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IIpencrapieHbl AaHHbIE JIATEPATYPbI, OTPAKAIONIHE BONPOCHI COBPEMEHHO! KJIACCU(DUKAINM, T€HEATOTHH, KIMHHYECKMX NMPOsIBJIe-
HMii, AMATHOCTUKM, JIeYeHHs] U NPO(UIAKTHKY OHOI U3 HanboJiee YacThIX HO30I0rHYecKUX GopM JIM30COMHbIX D0JIe3Hel HaKoIIe-
HHS — MYKonoJmcaxapuio3oB. Oco0oe BHUMAaHNE yIeJeHO MATOJIOTHH CePIeYHO-COCYIUCTON CHCTEMBI TIPH JAHHOI rpymie 3a60-
JieBaHii. YCTAHOBJIEHO, YTO NMOPAKEHHE CepAla SABIAETCS OJHHM M3 KAPIMHAJIBHBIX MPH3HAKOB MYKONOJIMCAXaPHI030B, HEPEAKO
MPUBOJSAIIMM K JI0BOJIbHO PAHHUM JIETAIbHBIM HcxoaaM. [laTosorus cepaua 3aperucTpupoBaHa npu BCeX THIAX MYKONOJIMCAXApPH-
JI030B, OJIHAKO OHA HAMOOJIee 3HAYMMA Il 0OJIbHBIX C TPEMsI KJIMHAYECKUMH BapuanTamMu cunapoma Iypaep, cunapomamu XaHrepa
u Maporo—Jlamu. CoracHo JaHHBIM JUTEPATYPbI, XaPAKTEPHHIMHU NPU3HAKAMM NOPAKEHUsT CEPAEYHO-COCYIUCTON CUCTEMBI NPH
MYKONOJIMCAXAPUI03aX CJIEYeT CYMTATD: YTOJIIIEHNE KIANAHOB C PA3BUTHEM UX TUCGHYHKINHA (TPH 3TOM TSKECTh MOPAKEHHS JIEBO-
CTOPOHHMX KJIANAHOB 00Jiee BbIPAKEHA), TUNePTPOdHI0 MUOKAPAA, HAPYIEHHE NPOBOAUMOCTH, MOPAXKeHHe KOPOHAPHBIX aAPTepHid,
apTepuaNbHYIO THIEPTEH3UI0. MHOTHE HCCIIEIOBATE M MOTYEPKUBAIOT TPYAHOCTH KINHUKO-(YHKIMOHAILHOTO 00C/IeJOBAHUS Cep-
JIeYHO-COCYIMCTOM CHCTEMBI Y DOJIBHBIX C MYKOMOJIMCAXAPHA03AMH, YTO 00YCJIOBJIEHO HATMYKEM (PU3MIECKUX  MHTEJLIEKTYAJbHBIX
OrpaHMYEHHIi Y ANMEHTOB, A TAKXKE MOCTENEHHbIM HAPACTAHHEM CUMITOMATHKH. [IJIsl iedeHns cepaevyHO-COCYAMCTOM MATOJOTHH
TP MYKOMOJHCAXAPUI03aX UCHOJIb3YIOTCA MeIHKAMEHTO3HbIE M XUPYPIUYeCKHe MeTOIbl. B mociieHne roabl HAMGOJIBIIYI0 AKTY-
AJIbHOCTh MPUOOPETAIOT 3aMeCTUTEbHAS (hepMEHTOTepanus M TPAHCIUIAHTAIMS eMONO3THYECKHX CTBOJIOBBIX KJIETOK. /laHHbIe
METO/IbI MOTYT OCTAHOBHUTH POTPECCHPOBAHME 3200/I€BAHMS, CTIOCOOCTBOBATD Perpeccy runepTpodun KeayI0uYKoB U CTAOWTN3AUI
(byHKIMM JIeBOrO XKeTya04Ka.

Karoueswvie cnosa: Knrouesole crosa: demu, au30comHbie 601e3HU HAKONACHUS, MYKONOAUCAXAPUOO3bL, CePOeUHO-COCYOUCMas cucmema,
duaeHocmuka, neverue.

The paper gives the data available in the literature on the current classification, genealogy, clinical manifestations, diagnosis, treat-
ment, and prevention of mucopolysaccharidosis, one of the most common nosological entities of lysosomal storage diseases. Par-
ticular emphasis is laid on cardiovascular pathology in this group of diseases. Heart damage is ascertained to be one of the cardinal
signs of mucopolysaccharides frequently leading to rather early fatal outcomes. Cardiac pathology is notified in all types of muco-
polysaccharidoses; however, it is most important for patients with three clinical variants of Hurler syndrome, Hunter syndrome, and
Maroteaux-Lamy syndrome. According to the data available in the literature, the characteristic signs of cardiovascular system dam-
age in mucopolysaccharides should be considered to be: thickening of the valves with the development of their dysfunction (the sever-
ity of left-sided valve lesion being more pronounced), myocardial hypertrophy, conduction disturbance, coronary artery lesion, and
arterial hypertension. Many investigators emphasize difficulties in clinically and functionally examining the cardiovascular system
in patients with mucopolysaccharides, which is due to physical and intellectual limitations in the patients and to a gradual progression
of symptoms. Medical and surgical methods were used to treat cardiovascular disease in mucopolysaccharides. Enzyme replacement
therapy and hematopoietic stem cell transplantation have become much more topical in the past years. These methods may stop dis-
ease progression and favor regression of ventricular hypertrophy and stabilization of left ventricular function.

Key words: Key words: children, lysosomal storage diseases, mucopolysacharides, cardiovascular system, diagnosis, treatment.

yKOIoJMcaxapuno3bl — OJHa U3 HauboJjiee 4a-
CTBIX HO30JIOTMYEeCKUX (opM OoJie3HEei HaKoILIe-
Hust. [Ipu 570l MaTogoruu B pe3yJibTaTe HelOCTaTOYHO-
CTU JIM30COMHBIX (DEPMEHTOB HapyllaeTcsl KaTaboau3M
OCHOBHOTO BellleCTBa COEAUHUTETbHON TKAaHW — TJIMKO-
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30aMUHOTJIMKAHOB, TIPOUCXOIUT HAKOIUICHUE WX B JIU-
30COMax, 4TO MIPUBOIUT K TPYOBIM KJIIETOYHBIM M3MEHe-
HUSIM ¥ HOPMUPOBAHUIO XapaKTEepPHOUW KITMHUICCKOMN
KapTUHEI.

OcHoBHbIE CBe/IeHHS 0 MYKONOJIMCAXAPUI03aX

B Tabauile naHa coBpeMeHHasl Kiaccudukaius mMy-
KOTIOJIMCAaXapua030B, OCHOBHBIC CBEIEHMS O JIOKAIU-
3aIIM1 TEHOB, HEKOTOPBIX KIMHUIECKUX OCOOCHHOCTSIX.
[To maHHBIM JTUTEpPATYpHl, W3 BCEX IIPEICTaBICHHBIX
B TaOJIM1IE TUITOB MYKOIOJMCAaXapua1030B Haubosiee ya-
cTo BcTpevatoTcss cuHapoMbl [ypaep u Xantepa (I u 11
TUIIBI MyKoTloJiucaxapuao3oB). CuHapoM XaHTepa Xa-
paKkTepu3yeTcsl PeIleCCUBHBIM, CIIETUIEHHBIM C XpOMO-
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comoit X HacJielIoBaHWEM, OCTaJIbHBIE THUITBI MYKOIIO-
JINCAaxapua030B HACIEAYIOTCS ayTOCOMHO-PEIIECCUBHO.
CorylacHO COBpeMeHHOI KjlaccuduKaluu, | Tum BKio-
yaeT BCeOS TPW KIMHWYCCKUX BapuaHTa: CUHIPOMBI
Iypnep, Iypnep—Illeite wu Illeite. Cunapomy Iypaep
CBOWCTBEHHBI caMasl BBICOKAas 4acTOTa BCTPEUAEMOCTH
(1:40 000 HOBOPOXIEHHBIX), paHHSIS (B MEPBbIE MECSLIbI
KM3HM) MaHubecTauusi, Hauboyiee TKeable KIMHU-
YeCKHUe TIPOSBICHUS W MEHBINAS IPONOJIKUTEIHPHOCTD
>KU3HM OoJibHOTO [1, 2].

