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Ilean. BoisiBneHune ocobeHHOCTei TeueHus: 3aboneBaHuii, TPOTEeKAIIUX ¢ runepTpodueil Muokapaa, ajs donee paH-
Helt nuddepeHaNbHON TUAarHOCTUKY C LIEIbIO ONpene/ieHns TAKTUKY BeNeHUs MalMeHTOB U Havaja MX JieYeHUs B
KpaTyaillime CpoKu.

Metonpl. O6LIEKTNHIYECKOe UCCaeOBaHNe, CeMEHbIN aHaMHe3, yIbTPa3ByKOBOe MCCIeNoBaHMe cepailia ¢ TOMTIe-
porpadueii, ek Tpokapauorpadusi, XoITepoOBCK0e MOHUTOPUPOBAHUE, TIO MOKA3aHUSIM — KOMITbIOTepHAasi ToMorpaduuec-
Kas aoprorpacdusi, KOHCYIbTAIlUsI TeHEeTUKa.

Pesyabratel. 3a 14 jier HaOnromeHUit B Tpymy BOLLIM 92 maliMeHTa, U3 HUX JeTell ¢ UAUOMAaTUYECKOl TUIEepTPo-
duyeckoil KapauoMuonatueir — 53% (49 manmeHTOB), Ha BTOpOM MecTe meTu ¢ cmHapomoM Hynan — 11,9% (11 gemo-
BeK ), majuee — 6 (6,5%) marueHToOB ¢ Gone3Hbio [ToMIle U Takoe e KOTUYEeCTBO HeTeil ¢ apTepralbHON TUIepTeH3Kel,
¢ cuaapoMoM Leopard — 5,4% (5 mereit), ¢ arakcueiir Ppunpaiixa — 4,3% (4 manmenTa), y 3 mereii — curapoM Danon
(3,2%), mo 2 (2,1%) mauueHTa B rpynmax ¢ Kapauo-pao-KoKHbIM CUHAPOM, O0NE3HBIO B-OKUCIEHUS KUPHBIX KUCIOT
u MyKoronucaxapuao3oM | tuma (curapoM ['ypiep), mo 1 (1,2%) 60mbHOMY ¢ KapHUTUHOBON HeTOCTaTOYHOCThIO 1 GM 1-
TaHTJIM 03U 1030M.

BoiBon. YunTBIBasi BOBMOXKHOCTH COBPEMEHHOIN MEeTULIMHBI, BBISIBICHNE TUTIepTpodry MUOKapa JIeBOro 1/uiu Impa-
BOrO KeJlynoyKa B MpakTUKe MearaTpa 1 JeTCKOro Kapauoora siBasieTcs BaXK HbIM HadalbHbIM (GaKTOPOM MJIsI ITOCTeny-
OILIEr0 AMarHOCTUYECKOro MoMcKa, MpoBeNeHnsT Kak MOKHO Ooee paHHUX crielmdUUuecKux JedeOHbIX MeporpusTUit,
MpenoTBpalleH s HeOIaronpusiTHbIX MCXOM0B 3a001eBaHUIA.

KimoueBble ciioBa: neTy, KapaIuoMUONaThs, TumepTpodust Mruokapaa, hepMeHTo3aMeCTUTeNbHAS Teparusl.

MYOCARDIAL HYPERTROPHY IN INFANTS IN PEDIATRIC PRACTICE

E.N. Basargina, V.S. Ermolenko, L.V. Sil'nova

Scientific Centre of Children Health, Moscow, Russia

Aim. To identify the features of the diseases associated with myocardial hypertrophy, for an earlier differential diagnosis
to determine the treatment tactics and to initiate the early treatment.

Methods. Clinical examination, family history, cardiac ultrasound with Doppler, ECG, 24-hour ECG monitoring, and
computed tomographic aortography and genetics counseling (if indicated) were preformed.

Results. During 14 years of observations, 92 patients were included, among them: children with idiopathic hypertrophic
cardiomyopathy — 49 (53%), followed by children with Noonan syndrome— 11 (11.9%), Pompe disease — 6 (6.5%), hypertension —
6 (6.5%), Leopard syndrome — 5 (5,4%), Friedrich ataxia — 4 (4.3%), Danon disease — 3 (3.2%), cardiofaciocutaneous
syndrome, fatty acids beta-oxidation disorder and mucopolysaccharidosis type I (Hurler syndrome) — 2 (2.1%), carnitine

deficiency and GM l-gangliosidosis — 1 (1.2%).

Conclusion. Consudering the possibilities of modern medicine, diagnosis of left and/or right ventricular hypertrophy
in pediatric general practice and pediatric cardiology is an important factor for the subsequent diagnostic search, earliest
possible specific therapeutic interventions to prevent unfavorable outcomes of the diseases.

Keywords: children, cardiomyopathy, myocardial hypertrophy, enzyme replacement therapy.

T'uneprpodust Muokapna y nereit ocraércst o-
HOW M3 aKTyaJbHBIX Tpo0JIeM IETCKOW KapIHroio-
MU U OMpenesieT MOBBIIIEHHBI PUCK CepaeduHo-
COCYIUMCTBIX 3a00/eBaHUIi 1 cMepTHOCTU. M3BecTHO,
YTO pa3BUTHE TUIEPTPODUU MHUOKapaa COMPOBOXK-
NaeTcsl CTPYKTYPHO-DYHKIIMOHAIBHBIMU U3MeHe-
HUSIMU B CepJiLle, CIIOCOOCTBYIOIIMMHU 3aTPyIHEHUIO
NMUACTOIUYECKOro HAIMOMHEHUST Kenymouka 3a
CcuéT HapylleHHUs paccrableHuss MUOKapaa W/Uian
YMEHBIIEHUS ero MoAaTInBOCTH.

Tumieprpodmst Muokapma TpuaaéT pasTuIHBIM
3a00MeBaHUSIM psig OOIIMX 4YepT, KOTOphIE Ompele-
JISIIOT XapakTep TeYeHMsl, MPOrHo3, MOIXOoAbl K Jie-
yeHuto. K HUM OoTHOCSTCS CMMMETPUYHOCTD TATIEp-
Tpoduu, Haaudue OOCTPYKLIMH, OUACTOTMYECKast
nucyHKIMSI, HapylIeHUsl puT™Ma cepaua.

KapomoMuonmTsl  BBICOKOCTIEIMATIN3APOBAHBI
¥ He CrocOOHbI Pa3MHOXKAThCS TPOCTHIM JeTeHU-
eM, TO03TOMY TumepTpodrsi MUOKapaa MPOUCXOTUT
3a CUET YBEIMYEHUST BHYTPUKIIETOYHBIX CTPYKTYp U
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o0béma 1ruroriasmel. [pu runeprpodun Muokapna
Hapacraer Macca He TOIbKO KapAXMOMUOLUTOB, HO U
COCOUHUTENBHOM TKAHU Cepala, TJagKol MycKya-
TYpbl COCYIOB, YTO COMPOBOXIAETCS yMEHBLIEHUEM
IACTOMMYECKOM TTOAATINBOCTH XKeTyJouKa v Ana-
TallMOHHOT'O pe3epBa KOPOHAPHBIX COCYIOB. 3aTpyl-
HEeHUe NMaCTOMMYECKOro HallQMHEH U KelyJ04Ka —
paHHUI MPU3HAK TUTIEPTPODUN CcepiIia, CBI3aHHBIMN
C HapylleHUeM pacciabieHus] MUOKapaa U yMeHb
IIEHUEM €ro MomaTIMBOCTU B quacToine [1].

