieyeHne Mo3BOASIOT YAYHLMTb COCTOSIHUE 6O/IbHbIX,
06/1erYnTh TeYeHme 3ab60/1eBaHUs, B TOM YUCTIE NPUOCTaHOBUTD MPOrPeCcCcUpoBaHNE KapaOIOrMYeCKUX HapyLLeHu.
KnroyeBble cnoBa: MyKonosancaxapmaos, KapanomuonaTtus, KlanaHHbiv annapar cepaua, pepmeHTo3aMecTuTesibHas Tepa-
nus, TpaHCnaIaHTaUns reMorno3TMYeCKMX CTBOJI0BbLIX K/IETOK KOCTHOIo MO3ra, JETy.

(Meanatpuyeckas papmaxonorns. 2014; 11 (4): 16-22)

BBEAEHHUE NopaxeHUeM HEPBHOW CUCTEMbI, CepAEeYHO-1ero4YHbIMU

Mykononucaxapuao3d | Tuna (MIC |) oTHocKTCS K Nn30- HapyLeHUsIMK, renaTocnieHoMeranamen, MHOXKECTBEHHbIMU
COMHbIM 60ne3HaM Hakonnenus (MKB-10: E76.0 Myko- [AM30CTO3aMK, MOMYTHEHHEM pPOrosuLbl. Bce Bbiwenepe-
nonucaxapmngos | tuna). deduunt depmeHta a-L-uaypo- YUCNIEHHbIE MPU3HAKKN NPUBOLAT K MHBaNMAM3aLKUKU, a npu
HMAA3bl onpeaenseTr XPOHWYECKOe nporpeccupylouiee TSXKENOM Te4YeHUU 60/1e3HU — K NieTanbHOMY ncxoay [1].
TeyeHune 3ab60/1eBaHUSA C PA3IMYHbIMU KITMHUYECKUMU NPO- B 1919 r. HemeuKuit neaunatp fepTtpyaa lypnep no pexo-
SBNEHUSAMU: 3a4EPKKOM POCTa, YMCTBEHHOW OTCTaNoCTbio, MeHAaLMM CBOEro HacTaBHUMKa — KPYMNHEWLLIEro y4eHoro
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N.A. Berezneva?, T.V. Podkletnova?

1 scientific Center of Children’s Health, Moscow, Russian Federation
2 Sechenov First Moscow State Medical University, Moscow, Russian Federation
E Pirogov Russian National Medical Research University, Moscow, Russian Federation

Cardiovascular Pathology in Children with Type |
Mucopolysaccharidosis

The article present current published data on the incidence rate, pathogenesis, clinical manifestations, diagnosis and treatment of
life-threatening conditions of the cardiovascular system at type | mucopolysaccharidosis (MPS). Mucopolysaccharidosis is a rare
genetically determined disease with chronic progressive course and wide range of clinical manifestations. Specific relevance of the
disease is justified by its severe incapacitating potential, development of a large number of complications of various organs and systems
(up to failure), difficulty diagnosing and high risk of fatal outcomes as early as in childhood. Prevalence and severity of cardiovascular
disorders in such patients is very high. Currently, there are two methods of treating MPS patients based on pathophysiology of this
disease: transplantation of hemopoietic stem cells, which is used only in certain patients, and enzyme-replacement therapy. Early
diagnosis and timely launched treatment help to improve condition of patients, attenuate the disease course, including termination of
progression of cardiac disorders.

Key words: mucopolysaccharidosis, cardiomyopathy, valvular heart apparatus, enzyme replacement therapy, transplantation of
hemopoietic bone marrow stem cells, children.

(Pediatricheskaya farmakologiya — Pediatric pharmacology. 2014; 11 (4): 16-22)



MenHxapaa ¢oH ldayHanepa (Meinhard von Pfaundler)
onucana HEeCKONbKO MauMEHTOB C OnpeAeneHHbIM TUNOM
«MHOXECTBEHHbIX abapToB», NPenmyLLecTBEHHO B obnacTu
cKkeneTHon cuctembl. OHa e obpaTuna BHUMaHWE Ha MCUXK-
YECKyo OTCTanocTb ¥ NOMYTHEHWE POrOBULbI Y 3TUX MNaLIUEH-
TOB. B ganbHenwem aToT TMN AM30CTO3a MOJy4Yna Ha3BaHue
«CuHgpom TdayHanepa—Ilypnep». UmeloTcs AaHHble, 4TO
nogo6Hoe 3aboneBaHue 6bi1o onucaHo B 1917 r. aHMUK-
CKMM Bpayom lyHTepom [2].

CuHgpom MbayHanepa—Iypnep MMeeT u BTOpoe Ha3Ba-
HMEe — raprownmnam. TepMuH NpeasioxeH B 1936 r. aHruin-
CKMM yyeHbiM P. 3nnuc (R. Ellis), oTMeTMBWWM BHelHee
CXOACTBO /MuUa 6GOMbHbIX C roprynbimMu (paHTacTMyeckue
dUrypbl KOTOPbLIX B FOTUHECKOM apXUTEKTYPE YKpallanu Kpbl-
WKW AOMOB M OObIYHO CAYXWAU BOAOCTOKamM; Haubonee
WU3BECTHbI FOPryfbK, ycTaHOBNEHHbIE Ha Cobope lMNMapuxKcKon
bBoromatepm).

B 1962 r. KoHcynbTaHT-0odTanemonor Lene (Scheie)
onucan nauuMeHToB, KOTOpble MMENU MEHEee BblparKEHHbIN
deHoTUn 3aboneBaHmns.

B HacToslee BpeMs n3BecTHo 6onee 90 myTaLui B reHe,
KOAMpyoLLEeM TM30COMHbIN depMeHT a-L-uaypoHunaasy. dep-
MEHT y4acTBYET B KaTabo/IM3Me ABYX [MTMKO3aMUHOITIMKAHOB
(FAI) — pepmataHcynbdata M renapaHcynbdarta: UMEeHHO
3T BeleCcTBa HaKananBatoTcs B In3ocomax npu geduumte
a-L-MaypoHnaasel, YTO NPUBOAWUT K Pas3BUTUIO PasfiUYHbIX
deHoTMNOB 60n€e3HU [3-5].