Yacrtora BcTpeuaemoctu cuHiapoma [yprep—ILleiie
(IH/S tun mykononucaxapuao3sa) coctasisiet 1: 80 000—
1: 100 000 HOBOPOXKIEHHBIX; 3a00€BaHUE XapaKTEPUIYeT
Oosiee mozaHee (1—2 rona KU3HU) MPOSIBIEHUE CUMIITO-
MOB, MEHEe TSKeJIbIe TIPOSIBIICHUST, OOJTbINAast ITPOIOJIKU-
TEJIBHOCTh XKW3HU W HOPMAJIBHBIN WJIM HE3HAYUTEIBHO
CHIDKEHHBIN WHTE/UICKT. BojbHbIe OOBIYHO aaeKBaTHO
COITMAJIGHO ATalTUPOBAHBI, YCITENTHO YJaTcs B OOIIIe-
00pa3oBaTeIbHBIX ITKOJIAX, YACTO UMEIOT X000M U ITOITy-
YaloT CpefHee CITelMaTbHOE WIIM BhICIIee 0Opa3oBaHUE
(garie ryMaHuTapHoe) [2].

Yacrora cunmpoma Illeite (IS Tunm mykomonucaxa-
punosa) coctasiser 1: 500 000 HoBopoxIneHHBbIX. Emy
CBOICTBEHHHI ellle 0oJiee JIeTKoe TeUeHe 00JIe3HM, MST-
Kve TMpOSIBJEHUSI KpaHUOMdalMaIbHOTO AucMopduzMa
IT0 TUITy TaproMjiM3Ma, HOPMAaJbHBI WHTEIEKT. Bob-
HBIE, KaK MPaBUJIO, MIPEKPACHO MHTETPUPOBAHBI B OOIIIe-
CTBO, MOTYT UMETh YICHBIC 3BaHUsI, 3aHUMATh PYKOBOISI-
IITMe TIOCTHI, a TaKKe BCTYNATh B OpaK M UMETh 30POBOE
MOTOMCTBO [2].

Hoseans M. H. u coasm. TlopaxkeHue cepiiia Mpu MyKOTIOIMcaXapua03ax

Cunnpom XaHTepa 110 TSKECTH KITMHUYECKOM CHM-
MITOMAaTUKU TEJTUTCA Ha IBe (POPMBI: JETKYI0 M TSKe-
Jyt1o. boabHble ¢ TXenoil (Gopmoii TeyeHUs] UMEIOT
rpyOyl0 YMCTBCHHYIO OTCTaJOCTh W MEHBIIYIO TIPO-
JMOJDKATETBHOCTD XU3HU (KaK MpaBUio, He TPeBhIIIa-
fomryto 15—16 ner). [letu ¢ 6oyee nerkoit opmoii 3a-
00JIeBaHUS OTJIMYAIOTCST HOPMAJTbHBIM WHTEJIIICKTOM,
OoJiblllelt MPOMOKUTENbHOCTBIO XU3HU (10 50 Jyet
u 6oJiee), MOTYT 00ydaThbCsl 11O 0011e00pa30BaTEIbHOM
MporpaMMe, yCITeITHO 3aKaHUYMBATh BBICIITNE yUeOHBIE
3aBelICHUS W HEe MEHee YCIEeNTHO paboTaTh IO CIIeI-
aJTbHOCTH, a TAaKXXe BCTYIATh B OpaK U UMETh 3J0POBOE
noToMCTBO [3].

Bce 4 tuna cunapoma CaHduaumnmno — ogHa U3 Hau-
6outee Tskenbix opM natosioruu. B Poccuu yaie BcTpe-
yaeTcsd cuHapoMm CaHuiummo A, a cilydaeB MYKOIIO-
Jqucaxapunosa IIID He Obulo 3aperucTpupoBaHO BOBCE.
3aboyieBaHMe OTIMYAET IPydoOe CHIDKEHWE WHTEIICKTa,
KakK TIpaBWJIO, HOPMaJbHBIC ITOKa3aTeJn (U3MIECKOTO
pa3BUTHUS M MEHee BBIpaXKeHHOE MOpakeHUe APYTUX KU3-
HEHHO BaXXHBIX OPTaHOB M CHCTeM opraHu3ma. [lo maH-
HBIM HCCIIeoBaTeNleil, KTMHUIeCK! Bce 4 TWIa CUHIPO-
Ma CaH(UIUIIIO HEPA3TUUUMBI.

Cunapomsl Mopkuo A u B xapakrepusyer aucnpo-
MTOPIIMOHATbHAST KapJIMKOBOCTh, PAXUTOMTOTOOHBIE N3Me-
HEHUS CKeJieTa M HOPMaJIbHBIN WHTEIICKT, YTO CIIOCO0-
CTBYeT MX HOPMaJTbHOM MHTETPAIIH B OOIIIECTBO.

CunapoMm Maporo—JlaMu OTJIMYAIOT KapJIMKOBBIH
pPOCT ¢ BBIpAXXEHHBIMA W3MEHEHHMSIMU OITOPHO-IBUTA-
TEJIGHOTO armapara, MaTOJOTHUsI CepAeYHO-COCYIMCTOMN

Tabauya. Cospemennas KnaccuyKauys ¥ OCHOBHbIE CBeJeHHs 0 MyKononucaxapunosax [1, 2]

Tun Jlokanu3za- Cpoku Jedexr nu3ocoMHOro hepMeHTa Dpakiny HaKAIUTBAIOIIIXCST
MYKOIIOJIMCaxapuio30B nsd reHa MaHH(I)ﬁCTaL[I/II/I TJIFOKO30aMWHOTJIMKAaHOB
I Tumn: cunapom Iypaep 4p 16.3 H: < 1rona a-L-upypoHumasa Temapancynbgar
(H), Iypnep—Illeiie H/S: 3—8 ner JepmaTtaHcyabdar
(H/S), 1eiie (S) S: 10—20 ner
II Tun: cunapom XaH- Tsxenast hopMma: Wnyponar-2-cynbgarasza To xe
Tepa, Jierkas v Tsokenas  Xq 27.1- 1—2 roma
dbopmbI q28 Jlerkas opma:
3—5 et
I1I Tvn: cUHAPOMBI A:17925.3 4—6 ner A: ITenapan-N- cynbdaTtasza; Temapancynbdar
CaHdpunumnro A, B, B: 17q 21 B: N-auerun-a-D-
C,D C:8pl1.21 IIIOKO3aMUHUIA3a;
D: 12q 14 C: auetuii- KoA:-a- rioko3amMu-
Hupasza-N-aneTunrpaHcepasa;
D: N-aueTruiarmoko3aMuH
-6-cynbdarcynbharasa

IV tin: cuHapoMbI A:16924.3 1—3 roma A: N-auetuirajakTo3aMmH- Keparancynbdhar Au B
Mopkuo A, B B: 3p21.33 6-cynbdaraza

B: B-ramakro3unaza
VI tun: cunapom Ma- 5ql1-q13 1—9 ner Apuncynbdaraza B HepmaraHcynbhar
poro—Jlamu
VII Tumn: cunapom 7q21.11 Bapbupytor B-D-riaokypoHumasa XOHIAPOUTUHCYTb(DATHI
Cnasg
IX Tun ? IMoapocTKkoBbBI Tuanyponumaza TuanypoHoBas Kuciora

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U NEAVATPUUN, 3, 2014

23




CUCTEMBbI, TMApeHXMMATO3HBIX OPraHOB, TIJa3 U Clyxa,
a Takke HOpMaJIbHbIA UHTEJIEKT. BoinensitoT 1se ¢hopmbl
00JIE3HU — JIETKYIO U TSIKEJyIo.

Cunapomy Ciass CBOWCTBEHHBI «IypJeproJOoOHbIN»
deHOTHUTT € TPYOBIM CHIDKEHMEM WHTEJUIeKTa. OTrcaHbl
clydyau BHYTPUYTPOOHOU rrbeu 1ioja BCJIeACTBUE pa3-
BUBIIIEHiCS BOMTHKM. B Poccum aToT TMIT MyKoTocaxa-
pYa03a ONKcaH He ObLI.

o HacTosllero BpeMEHU B JIUTEpAType WMMEIOTCS
CBEJICHUSI TOJIbKO 00 OHOM MallMEeHTe C MyKOoIoucaxa-
punosom IX [4, 5].

ITopaxxeHue cepaeyHO-COCYAUCTON CUCTEMBI

IMopaxeHue cepaeyHO-COCYAUCTON CUCTEMbI SIBJISI-
€TCSI OJHUM W3 KapIUHAIBHBIX MPU3HAKOB MYKOITOIU-
Caxapujio30B. DTU WM3MEHEHUsSI HOCAT Pa3HOOOPa3HbIN
XapakTep U HabJoAatoTCsl MPakTUIECKU MPU BCEX TUMAX
3aboneBaHusl. [lepBble KapAMOJOTUYECKUE MCCIIeN0Ba-
HUS1 Y OOJIBHBIX C MYKOIIOJIMCaXapua03aMu ObUIU BbIMOJ-
HeHbI 0KoJ10 50 et Hazan [6, 7].