TuneprpodrpoBaHHbIi MUOKapa Ooblle MOA-
BEP>KEH PUCKY MIIEMUM U3-3a BO3pPOCLIE MoTped-
HOCTU B KHCJOpone s obecriedeHus] BO3pocLIeit
Macchl M Harpy3Ku. ['mmeprpodus m uieMuss Muo-
Kap/a >KeayI0ouKOB aCCOLUUPYIOTCS C yBeTUUEHUEM
pUCKa BHE3aTHOM CMEpPTH, YAaCThIMU HapyLIEeHUS-
MM XKeTyIOuKOBOTO PUTMa, Pa3BUTHEM MepLaTelb
HOI apUTMUU.

Knaccuduuupyst 3aboneBaHus, XxapakTepusyto-
muecs: rurneprpoduell MUoOKapaa y nereil paHHero
BO3pacTa, B MEPBYIO OUepenb MCKITI0YaloT BPOXK AEH-
HBII MOPOK cepAla (aopTajdbHbI CTEHO3, KOapKTa-
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Puc. 1. Tuneprpoduueckas kapnuomuonatus (CKMII) m cmHIpPOMBI, accOMMpPOBaHHbIE ¢ THIEpTpoduell MuoKapaa

JeBoro xenaymnodka (rmo Maron B.J. et al., 2009)

LIVIO U TUIIOIUIa31I0 a0pThl, CTEHO3 KjanaHa J&rod-
HOW apTepuu W Ip.), apTepUuaIbHYIO IUITEPTEH3UIO.
B ciiyuae HeOOBSICHUMBIX FeMOIMHAMMYECKUX Hapy-
IIeHni y peb€HKa C rurepTpocdueil K eIy T04KOoB BbI-
COKa BEPOSITHOCTh HAJIMUUST CEMEiHOTeHETHYeCK Ol
(MauonaTu4eckKomn ) runepTpodruueckoil Kapauomu-
onatun (F’KMIT) nubo cucremHoro, Meradonunyec-
KOro WJIM TOJMOPraHHOrO CUHIPOMA, aCCOLIMUPO-
BaHHoro ¢ 'KMII (puc. 1).

Pacnipoctpanénnocts 'KMIT B menmnatpuuec-
KMX peecTpaXx HeM3BEeCTHa, ONHAKO IO pe3yJbTa-
TaM TMOMNYJASIMOHHBIX MCCIENOBaHUI IoKa3aTelb
romoBoii 3abomeBaemMoctu Bapbupyer or 0,3 mo 0,5
Ha 100 Teic. [To JaHHBIM perucTpa KapauOMMOIa-
TU#, chHOPMUPOBAHHOTO Ha CeBepoaMepUKaHCKOM
KOHTUHEHTe, B cTpyKType npuuud [KMII y nereii
Oonblrast yacTh cinydaeB (75%) oTHeceHa K MIOMOIA-
tnyeckoii 'KMII, y ocranpHbIX manueHToB (25%)
nuarHoctupoBaHa BropuuHas ['KMII, accommmpo-
BaHHasI ¢ KaKUM-TH00 CUHIpOMOM [7].

B Hacrosmee Bpemsi mauornatuueckyro ['KMIT
paccMaTpuBalOT KakK TeHEeTU4YeckKu O00yCIOoBIeHHOe
3a0oneBaHne cepaedHoil MbIbl. [lomoBuHaA Bcex
cllyyaeB MMeeT ayTOCOMHO-IOMUHAHTHBIN TUI Ha-
cnenoBaHus. JledeKT reHa TIPUBOOUT K IMCKOOPIH-
HaIUM JesITeIbHOCTA MUOMDUOPUILI € TTOCTIENYIOIIM
dubpozom u runeprpodueit Muokapma. TunuuHa
aHOMAaJIisl apXUTEKTOHUMKU COKPATUTEIbHBIX 3JTe-
MEHTOB MHoOKapna (rumepTpodusi M HapylleHHas
OpHMEHTAIIMSI MBIIIIEYHBIX BOTOKOH) [2, 8, 9].

CorytacHO IaHHBIM JIATEPaTypbl, M3 BBISBISIC-
MBIX (peHOKonMii Hambonee 4acTO OTMAarHOCTUPYIOT
cunapom Hynan. Yacrora 3roro cuHapomMa B HaCToO-
sitiee BpeMsi TOUHO He ornpefiesnieHa, HO OO bILIMHCTBO
aBTOpOB yKasbiBaroT mudpy or 1 Ha 1000 mo 1 Ha
2500 HOBOpOXK IEHHBIX. B aBcTpanmiickoM snumeMu-
QIIOrMYECcKOM MCCIeIOBAaHNUM NeTell ¢ KapauoMuora-
TUsIMUA cuHIpoM HyHaH ObL1 ycTaHOBIeH y 28% u3
80 manmenToB ¢ TKMIT [14].

AnnensHBIM ¢ cuHIpoMoM HyHaH sBisiercs
cuaapoM LEOPARD (or anria. Lentigines — mur-
MeHTHbIe TiSTHa; Electrocardiographic defects — Ha-
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pyLIEHUsI pUTMa Cepilla MO MTaHHBIM 3JEeKTPOKap-
nuorpacdun; Ocular hypertelorism — rumnepTeaopusM
rina3; Pulmonary stenosis — cTeHo3 J€rouHoil apre-
pun; Abnormalities of genitalia — aHomanuu reHu-
Tanuit; Retardation of growth — 3amepxkka pocra,
sensorineural Deafness — HelipoceHCOpHas TIyXxoTa)
[3, 4, 12]. IloctaHoBKa myarHo3a KIMHUYECKH He
BCerna BOBMOXKHA, OCOOEHHO Yy MaJIeHbKUX TallleH-
TOB 0€3 KOXKHBIX MpPOsIBIeHNT — y HuX auddepen-
LUajgbHas TUAarHOCTUKa ¢ cuHIpomMoM HyHaH Mo-
JKeT ObITh 3aTPYIHUTENIbHA KaK BO BpeMsl TEpBOrO
roua XXW3HU, TaK ¥ B paHHEM IEeTCKOM BO3pacTe.

Atakcust ®puapaiixa (ayTOCOMHO-PEIECCHBHOE
Hac/leqCcTBeHHOoe 3aboeBaHre) TaK JKe YacTo coueTa-
erca ¢ 'KMII. Xapakrepusyercs mereHepaTHUBHBIM
Mmopa>keHreM HEPBHOI CHCTEMbI BCIENCTBUE MYyTa-
nuu B rene FXN, konupyroiieMm 0e10K (dppaTaKCHH.
PacnipocTrpaHéHHOCT, B MUpe cocTaBisier 2-7 Ha
10 teic. KapnmoMmonaTuss MOXKeT MpealIecTBOBaTh
HEBPOJIOrMYeCKUM IPOsIBIEHUSIM [6].