KNIUHUYECKMUE BAPUAHTbBI

MYKONOJIUCAXAPUAO3A I TUNA

B HacTosilwee Bpems BblAensioT Tpyu GpeHoTrna 60e3Hu:
e cuHgpom [lypnep (Mykononucaxapugos IH — Taxenas

¢dopma);

e cuHgpom LUlene (mykononucaxapuaos IS — nerkas
dopma);

* cuHapom lypnep—Llene (mykononucaxapugos IH/S —
npomexkytoyHas ¢opma).

leH a-L-nagypoHupasbl (IDUA) nokanM3oBaH B cermeHTe
4p16.3. B EBponenckon nonynauunn Hambosnee 4acto BCTpe-
YatoTcs ABe Mytauun — Q70X n W402X.

Mykononncaxapnao3 OTHOCUTCS K rpynne peakux 3abo-
nesaHum [4, 5]. 3To NaH3THUYECKOE 3ab60NeBaHNe C HacTOTOM
BCTpeYaeMocTu B nonynaunun B cpegHem 1 Ha 90 000 KuBbix
HOBOPOXAEHHbIX.

B 2008 r. D. Moore ¢ coaBT. ony6/nKoBanuM aHanus
Nno pPacrnpoCcTPaHEHHOCTU W BbIXKMBAEMOCTU MNALMEHTOB C
MIC | B Benukobputanumn 3a nepuog ¢ 1981 no 2003 .
McecnepoBatenamu BbisBneHa vyactotra 1,07 Ha 100 000 Hace-
nexHus [6].

PeaynbraTbl HEKOTOPbLIX HAGMAOAEHUI CBUAETENLCTBYIOT
0 TOM, 4YTO MOKas3aTenu pacnpoCTPaHEHHOCTU MOryT ObiTb

Puc. 1. NMaumneHT K., 6 net
10 mec. CuHapom lypnep

3aHWKeHbl. B TanBaHe npwu
CKpUHUHre 35285 HOBO-
POXAEHHbIX CHUXEHWEe aK-
TUBHOCTM  depMeHTa MU
XapaKTepHble MyTaLuu
Oblnn BbiBNEHbl Y 1 Ha
17 643 HOBOPOXKAEHHbIX [7].

YactoTta cuHapoma lyp-
nep-LUWewne B [loptyranuu

Fat

coctaBnger 1,33, B Hu-
nepnaHgax — 1,19, B
ABctpanun — 1,14 Ha

100000 »KMBbIX HOBOPOXK-
[eHHbIX. Pexe oTmevaetcs
BCTPe4aemMoCTb CUHAPOMOB
lypnep wn Lewne: coortBeT-
ctBeHHo, 1,05 un 0,28 Ha
100000 peten [8]. B lep-
MaHWW  pacnpocTpaHeH-
HOCTb CcuHApoma [ypnep
coCTaBAsAET NpMMepPHO 0,60 e,
cnyqaeB Ha 100000 HoBOpOX[AeHHbIX. [pn aTOM cpeaHas
yacToTa BCTpevyaemMocTn Bcex nauneHTto ¢ MINC coctaBnset
3,4-4,5 Ha 100000 [9].

M3 Tpex KIMHUYECKMX BapnaHToB Hanborsee Taxenon dop-
Mow aBnsieTcs cungpom lypnep (puc. 1), 4ns KoToporo xapakx-
TEPHO Nporpeccupylollee TeyeHne, NpPUBOAsLLEE K NeTasb-
HOMY MCXO4y Ha MEepBOM AECATUNETUM XM3HW B pesynbrarte
CepAeYHO-NEroYHbIX U HEBPONOTMYECKNX HaPYLLIEHWN.

[N OCHOBHbIX MPOSIBNEHUI 3ab60/1EBAHUA XapaKTEpPHbI
rpyoble 4epTbl nULE, YMCTBEHHAs OTCTalOCTb, MOMYTHEHWE
pPOroBuUbl, TYronoABMMHOCTL CyCTaBOB. HavalbHble npu-
3HaKK 60Ne3HU MOSABASAIOTCA YIKE Ha MEPBOM oAy KU3HW.
Mpn HU3KOM pocTe y AeTer OoTMevaeTcs MponopuuoHasb-
HOe TesloCNoOXKEHMEe, KOpOoTKasa wWwes, ckado-, MaKpoueda-
nus, rpybble YepTbl Nnua, nyxable rybbl, LWKUPOKUE HO34PH,
3anasluas nepeHocula, rmnepTesiopusM rnas, ManeHbKkue
penkue 3y6bl, Makpornoccus (peHotun lypnep). Kpome Toro,
OTMeYaeTcs rMNepTpmMxo3, renatocrnieHomeranus, Hapyle-
HWe cnyxa, NynoyHas u/wnu naxoBas rpbikuM. Ha nmo3gHux
CTaausX BbIABASIOT MyXOTY, CNENOTY U FyO6OKY AEMEHLUMIO,
YMEHbLUEHME MOABUKHOCTM B KPYMHbIX CycTaBax, passutue
O6CTPYKTUBHOIO anHo3 U cepaevyHon HeJOCTaTOYHOCTH.

Cunppom Lleie nmeet 60nee MATKYIO KIIMHUYECKYIO Kap-
TUHY (puc. 2). bonesHb MaHudecTupyeT B Bo3pacte 3—5 ner.
MauneHTbl UMEIOT rMNepcTeHNnYecKoe TENOCTOXEHUE C CUJlb-
HO Pa3BMTOM MYCKynaTypoW, 4yepTbl nuLa rpybblie; xapaKkre-
peH WWPOKKI POT C NyXIbIMU ry6amu, HUKHAS NPOrHaTus,
YTOJILLEHME W HaTSXKEHWEe KOXM Ha nanbuax. locTteneHHo
pa3BuBaeTCa orpaHuyeHne ABUXKEHWK B CyCTaBax BEPXHWUX
KOHe4yHocTen. Haunbonee BblpaXeHHbIMU BCE CUMMTOMbI

Puc. 2. A — lMaumneHTKa A., 6 nert, cuHapom Lere. b — MauneHTka 3., 11 neT, cuHapom LLeie. Pyka B dopme «KOrTucTom nanbi»
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JNekuyusa

Puc. 3 A, bB. BHeluHuii BMA nauueHTa 7 net ¢ CUHAPOMOM
[ypnep-Llewe

60Me3HN CTAHOBATCA K MNepuody NOMOBOro CO3peBaHMS.
B0O3MOXHO NOBbILLEHHOE OBONOCEHUE, KOPOTKAA LLIES.