YcTaHOBIEHO, UTO MEPBOE MECTO IO YAaCTOTE, CPOKaM
MaHUGEeCTalluM W TSKECTH BOBJICYCHMS B ITATOJIOTHUYC-
CKUIi MPOLECC CEPACUYHO-COCYAUCTON CUCTEMbI 3aHUMA-
1oT I, I u VI tunsl MyKomnoaucaxapuao3oB, B TO Bpemsi
KakK y mauMeHToB ¢ cuHapomamu CaHdwuiunmno u Mop-
KWO 3TU U3MEHEHMSI BCTPEYAlOTCSl CYIIECTBEHHO pexe
[8—10]. Caumkom Masasi paclipoCTpaHEHHOCTb MYKO-
nonucaxapunosa VII tuna He mo3Bosinia onpeaeanThb Ya-
CTOTY MOpaxKeHus1 cepaua npu cuHapome Casl.

AHanU3 TPUYUH JIETATbHBIX WCXOIOB Y OOJbHBIX
C Pa3MYHBIMU TUIIAMU MYKOTOJIMCAXapua030B, HE MOo-
JIy4aBIIMX TATOTEHETUYECKO Tepanuu, Iokasai,
YTO CMEPTh Yallleé BCEro HacTymnaja B pe3yJbTaTe JbIXa-
TeJbHOW HEeNOCTaTOUHOCTU WJIM CeplAevyHbIX 3aboJieBa-
Huii [11]. Cpenu nocieaHux HarboJsee 3HAUMMBbI cepaeyd-
Hasl HeJOCTaTOYHOCTb, BHE3aIHass CMEPTh OT apUTMUU
(B TOM 4MCJIe TIOJIHAsE aTPUOBEHTPUKYJIApHAsl OJo0Kaaa)
[12] u okkit03us KopoHapHbix aptepuit [13]. Cuenyet
MOAYEPKHYTh, UTO MOPAXEHUE Ccepllla MPU MyKOMO-
Jlcaxapuao3ax J0Jroe BpeMsi He COMPOBOXIAETCS Xa-
PaKTEpPHON KIMHUYECKOU CUMIITOMATUKOW U IMOITOMY
OCTaeTCsl He IMarHOCTUPOBaHHBIM. Takoii dbakT Biaeuet
3a COOO CYUIECTBEHHOE CHUXEHUE WCTUHHOIO Mpo-
LIEHTA YacCTOThI OOJIE3HM Ceplilia TPU MYKOIOIUcaxapu-
nmo3ax. Tak, TopKo 6 13 26 MAIMEHTOB C MYKOITOJTHCA-
Xapuao3aMu | dXoKapauorpad®udecKuMu TpU3HaAKaMu
MTOpaXkKeHMsT cepara UMeI KIMHUYECKHWE MPOSIBICHUS
CO CTOPOHBI cepaeYHO-cocyaucToir cucremsl [10]. Dto
JlaJlo OCHOBAaHUWE MCCJEAOBATENSIM TMOAYEPKHYTh BaX-
HOCTb U HEOOXOMMOCTb MPOBENEHUS OOJbHBIM MOJIHO-
ro o0cje10BaHusl ceplla Mocje yCTaHOBJIEHUSI UM Juar-
HO3a MyKoIoJiucaxapuaosa [14].

YacroTa U TSKECTh NOPAKEHUS cepaia

BosiblIMHCTBO ~ aBTOpPOB  OOpalllaloT ~ BHUMaHUeE
Ha Ype3BbIYAHYIO PENKOCTbh KapAMOJOTUYECKUX HCCTIe-
JIOBAaHUI C yyacTUEM OOJIbUIOr0 4yuciaa OONbHBIX C OT-
JIeIbHBIMU TUTMAMKU MYKOIOJIMCaXapuno3oB. TeM He Me-
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Hee, BBHISIBJICHA OYCHb BBICOKAs pAaCIPOCTPaHEHHOCTH
U TSDKECTh  CepACYHO-COCYIMCTBIX HApYIICHWA Y JTUIT
C PA3IMYHBIMUA TUIIAMHU MYKOIIOJIMCaXapumao30B (TIpeu-
mymectBeHHo I, I1 u VI), cocraBmsromas ot 60 mo 100%
[9, 10, 12, 15]. UccnenoBaTensiMu yCTaHOBJIEHA B3aUMO-
CBSI3b TIOpaXEHWsI KJIAITAaHHOTO arapara cepiia W Ha-
pyllIeHHOro KaTtaboau3Ma aepMaTaHcyiabdaTa. DTo Tipe-
XIIe BCETO OTHOCHTCS K TPeM KIIMHUYECKUM BapHaHTaM
MyKoTorcaxapumosa I, a takke CHMHIpoMaM XaHTepa
u Mapoto—Jlamu (I u VI Tuns Mykomnonucaxapuno3os),
HO COBEpPIIIEHHO He KacaeTcsl MYKOITOJIMCaXapuI030B
I u IV, tak kak cunapombl Candununmo u Mopkuo xa-
PaKTEepU3YIOTCS HaKOIJICHWEM TellapaH- U KepaTaHCyTh-
¢aroB coorBeTCTBEHHO [§—10].

[TokazaHo, 4YTO Y JIWIL C IMEPBbIM KIMHUYECKUM Ba-
puaHToM Mykornoaucaxapuno3a | (cunmpom Iyprep)
cepleyHasl IaToJIOTUSI OOBIYHO pa3BUBACTCS B paHHEM
BO3pacTe | OBICTpO TmporpeccupyeT [16], BTO Bpems
kak npu cuHapomax Iyprep—Ileiie u Llleite mopaxe-
HHE CepiIa MPOsBIIAETCS CYIIECTBEHHO TO3Xe U Xapak-
TepusyeTcsl 6osiee JIETKUM U MeIlJIeHHbIM TeueHueM [17].
Tem He MeHee, WcCIeIOBaTeId OOPAIIAIOT BHUMAaHUE
Ha TIPOTPEIMEHTHOCTD BCEX THUIIOB MYKOITOJIMCAXapHI0-
30B U MOMYEPKUBAIOT, YTO 3TO B MIEPBYIO OUYepenb Kaca-
eTCsl M TTIOPaXKeHWH cepalia, 4acToTa M TSKECTh KOTOPBIX
YBEJIMYMBAETCS ¢ BO3pacToM OoJibHOTO [9, 10].

Haubonee xapakTepHoii marosoruei cepaua npu My-
KOTIOJTMCaxapumo3aXx OOJBIIMHCTBO — MCCIIeIOBaTeNeH
CUMTAIOT TIPOrpeCcCCUpyIoliee TOpakeHWEe ero KIaraHoB,
Kotopoe peructpupyercss y 60—90% marnmeHToB [9].
YTomeHne KiiamaHOB C pa3BUTHEM AMCGHYHKIIUA Ha-
OsitoaeTcsl Y BceX OOJIbHBIX C TSKEI0i (hopMOoii MyKOTO-
mmcaxapuno3a VI tuma [18], 6omee yem y 80% vt ¢ Tpe-
Ms KIIMHUYECKUMU BapMaHTaMU MYKOITOJIMCAXapumo3a
I tuma [15, 19] m'y 57% nipo6GaHIOB ¢ CHHIPOMOM XaHTe-
pa (mykononucaxapunos 11 Tuma) [20].

B GonpmmmHCTBE UCCJIeIOBAaHUI cooOmaeTcs,
YTO KJIalaHHasI PEerypruTaius sBseTcs 0ojiee pacipo-
CTpaHEHHOM, 4eM cTeHo3. [Ipm 3ToM TopaXeHWe MU-
TPaJIbHOTO KJIallaHa BCTpPEYaeTCs dYallle IT0 CPaBHEHUIO
C aopTaJIbHBIM. BoB/IeUeHNE B MATOJIOTMUECKUI TTPOIIECC
JIEBOCTOPOHHMX KJIAllaHOB (MUTPAJIHLHOTO W a0OPTaIbHO-
TO) OTHOCUTEIBHO ITPAaBOCTOPOHHUX (TPEXCTBOPUYATOTO
W JIETOYHOTO) TI0 CBOMM TPOSIBJICHUSIM 0oJiee 3HAYNMO
[9, 19].