K uucny penkux 3aboneBaHuii, coueTaronmxcs
¢ runeprpodueil MUOKapma, OTHOCUTCS Kapauo-
Galo-KOXHBIM CUHAPOM, XapaKTepU3yIOLINKCs
oTcTaBaHueM B (DU3MUECKOM M YMCTBEHHOM Da3BU-
TUU, TpobiieMaMM CO BCKapMJIMBaHUEM, HU3KUM
POCTOM, OTJIMYUTEIbHBIMU ITUCMOPMHBIMU YepTa-
MM JINLA, aHOMATUSIMU KOXU, XKeTyI0uHO-KHUILed-
HOro TpakTa W IeHTPaJIbHON HEPBHON CUCTEMBI,
a TakxKe mopokamMu cepaua [11]. Y OonblimHCTBa
OONBHBIX TUAarHOCTUPYIOT MTOPOKU cepiilia, KOTopble
yalle BCero MpeacTaBieHbl CTEHO30M JIETOYHON ap-
Tepun, a Takxke TKMIT.

Ocobyro Tpyniy U3 yuciaa OOTbHBIX C BTOPHY-
"ot 'KMII cocraBnsitor manueHTsl ¢ WHOWIBTpa-
TUBHBIMU 3a007IeBaHUSIMU, XapaKTepU3YIOLIUMUCS
OTJIOXKEHUEM aHOMAaJIbHBIX BellecTB (TJIMKOreHa,
aMUWJIOKAA U Jp.), KOTOPbIe BBI3bIBAIOT ITPOrPECCUpY-
FOLLYIO PUTHIHOCTh CTEHOK XK eTyIouKa, TPensTCTBY-
IOLIYIO €ro HaroTHEHUIO. YBelIMvYeHHasl TOMIIMHA
CTeHKU, MaJiblii O00BbEM 3KeTyqOYKOB M BO3HMKAIO-
masi IMHaMuJeckast OOCTpYKIMsI OTTOKA M3 JIEBOrO
xemynoaka (JI2K) Moryr mprBOIUTh K BHEITHEMY



Ka3zanckuii meaummnckwii xKypHaa, 2015 r., tom 96, N4

CXOJIICTBY C COCTOSTHUSIMU TIPY UCTUHHON TUIEPTPO-
¢un MuonuToB (mmuomathueckas ['KMII). Ilpu
WHOWIBTPAaTUBHBIX — 3a00/eBaHUSIX  HaKOIJIeHUe
AHOMAJIBHBIX BELIECTB B MUOLATaX WJIW MHTEPCTU-
U MUOKapia TPUBOIUAT K YBEIMYEHUIO TOJNIIH-
HBI CTEHOK cepiala 0e3 MCTUHHON TurepTpodun
kJeToK. [loBblllIeHWEe TOMIIMHBI CTEHOK HE BCeraa
KOppEIUpYyeT ¢ YBeTUUEHUEM aMIUTUTYIbl KOMILIEK-
ca QRS — oHa MOXeT ObITb CHMKEHHON, HU3KUI
BOJNBTAXX 4allle HaOmomaroT 1pu WHOUIBTpALUU
WHTEPCTULIMSI, YeM KapAMOMUOLUTOB. [13].

YuutsiBas BbllllecKa3aHHOe, BHUMaHUE Teanuat-
POB 1 IETCKUX KapIUOIOroB XOTeJTOCh ObI 00paTUTh
Ha 3aboneBaHMsT U3 YnciIa MHOUIBTPATUBHBIX Kap-
IMOMMOITATUM, KOTOPbIe OTHOCSTCS K TJIMKOTeHO-
3aMm (Ila Tuma — 6one3ns [Tomme, IIb Tuma — cuH-
npom JlaHoH).

CungpoM JlaHOH OTHOCUTCSI K ONHOH M3 ca-
MBIX PEIKUX HAaCIeNCTBEHHBIX MATOIOrMid, TaKXKe
xapakTepusytomeiics rumneptpodueir JI2K. Mwmeer
X-cuerieHHoe HaciemoBaHue. [IpuunHa pasBu-
T — Mytanus reia LAMP2, komupyrorero onnH
U3 TJIUKOMPOTEUIO0B JTU30COMATbHOW MeMOpaHbl —
WHTErpaTbHBI TpaHcMeMOpaHHBIN Oe1ok LAMP2
(xapakTepHOe HakoIJleHue ayrodarajJbHOro MaTe-
puasa — TJIMKOreHa — B MuonuTax). OCHOBHBIMU
ero TpOSIBJIEHUSIMU ObIBalOT TUMEPTpodust MuUO-
Kapaa, cepiedyHasi HeMOCTaTOUHOCTb, aTPUOBEHTPU-
KylsipHass Onokana, CUHIPOM IMPEXIEBPEMEHHOr0
MPOBEIEHUST KeNyT0YKOB, C1a00CTh MBIIIIL, CHUXe-
HUe WHTeuieKTa. M3 1abopaTOpHBIX TOKa3aTeneit
obpaliiaer BHUMaHME ITOBBIIIEHNE B TTa3Me YPOBHS
amuHoTpaHcdepas, kpeatnHdochokmHa3bl [15]. B
HacTosIllee BpeMsi omnucaHo 27 pa3iuyHbIX MyTa-
Ui, mpuBonsamux K gedunurty 6eanka LAMP-2 [5].

Bonesns Ilomme — pemkoe, mporpeccupyroliee,
yacto aTajbHOe, HACAeICTBEHHOE ayTOCOMHO-
peLieccMBHOe 3aboneBaHUe. XapaKTepusyeTcsl He-
IIOCTATOYHOCTbIO hepMeHTa JIM30COMHON KU CIOi
O-TJIIOKO3MIa3bl  (KUCION MajbTasbl), YHKUIMS
KOTOpOii — pacllelieHne TanKoreHa. Jednuut
¢depMeHTa BBI3BIBAET IIMPOKUIN CHEKTP KIMHUIEC-
KUX TIPOSIBIEHUUN — OT TSIKENOTO CTPEMUTETHHOTO
TEUYEHUS C BbIPAaXKEHHON MBIIIEYHOM TMUITOTOHUEH
u 'KMII, 4To npuBOIUT K JieTaJIbHOMY MCXOIy Ha
MEepBOM TOAY >KM3HM, JO MEMIJIEHHO, HO HEYKJIOHHO
MIPOrPECCUPYIOLLeIl MUOMATHUY C MOPAXKEHUEM IbIXa-
TETbHOW MYCKYJIaTypHl.

Bonesus [Tomme MOXKHO 3aImmomo3puTh Ha OCHO-
BaHWM XapaKTEepPHOro CMMIITOMOKOMILIEKCa W JaH-
HBIX CBOEBPEMEHHOI0 MEIUKOTEHETUUECKOoro obce-
noBaHUS. JJOMUHUPYIOIIE B CIIEKTPe KITMHUIECKUX
MPOSIBIEHU rumnepTpodusi MUOKapaa, MbILIedHast
cnaboCcTh U CepAeuYHOJIErouHas HemNOoCTaTOYHOCTh
COIMPOBOXKIAIOTCS TOBBIILIEHMEM B KPOBU YPOBHS
amMuHOTpaHchepas, KpeaTUHGOCHOKMHA3BI, JIaK-
TaTneruaporeHasbl. s moaTBepK IeHMs TuarHo3a
OITPENENISTIOT aKTUBHOCTh KMCIION O-TJIFOKO3M1a3bl B
KpoBU (B TOM YWCJie B CYXUX IISITHaX KPOBU) C TIO-
CJIEIYIOIINM MOJEKYISIPHO-TEHETUYECKUM HUCCIeno-
BaHMEM [Jis BBISIBIEHUSI MYTallMM B TeHe KUCIOi
MaJIbTa3bl.