Mykononucaxapugo3s tun IH/S, Tak Ha3biBaemas npo-
MexyToyHas dopma (cuHapom [ypnep-Llleie), xapakrte-
pu3yeTcs TyronoABWMMKHOCTbIO CYCTaBOB, HW3KOPOCOCTbIO,
NOMyTHEHMEM POroBuLbl (puc. 3).

MepBble cMMNTOMbI 60ME3HU MOABASAIOTCA K BO3pacTty
3-8 net, nocne 4ero TemMnbl pocTa pebeHKa CHUKaloT-
cs, 06yCNnoB/IMBasA HU3KOPOCOCTb. TeNIOCNOXKEHUE MaLUeH-
TOB AMCMNPOMNOPLUMOHANIbHOE. YMEPEHHO CHUXKEHA MOABMMK-
HOCTb B CycTaBax, OnpeaenstoTcs AM30CTO3bl, KMieBuaHas
rpygHas Knetka, KMdOocKonuos, ckado- n makpouedanus.
XapaKTepHbl YacTble pecnupaTtopHble MHPEeKUun B Buae
PUHWUTOB, OTUTOB, @ TaKXXe OOCTPYKLUMUK AbIXxaTesbHbIX NyTEN.
Bolpa)keHa 3ajepykka TEMMOB MCUXOPEYEeBOro pPas3BUTUS;
no3xe nosiBAseTca rnybokas AeMeHUMS, TYHHENbHbIR CUH-
OpOM (CMHAPOM 3ansCTHOMO KaHana), coobLatowasncs rnapo-
uedanusa, renaTocnieHomeranus, MNaxoBO-MOWOHOYHbIE
W NynoYHble rpbixu [4, 10, 11].

CEPAEYHO-COCYAUCTBIE OC/NIOXXHEHUA

[opaeHne cepaeyHO-COCyANCTON CUCTEMbI UMEET MECTO
npu BCeX TMNax MyKonoanmcaxapuao3oB, HO 0CO6EHHO HacTo
npu MMC | (a Takxke Il 1 VI Tuno.).

PacnpocTpaHeHHOCTb TSAMENOoW cepaeyHO-COCyanuCTon
natonorun y naumeHtoB ¢ MIC BbiCOKa M cocTaBnsieT oT
60 po 100%. Hanbonee 4acton NPUYMHON NpPEXAEBPEMEH-
HOM cmepTu aeten ¢ MIIC, He nonyvyawowmx neyeHune, aBns-
IOTCS pecnupatopHble U KapAMONOrMYecKue OCIOXKHEHUS,
B TOM 4YMCJie OCTaHOBKa cepfLa, BHe3arnHas CMepTb OT apuT-
MUK (BKIKOYAA MOJSIHYIO aTPUOBEHTPUKYNSPHYIO GnoKagy W
TpoM603 KOpoHapHbIx cocyaoB [12, 13]. Kpome TOro, npu-
YMHOW MpEeXAeBPEMEHHOM CMEPTW MOXET CTaTb pa3BuUTUE
cepaevyHon HegocTatodHocTH [14-18].

MHTepeceH TOT ¢aKT, 4TO MNaTo/IoOrMYEeCKNe U3MEHEHUS
cepaeyHo-CocyanucTom cucTemMbl He Gbliv ONncaHbl B AOKIaAax
XaHTepau [ypnep[2, 19]. Tonbko B 1965 r. BUKTOp MaKKbIOCUK,
BblAAOLWMICA MEAULIMHCKNIA FTEHETUK, CO3Aan KnaccubuKaLumio
MTMC v 06paTnn BHUMaHWE Ha KapAMONOrMYeCcKme HapyleHus
npu metabonnyeckux 601e3HaX Hakonaexnms [12, 13].

B ocHOBe natoreHe3a U3MEHEHUN CepaedYHO-COCYANCTON
CUCTEMbI NTIEXUT MHOUNBTPALMA TKaAHEM U CTPYKTYp cepaua
rMMKo3aMuHornkaHamu (AN B o6nactv KnanaHHoro anna-
pata (CTBOPKM, GMOPO3HOE KOMbLO, CyXOXWIbHbIE XOPAbl),
3HAOKapAa, MMOKapa, CTEHOK KOPOHAPHbIX apTeEPUR, aopTbl.

[enapaH-, gepmaTtaH-, XOHAPOUTUH- U KepaTaH-Cylbda-
TUpoBaHHble TAl ABNSIOTCA €CTEeCTBEHHbIMU COCTaBSAO-

WMMKU KNanaHoB cepaua W MarucrpasnbHbIX COCYLOB.
[NocnegHune wuccnefoBaHWs BbIABUINM U3MEHEHUA B MeTa-
6onname Al Npu TakUX NaTONONMYECKMX Mpoueccax, Kak
MMUKCOMAaTo3 MUTPasbHbIX KnanaHoB [20], aHeBp13ma aop-
Tbl M aTEPOCKIEPOTUYECKOE U3MEHEHWEe COCYAUCTOW CEeTW.
JepmaTaH-cynbdatupoBaHHble Al ABASIOTCA KOMMNOHEHTOM
HOpMas/ibHOW TKaHW KnanaHoB cepaua [21], 4To 06bscHSET
nopaeHue KnanaHoB cepgua B cnydae MIC | Bcneacteue
BbICOKOM TPOMHOCTM [JepmaTaH-cynbdatnpoBaHHbix [Al
K TKaHAIM W CTPYKTypam KnanaHos [16].

MexaHn3mbl, NOCPEACTBOM KOTOPbIX HAKOMIEHHbIE
renapaH-cynbdaTMpoBaHHbIe MPOTEOrNIMKaHbl U COMyTCTBY-
olLNEe WHTEPCTULMANbHbIE KNEeTKM COCYAOB BJIMAIOT Ha
COCYAMCTYIO CeTb MaructpasibHbIX COCYLOB M KOPOHapHbIX
aptepun npu MIMC | (M3meHeHns npu MIIC, cBaA3aHHble
C renapaH-cynb®aTtMpoBaHHbIMKU OTIIOKEHUAMM), OCTaOTCA
HEeM3BEeCTHbIMW. [10 0gHOM M3 rMnoTes, ponb Al B pa3Butum
3a601eBaHU cepeyHO-COCYANCTON CUCTeMbl 06yCnoBeHa
WMHULMaLMEN BOCNANUTENbHOIO npoLuecca nyTeM aktuBaLum
Toll-nogo6Horo peuentopa 4, Beaylwen K NoBbILLEHWNIO aKTUB-
HOCTU NpoTeas [21-23].