KorarmaHHBIN CTEHO3 MITM HEAOCTaTOUHOCTD IIPUBOJIST
K Teperpy3Ke 00bEMOB JICBBIX TIPEACEPIUs U/ WITH XKeITy-
IoYKa, TWIaTall ¥ TUTIepTPOMUY TTOCIEIHETO U, B KO-
HEYHOM WTOTE, K CHUCTOJIMYECKON U AMACTOIMICCKOMN
nuchyHkimu. PeTpocniekTuBHOE HAOIOACHUE 3a IETbMU
C Pa3IMIHBIMUA TUTIAMU MYKOITOJIICAXapHI030B KOHCTa-
THPYET, YTO TUIIePTPOGHs JIEBOTO XKeIymIouyka M JUACTO-
JImYecKast TUChYHKIINS TTPOSBIITIOTCS Ha PAaHHUX CTaIu-
SIX OCHOBHOTO 3a00JIeBaHMS, B TO BpeMsT KaK TUJIATALIAS
KEJYTOYKOB Y CUCTOJIMIEeCKasT TUCHOYHKIIMS CBONCTBEH-
HBI TO3THUM CTAIUSIM OOJIE3HMU.
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PesynbraThl maToMopdos0ruueckoro McciaenoBaHus
CTBOPOK MUTPAJIBHOIO KjamnaHa y O00JbHBIX C MyKOIO-
JIUcaxapuao3aMi  CBUIETEJIbCTBYIOT 00 MX 3aMETHOM
nuddy3HOM YTOMIEHUM U CYLIECTBEHHOM YIUIOTHEHUU
(xpsimienonooHast KoHcucTeHuus1). CyxoXXuJbHble HUTU
KJlariaHa YKOPOYEHBI, MaNWUISIPHBIE MBbIIILBI YTOJIIE-
HbI, YTO MPUBOAUT K OTPAaHUYEHUIO TTOABUKHOCTH CTBO-
pok [21]. KanbLueBble 1em03UThl 0OBIYHO OOHApYKUBa-
10TCS B 00J1IaCTU MUTPATIbHOTO KOJiblia [22]. AHaiornuHas
KapThHa HabJI0aeTCsl CO CTOPOHBI a0PTaIbHOTO Kjamna-
Ha: MPOUCXOAUT MPOTPECCUBHOE €r0 YTOJIIEHUE U AUC-
¢yHKUMS. YKa3zaHHBIE MATOJIOTMYECKUE U3MEHEHUST 00-
YCJIOBJIUBAIOT HEAOCTATOYHOCTh W /WY CTEHO3, KOTOPbIE
JIETKO OMPEIEIISIIOTCS 0 JBYXMEPHOI dxoKapauorpaduu
U JOTIIJIEPOBCKOMY cKaHupoBaHuIo [23]. Takue Hapyiie-
HUSI PETUCTPUPYIOTCS, KaK MPaBUJIO, HA TIO3IHEI cTaauun
3a00JIeBaHUSI.

Yacrora pasiauyHBIX TIOpaXkKeHWil cepiala Mpu My-
KoIoJiMcaxapuao3ax y JIeTeid TpuBeleHa Ha PUCYHKeE,
Ha KOTOPOM BUJHO, YTO Haubojiee 3HAYMMBIMU H3ME-
HEHUSMU cepua y OOJbHbBIX SIBJSIIOTCS JIEBOCTOPOHHEE
MopaxeHue KjanaHa, runepTpodust JIeBOro Xeayaouka
U JeroyHas runepteHsus [10].

% 0T yucna ABI’!ﬁ C MyKONONWCaXapkg 03om
(n=28)
[ TR T RNTTRN TR Y
oW o wv o wm o wa
==

Pucynok. Pesynsratel axokapamorpadmueckoro oGcieq0BaHus
28 manueHToB B Bo3pacte oT 2 10 14 et (cpeannii Bo3pact 9 Jer)
¢ Mykonosmcaxapunaozavu I—VII tuna.

MK — wMutpanbHbiii KiamaH; AoK — aoprajbHBIM KiamaH;
JIK — nieBbIit Xenynouek.

BoJie3nn KOpoHAPHBIX apTepHii

CyXeHre KOPOHApHBIX apTepuil /WA OKKITIO3US
OBLTM OITMCAHBI Y OOJTBHBIX CO BCEMHU TUITAMHM MYKOTIO-
JMcaxapuao3oB [24], onHako HauboJiee YacTo 3Ta MmaTo-
JIOTUSI BCTpevaeTcsl Tpu cuHapomax I[ypiep m XaHTepa
(mykononucaxapuno3bl 1 u ). duddysnasa nponude-
paLys THTUMBI OOJIBIINX SMTMKAPAUATBHBIX KOPOHAPHBIX
apTepuii, TIPUBOIIIAS K CYXKEHHWIO IIPOCBETa COCYyIa,
00yCITOBJIEHa OTIOXKECHUEM TJTMKO3aMUHOTIIMKAHOB. DTU
U3MEHEHUST Hambojiee paHO IIPOSIBIISIIOTCS Y OOJBHBIX
C TIEpBBIM KJIIMHUYECKUM BapMaHTOM cwHIpoMa [ypiep
[25]. OkKI11031s1 KOPOHAPHOTO COCYy1a TOYTH BCeTaa Mpo-
WCXOIUT B IICHTPAJIbHON 30HEe. AITMKAIbHBIE aHEBPU3MBI
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JIEBOTO 3KEJTyIOYKa W OKKITIO3MM KOPOHAPHBIX apTeproIT
XapaKTepHbl TaKxXKe MJisg MyKomosnucaxapunoszoB I u VI
(cunapombl Xantepa u Mapoto—Jlamu) [24].

JIpyrue cocymucTbie aHOMAJIMH

VY manueHToB ¢ MyKOTIOMCaxXapua03aMu OOHAPYKH -
BaeTCd YBeIMUEHUE TONIIWHBI CTCHKHM KPYITHBIX COCYIOB
C Cy’XeHWEM WM pacliupeHreM ux muametpa [20, 26].
HuddysHoe cyxkeHue rpyaHoOi U OPIOIIHON a0pT Mpouc-
xomut y 30% mur ¢ mykomommcaxapunosamu I u I1. Cy-
JKeHUE B 00JIACTH TIepeleiika a0pThl MOXKET TTOTPeOoBaTh
XUPYpPTUYECcKOro BMelareabcTBa [27]. AprepuanbHast
TUTIEPTEH3MSI B CBSI3U C CYXKEHUEM COCYIOB pacrpocTpa-
HeHa cpenu Juil ¢ mykoroiucaxapumo3damu [ u 11 [20]
W 3HAYUTEJLHO peXe HaOJomaeTcs P IPYIMX THIIAX,
B IEpBYIO0 ouepeab Nnpu cuHapome Maporo—Jlamu [28].
PacmipeHune BocXoAsImeil aopThl COMMPOBOXKIACTCS 3HA-
YUTETHbHBIM CHIDKEHUEM 3JIACTUIHOCTH COCYIa TPU My-
konosnrcaxapugose 1 [29]. DTo MoxeT ObITh CBSI3aHO
C BIUSIHUEM TJIMKO3aMUHOTJIMKAHOB Ha TPOTIO3JIACTHH,
B pe3yJibTaTe Yero CHIDKACeTCA COAepXKaHWe 3JIacTHHA
[26]. WccnemoBaHus, TIpOBedcHHBbIE Ha 3KCIIEPUMEH-
TaJIGHBIX XWBOTHBIX ¢ MyKomosucaxapumozamu I u VII,
TTOKa3aJId, YTO JTUTATAIUs a0PThI BO3HUKAET U3-3a JeTpa-
JAIUy 3JTacTUHA TTON BO3MCHCTBUEM MAaTPUYHOW MeTam-
JjonporerHasbl-12 u/unu Karerncuna S [30].

HapymeHnue puTMa cepana u NPOBOANMOCTH

Hapyirenust nmpoBonumocty Hanbosee dacto (44 %)
PETUCTPUPYETCS Y TIAIIMEHTOB C MYKOIIOIMCAXapuI030M
VI tuma u 3HaunTeNbHO pexke (7%) y 60IbHBIX ¢ MyKOIIO-
mmcaxapuno3oM I tuna [3, 20]. B psine ciydaeB y mpobaH-
noB ¢ mykonoaucaxapuaosamu I, III u VI 6buto noky-
MEHTHMPOBAHO Pa3BHUTHE ITOJTHOUW aTPUOBEHTPUKYJISIPHOMN
OJIOKa/IBl C IMOC/IEAYIONe HEeOOXOMMMOCThIO MMILIAH-
Tauuu Kapauoctumyisitopa [31]. @ubpo3 mpoBoasieit
CHCTeMBI ceplia ¢ MHOGWIBTpalield TTUKO3aMIHOTIIN-
KaHaM¥ OBUT BBISIBIICH Y OMHOTO ITallMeHTa ¢ MYKOITOJIH-
caxapuao3oM VI, KOTOpbIii CKOPOMOCTUXKHO CKOHYAJ-
csa [32].