Cumnrombl 3aboneBaHMSI MOTYT TMOSIBISITHCS B

JII00OM BO3pacTe — OT MJIAJEHUECKOro 10 B3pOCIOro.
PanHee Havasio cBsA3aHO C Oolee arpecCUBHBIM Teue-
HMeM, ObICTPO BENYILMM K JieTalbHOMY ucxomy. st
IeTeil paHHero Bo3pacra XapakTepHa MH(aHTUIbHAS
dopmMa ¢ MacCMBHOW Tumeprpodrell MruoKapna, Be-
IyIIel K 3aCTOMHOM CepaedHOl HEeTOCTaTOYHOCTH, a
MIPU OTCYTCTBUM TepariiK — K paHHEN CMEpTH.
JMATEeTbHBIN TIepron OKa3aHWe MeIUIIMHCKON
TTOMOLIY OOIBHBIM OrPaHMYMBAJIOCh CUMIITOMATIYec-
KO Tepamnueii, MO3BOASBILEH BPEMEHHO YIydllaThb
COCTOSIHUME, HO He CIOCOOHOI M3MEHUTDb TeueHue 3a-
6oneBaHus. B HacTosee BpeMs nipy 6ane3nu Ilomme
BO3MOXHa IaroreHernyeckass ¢epMeHTO3aMecTu-
TebHAST Tepamnusl MyTéM BHYTPUBEHHOIO BBEIEHMSI
PEKOMOMHAHTHOW KWCION O-TJIFOKO3MIa3bl JeTOBE-
Ka, 3dOEKTUBHOCTH KOTOPOil yOenUTeIbHO NOKa3aHa.
Yacrora JaHHOW IMAaTOIOIMU BapbUpyeT B pas-
HBIX monynsiuusx oT 1 Ha 14 000 go 1 Ha 300 000,
CyMMapHyro 4acToTy Bcex (opm OGonesnu ITomrme
oneHuBaror kak 1 Ha 40 000 [10]. PacnpocrpaHén-
HocTb 6one3nu [Tommie B Poccum HensBecTHa.
Crnenyer OTMETUTb, YTO KapAMOMUOINATUN OCTa-
FOTCSI OMHOM W3 JMIWPYIOIINX KapIrOIOrA4ecKnX
IIPUYWH CMEPTH B IETCKOM BO3pacTe, IMpuIEM B OOITb-
IIMHCTBE CITyJaeB ITUQIOrHUST OCTaETCsl HEM3BECTHOM.
CJI0XHOCTU AUArHOCTUYECKOro TTOMCKa OOyCIIOoBIe-
HBI pa3HooOpa3ueM pelKuX TeHeTHUecKuX 3aboneBa-
HUH, IIAPOKUM IHUAMA30HOM KIMHUYECKUX TPOSIB-
JIeHU I, He0OXOMMMOCTBIO TIPOBEIEHUS CTIeMaTbHBIX
NIMAarHOCTUYECKUX TECTOB M OMOXMMMUYECKUX HUCCiIe
IOBaHMIA, a TaK>Ke HemocTaTouHOoN MH(OPMUpPOBaH-
HOCTBIO Bpadell O NTaHHOM BHIe ITaTOMOrUH.
H3BecTHO, YTO CHMIITOMaTHYECKOE JieueHHE
NaHHOW KaTeropmu OOTbHBIX HE TMPUBOOUT K YIIyd-
LIeHUIo TIporHo3a 6onesHu. CoBpeMeHHbIE BO3MOXK-
Hoctu Tepanuu ['KMII, mo3Bonstomiye IIUTeIbHO
MONIePXKMBATh COXPAaHHBIN YpPOBEeHb KauyecTBa JKU3-
HU, aKTyaJIu3upoBaJv MpobieMbl paHHEH IuarHoc-
TUKHU M aIeKBaTHOro BbIOOpa TAKTUKM BeIeHUs Ia-
uuveHTa. B cBsI3u ¢ oaTMM CHUXKeHMe 3ab01eBaeMOocTr
7 CMEPTHOCTH JeTell ¢ KapIuOMUOMaTUSIMU TpedyeT
JIy4IIIero TIOHMMaHUs WX TPUYMHBI W TaTOreHe3a
IIJIST TIPOBENEHUST CIIe(DUYUECKOoro JedeHnsl.
JlanHoOe coolllleHre HallpaBIeHO Ha OKa3aHue
MOMOIIM JEeTCKUM Kapauojioram, rneaudarpam, He-
OHATOMOraM B OLIEHKE KJIMHWYECKOW KapTUHBI U
nuddepeHInaTbHON AMArHOCTUKYU AeTell ¢ TUrep-
Tpocdmeit Mmuokapna. Hameemcsi, 1o momoxer B mo-
CTAHOBKE TOYHOIO MarHo3a M Ha3HaueHWN CBOEBpe-
MEHHOTO CITeN (PIIECKOro JeUeHMs.
[IpuBOoTMM pe3ynbTaThl HAIIMX HAOMIOMEHWI.
Hab6op 60mbHBIX OCyliecTBIsIICS Ha 6a3e Kapau-
OIOrMYeckoro oraeneHusi HaydHoro meHTpa 300po-
Bbst gereir (HII3/, r. Mocksa) ¢ 2001 mo 2015 rr.
B rpynny o 92 pe6éHka. Bo3pact Ha MOMeEHT
mepBoii rocnuTanu3anuu B HII3Jl BapeupoBan or
HEeCKONbKMX nmHeil mo 16 jmer 8 mec. Kpurepmem
BKJTIOYEHUSI B MCCIIENOBAHME CIYXXWJIO BBISIBIICHUE
ratepTpop MUoOKapma Mo 3JIeTHEro Bo3pacTa.
W3 nabmiomeHWs MCKIIIOYaIu JeTell OT MaTepei ¢
caxapHbIM nuabeToM, a TakXKe IJIUTEIbHO TomyJa-
IOLIUX TOPMOHATBHYIO Teparuio.
Cpenu oOCnenOBaHHBIX MALIMEHTOB BBISIBIEHO
649
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creytoliee pacnpeneneHre: caMmyto OOIbIIYyO TPYI-
my cocTaBuaud AeTu ¢ uauonatuueckod 'KMIT —
53% (49 mammeHTOB), Ha BTOPOM MeCTe HeTH C
cuagpomom Hynan — 11,9% (11 4gemosek), manee
6 marueHToB (6,5%) ¢ 6ome3Hbto [ToMIie 1 Takoe e
KOJIMYECTBO NETel C apTepualbHOI THUIIepTEH3UEN,
¢ cunapomom LEOPARD — 5,4% (5 mereii), ¢ aTak-
cueit Ppunpaiixa — 4 mauuenTa (4,3% ob1ero Konu-
yecTBa O0OIBHBIX), Y 3 — cuHapoMm Danon (3,2%), mo
2 manuenTa (2,1%) B rpynmax ¢ Kapano-haiino-Kox-
HBIM CHUHIPOM, OONE3HBIO [B-OKMCIEHUS KUPHBIX
KMCIIOT U MyKoronucaxapunosom I tuna (cuHapom
T'yprep), o 1 (1,2%) 60nbHOMY ¢ KapHUTHHOBOI He-
IOCTaTOYHOCTHIO 1 GM I-TaHTJI 031 1030M.