HakonneHue 4acTM4HO AerpaaMpoBaHHbIX NIMKO3aMUHO-
rMMKaHOB NPUBOAMT K YTOJILLEHMIO U AUCHYHKLMKU KnanaHoB
cepaua, runepTpodun, HapyLeHUo NPOBOANUMOCTH, Nopaxe-
HWIO KOPOHapPHbIX apTepuin 1 Apyrux cocynos.

Y peten ¢ cuHapomoM [ypnep MpOUCXOAMT OT/IOXKEHWE
[Al" B TKaHUM cepaua, YTO HacTo CNYXUT NPUYUHOM X CMEePTH
B MepBble AecsTb NIET XKU3HU. [TopaxkeHue cepaua y nauu-
€eHTOB ¢ cuHapomMamu [ypnep—LUene u Wene, Kak npaBuno,
NnpoTeKaeT fierye, U OHK AOXMBAIOT A0 B3POCNOro Bo3pacra.

KnanaHbl cepaua (4ale MWUTpasbHbIM M aopTasbHbIN)
yTonuwatotcs n3-3a otnoxeHun Al B pe3ynbrtate BO3HUKaET
nmbo peryprutauma Ha KnanaHe, 60 NpPenaTcTBUE TOKY
KpOBW (KnanaHHbIM cTeHo3). BcneactBue otnoxkeHun AT
NPOMCXOANT TMNEPTPODUSA CaMON MbIIEYHON TKAHM cepaLla
N YMEHbLUEHWE ee 31aCTUYHOCTM MO CPaBHEHUIO C HOpMaslb-
HOM TKaHbto cepaua. BaxHo, 4to HakonneHue F'AlT npuBoauT
K AMDDY3HOMY CYKEHUIO NPOCBETa KOPOHAPHbIX apTepuin —
COCy[0B, NUTAlOLNX HEMOCPEACTBEHHO camy TKaHb cepaua.
Cy)XeHne KOpPOHapHbIX apTepui OT CpeaHer [0 TSKeNon
CTEeNEeHN MOXET HayaTbCs B Te4YeHWe MEePBOro rofa W3Hu,
a K 5 rogam BO3MOXHO pa3BuUTUE MOTHON 0B6CTPYKLMM KOPO-
HapHbIX apTepui. BHe3anHasa cmepTb OT OGCTPYKLIMK KOPO-
HapHOW apTepUKn MOXKET MPOMU30NTU KaK BO BPeMS anu3oaa
OCTPOM pecnupaTopHOM MHPEKLMK, TaK U BO BpeMs Koneba-
HWUIW apTepuanbHOro AaBneHus.

Haunbonee Ta)eno cepaevyHo-cocyaucTass cuctema
nopaaetcsi npu cuHapome lypnep. XapakTepHa ocTpast
KapanomMuonaTtus, cBs3aHHas ¢ aHAOKapAuanbHbiM GrUbpo-
3/1aCTO30M, KOTOpas MOXET cTaTb NMPUYNHON cmepTh. Hacto
HabnoaalTCs M3MEHEHUS KnanaHoB cepaua, MuoKapaa,
3HAOKapAa, KPYMHbIX apTepui M KOPOHapHbIX apTepui;
BbISIBNSIETCA Kapauomeranus, HeoO6CTPYKTUBHAs rMnepTpo-
dpuyecKaa KapanomuonaTus; KIMHUYECKU AUarHocTupyeTcs
apTepuanbHas rMnepTeH3ns BCAEeACTBUE MOPaXKeEHUA mMaru-
CTpasibHbIX COCY0B.

MeHee BblpaxKeHHble U3MEHEHUS OTMEeYatoTCs NpPU CUH-
apome lypnep—Llerie — xapaKTepHO cpeaHeTAXKenoe nopa-
eHWe KianaHHOro annapata B COYETaHWW C 3aCTOMHOMU
ceplevyHon HeaoCTaTO4HOCTbIO.

[Ons cuHapoma LLeine TakKe xapaKTepHO cpeaHeTsKenoe
TedyeHne 3aboneBaHus: OTMeYaloTCd U3MEHEeHUs KianaHoB
cepfila, MMOKapaa, aHAOKapaa, KPYMnHbIX apTepuin n Kopo-
HapHbIX apTepui, Kapanomeranusa 6e3 NpM3HaKoB 3acTOM-
HOWM cepaeyYHON HeJocTaTo4yHOCTH [24, 25].



Y nauMeHToB C ObICTPO MPOrPECCUPYIOLLNM THMKENbIM
TeyeHnem MIC | (cuHapom [ypnep) nopaxeHwe cepaeyHo-
COCYAUCTON CUCTEMbI O6bLIYHO pa3BUBaETCA B 60nee paHHEM
BO3pacTe, a Npu MeaneHHo NporpeccupyoLmMx popmax (CUH-
apombl [ypnep—Lene u Lene) moxeT NposiBUTLCSA NO34HEE.
Tem He MeHee nopakeHwe cepila HOCUT XapaKTep paBHO-
MEPHO HapacTalouwero npouecca, NpyM KOTOPOM YacToTa
W TAXeCTb 3ab0neBaHnsa YBENUYMBAIOTCA C TEYEHUEM Bpe-
Menu [14, 16, 17, 26].

Mporpeccupytowee yTonueHMe U ynaoTHEHUE CTBOPOK
KNnanaHoB MNPMBOAMT K MOSIBNEHWUIO MWUTPaibHOW M aop-
TanbHOW peryprutauuun, Kotopas MOXET CTaTb reMoauHa-
MUYECKM 3HaAYMMOM Ha 6onee MNo3JHUX CTagusax OO0Ne3Hu.
Peryprutauus Ha MUTpanbHOM KianaHe 4Yalle Bcero BCTpe-
YyaeTca y 60nbHbIX Tswenon dopmon MIMC | [10]. B cBa-
31 C NpoJo/MmKalolMMCcs HaKonneHwem cybecTpata B cepa-
e MOryT pa3BuTbCS KapauoMuonaTtusi, BHe3anHas CMepTb
OT apUTMUK, MNOPaXKEHNE KOPOHAPHbIX apTepuin, BHe3anHas
OCTaHOBKa cepAua. Y He60bLlWOW rpynnbl HOAEN C TSXeNblM
TeyeHnem MIIC | oTMevaeTcs paHHee Hayano dartanbHOro
3aHfoKapanodunbpoanacTosa.