Ponp IIMK03aMMHOIIMKAHOB B NMATOTEHe3€e CeplIevYHo-
COCYAMCTBIX HAPYLUEHUIA

BONBIIMHCTBO aBTOPOB CUYUTAIOT, YTO HapyIIeHUE
KaTabojM3Ma TJTUKO3aMUHOTJIIMKAHOB C HapacTaloleit
WHOUIBTpAIMe MMU TKaHW cepiila M COCYIOB HeceT
OTBETCTBCHHOCTh 3a aHATOMWYECKUEe W (YHKIIMOHAIb-
Hble U3MEHEHUS KJIAaTTaHOB, KOPOHAPHBIX apTepHid, COCY-
JIOB, TIPOBOJISIIIEH cucTeMbl U Muokapna [12, 26]. Camoe
OOJIBIIIOE YHCIIO PAbOT, MTOCBSIIEHHBIX aHATTN3Y THCTOJIO-
TMYECKUX ¥ MOPGOJIOTUIECKUX TToKa3aTesiel y OOJIbHBIX
¢ MyKOToJIcaxapuao3aMu, KacaeTcs IyOoIMKaIuii 0 My-
konosrcaxapuaose I Tumna, ocobeHHO €ro NMepBbIM K-
HUYECKOM BapuaHTe — cuHapome [ypiep. YcraHoBieHO,
YTO XapaKTePHBIM JIJIST 3a00JIeBaHNS SBJISIETCS TOBBITIICH-
HOe conepkaHue TIIMKO3aMIHOTJIMKAHOB B CEpIIIIe U CO-
Cy/ax, a Takke TIPOHUKHOBEHUE «CBETIIBIX» U 3¢PHUCTHIX
KJIETOK B KJIaIaHbl cepiiia (CTBOPKU, KJIalTaHHBIE OTBEP-
CTUST Y CYXOXKWJIbHBIC XOPJIbI), SHIOKAPI, MUOKApI, KO-
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pOHapHBIE apTepUU, a0OPTY U MPOBOJSIIYI0 cucTemy [33].
DKcrnepTu3a TKAaHU Cepila C ITOMOIIbI0 CBETOBOM MU-
KPOCKOIUM OOHapyXuja BaKyoJU3WPOBaHHBIE KJIETKU
C YBEJIMIECHHOW ITUTOILIA3MOM, sIBJISTIOIIHecss MopdoIo-
TMYEeCKUMU TIOCIIEACTBUSIMA HAKOTUIEHUST TIMKO3aMUHO-
IJIMKaHOB [ 14].

I/I3B€CTHO, 4YTO remapaH-, a€pmMaraH-, XOHIAPO-
UTUH- I/IKCpaTaHCYJ'[B(I)aTBI — CyJTB(l)aTI/IpOBaHHBIC
TJIMKO3aMUWHOIJIMKAHBbI, CJIyKalue HOpMaJIbHbBIMU

KOMMOHEHTAMU KJIaaHOB CepAlla W MarucTpalbHbIX
cocynos [34, 35]. B uccnenoBaHusx Oblla JoKa3aHa
MIPUYACTHOCTh HApYIIEHHOTO KaTaboJinu3Ma IIpOTeo-
IJIMKAaHOB B TeHEe3¢ MHUKCOMAaTo3a MUTPaJbHOTO KJila-
maHa [36], aHeBpu3Mbl aopThl [37] u aTepocKiepo3a
cocynoB [38]. Panee ObLI0 OTMEUEHO, YTO JepMaTaH-
cynbdaT ABIAETCS BaXXHBIM KOMITOHEHTOM HOPMasib-
HOW TKaHu kjanaHa [35]. OTUM 0OBSICHSIETCS MPOY-
Has cBsI3b MyKomnoJjucaxapunos3os I, Il u VI tunos ¢
TTaTOJIOTHE KJIAITaHOB CEepIIla, XapaKTepH3YIOIIUXCS
MIPEUMYIIIECTBEHHBIM HaKOIUICHUEM JepMaTaHCyJIb-
¢dara [10]. B Tonme knanaHoB cepalia Mpy BCeX TUMAX
MYKOITOJIMCAaXapuI030B HAXOMSITCS TJIMKO3aMUHOTIIH -
KaHOBBIE KJIETKW, TaK Ha3bIBacMble «ICHBIC», KICTKU
«Tapronsi», unu knetku [ypraep. B mocnenHee Bpemsi
9TH KJICTKM OBbUIM WIASHTUGWIIMPOBAHBI IPU MYKO-
noaucaxapuaose I [39]. MexaHu3Mbl, C IMOMOIIbIO
KOTOPHIX HaKOIUICHWE TemapaHCyabdaTupoOBaHHBIX
MIPOTCOTIMKAHOB U HAJIMUYME COCYIMCTBIX WHTEPCTH-
IMAIBHBIX KJIETOK BIUSIOT Ha MaruCcTpaIbHbBIE COCYIIBI
1 KOPOHapHBIC apTepuu IIPH MyKoTojiucaxapumo3ax I,
IT u III Tumos, ocraiorcsi HeusBecTHbIMU. [lo omHOI
W3 TUTIOTE3, TIIMKO3aMUHOTJIMKAHbl WHIYIIMPYIOT BOC-
najgeHue myrem aktuBaiuu Toll-momo6HoOro perentopa
4-ro myTH, 4TO MPUBOJUT K Aerpanauuu nporeas [40].

JIMarHoCTMKA M PeryjisipHblii MOHMTOPWHI MATOJIOTHH
cepaua npu Mykonojucaxapunosax. OusnkaibHoe odcJe-
JIOBaHUE

ITo 3aKITIOYEHNIO CITEIIMATTMCTOB, OCMOTpP OOJIBHBIX
C MyKOTIOJTUCaXapyI03aMHi HEPEIKO SIBISETCS CIIOXKHOMN
3amadeil n3-3a X GU3NIECKOW U YacTO MHTEIUICKTYallb-
HOU HemocTaToyHOCTH. [TosTHOE 0OCIenoBaHe TTallieHTa
TOJDKHO BKITIOYATh U3MEPEHUE apTepUaTbHOTO TaBICHUS
Ha BEpXHMUX W HIDKHUX KOHEYHOCTSIX (UTOOBI MCKITIOUUTH
KOapKTaIllI0 aopThI), OIMpeNeIeHNe YacTOTHI ITyJIbCa,
TTAJTBITAIINIO TTYJThCA Ha BCEX KOHEYHOCTSX, a TAKXKE TIIAa-
TEJIBHYI0 ayCKYJbTAllMIo Cepila W Jierkux. Jpyrue ac-
TTEKTHl KapAMOJIOTMYECKOTO 00CIeIOBaHMs, HalpuMep,
OIICHKA SIPEMHBIX BEH WJIY TETIaTOCTUIEHOMET MY, MOTYT
OBITH HEBBITIOJTHUMBIMH 13-32 KOPOTKOH IIIE 1 YBETUIe-
HMSI BHYTPEHHUX OPraHOB OOJIEHOTO. MHOXECTBCHHBIN
MU30CTO3 W KOHTPAKTYPHI CYCTaBOB OCJIOXHSIIOT HM3Me-
peHUe apTepruaIbHOTO JaBleHUA. BhICTyIMBaHEe TOHOB
cep/IIia yacTo 3aTPYIHEHO B CBSI3M C HAIMIUEM IITYMHOTO
nbixaHusi 6onpHoro. Crenyer ele pa3 OTMETUTD, YTO OT-
CYTCTBHE IITYMOB B CepJlie He UCKITIoYaeT HaJMIKe Kira-
TTAHHOTO TTOpoKa. M3BecTHO, YTO KJIANaHHBIA CTEHO3

OB30PbI JINTEPATYPbI

W /VIJIV pETypruTaius JeTKoi U yMEpEeHHOM CTETeHM Ya-
CTO HE COMPOBOKIAIOTCS IIYMaMU B CEPILIE.

HeunBa3uBHbIe METObI THATHOCTHKH

TpaHcTOopakaigbHasi ~ OBYXMEpHas  3XOKapauorpa-
dbus Onmaromapst cBoedl YHWUBEPCATbHOCTH, ITPOCTOTE
HUCTIOJTHEHUSI Y 9KOHOMMYECKON 3(h(PEKTUBHOCTU SB-
JIIETCS OCHOBHBIM METOJOM BU3YaJIM3allUi U UCITOb-
3yeTcsl IJISI OLIGHKU COCTOSIHUSI CepAeYHO-COCYIMCTOMN
CHUCTEMbl Y MAIMEHTOB C MyKoIoiucaxapunozamu [41].
Dxokapauorpadust odecredrBaeT Halle:KHOe U3MepeHue
pa3MepoB KaMmep KeIymOouykKoB (KaK CUCTOIMYECKOTO,
TaK M AUACTOJIUYECKOT0), TOJIIUHBI MEXXKeTyI0IKO-
BOIi TEPETOPOIKM M 3aIHEN CTEHKHU, MacChl MUOKapja,
MOKa3aTeJM KOTOPBIX PAaCCUMTHIBAIOTCS C YYETOM OTHO-
CUTEJIbHOM TUTOIIany TOBepXHOCTH Tena. C IMOMOIIBIO
aXoKapauorpauu MOryT ObITh OTpeneeHbl TOYHBIE Ta-
paMeTpbl COKPATUTEIbHON (DYHKIIUU JIEBOTO KeJTyaouKa
(bpakiuu ykopoueHusi U BbiOpoca). JlomruiepoBckue
ITOTOKY KJIAITAHOB CepIlia MO3BOJISAIOT auddepeHIInpo-
BaTh CTEHO3bl K PETYPruTallMU KJIAMaHOB, a TAKXKE MPOBe-
CTH OLIEHKY COCTOSIHUSI TPABOTO XEIyI0UKa ¥ JaBICHUS
B JeroyHoii aprepuu [41]. OmHako, HECMOTpPSI Ha CBOU
MpeUMYyIlecTBa, dXoKapauorpadust JaeT JUIIb OrpaHu-
YEeHHYI0 MH(POPMAIIUIO O COCTOSTHUM KOPOHAPHBIX apTe-
puii. TpaHcTopakanbHasi 3XoKapauorpapusi OCyIIeCTB-
JIgeTcsT 6e3 TIpeMeTUKaIli B TOM CIydae, €CJId BO BpeMs
HCCIIeIOBAaHUST BO3MOXEH JII00OM KOHTAaKT C PeOEHKOM
(OH MOXeT ocTaBaThCsl Ha pyKaX y POTUTENICH W TOJIb30-
BaThCsl BUICO WIIM UTPYIIKaMK). B HEKOTOPHIX CITydasx
TpaHCTOpaKajbHas 3XOKapauorpaduss TPYIZHO BHITOJ-
HMMa, 9TO 00YCJIOBJICHO HAJTMYMEM Y OOITBHOTO CKOJTNO03a
WA SM(PU3EMBI JIETKHUX.