I'pynma nmereit ¢ aprepuasibHON THUIIEPTEH3WEN
cocTosla U3 6 MAlMeHTOoB: 4 MaJlbuMKa M 2 IeBOY-
KH. Y 4 O0NbHBIX BbISIBIEHA HEOOCTpYyKTUBHAsT ¢op-
Ma C IIPEeUMYIIEeCTBEeHHOU rumepTpodueil Mex:Key-
noukoBoii meperoponku (M2KII) m paBHOMepHBIM
yTONIIEHUeM MUoKapaa, y 2 00IbHBIX — OOCTPYKIIU S
BbIXOnHOro Tpakta JI2K, Takke y 2 maiueHToB OT-
MeueHa CMMMeTpudHas rureprpodust. [To maHHBIM
KOMITHIOTEPHOI ToMorpacdudeckoit aoprorpadun y
3 ManMeHTOB BBISIBIEHO HaJU4Me CTEHO30B MOYed-
HBIX apTepuii, y ocTaibHbIX 50% TaHHOM TPYMIIBl He
00Hapy>kKeHO MPUYMH, BbI3bIBAIOLUIMX ITOBBILIEHUE
apTepuaibHOrO JaBieHus. JleTaabHBIX HCXOOOB B
JNIaHHOIA TpYIITe MalrueHToB He OTMeUeHO.

B rpynny nereit ¢ mauomatuyeckoir ['KMII
pouutn 49 manueHToB C ae0oToM 3a0oneBaHUs B
Bospacte 1o 3 set: 31 (63,2%) manbunk u 18 (36,7%)
neBouek. HeobctpyktuBHast cdopma 'KMIT BCTpe-
vanach y 21 (42,8%) maumenta. OOCTpyKIIMSI BBI-
xomHoro TpakTa JI2K BeisBieHa B 24 ciaydasx, JI2K
M IIpaBoro xenxynouka — B 4 caydasax. Y 40 (81,6%)
mereli IpeuMMyllecTBeHHO yroiamieHa M2KII, vy
2 (4,1%) — 3aguasg crenka JI2K, y 7 (14,2%) — cum-
MmerpuuHas runeprpodus M2KIT u 3agHeli cTeHKT
JI2K. CumMerpuyHas TuriepTpodust ¢ BoBIedeHeM
MepenHell CTEHKHW ITPaBOro KelTymodyka BhISIBIIEHA Y
2 manueHToB. V3BeCTHBIX HaM JIETAIBHBIX CIyJaeB
B 3TOI TpYIITe MaleHTOB He OTMEUEHO.

B Halem ucclenoBaHUM TpyIIa MalueHToB C
cunapomoMm HyHaH cocrostia us 11 gereit, 4 (36,3%)
U3 HUX — MalpuuKu. B 1 caydae runeprpodust Mu-
oKapaa couerasach ¢ BPOXKIEHHBIM IMOPOKOM Cepi-
ua —rerpanoit damro. Y 8 manueHToB runeprpodust
MMOKapla COIMpoBOXKIagach OOCTpYKIIMEN BBIXOJ-
Horo TpakTa JI2K, B ocTtadbHBIX 3 ciydasix BCTpe-
gajgach U000 0OCTPYKIMSI BBIXOMHOro Tpakrta JI2K
C MpuU3HaKaMU CTeHO3a JIETOUHOW aprepuu, JK6O
OOCTPYKIIMSI 000MX XKEeTymO4KOB, 10O OTCYyTCTBHE
obcTpykunu. I1o CUMMETPUYHOCTUA IIOpakeHUsl y
9 nmereil OTMEUEHO MPEeUMYLIeCTBEHHOe YTOIIIeHe
M2KII, y 2 — 3anHeit crenku JI2K. JleranbHbIi nc-
Xom HacTymua B 1 ciaydae, uTo coctapisier 1,1% obre-
ro uucia 6oMbHBIX, BKJIIOUEHHBIX B MCCIIENOBaHUE.

Cunnpom LEOPARD 06wl muarHOCTHpPOBaH y
5 TMalMeHToB, 3 U3 HUX ObLJIM MaJbuUKaMU. Y BCEX
M3MEHEHUsI CO CTOPOHbBI CEePIeUYHO-COCYIUCTON CHUC-
TeMBbI BBISIBIEHBI OO0 3-MecsuHoro Bodpacra (y 1 ru-
nepTpodusi MUOKapaa obHapy:KeHa BHYTpUYTPOOHO,
Y OCTQJIBHBIX MOCEe POXKIACHUST BBICTYIIMBAJICS TPY-
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Ob1ii cuctonnyeckuit mym). [Ipu olieHKe TUIIepTpo-
buu MuoKapaa UMeEKTCsl 3HaUUTeIbHbIe Pa3iuyums
B T€UeHUM 3a0oieBaHUS y MALMEHTOB MYKCKOro 1
JKEHCKOro Imona. ¥ 2 neBodeK MpU3HAKW OOCTPYyK-
UM OTCYTCTBOBAJIM, OTMeJYajach MEHee BhIpaKeH-
Hasl TUIepTpodrsi MUOKapaa C BOBIEUEHUEM TOb-
ko JI2K: yrormiena npenmyiiectsBeHHO M2KIT (mo
13 MM), ¢ He3HAYUTEIbHLIM HapacTaHUEM 3a IIepu-
on HabmoneHus (1 manMeHTKa HaXOMUTCS IMOI Ha-
OnroneHueM B TeueHue 4 jer, apyras — 8 jer). Y
MaJIbYMKOB B Mpoliecc ObUIM BOBJIEUEHbI 00a Kemy-
nodka, mperuMylilecTBeHHo yroinmeHa M2KII, onHa-
KO B Oombieii crereHu (oT 12 mo 26 MM), 3aIHSIS
crerka JI2K Ttakske Ob1a rumepTpodurpoBaHa 60mb-
me (9-15 MMm), ToMMHA TepenHeil CTEHKU TpaBo-
ro >Keaygouka cocraBuia 5-8 MM. Y Bcex 3 Malb-
YUKOB BbISIBIIeHA OOCTPYKIIMSI BBIXOMHBIX TPaKTOB
000MX SKENyTOYKOB CO CKOPOCTbIO M TI'paaueHTOM
naBaeHus1 Ha BbIXomHOM TpakTe JI2K, mocruraro-
muMu 5,9 M/c 1 140 MM pT.CcT. cooTBeTcTBeHHO. Ha
BbIXOIHOM TPaKTe MPaBOro >KelayaouKa yBeTuyeHue
CKOpOCTH BapbrpoBajio or 1,6 mo 3,5 M/c, rpanueHT
nasieHust — ot 10 1o 60 MM pr.cT. MUSKTOMMUS TTPO-
BemeHa 2 MajpunKaM (OODHOMY B Bo3pacTe 3 Mec,
npyromy — B 8 jer). JleTaabHBIX MCXOMOB B MaHHOM
rpyIe MalueHToB He 3aperucTprpoBaHo.