MpubnuautencHo y 88% nauuveHToB ¢ 6onee nerkum
TeyeHrnem MIIC | nopaxeHue cepaua NPoMCXoanT B CPEAHEM
B Bo3pacTe 11,7 net [27]. Ana HEro xapaKTepHO Nporpeccu-
pyloLiee nopaxkeHme MUTPanbHOro M aopTanbHOro KianaHoB
C peryprutauner u/Mnm CTEHO30M, MPU KOTOPbIX MOXKET
notpe6oBaTbcs 3aMeHa KinanaHa. lopaxeHne aopTanbHOro
KfanaHa Yallle Bcero BcTpeyvaetcs npu 6osee nerkom teve-
HUK MIIC |, yem Npu TAKENOM, OAHAKO Yy HEKOTOPbIX NaLUeH-
TOB nopaxkatoTcs Bce KnanaHbl [10].

Mo AaHHbIM 6ONbLINMHCTBA UCCNEA0BaHMI, HEAOCTAaTOYHOCTb
KnanaHoB cepALia BCTpeyaeTcs Yalle, YHeM CTeHO3, @ MUTpasb-
HbIM KNlanaH nopaxaercs yalle, 4em aopTasibHbii. B ocHOBHOM
KnanaHbl 1eBOM MONOBUHLI cepaua (MUTpanbHbIA U aopTab-
HbII) MOpPaXKaloTCsH cepbe3Hee, Yem KianaHbl NPaBoi NOS0BU-
Hbl cepaua (TPUKYCNUAanbHbIM U NeroyHbin) [14, 16, 27].

Mpu nopaKeHWn MUTPanbHOro KianaHa ero CTBOPKM
3HAYUTENbHO YTONWAKOTCS, MPEUMYLLECTBEHHO MO KpasM,
M NpMoBpeTaloT NNOTHOCTb, KaK y xpsallen. B nogknanaHHom
annapaTte MWTPaNbHOrO KaanaHa MPOMCXOAWUT YKOpoYeHue
CYXOXMbHbIX XOPA M YTONUEHWE NaMUANSPHbIX MbIlL, Y4TO
NPMBOAUT K UBMEHEHMIO pa3mepoB, GOpMbl U MIOXON Moa-
BM}HOCTU CTBOPOK KnanaHa. Yacto B 061act MUTpPasbHO-
ro Kofblia MPOUCXOAUT OTNOXeHWe Kanbuudwukatos [28].
CXO[IHYI0 KapTWHY MNPOrpeccupylollero YTOAWEHUA U AucC-
dYHKUMKM MMeeT aopTanbHbii KnanaH. CTEHO3 UK HepocTa-
TOYHOCTb KJlanaHa MOXEeT MPUBECTU K Meperpys3Ke eBoro
npeacepavs M/wnn NeBOro Xenyaoyka, Aunatauvu NeBoro
Kenygoyka, rmneptpodun NeBOro Kenygodyka u B pesyib-
TaTe€ K CUCTO/IMYECKOM W [JMACTONMYECKOM AMCOYHKLUMMK,
BO3HMKalOLWEN B CTaplieM BO3pacTe Ha MO3AHWUX CTaausax
6onesHn. Mo gaHHbIM nUTEpaTypbl, YTOJLIEHWE KlanaHoB
cepaua B COYETaHUM ¢ Mx AMCOYHKLMEN oTMedvaeTca 6onee
yem y 80% naumeHtoB ¢ MIIC | (BKIOYas mMeaneHHo npo-
rpeccupytolmne popmbl) [27, 28].

Mpun MIC | YacTo BCTpeYaeTcs CyXKeHUe 1/Unn OKKIO3nUS
KOpOHapHbIX apTepui [28, 29]. [locTaTo4HO paHO MOXKET Npo-
n3onTn andodysHoe otnoenme MNIN B UHTUME GONbLIKX 3MK-
KapaualnbHbIX KOPOHAPHbIX apTePUI, OCOGEHHO MpPU GbICTPO
nporpeccupyolmx dopmax 60/1e3Hu, NPUBOASA K 3HAYUTEb-
HoMy cyxeHuto cocyaoB [30]. Y 30% nauneHtoB ¢ MIIC |
onuncaHo anddysHoe CyrKeHne rpyaHoro n 6poLLHOMo OTAEN0B
aopTbl [30, 31]. Cy:keHne MOXKET NPOM30MTH B 061acTu nepe-
LEeNKa aopTbl — Hanbosee TUNUYHOM AS19 KoapKTaL MK, NoaTo-
My MOXET NoTpeboBaTbCA XMPYPrMYECKOE BMELLIATENLCTBO.

B cBA3K C cyKeHMEeM apTepui Yy TaKMX NaLMEHTOB KIMHUYe-
CKMM CMMMNTOMOM SIBASIETCA apTepuanbHas runepteHaus [30].

Mpu MMC | oTMeyvaeTcs pacluMpeHre BOCXoasiLWen Yyactum
aopTbl M 3HAYUTENIbHOE YMEHbLUEHWE 31aCTUHHOCTU CTEHOK
aopTbl. ATO NPUBOAUT K HEraTMBHOMY BO3AENCTBUIO MIMKO3a-
MWHOITIMKAHOB Ha CMHTE3 TPOMO3nacTUHa, 4TO B CBOK o4e-
peab BeAeT K YMEHbLIEHUIO CUHTE3a 3/1aCTUHA U UBMEHEHUIO
ero cTpykTypsbl [30, 31].