YpecnuieBoaHast axokapauorpadus oObIYHO HE UC-
MOJTB3YeTCS Y IeTel ¢ MyKOIoJIMcaXapuao3aMu, TakK
KaK HEepeIKo TpeOyeT IPOBEINCHUST OOIIel aHEeCTe3WH,
KOTOpasi 4YpeBaTa OCJIOXHEHHUSIMU CO CTOPOHBI JIbIXa-
TeJbHBIX MyTeil. MarHUTHO-pe30HaHCHasT TOMOTrpadust
1 KOMITBIOTEpHAsT TOMOTpacusl SIBIISIIOTCS BBICOKOMH-
(GOpMaTUBHBIMU  METOJAMHU,  CBHUAETEIbCTBYIOIIUMU
0 IeSITeTHHOCTU CEpMlla, OMHAKO PEIKO WCIIOTB3YIOTCS
y neteit ¢ mykonosmcaxapugozamu [41]. OnpeneneHue
KOPOHApHOI apTepromnaThU y O0JIbHBIX C MyKOITOJIMCA-
Xapuao3aMy TpobIeMaTUYHO, TaK Kak Tudy3HbI Xa-
paKkTep MOpaXeHUsT KOPOHAPHBIX COCYIOB CYIIECTBEHHO
OTJIMYAETCS OT TUMTMYHOM aTePOCKIEPOTUYECKON WIle-
MUYecKoit 6ose3Hu cepana [42].

CranpapTHast JIBeHaallaTUKAaHaJbHas 3JeKTpPOKap-
nuorpadus siBisgeTcsl Hanboee BaXXHBIM METOIOM, MC-
TTOJTB3YEMbIM ISl OIIEHKW COCTOSTHMSI Cepilla Y AeTeit
¢ MyKonosimcaxapuno3amu. [IpoBomuTcst ompeaencHUe
YACTOTHI CEPACYHBIX COKPAIIEHNI 1 pUTMa, a TaKXKe UC-
cliegoBaHue TIpoBoauMocTu (uHTepBasl P—R, QRS, nipo-
nojkuTenbHOCTh uHTepBasia Q—7T). B cnyuyasx, korma
WMEIOTCS TIPU3HAKK OJIOKAIbl MPOBOIUMOCTH WJIU apUT-
MHMU WCIOJIb3yeTCsT GoJiee IIUTEIbHBII MOHUTOPUHT
(XoNTEepoBCKOE  MOHUTOPUPOBAaHUE), HEOOXOAUMBII
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JUJIS1 BBISIBJIEHUSI HAPYLLIEHU I CEpIeYHOr0 PUTMA U €T0 Ba-
puabenbHocTU. [1pu MpoBeneHUU X0ATEPOBCKOTO MOHU-
TOPUPOBAHUS ClIeAyeT 0OpaTUTh BHUMaHUE Ha Haauuue
MPU3HAKOB ULIEMUH Y TOI TPYIIIbI NALKEHTOB.

TakuM o00pazoMm, AETU C MyKOIoJKMcaxapuao3aMmu
JIOJDKHBl  TIPOWTU  KapAuoJiornyeckoe oOcienroBaHue,
axokapauorpaduio u IBEHaAlATUKAHAJIBHYIO SJIEKTPO-
Kapauorpaduio cpazy Imocjie MOCTaHOBKM [MarHosa,
3aTeM HEOOXOIUM PEryJsSipHblii MOHUTOPUHT (KaXIble
1—2roma npu mykomnonucaxapunozax I u VI Tumnos
u Kaxaele 1—3 rona npu myKomnosaucaxapunose 11 tumna)
JIJIS CBOEBPEMEHHOTO BbISIBJIEHUSI UBMEHEHUI U UX TUHA-
muku [28]. TTonHast Kapavoaornyeckasi olleHKa BKJI0Ya-
€T U3MEepPEeHUEe apTepUaIbHOIO JaBJIeHUsI HAa PyKax U HO-
rax, aycKyJabTalllo, BBIOJHEHUE TPaHCTOPaKaIbHOM
JIByXMEPHOI U NOMIUIEPOBCKOI axoKapauorpaduu, nse-
HaJllaTUKAHAJIbHOM 3JIEKTpOKapArorpaduu 1 XoaTepoB-
CKOTro MOHUTOpUpOBaHus [28].

Jledenne mopaxkeHuil cepAEYHO-COCYIUCTOH CUCTEMBI
NP1 MYKONOJIMCAXAPUI03aX

JledyeHue mauueHTa 3aBUCUT OT TUIIA MYKOIOJMCA-
Xapuj03a W BKJIIOYAET B Ce0sI CUMITOMATUYECKYIO Me-
JNUKAMEHTO3HYIO U XMPYPTUUYECKYIO TOMOIIlb, (hepMeH-
TO3aMECTUTEIbHYIO  TEpanuio  WIU TPaHCIJIAaHTALUIO
reMOIMO3TUYECKUX CTBOJIOBBIX KjeTOK. Eciau cumnroma-
TUYECKAsi MEIMIIMHCKAsI TTOMOILIb COCPENOTOUEHA Ha Jie-
KapCTBEHHOI Tepanuu (B TOM YKC/Ie JIEUEHU U CepAeYHOM
HEJOCTaTOYHOCTU) U CepACYHON XUPYpPruu, MaToreHe-
TUYECKasl Tepanus (TpaHCIUIAHTAlMsI TeMOIOATUYECKUX
CTBOJIOBBIX KJIETOK U (hepMeHTO3aMecTUTEIbHAsI Tepa-
Musi) HampaBjieHa Ha BOCCTaHOBJIEHME (GYHKIUM (ep-
MEHTa, KOTOPO€ MOCTENEeHHO OCTaHABIMBAET MPOrpec-
cupoBaHue 3abosieBaHus. [laToreHeTuyeckasi Tepamnusi
MPOJIOHTUPYET MPOAOKUTETbHOCTh XKU3HU Y YIy4lIaeT
KJIMHUYECKOE COCTOSIHME, OCOOEHHO KOT/Ia OHA BBIMOJ-
HsIeTcsl B paHHeM Boapacrte [12].

B nenuarpuyeckoii mpakTUKe YeTKUE peKOMEHAAIUU
B OTHOILLIEHUM MEAUKAMEHTO3HOTO JIEUEHUS] CepleyHO-
COCYAMCTBIX PACCTPOIMCTB MPU MyKOIOJIUCAXAPUI03aX
He omnpeneneHbl [47]. HazHaueHre MHIMOMTOPOB aHTUO-
TEH3WHIpeBpalllalero ¢GepMeHTa CuMuTaeTcs IeJie-
COO0Opa3HBIM Y JETEN C aOPTaJIbHOW WJIM MUTPAIbHOM
HEJ0OCTaTOYHOCTbIO, apTEPUATIbHOM TMIIEPTEH3UEN U cep-
JIEYHON HENOCTATOYHOCTHIO.