Y 4 nereii nmuarHoctupoBaHa aTakcusi Ppu-
npaiixa: 3 meBouek M 1 ManbuuKa. Y Bcex HeTeil 3a-
OorneBaHue NeOIOTUPOBAIO C HEBPOTOIMYECKON CHM-
MTOMATUKM, TIOPaKeHNe CO CTOPOHBI cepala ObLIOo
CIydaiiHOM HaxomKoil. Y 3 mereil IperMyIlecTBeH-
Ho runeprpoduposana M2KII, y 1 runeprpodus
cumMeTrpraHast. O6cTpyKTBHAS (hopMa BEIXOTHOTO
TpakTa JI2K Obuta ycranosnena y | mamuenrta. W3-
BECTHBIX JaHHBIX O JIETAJIbHBIX MCXOOaX B HACTOSI-
1ee BpeMsi HeT.

C kapnuno-pallmo-KOXKHbIM CUHIPOMOM HaxOmu-
JIUCh Ton HabmomeHueM 2 mamueHTa (MajJbuuK U
neBouka). Y oboux nereil oTMeueHbl MHOXKECTBeH-
Hble CTUIMbl nu3sMbpuoreHesa. [lo pesynbraTam
aXoKapauorpadmm y MaJbuMKa BBISBIEHA IIpe-
nmyiiectBeHHO Tumeprpoduss M2KII, B mpomecce
HaOMONeHWsI OHa He Hapacraja, ObLIM MpU3HAKU
CTeHO3a JIETOUHOI apTepuy U OOCTPYKLIMM IIpU Ha-
rpy3ke. Y IeBOYKU TaKKe MPEMMYIIeCTBEHHO yTOI-
mweHa M2KII, onHako ¢ HapacTaHWEM TOILIUHBI B
rpoiecce HaOMIONEHUSI U TIOSBJIEHUEM TPU3HAKOB
00CTPYKIIMU B BEIXOTHOM TpakTe JI2K.

B namreit knuHuke cuHapoM JlaHOH mUarHoc-
TUPOBAaH y 3 TMAIMEHTOB MYKCKOro moma. ¥ Bcex
OTMEeYasoch BBIPaXKEHHOE W CTOMKOE IOBBILIEHUE
YpOBHSI aMUHOTpaHcdepa3. ¥ 2 MalueHToB 110 TaH-
HBIM 3XOKapauorpaduu ornpenensiiach mperuMyliec-
TBeHHO rumeptpodus 3amgHelr creHku JI2K mpu
MeHee BblpaxkeHHoM yTronieHun M2KII, nmpu arom
MepenHsisi CTeHKa MPaBoro Xeaymaouka Takke Oblia
BKJIIOYEHa B TTaTOIOrMyeckuit mporecc. ¥ 1 u3 3 ma-
IIMEHTOB MUarHOCTHpOBaHa OOCTPYKTHBHAS ¢hopMa,
y | bobHOrO TIPU3HAKN OOCTPYKIIUNA PETMCTPUPOBa-
JIVCh TOTBKO TIPU Harpy3Ke, y 1 pedb€HKa obCTpyKIms
He BbISIBJIeHAa, HECMOTPSI Ha BBIPaXKEHHOCThb TUIIEep-
Tpoduu. B 2 ciayyasix oOHapyKeHbl IMpU3HAKU OU-
JaTaliy MOIOCTU MPEencCepauid.
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C 6onesHblo [ToMne HaxomuaKch rmon Habone-
HUEM 6 JelioBeK: 4 MaJpurKa 1 2 geBouku. 3 (50%)
nereit He MMeTu OOCTPYKLIMU Ha BBIXOTHBIX Tpak-
Tax >KelTyJOYKOB, Y OCTaJIbHBIX 3 MAallMeHTOB B Je-
6roTe 3aboeBaHUsI OTMeJanach OOCTPYKIIMSI BBIXOM-
HOrO TpaKTa MPaBOro XeIyaouKa ¢ MOCIenyIomnuM
IepexonoM B HeoOCTpYKTUBHYIO dopmy. Y 3 (50%)
MalyeHToB runeprpodusi Hocuiaa CUMMETPUIHBIA
XapakTep ¢ BOBJICUEHUEM TepeqHeil CTEHKM TpaBo-
ro Xeaynouka, y ocTaJbHbIX 50% MperMyllecTBeH-
Ho Obuta yrommeHa M2KII, Takxke ¢ BoBleueHHEM
B Tpollecc TepenHell CTeHKU IMpaBoro Xeaynouka,
y 1 mamueHTa U3 3TOM I'PYMIbBI B Ipolecce HabIio-
NeHUs] OTMEYajoch CUMMETPUYHOE IOpakeHue.
I[ToMmumo tumeprpoduu, y 2 malmeHTOB B nedrorTe
3a00/1eBaHUSI TIPUCYTCTBOBAJIO CHUXKEHUE COKpa-
TUTEIbHON CcHocobHOCTM Muokapaa (dpakuus
BbiOpoca 1o 28-32% mo Telixonblly ¢ AuaaTalyei
nongocreit). Becem mersiMm mposomuin  epMeHTO3a-
MECTUTEIbHYIO Tepamnuio IyTéM BHYTPUBEHHOrO
BBEIEHUST PeKOMOMHAHTHON KMCION TJIMKO3MIa3bl
yenoBeka. JIeTallbHOCTb BHYTPH TPYIIITbI COCTaBUJIA
66,7% (4 manmmenTa), B obmeit rpymre — 4,3%.

B kauecmee kaunuueckozo npumepa npueooum cob-
cmeenHoe Habadenue.

IManuent III. 7 mec. Iloctynmun B oTmeneHue
kapauonorun HII3] PAMH B Bo3pacte 4 mec.

Anamnes ncusnu. Pe6EHOK OT BTOpoli 6epeMeHHOoc-
™A (repBasi 3aKOHYMJIACh MEIUIIMHCKUM abopToM
0 MEAMIMHCKUM TTOKa3aHMSIM ), TIpOTeKaBIlell Ha
¢oHe yrposbl TpepbiBaHUST OepeMeHHOCTH. Pombl
mepBble, cpouHble, Ha 40-i1 Hemene, OBICTpLIE, B Ta-
30BOM TIpeliexkaHnuu. Macca Tena Mpu pOXIeHUU
3340 r, nauHa Tema 52 cMm. OueHka mo mkajie All-
rap 8/8 6ayuioB. B meprone HOBOPOXK IEHHOCTU: 3aTsI-
HYBLIAsICSI JKeNTyXa, KOHBIOHKTUBUT, TPEMOpP TOMI-
6oponka, KoHeuHocTeil. HaciencTrBeHHOCTb: MaTh,
orell — MO NaHHBIM dXoKapauorpaduu 6e3 maTo-
Joruu, mpababyiika 1o JUHUM OTUA — dUjIaTalu-
OHHasl KapIWOMUOIaTHsI B MCXOIe MIIeMUYECKON
bore3Hn cepama.