Mo paHHbIM OTAENbHbIX WUcCcefoBaTenew, cepaevHas
HeaoCTaTOYHOCTb HabnlogaeTcs B TeHEHWE NepBbIX Heaenb
M3HU Yy NaLMEHTOB € cuHApoMOM [ypnep, XoTa y 60NbLNH-
CTBa JeTEeN He OTMEeYaeTcs HMKaKoW KapauanbHOW CUMMNTO-
MaTuKKU. Mpu PpuamKanbHOM 06CNefoBaHMM BbIIBASIOTCS
cepaeyHble LWyMbl, OAHAKO WX OTCYTCTBME HEe WCKo4aeT
nopaeHus cepaua. lNMpu cy)keHnMn aopTbl Ha oNpeaeNeHHOM
yyacTke (Hanpumep, B rpyaHOM oTaene) BCNeACTBUE XapakK-
TEPHbIX OT/IOXEHUN B €€ CTEHKax OTMEeYaeTcs MOBbIlIEHNE
apTepuanbHOro JaBieHUs B cocylax rofioBbl U LWen Npu Hop-
MallbHbIX 3HAYEHUSAX Ha HUKHMUX KOHeYHoCTaX [31].

Mo Mepe B3poCneHNs NaLMeHTOB Kamepbl cepala cTaHo-
BATCA 60nblue, NPOrpeccupyeT HeJoCTaTO4YHOCTb /UK CcTe-
HO3 K/JlanaHoB, YTO MPUBOAUT K HapyLLeHWo GYyHKLMK cepala.
CepaeyHast He4OCTaTOYHOCTb MOXET PAa3BUTLCS MO NPUYNHE
M36bITOYHON paboTbl cepiua, CBA3aHHOW C peryprutaunen
Ha KflanaHe Wan HegoCTaTOYHbIM KPOBOCHabGXeHMEM opraHa
yepes CyXKeHHble KOpOHapHble apTepun. MHOUNbTpauus rmm-
KO3aMWHOMIMKaHaMu NPOBOASLLEN CUCTEMbI CEP/LLA MOXKET
cTaTb NPUYMHOW Pa3BUTUS MOTEHUMANbHO NeTalbHON apuT-
MWK (MONHOM 6noKafdbl cepaua) U NoTpeboBaTb YCTAHOBKM
NOCTOSIHHOIO Nencmerikepa [25, 32].

AUATHOCTUKA CEPAEYHO-COCYAMUCTBIX

OCJIOXXHEHUM

CBoeBpeMeHHas AMArHOCTMKa MaTonormMm cepaeyvHo-
cocyauncTon cucteMbl nauneHToB ¢ MIMNC MOXeT 6bITb 3aTpya-
HeHa Nno pa3HbiM NpUYMHaM. Hago OTMETUTb, YTO GU3MKab-
HblW OCMOTP OblBaeT OCNOXKHEH OCOBEHHOCTAMMW BO3pacTa,
OU3NYECKMX AaHHbIX (MHOXECTBEHHbIE AM30CTO3bl M KOH-
TPaKTypbl B KOHEYHOCTAX 3aTpyAHAOT M3MepeHue apte-
pUanbHOro AaBfEeHUS WM 4acTOoTbl MynbCa; KOPOTKasa Lles
NPenaTCTBYET OLIEHKE LiymMa Haj COCyAaMW LUeM), a TaKkKe
CHUXXEHWEM MHTenneKTa. AycKynbTaums cepaua 3atpyaHeHa
M3-3a BblPa)KEHHbIX [bIXaTebHbIX HApPYLUEHW.

N3 HeMHBa3MBHbIX METOLOB 06C/eA0BaHMUA NPUOPUTET-
HbIMU ABNIAIOTCS 9XO- U ANEKTpoKapanorpaduyeckoe (IAxoKr,
OKTI). 3T yHMBepcanbHble, AOCTATOYHO MPOCTbIE B MCMOMb-
30BaHMU W 3KOHOMMWYECKM IDGDEKTUBHbLIE MHCTPYMEHTaNb-
Hble MEeTOAbl AalOT BO3MOMKHOCTb OLEHUTb aHaTOMWYECKMEe
N GYHKLMOHaNbHble 0CO6EHHOCTM CepAaua, BblIBUTb Hapy-
LEeHMS CO CTOPOHbI NpoBoAsLLENR cUCTEMbI. Micnonb3oBaHue
[IONNAepoBCKOro ckaHnpoBaHus npu IxoKI no3BonseT oue-
HWUTb NapameTpbl reMoAMHaMMKK. [POBOANTL UCCNEef0oBaHUS
Heobxoamnmo He pexe 1 pasa B 12 mec.

MarHuTHO-pe30HaHCcHas M KomnbtoTepHag Tomorpadus (KT)
He UCNoMb3YKTCH B N1aHOBOM nopsaake y aAeten. NpumeHeHne
OrpaHUM4eHo M3-3a HeobX0AMMOCTM cedalun M NPOTUBOMO-
Ka3aHo Mpu HaluM4ymMuM MUMMNAAHTUPOBAHHbIX YCTPOMCTB. MeToa
KT-aHrnorpadmm MMeeT OTHOCUTENIbHO BbICOKWIA YPOBEHb
06/y4eHUNs, @ TaKXKe HeoNMTMMalieH B OLeHKe Mopdonornu
M reMoMHaMMKHK KnanaHHoro annaparta cepaua.

JIEYEHUE MNC

Ha ceroaHAWHWIM JeHb MCMoMb3Y0TCA ABa NaTtoreHeTnye-
CKMX MeToja JiedeHnsa nauueHTtoB ¢ MIC: TpaHcnnaHTauus
reMOoroaTUYECKMUX CTBOJIOBbIX KIIETOK, MMEIoLas onpeaeneH-
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Hble OrpaHUYeHUss NPUMeEHEHUs, n GepMeHTO3aMecTUTENb-

Has Tepanusa (P3T).

e TpaHcnnaHTaumsa KOCTHOrO Mo3ra NpoBOAWUTCS 4O AOCTU-
YKeHus naumeHTamu Bo3pacTa 2,5 neT; BeeT K YMeHbLLe-
HWIO Pa3MepPOB MEYEHU U CENE3EHKM, YNYYLIEHNIO DYHK-
LMK AblxaTeNbHOM U CEPAEYHO-COCYANCTON CUCTEMDI.
YcnelHoe ncnonb3oBaHMe AaHHOro MeToda B psiae chyya-

€B NpefoTBpalLaeT NporpeccrpoBaHne 3aboneBaHns v ABs-

eTcsl OnTMMasibHbIM MPWU YCIOBUU BbINMOIHEHUS B PaHHEM
netcTBe. JOHOPCKUE KNETKM NPOAYLMPYIOT AeDULMTHBIA 3H3UM

B KPOBb, TEM CaMblM NPUOCTaHaBNMBas AaNbHeNllee pa3Bu-

TMe 60ne3HU. ANNoreHHasi TpaHCcnaaHTauuss KOCTHOro mMo3ara

OT CMBNUHIa UK anbTepHaTUBHOIO AoHopa npu MIC yactuyHO

ynydlwaeT u ctabunusnpyet CocTosiHue 60MbHbIX, NpoasieBas

#n3Hb [33]. MeToa ycnelwHo npuMeHseTcs ans mMetabosu-

YecKow KoppeKuun HapyweHun MIMC B TeyeHue nocnemHux

30 net [26] 1 nmeeT Hanbonee GnaronpUATHbIN IQDEKT Npu

ObICTPO NporpeccupylolemM TedeHun 60Ne3HU, B YACTHOCTU

npu cuHapome lypnep, 3HaYUTENBHO YBENUYMBAS BblXKMBae-

MOCTb M CAEPXMNBAsa TEMMbl Pa3BUTUS 3aboneBaHns [34].