Xupypruueckoe jeyeHue

Xupypruueckasi KOppekliusi KJialaHoB cepjlia siBsi-
€TCsl OJHOW M3 CAMbIX YAaCTO BBIMOJHSIEMbIX MPOLEAYD
y MalueHTOB ¢ MyKornojucaxapuaodamu [2]. O6 ycrel-
HOIl BaJbBYJIOIJIACTMKE WJIM 3aMEHE KJlalaHa cooOlie-
HO TIpW BCeX TUMAaX MYyKOIOJMCAXapui030B. 3aMeHa
MUTPAJIBHOTO KJlalaHa Obula BBIMOJHEHA MPU MYKOIO-
qucaxapunosax I, I1, VI tun uy onHoro pebeHka c My-
kononucaxapugo3zom Il tuma. OG ycneiiHoil 3amMeHe
a0opTaJbHOrO KJjamaHa COOOILIEHO MpPU MyKOIoaucaxa-
punozax I, IV u VI tunos. I1pouenypa Ross, korna aop-
TaJbHBbIA KJalaH 3aMEeHSIeTCsl COOCTBEHHBIM KJIallaHOM

Hoseans M. 1. u coasm. TopaxeHue cepaua npu MyKONoIMcaxapuao3ax

JIETOYHOM apTepwy, MTPOTUBOIIOKA3aHA MAIIUCHTAM C MYy-
konosrcaxapugozamu [5]. KoMOuMHUpoOBaHHas 3aMeHa
AOPTAJIGHOTO W MUTPAIBHOTO KJIAIIAHOB  C XOPOIITMMH
pesynbrataMu ObLTa TPOBeJAeHA Y B3POCBbIX U 12-1eTHUX
TTOIPOCTKOB € MyKOToJIMcaxapuao3oM | Tura; y B3po-
CJIBIX MalMeHTOB ¢ MyKomnosucaxapuaodamu 11 u VI tu-
noB. CooOLIeHO O 6JAroNpUITHBIX Pe3yJabTaTax 3aMeHbI
MWTPAJILHOTO W A0PTAJLHOTO KJIaTlaHOB Y 3 ITAallMeHTOB
¢ cunapomoM Llleite u 'y onHoro c jierkoit ¢Gpopmoii cuH-
npoma XaHTtepa B Bo3pacrte 13—53 ser [9].

Jdpyrue ycHemrHble OIepaTUBHBIC BMeEIIAaTeIbCTBA
Ha cep/Iie BKITIOYAIOT 3aKphITHE NeheKTa MEXKeTyI0d-
KOBOI TIEpPEerOpoAKM Y pebeHKa ¢ MyKOITOJICaXapHiao-
3oM III Tunma u ycrpaHeHue «KoapKTalMu» aOpThl MOCe
TPaHCIUIAHTAIIUN TEMOTIO3TUIECKUX CTBOJIOBBIX KIIETOK
y 3-j1eTHero Majpurka ¢ cuHapom Iyprep [27].

JonrocpouHble pe3yabTaThl, Kak IIpaBWIo, Ojaro-
npuATHBL. [Ipu BEIOOpE OOTBHBIX [UISI XUPYPTHUECKOTO
BMeIIaTeIbCTBA CIIEAYyeT WCXOAWTh W3 OIICHKM OOIIEeTro
COCTOSTHMSI 370POBbsI TMAIIMCHTa W BEPOSITHOCTU ITOTEH-
IMAJTLHBIX PUCKOB OT MHTYOarmu. Hanmawe depemHo-
JIUTIEBBIX aHOMAJIHH, Ype3MepHast y30CTh IJIOTKU M BepX-
HUX JBIXaTeTbHBIX TIyTEW, PUTUIHOCTH 3aTBUIOYHBIX
MBIIIII, a TAKXKE HEYCTOMYMBOCTH ATJIAHTOAKCUAIBHOTO
COeIMHEHMS (PUCK MOBPEXIEHMSI CITMHHOTO Mo3ra) [28]
HETPEMEHHO JOJLKHBI OBITh YYTCHBI TIPW ITPOBEICHUHN
WHTYOAIMU C 00sI3aTeIbHBIM 00eCTICUeHUEM TTPOXOIH-
MOCTH JBIXaTeJbHBIX IyTel Y MMAIIMEHTOB C MYKOIIOJIHCa-
xapunosamMu. MHTyOams: TakiuM OOJTBHBIX TOJIKHA TTPO-
BOIWTHCST C MCTIONB30BAHUEM BOJIOKOHHO-OMTHYECKOTO
OpoHXOCKoOMa.

IIpodunakTuky sHAOKApAWTAa PEKOMEHAYETCS OCy-
IIECTBIISATh IMMAllMeHTaM C WHMEKIIMOHHBIM 3HIOKapIU-
TOM B aHaMHe3€ 1 TIpU IPOTe3UpOBaHMM KilarnaHa [23].

BiusiHue mnaTOreHeTHYECKOH Tepamud Ha CTPYKTYpBI
U byHKIuM cepaua

OmHUM W3 COBPEMEHHBIX METOIOB JICUCHUS MYKO-
TTOJINCAXapUI030B SIBJISICTCS TPAaHCIUIAHTAIUST TEeMOTIO-
STUYECKUX CTBOJIOBBIX KJIETOK, KOTOpasi TPUMEHSIETCS
JUTS Tepaliid JTaHHOM TTaTOJIOTMH B TEUEHUE TOCIICTHUX
30 net. B HacrosIee BpeMsl MMPUHSITO CUUTATh, YTO BTOT
BUJl JIeUEHUs] MOKa3aH TOJIbKO MalMeHTaM B BO3pacTe
110 2,5 JIeT, CTpajaroliuM Tsaxesoin hopMoil MyKomoJu-
caxapunosza | tuna (cunapomom Iypraep). YcraHosne-
HO, YTO TPAHCITIAHTALMS TeMOITO3THYECKUX CTBOJIOBBIX
KJIETOK 3HAYUTEJHLHO YBEJIUIMBAET MPOMOJIKUTEIHHOCTD
KWU3HM 3TUX OOJBHBIX W MpeAylpeXaaeT HeBPOJIO-
TMYECKWE HapyIIeHUs. YCTaHOBJEHO, YTO yCIEIIHAsI
TPAaHCIUIAHTAIUST TEeMOITO3THYECKUX CTBOJIOBBIX KIIETOK
00yCJIOBIMBAET ITOCTEIIEHHBI perpecc TUIepTpodun
cepaiia y OOJbHBIX, HO HE OKa3bIBacT BIMSHUS Ha Kia-
naHHyo auchyHkuuio. IlonoxuTenbHOe BO3NEWCTBUE
JAHHOTO BUIA JICYCHUS TTPH OCTATBHBIX THUTIAX MYKOITO-
JIMcaxapuao30B He JoKa3aHo. B To ke BpeMsl BBICOKUIA
PUCK IS XKM3HU YKa3aHHOW TIPOIIEAYPHI, TPYIHOCTH
rmombopa MOHOpa, aTakKKe IOCTTPAHCITAHTAIIMOHHBIE
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OCJIOKHEHMSI CO3MAIOT CYIIECTBEHHBIC IMPOOIEMBI B IPH-
MEHEHHMH 3TOTO METOJA JICYEHUS ITPU MyKOTIoJIMcaxapy-
Jl03ax.

B HacTosiiiee  BpeMsi Bce OOJblIyI0 aKTyalbHOCTb
TpruoOpeTacT HOBasI TEXHOJIOTHS JICYCHUST MYKOITOJIHMCA-
Xapua030B — ¢depMeHTo3aMellaroias tepanusi. Ha ce-
TONHSITHUN JeHb TIpermapaTsl (hepMeHTo3aMeIaronei
TeparmMyl TIOTYYeHBI IS JICYEHUSI MYKOITOJICaXapy-
no3oB I tuna (Anbnypasum® — naponuaasza), Il tuma
(Dnanpaza® — unypcynbdaza) u VI tuna (Harmazum®
— rajncyiabdaza). Bce Tpu mpemnapara 3apeructpupo-
BaHbl B Poccuu. IlpoxomuT KIMHWYECKWE WCITBITAHUS
TeHHO-MHXXEHEePHBIN (hepMEHTO3aMEIIAOIINIA ITperapaT
IJIs1 IedeHust 60bHbIX ¢ IVA TMITIOM MyKoOIoIMcaxapumo-
3a — CUHIAPOMOM Mopkuo A.

[MpuHIIMIT hepMeHTO3aMEeCTUTETLHOM Tepariid OCHO-
BaH Ha BOCCTAaHOBJICHWW YPOBHS 3H3UMAaTHUYECKOW aK-
TUBHOCTH, MOCTATOYHOM JUIA TWAPOJIM3a HAKOIUIEHHBIX
CcyOCTpaTOB M TSI IPEAOTBPAIICHUS X JaTbHEHIIIero Ha-
KoruieHus. [IpemapaThl BBOISATCST TTApeHTEPATbHO B pa3-
JIMIHBIX TO3WPOBKAX, PACCYNTAHHBIX Ha 1 KT MaccCHl Tela,
nauTeabHo (3—4 4) ¢ mepuoauvyHOCThIO 1 pa3 B Henelto,
TTOXXU3HEHHO.