Anamnes saboneéanus. C poXKIeHUST Mama OTMe-
yaja y pebéHKa IIMaHo3 HOCOryOHOro TpPEeyroabHU-
Ka, ycuJuBaloluiics mpu OecrmokoiicTse. B Bo3pacre
1 Mec mocie ocMOoTpa MearuaTpoM OTIIpaBieH Ha X0
Kapauorpaduio, BbIsSIBIEHA TUMEPTpodursi CTEHOK
JI2K, rocnutanu3upoBaH 1Mo MecTy XKUTeIbCTBa.

IIpu nocmynaenuu obpaiiana Ha cebs BHUMaHME
ofpIIIKa 10 60 B MUHYTY C ITOCTAHBIBAHUEM, YaCTO-
Ta cepaedHbIx cokpamenuii (YCC) 150-160 B MuHy-
Ty, yBeJIUYEHUE MeYeHU 10 +3 CM U3-TTon pEéOepH Ol
JyTH.

B buoxumuueckom anaiuse Kpoeu — TOBbIIIEHUE
ypoBHSI (bepMeHTOB: KpeaTuHMOCHOKMHA3BL — 10
695 EJl/n, naktatmeruaporeHassl — go 1125 EJ/x,
menodHoit docdartaser — 987 EJl/n, moBbIlIeHUE
aKTUBHOCTM aJlaHMHAMMHOTpaHcdepasbl, acrapra-
TaMHUHOTpaHcdepasbl.

Jlannvie anekmpokapouozpaguu: PATM CHUHYCO-
BoIii, HCC 126 B MUHYTY, pe3K0Oe OTKJIOHEHHE ek~
TPUUYECKOM OCH cepila BieBo, Olokama IepemHeit
BETBU JIeBOI HOXKKM IyuKa ['mca, runeprpocdust 060
UX KeJyI0uKOB, Tpu3HaKu meperpy3ku JI2K.

Puc. 2. Pe6énok 1. 3 mec. Bone3us [Tomrie. MblteqHbIit
ToHyC TUdhbY3HO CHIXEH

Jlannbie sxokapouoepaguu: tunieprpodust 3al-
Heit crenku JI2K u M2KIT (JI2K nmacrona/cucro-
a — 23/12 MM, JieBoe Tipencepaue — 13 MM, 3aIHSST
crerka JI2K — 9 mm, M2KII — 8 MM, mpaBbIii Xe-
nymodek — 13,5 MM, mpaBoe mpencepnue — 12 MM,
dpaknust Beiopoca — 79%).

Komnvromepras momoepagpusi 0opraHoB Tpy-
HOM KJIETKM: paclIMpeHue cepilla B IOMepeuyHU-
Ke, KapauoTopakaibHblii nHAeKe 70%, HebomblIoe
KOIMYECTBO XXUIKOCTU B TIepUKape, yMEHbIIeHe
pa3MepoB JIEBOr0 JIETKOro, TUIMOBEHTWIISILIUST 6a3alib-
HBIX CErMEHTOB JIEBOTO JIETKOro.

Ha c¢one npoBonumoit Tepanuu (CriupoHoONaK-
TOH, HUMECYJIN I, TIPENHU30I0H ) He ObL10 adhdekTa.
B nuHaMuKe coXpaHsIUCh BbICOKME UMPBI 1LeT04-
Holt docdaraszel, HapacTanga runeprpodust 3anHei
crenku JI2K (10 mm) u M2KIT (10 mm), mosiBuIach
rurnepTpodust CTeHKU MPaBoro KelyaouKa.

Il obcinemoBaHMS, YTOYHEHMST TUarHo3a W pe-
IIEHUS BOIpOca O HajibHEWIIell TaKTUKe Teparuu
peOEHOK HampaBieH B OTIeleHUe KapIuoaoruu
HILI31 PAMH.

Kanobvr npu nocmynaenuu: orcraBaHue B Gusm-
YeCKOM Ppa3BUTUM, IIMaHO3 HOCOIYOHOTO TPEYroyib-
HUKa W TepruopOMTaIbHBIX 00JacTeil, OmbIIIKa,
TPYOIHOCTM BCKapMJIMBaHMS, TUIOXash IpubaBka
Macchl Tea, 3aJepskka MOTOPHOrO pas3BUTHUS (He
YIEep>KMBaeT TOOBY, HE TIEPeBOPAIMBAETCH ).

Ilpu ocmompe cocTosiHUE TSIKENOE, PU3NUECKOe
pa3BUTHE HU3KOE, KOKHBIE TTOKPOBBI OenHbIe, e~
pUOPAJIbHBIA ¥ TepUuOpOUTATbHBIN LMaHO3. MBbI-
1mIedyHbll ToHyC nuddy3Ho cHukeH (puc. 2). [ono-
BY HEpXKUT HeyBepeHHO. XBaTaTelbHbIN pedekc
cmabprii. Yacrora IbIXaTelbHBIX IBUKeHHMI 60 B
MUHYTY. I'paHUIIBI OTHOCUTEILHOU CepHeYHON TY-
MOCTU pacIIXpeHbl BIEBO 10 CpenHel aK CUJUIsi pHOM
nuHuU. TOHBI cepilla MPUTIYIIeHbl, pUTMUYHBIE,
YCC 128 B munyty. Iledens + 2,0 cM u3-monm Kpast
pébepHoii myru. [lcuxmueckoe pa3BUTHE COOTBET-
CTBYET BO3pacTy: ynbIbaercs, TPOM3HOCUT OTHETb
HbI€ 3BYKH.

bBuoxumuueckuii anaaus kposu: alaHUHAMHUHO-
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Puc. 3. Pe6énok I11. 3 mec. DnekTpokapauorpamma. IIpu3Haky meperpy3k MIUOKapa JeBbIX OTIeI0B ceparia, BOSMOXHO,
MPaBOro Xenynouka. BeipakeHHOe HapyllleHIe Tpoliecca PEroNspru3aiii B MUOKapIe XKeTyI04KOB

Puc. 4. Pe6énok III. 3 mec. PeHTreHorpaMMa OpraHoB I'pyIHOI KJIETKM: a — Cepille YBeIMUYEHO B MOMEePeyHUKe, Kap-
JMOTOpaKaJIbHBIN MHIEKC 69%; 6 — Ha doHe (epMeHT03aMeCTUTEIbHON Tepalmuy CepAlle YBEIMYEHO B TOMEPeTHHKeE,

KaparoTropakaabHbIi nHaekc 60%

TpaHcdepaza 243 EJl/n, acmapratraMuHOTpaHCcde-
paza 494 EJl/n, xpeatnrochoknHaza 1091 E/x,
KpeaTuHdochokrnHaza-MB 22,50 Hr/mi, JakTatme-
runporenasa 1062 EJI/m.