Mo paHHbIM E.A. Braunlin ¢ coaBT., Yyepe3 1 rog nocne
fle4eHns oTMeYvaeTcs NoSIoKUTENbHAsA AMHAMWKa TaKMX Kap-
[IMONIOTMYECKMX HapYLIEHWN, KaK TaxuKapausl, cepiedvHast
HEeAOCTaTOYHOCTb; MOCTENEHHO yydlwaeTcs GYyHKUMS MWO-
Kapga, NpoxoaAMMOCTb KOpOHapHbIX apTepui. OgHaKko, Kna-
naHHbIA annapaTt cepaua OCTaeTCsl MHTAKTHbIM K IeYEHUI0,
1 NPOSIBNEHUS MOTYT NporpeccupoBath [29, 35].

G. Malm ¢ coaBT. onucanu KIMHUYECKYIO KapTuHy 6 aeTen
C TSXEeNbIM TeyeHuem cuHapoma [ypnep, KoTopbiM 6bina
npoBeAeHa TpaHCMAaHTaLUMs reMono3TUYECKMX CTBOJIOBbIX
KneToK B LWBeuun, 3a 10-netHu nepuoa. CpeagHum Bospact
[eten BO Bpems TpaHcnnaHTauuu coctaBun 11 mec. lpu
AWHAMUYECKOM HabnioJeHUn y nauueHToB He OTMeYanochb
YMCTBEHHbIX HapylleHWW, OAHaKO MOparKeHWs KnanaHoB
cepaua MOCTENEHHO MPOrpeccupoBann, a B AaNibHENLIEM
noHago6unucb opToneanMyeckue onepauumn Ha NO3BOHOYHM-
Ke, Ta3o6eapeHHOM cycTaBe [36].

o depMeHTO3aMecTUTENbHAsA Tepanusa NPoBOAMTCA Napo-
Huaason (Anbaypasum; Kog ATX A16AB0O5) — pekom6u-
HaHTHOM dopMoK YenoBeyeckon anbda-L-ngypoHnaassl,
NPOM3BOAMMON C UCMONb30BAHWEM TEXHONIOTUU PEKOM-
OvHaHTHOM JHK B KNETOYHOM Ky/NbType KUTaNCKUX XOMSAY-
KoB. ®3T npeaHa3HavyeHa A9 BOCCTAHOBIEHWUSA YPOBHS
GepMeHTHON aKTUBHOCTW, AOCTAaTOMHOM ANS rMaponausa
HaKOMMEHHbIX MMWKO3aMUHOMWKAHOB, U NpeaoTBpa-
LWEeHNs UX JanbHenWero OTNoXeHUs B TKaHax. [locne
BBE[IEHUS NnapoHuMaasbl npenapat 6bICTPO BbIBOAMTCS
M3 CUCTEMHOrO KPOBOTOKA W MOrNoLlaeTcs KIETKaMM,
noctynass B JIM30COMbl 4epe3 MaHHO030-6-pocdaTHble
peLenTopbl. PEKOMEHAOBaAHHbIA PEXUM LO3MPOBAHUS:
exeHepgenoHoe BBeaeHue no 100 EJ/Kr B BUAE BHYTPU-
BEHHOMN UHbY3KMK. MNpenapaT Heo6x0ANMO UCMONb30BaTh
nepea TpaHcnaaHTauuen KOCTHOroO Mo3ra, Hemocpen-
CTBEHHO MOCfe Hee, a TaKXKe Mocne TpaHcnaaHTauuu
OT reTepo3nUroTHOro AOHOPa NPU HEMOMHOM BbITECHEHWHU
KNETOK peLmnmeHTa JOHOPCKUMU KNeTKaMu.

B HeckonbKux uccnepoBaHusx 3aduKcuMpoBaH addeKT
®3T Ha M3MEHEHHYIO CTPYKTYpy cepiua v ero byHKuuu
y naumeHToB ¢ MIC [17, 22]. JonroBpemeHHasa 3T coxpa-
HSIET, @ B HEKOTOPLIX Cy4asx MOXET ynyylUTb CUCTONMYE-
CKYt0 PYHKUMIO NEeBOro *Kenyaoyka U MpUOCTaHOBUTb Mpo-
rpeccupoBaHue runeptTpodun B HEM Yy B3POC/bIX U AeTen
¢ MMC I ull Tvna [22, 37].

Tem He meHee 3T He BAMSIET Ha CTEMEHb YTONLLEHWUS
M GYHKLUMIO CepevyHoro KnanaHa (CTEHO3, perypruraums)

y naumeHtos ¢ MIC |, Il n VI Tna. bbina oTmevyeHa ctabunmnsa-
LM MOPaXKeHUs KnanaHoB Y OTAE/NbHbIX NaLWEHTOB B TeYeHue
OrpaHuWYeHHOro nepuoga uccnegosanua [17, 22, 37].