7151 olieHKU TepaneBTuYecKoi 3¢ (HEeKTUBHOCTU ITeH-
HO-WHXXEHEPHBIX (hepMEHTO3aMEIIAIONINX TPEerapaToB
WICITOJIB3YIOT MEXIYHApOIHbIE KPUTEPUU, BKITIOUAIOIITHE
HccleoBaHUE B IMHAMUKE CIEAYIOIIMX IOKa3aTesei:
pe3yIbTaThl  IIaroBOM TIPOOBI (M3MepsIieTCsST PacCTOsI-
HHE, KOTOpoe OOJBHON MOXKET CaMOCTOSATEIBHO TIPOUTH
B TeUCHUE 6 MUH, WJIM BpeMsl TPEXMHHYTHOTO TIOAbeMa
I10 JieCTHULIE — 7151 60JibHBIX ¢ VI TUMmom Mmykorosuca-
Xapumo3a); OLEHKY (DYHKIIMW BHEITHETO IBIXaHWS; I0-
Ka3aTeJIM MacCChI JIEBOTO XEIyI0YKa; aMIUTATYIy TBUXKe-
HMII B CyCTaBax; pa3Mephl IMapeHXWMATO3HBIX OPTaHOB;
AHTPOITIOMETPUYCCKHUE ITapaMeTphl; NaHHbBIC ITOYCIHOMN
BKCKpelMU IIMKo3aMUuHoIInkaHoB. Haubonee nHdop-
MaTUBHBIMU SIBJISTIOTCSL TTOKAa3aTeIM IMaroBOM IPOOHI,
TTOYCYHOM IKCKPEIMH TITMKO3aMUHOTJIMKAHOB, Pa3Mephl
ITapeHXNMAaTO3HBIX OPTaHOB.

BimsiHue hepMeHTO3aMemaronieit Teparmy Ha CTPyK-
TYpy ¥ QYHKIIMIO cepiama y MallieHTOB C MYKOIIOJIH-
caxapuao3aMy OITMCAaHO JIMIIb B HECKOJBKUX WCCIIe-
nmoBaHUAX. Kak M TpaHCIUTAHTAIlMA TeMOITO3THYECKIX
CTBOJIOBBIX KJIETOK, JUTUTEIBHOE TTpUMeHeHUe (hepMeH-
TO3aMeIIaoNell Tepalmui MOXKET VIYJIIUTh CUCTOJM-
YeCcKylo (DYHKIIMIO KeJTYTOYKOB U IMPUBECTU K MCYE3HO-
BEHMIO TUTIEPTPO(GUU cepama Wy B3pOCHbIX, WY AeTei
¢ mykonoaucaxapuao3amu | u Il Tunos. Tem He meHee,
(epmeHTO3aMenIalONIas  Tepamnusi  He MpeAoTBpaulaeT
TIPOTPECCUPOBAHMS CTEHO3a W PETYpPTUTAIIMYU KJIallaHOB
npu mykonoaucaxapuaoszax I, I1 u VI. Psaa aBropoB Ha-
Ostoan CTabUIM3alMIo TOPaKeHUsT KJIarmaHOB Y HEKO-
TOPBIX TIAIIMEHTOB B TeYCHHWE OTPAaHWICHHOTO Tepuona
uccienosanus [9, 18].

DepMeHTO3aMeIaIoNIyIo TePAITHIo, KaK MPaBUIIo, Ha-

OB30PbI JINTEPATYPbI

YMHAIOT y IeTel cTapliero Bo3pacra (4alle mocie 5 JeT)
C YCTaHOBJICHHBIM IMOpaXeHWEM KJIarlaHOB cepia. Brros-
He BO3MOXHO, YTO paHHee Ha3HaueHWe TaKOTO JICUCHUS
MOXET TIPEIOTBPATUTh MJIN YMEHBIITUTH YTOJIIICHUE KTa-
ITAHOB cepana W TIUCOYHKIINIO MHOKapaa IPU MyKOTIO-
JIMcaxapuao3ax, Kak ObIIO TTOKA3aHO B ABYX ITOCJIEITHMX
ucciaenoBaHusix [43, 44]. Dtu gaHHbIE NOMYEPKUBAIOT
BaXXHOCTb paHHETO CKPMHUHTA Ha MyKOTIOTMCaXapUI03bI
HOBOPOXICHHBIX, KOTIA Ha3HaYeHUE (hepMEHTO3aMelIa-
OIIEH Teparmy MOXET IMPENOTBPAaTUTh MHOTHE ITPOSIBIIC-
Hus 3a0osieBaHus [14]. B ctatbe O. Gabrielli u coaBt [43]
OIMUCAHO KJIMHUYECKOE HaOJIofeHUe MalueHTa 5,5 JeT
6e3 KaK1X-JTM00 ITPU3HAKOB IMOPAKEHUS CEPAEIHO-COCY-
IIACTOM CUCTEMBI, KOTOPOMY JAMAarHO3 MyKOTIOTMCaxapy-
nosa | tuna (cunnpom Iypnep—Illleiie) ObL1 MocTaBieH
TIPY POXICHUM U (hepMEHTO3aMeIIaroIasT Tepamus Tpe-
napatoM Abaypa3uM® OblLla MHULIMUPOBAHA B BO3pacTe
5 Mec. B To ke BpeMsl y cTaplieii cecTpbl 3TOro naluueHTa
MMarHo3 MyKoronrcaxapuao3a | Tuma ObUT TOcTaBJIeH
MO3Xe, OHAa Havyaysia (hepMEHTO3aMEIIAONIYI0 TePaITHIo
B Bo3pacte 4,5JIeT, K 3TOMY BpPeMEHU HMesl BbIpaXKeH-
HOe TIopaXeHWe KJIalaHHOTO alapara cepaia. JaHHoe
KIMHUYECKOE HAOMOICHNE CBUIETEILCTBYET O BAXKHOCTH
paHHero Hayajia (hepMEeHTO3aMeIIAoIIei Teparu, KO-
TOpasi MOXET TPEAOTBPATUTH WJIM 3HAYUTETHHO 3aMell-
JIUTh Pa3BUTHE TIOPAKEHUIA CepIIa.

[lepcrieKTUBOM JTeUeHUS MYKOIIOJIUCAXapUI030B SIB-
JIgeTcsT pa3paboTka (hepMeHTO3aMellaoleld Tepariu
W IUTSL APYTUX TUTIOB TATOJIOTMM — cUHIpoMoB CaHbu-
qunmno A, B, C, D; Mopkuo B u Cnas (VII tun mykoro-
JIMcaxapuaosa).

BrickasbiBaeTcst Touka 3peHusl, yTo 6osee 3ppekTuB-
HBIM OyIeT MpUMEHEHWEe APYTUX CTBOJIOBBIX KJIETOK, Ha-
TIpUMeEp, ME3CHXMMAJTbHBIX WM HEMPOHAIBHBIX, a TAKKE
COUYeTaHWE TPAHCIUIAHTAIIUM TeMOIO3TUIESCKUX CTBOJIO-
BBIX KJIETOK C IPYTUMU METONAMU TEparvu, B IIEPBYIO
ouepenb ¢ pepMeHTO3aMemaromeir. OMHUM W3 PUOPHU-
TETHBIX HATIPABJICHUI B JICYEHUH MYKOTIOJIMCAaXapuaI030B
cunrtaeTcs reHotepanus. Hanbosee 3HaYNTEIbHEIC YCTTe-
XY TEHOTEpaIuy C UCITOIb30BaHNEM BUPYCHBIX BEKTOPOB
OBLTM TIOJTYJYEHBI Ha KCITEPUMEHTATBHBIX MOMEISIX MBbI-
el ¢ mykornonucaxapunozom VII tuna.

OcHOBOI1 MPOGUIAKTUKU  MYKOIOJIMCAXapUI030B
SIBIIIETCST MEITUKO-TCHETUIECKOEe KOHCYJIBTUPOBAHME Ce-
MeW C TTOCIIEAYIOLE MpeHaTalbHOM ITMarHOCTUKOM € UC-
TTOJTb30BAHUEM  MOJICKYJIIPHO-TEHETUIECKUX METOIOB
(AHK-auarHoctuka).

Takum 06pazoM, paHHSSI IMarHOCTUKA M CBOCBPEMEH -
HOE TIaTOTeHETHYECKOE JIeUeHNE MYKOITOIMCAaXapuI030B
OymyT crocobcTBOBaTh MPENOTBPAILIEHUI0 WHBAIMINA3A-
LMY OOJIBHBIX U aJIeKBaTHOM MHTETPAIIMH UX B OOIIIECTBO,
a 93¢ HEeKTUBHOE MEINKO-TeHETUIeCKOe KOHCYIBTHPOBa-
HHE CeMeif TTO3BOJIUT CYIIIECTBEHHO CHU3UTH IOSIBJICHUE
HOBBIX CJTy9aeB 3THX TSIKEJIBIX HACJIEICTBEHHBIX 3a00I1e-
BaHUM.
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