Anexmpoxapduoepagpus. Tlpu3Haku TeperpysKku
MMOKapa JIeBbIX OTIEIO0B Ceplla, BO3MOXKHO, Mpa-
BOr'O XeJTynouka. BeipaskeHHoe HapylieHre TpoLiec-
ca penoisipu3ay B MUOKape KeTyTodyKoB (MaK-
cUMaJibHOe — B HUXKHeO0KoBoit creHke JI2K, puc. 3).

IDxokapouoepagus. BelpakeHHass CHAMMETpPHY-
Hasi runeprpodust creHok JIZK (3amHss cTeHka u
M2KII 17 mM) 6e3 MpU3HAKOB OOCTPYKLIMM BBIXOI-
Horo TpakTa JI2K, ymepeHHast ruriepTpodust cBoOOI-
HOW CTeHKHU TpaBoro kemxymodka (6 mm). Hapytre-
HUe IUacTONNYecKOi yHKIIMKY 000UX JKeTyI04KOB.
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Penmeenoepachus opearnos epyonoil kaemku: cepa-
1Ie yBEIMYEHO B TIOMEPeYHUKE, KapamoTOpaKalb-
HbII uHaeKC 69% (puc. 4a).

Koncynomauus ncuxonesponoea. Ilpn ocMotpe 06
1L[EMO3rOBOI, MEHUHT€aJIbHON CUMIITOMATUKHU HET.
YepenHbie HepBbI 6e3 ocobeHHOCTel. PubOpUIISILIUS
s13bIKa. MbILIeUHBIN TOHYC AU dy3HO CHUXKEH, Ofl-
HaKO eCTh KOHTPAaKTYphl B KOJIEHHBIX cycraBax. Cy-
XOXKMJIbHBIE peduIeKchl ¢ pyK O4eHb HU3KHE, ObICTPO
ucromatorcs, D=S, opromrHbie peduiekcbl D=S. MbI-
IIeuHasl crjia B pyKax — Ha 3 Oajia, B Horax — Ha
2 6asta. I1o3a ngarymku. MoTopHbIe HaBbIKU: TOIO-
BY He yIep>KMBaeT, He MepeBOpaurBaeTCsl.

YuutsiBas HapacTalolUlylo TUIepTpoduio Mu-
oKapaa, BbIPAXXEHHOCTb MBILIEUHON TUIOTOHUM,
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TMOBBbIIIIEHNE aKTUBHOCTU (hepMEHTOB KPOBU, MOXK-
HO TIPeATNONIOXKHUTD IJIMKOreHo3 2-ro tTumna (6one3Hb
ITomme). JImarHo3 ObLT TMOOTBEPKIEH MPH TOTyde-
HUU pe3yabTaToB: o-D-rmokosupaza 7,5 HM/Mr B
gac (HopMa 13,00-53,60), 94TO B coueTaHWHU C BbIIIIe-
ONKUCAaHHOW KJIIMHUYECKOW CUMIITOMATHUKON COOT-
BeTcTBYeT Oone3Hu Ilomre.

IIpoBenéH wacTuuHbIl aHanu3 reHa GAA (60
sne3Hb [Tomme). BoisiBieHa myranusi, onucaHHas B
6aze maHHBIX MO0 MyTarusaMm c. 307T-6, mpuBonsIIast
K 3ameHe ammHOKHCIOTE p Cyel03Cly B rerepo-
3UTOTHOM COCTOSTHUM. bBbuta HavaTa (epMeHTO3a-
MECTUTEIbHASI Tepamnus ajJriloKo3uga3on anbda
(maiiozaiiMmoM) B qo3e He MeHee 20 MI/KI B CYyTKH,
nHby3us 1 pa3 B 2 Hen. Ha doHe Tepanuu (B TeueHHe
6 Mec) oTMeUeHa TTOIOXKUTebHAS TMHaMUKa: pedé-
HOK CTaJl CaMOCTOSITE/TBHO €CTh M3 OyTHUIOYKH, TIPH-
0aBIsITH B Macce Tesa, MOMTOKUTEIBHO pearupoBaTh
Ha OCMOTD, Y/abIbaercs, ynep>K1BaeT rojoBy, Hava
MOBOPaYMBAThCS Ha OOK, UT'PATh C MOrpeMyIIKaMu,
yMeHbIIWIach ombllika. Ha amekTpokapauorpam-
Me — yly4lleHue MPOIeCcCOB peronsipu3alu, mpu
axokapauorpaduu — yMeHbLIeHUe TONLIUHBI CTe-
HOK JI2K 1o 13 MM. YMeHbIIIeHre KaparuoTopaKaib-
Horo nHIeKca ¢ 69 mo 60% (puc. 40).

Takum obpa3om, 3aboneBaHUSI, IIPOTEKAIOIINE
¢ rumnepTpodueii MUoOKapaa, OueHb pa3HOOOpa3HBbI.
HenasHee KpynmHoOe BMUIEMUOIOTMYECKOe HCCie-
noBaHue nemuaTpuueckou momyasnuu ¢ [KMIT
YCTAHOBUJIO, YTO TIOUTH YeTBEPTHh ITaIlMEHTOB C
HEOOBSICHEHHOI THUIIepTpodreil SKeTymouKoB He
MMEIOT CapKOMepHOW 3Thonoruu. Iurneprpoduio
MMOKapaa BCerja CTOUT pacCMaTpUBaTh He KakK OT-
nenbHoe 3aboneBaHKe, a B COBOKYITHOCTH C KJIMHU-
YecKOoi KapTUHOM, NTaHHBIMU OCMOTpa U JlabopaTop-
HO-MHCTPYMEHTAIbHBIX 00C/IenoBaHUIA. Y YUTHIBAS
HEOTHOPOTHOCTh 3abomeBaHWid, NPUBOMSIINAX K
dopmuposanuio 'KMII, HeobxomuMo KaK MOXHO
bonee paHHee TmpoBeneHue aubdepeHINaTbHOI
NUATHOCTUKM IJIsl ONpefeNeHus] TAKTUKYU BeIeHUs
MalyeHToB U MPOrHO3MPOBaHUS 3aboeBaHMsI.

B nocnennue ronbl B Poccuu mosiBuiuch peanb-
Hble BOBMOXXHOCTH paHHEN TUAarHOCTUKU U CIIelH-
GbrYecKoro JiedeHMWs OMpemneI€HHOro crekTpa 00
Je3Heil HakoruieHus. [lonTBepskieHuWe IUarHosa,
MOJIEKYJISIPHO-TEHETUYECKOe MCCIIeNOBaHNE MOXHO
OCYLLECTBUTD B T'€HETHMYeCKOl J1abopaTopuu B Kpat-
yaiilme cpoKu ¢ mMpUMeHeHHMeM MUHUMaJbHO WH-
Ba3MBHBIX METONMK. Y Bpaueil MOSBUJICS CTUMYI
KaK MOXXHO 0Oojiee paHHE TTOCTAaHOBKW THUarHo3a B
CBSI3M C MOCTYITHOCTBIO TIPOBEIeHNS (pepMeHTOo3aMec-
TUTEITBHON Teparuu.

Kongauxkm unmepecoe.

Aemopbt cmamou 3as6uiu 06 omcymcemeuu
(PUHAHCOB0L NOOOEPHCKU/KOHPAUKMA UHIMEPECO8,
Komopblli Heo6xo0umo 06Hapodosamse.
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