Pesynbtatbl nocnegHew pabotbl O. Gabrielli ¢ coaBT.
no3BonnanM cHopmynMpoBaTb NPELANONOXKEHNE, YTO paHHee
ucnonb3oBaHve P3T MOXKeT npegoTBpallath U/WMAU CMAr-
YyaTb MaToONOrM0 cepaua B BUAE YTOMLEHNUS KNanaHoB U WX
aMchyHKumm [38]. B KNIMHMYECKOM NpUmepe NMoKasaHo, KaK
fnleyeHne, NpMMeHeHHoe B paHHEM BO3pacTe, CYLIEeCTBEHHO
NMOBMMANO Ha 3afepXKy MNPOrpeccMpoBaHUs KIMHUYECKUX
cumnToMoB 3aboneBanusl. AunarHo3 MIC | 661 nocTtaBneH
MasnbyuKy B 3-aHeBHOM Bo3pacTe; P3T HavaTa ¢ 5-Meca4Hero
BO3pacTa. B T0 e Bpems cTaplias cectpa nauueHTa Havana
nonyyaTtb npenapaT Avwb B Bo3pacTe 5 net. lNpu cpasBHe-
HUW KJIMHWUKO-NabopaToOpHbIX M MHCTPYMEHTaNbHbIX AaHHbIX
OMUCbIBAEMOro nauueHTa B 5-neTtHeM BO3pacTe C JaHHbIMU
€ro CecTpbl B 3TOM e BO3pacTe 06HapPYKEHO, YTO ¥ pebeH-
Ka pOCTO-BECOBble MOKasaTenu Gbian B npefgenax HopMbl;
cnsieHorenatoMeranus, CKeNeTHble aHOManumn U NopaykeHue
CepAevyHO-COCYANCTON cucTeMbl oTcyTcTBOBanu. OTmeyanoch
ymMepeHHoe orpybeHne 4epT nvua. EAMHCTBEHHbIM NpU3Ha-
KoM MIC | 6b110 Nerkoe NOMyTHEHWE POroBULLbI, BrepBble
BbISiIBNIEHHOE y Hero B Bo3pacTte 12 mec [38].

KnuHuyeckue nccneposanusa cpeam nauunentos ¢ MIC |
noKasanu, YTo flapoHunaasa aBnseTcs 6e3onacHbIM U addek-
TMBHbIM MpenapaTtoMm, ynyywaer QYHKUMIO AbixaHWs, nog-
BMXHOCTb CYCTaBOB, CMOCOBGHOCTb XOA4MTb; NOBbILWIAET Kaye-
CTBO *M3HU. K coxaneHuto, He BCe HapyLIEHUs CO CTOPOHbI
CepaeYyHO-COCYAUCTON, LeHTPasbHOM HEPBHOM W KOCTHO-
CYCTaBHOM CUCTEMbI MOMHOCTLIO KYMMUPYHOTCS.

MonumopdHas KIMHUMYECKas KapTMHa Yy NaLMEHTOB C
MIC o6ycnoBnMBaeT HeOOGXOAMMOCTb KOMIMIEKCHOrOo Moj-
X0[a K JIEYEHMIO U LLMPOKOE UCMONb30BaHME cUMMITOMaTUYe-
CKoM Tepanuu. [1na ee npoBeaeHMs MPUMEHSAIOTCS MHIMOUTO-
pbl @aHTMOTEH3MHMNpPEeBpaLLatowero depmeHTa, B-610KaTopbI,
6/10KaToPbl KabLMEBbLIX KAHANOB, AMYPETUKM.

KoppeKunss cepaedyHo-cocyancTton HeLoCTaTOYHOCTH,
apTepuanbHOM rMNepTEH3UU NPOBOAMUTCH C UCMONb30BaHU-
€M pPEeKOMEeHAOBaHHbIX METOAOB SevYeHUs AEeTCKOW Kapamo-
nornn. Mo NoKasaHWsSM peluaeTcs BOMPOC O Heo6XxoaAnMo-
CTU XMPYPruYeckow KoppeKuun. YHacTble pecnupaTopHble
MHbEKLMM 06YCNOBANBAIOT Le1eco0bpa3HOCTb NMPOBeAEeHUS
BaKLMHALMK NaLMEHTOB NPOTMB NMHEBMOKOKKOBOW M reMo-
GUNbHON MHDEKLMN.

3AK/TIOYEHUE

Peakaa nu3ocoMHasi 601€3Hb HaAKOMIEHUA — MyKOMOo-
IMcaxapuio3 — XxapaKTepu3yeTcs XPOHUYECKUM Mporpec-
CUPYIOWNUM TEYEHUEM C Pas3IMYHbIMU KIIMHUYECKUMU MPO-
ABMIEHUAMMU, NPUBOAALLUMM K UHBaNUAN3ALMKU, U 3a4acCTyto
COMpPOBOXAAEeTCH NaToNIOrMYECKUMU U3MEHEHUSAMU cepaLa
M COCyfOB.

B 6onbwKnHCTBE chnyyaeB npu cuHapome [ypnep yxe
B paHHeM BO3pacTe OTMeYalTcs WM3MEeHEeHUs KnanaHoB
cepiua, MWOKapha, 3HAOKapha, KPYMHbIX M KOPOHapHbIX
apTepun; BbIABNSETCA Kapauomeranus, HeoOCTPyKTUBHasdA
runepTpoduyecKas KapanoMmonaTus; KIMHUYECKU AnarHo-
CTUpyeTcs apTepuanbHas rMnepTeH3ns BCeACTBUE Noparke-
HUS MarucTpaibHbIX COCYA0B.

Cunapowm lypnep—LLere 06bI4HO OTNMYaeTcsa 6onee Mar-
KUM Te4YeHWeM, OJHAKO MNP HEM TaKXKe BbISBNAIOTCA nopa-
¥EHWa KnanaHHOro annapara.

Mpn cuHgpome Lene HabnopaloTcad U3MEHEHUS Kna-
naHoB cepfiua, MUOKapha, dHAOKapha, KPYMnHbIX apTepui
N KOPOHAapHbIX apTepUn, Kapanomeranus.
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PaHHAS gnMarHoctMKa 601e3HU U CBOEBPEMEHHOE Hava-
10 cneundunYecKon Tepanunmn no3BONSIOT UsbexaTb GopMu-
poBaHMWs MOPOKOB cepAaLa U KapanoMuonaTuu.

Bce getn ¢ mykononucaxapmMao3amu A0SIKHbI HAX0AUTbCS
noJ NocCTOSIHHbIM HaGMOAEHWEM CreLManuncTa-Kapanonora.
Mpn HanMynMmM NpM3HaKOB HEAOCTAaTOYHOCTU KpoBooOpalle-
HMS NOKa3aHO Ha3HayeHWe CUMMTOMaTUYECKOro JieYeHus.
B cnyyae WHTEpPKYppeHTHbIX 3abofieBaHWM Heobxoauma
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