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XPOHUYECKAAA PEBMATUYECKAA BONE3Hb CEPALIA
Y BOJIbHOW C CMHAPOMOM AJIbIMNOPTA

I.A. Shamov, D.D. Abdulpatakhov, Z.Kh. Gitinova
CHRONIC RHEUMATIC DISEASE OF THE HEART IN A PATIENT

WITH THE ALPORT SYNDROME

Kachesipa nponeaeBTV kM JlarecTaHckoli rocy1apCTBEHHON MeAULIMHCKOW akafemuy, Pecny6/MKaHckas KMHUYeckast 6onbHuLa JarectaHa,
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CuHapoM AnbnopTa WAW OTO-OKY/O-peHafbHbll
CUHAPOM, ONUCAHHBIN aHrNMinckuM BpadyoMAlports 1927
r., npeacTtaBnsfeT coboil HacnepcTBEHHbI HedpuT, re-
HeTUYeCKN feTEPMUHUPOBAHHbLIA, HEUMMYHHbI, NPO-
TekalwWunii c remaTypvein n nporpeccupyrwmm
CHUXEeHNeM novye4yHoin pyHkuun [1]. B ocHoBe noueu-
HOW MaToNnorun NnexuTt e ekT HePMOPUNNSAPHOTO KO-
nareHa |V Tuna 6a3anbHoil MemMb6paHbl KAy60O4YKOB
[2] v HapyweHMe CTPYKTYypbl ee - UCTOHYEeHUe C
ydyacTKkamu yTONWEeHUA U NPOAONbHbLIX pacwenne-
Hui [1, 3]. TemaTtypusa, ob6a3aHHas 3aToli naTtonoruu,
conpoBoOXfAaeTca HENPOCEHCOPHOW TYroyxocTblo U
KOHYCOBUAHbIM BblNAYNBAHNEM XpycTanuka (neH-
TUKOHYC), KOTOpble Yalie BCEro nNpoAaBAAwTCA Yy
neTeih B Bo3pacte 6-10 net [3-6]. 3aboneBaHue
obycnoBneHo nepepgaveli MyTaHTHOrO reHa, cBa3aH-
Horo ¢ X-xpomocomoi [3,4,7,8]. CuHgpom Anbnop-
Ta TAXenee nporekaeT y MyX4YUH, 1 OHU ymuparwT
OT nporpeccupytouLero Heppockneposa go 30-net-
Hero Bo3pacTa [7,8]. ¥ XeHWUWH 3ab6oneBaHne npo-
TekaeT 6naronpuaTHee, 1 OHW MOTYT [OXWUBaTb A0
rny6okoi ctapoctu [3,5,8].

O pacnpocTpaHeHHOCTU 3ab0neBaHns CyLl ecTBY-
10T pa3inyHble MHeHuA: oaHKU aBTopbl [3,5,7] cunuta-
0T ero pegkum, agpyrue [1,6] nonaratwT, 4TO OHO
BCTpeyaeTCcs cpaBHUTeNbHO 4acTto. Cyas no Hambo-
nee 06 bEKTUBHLIM [aHHbLIM 3NUA4EMUONOTNYECKOTO
ob6cneposaHua B Poccuu [9], 60one3Hb cpeaun peTei
BCTpeyaeTca B 17 cny4dyasax Ha 100 000 pgeTckoro Ha-
ceneHunsa. 3abonesaHne TPpyLHO BbIABNAETCA, TaK Kak
OTCYTCTBYIOT XapakTepHble AN1A Hedputa akcTpape-
HaflbHble CUMNTOMBbI, U3-3a Yero B NpakTuKe Tepanes-
Ta y B3pOC/bIX BCTpeyaeTcs euie 6osee pefko, 4em
y neTeit [5]. BboisBneHuw 3aboneBaHMsAs cnocob6GCTBY-

I0OT MHTEPKYPEHTHble NH eKLunUn [3] KM CONyTCTBYIO -
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une 3ab6oneBaHusA. B aToM nnaHe 3acnyXxmeaeTtT BHU-

MaHusa Hawe HabnwpaeHue.

BonbHas W. M., 54 neT, XuTenbHULa CENbCKOro paiioHa
[arectaHa, noctynuna B Haly KAWHUKY 5 ceHTsa6psa 2005
roga c >xanob6amu Ha ofblLLKY B MOKOe, Kalleflb C BbleeHn-
€M THOWHOW MOKpOThI, HeonpeaeneHHble 6011 B rpyaHONA
KneTke, rosioBHble 60/, OTEYHOCTb HOM, YMEHbLUEHUEe KO-
yectBa Mouun. C feTcKux fieT cTpagaeT TyroyxocTbio, U KOH-
TaKT C Hell OoCyLecTBAANCA C NOMOLLbIO A0oYepu.

B dpeBpane 2005 roga y 60nbHOIM NosiBUACA Kallefb CO
CNIM3NCTO-THOWNHO MOKPOTO, 60NN B rPyAHON KNeTke cnpa-
Ba Npu Kalune, ofbllika npyu 06bIYHON huanyeckoli paboTe.
K Bpavam He obpaljanack, neymnacb «oT NPOCTYyAbl» CBOU-
Mu cpeactesamu. B mae 2005 r. npucoefUHUANCL OTEKU HOT,
Torga BnepBble obpaTunacb K Bpayam palioHHOW NOAUKAW-
HUKW. BonbHasa rocnuTanuM3nposBaHa B TepaneBTUYECKOe OT-
Aenexdve 6onbHULbLI. OfHAKO fleyeHne He fano 3aMeTHOro
YyNy4YlweHUa COCTOAHUA M C NOAO03PEHNEM Ha BO3MOXHbIi
Ty6epkynes nerkux 6onbHas 6blna HanpasneHa B pecny6nu-
KaHCKWin NpoTMBOTY6epKyne3Hbli ancnaHcep. Tam nNpu peH-
TreHonornyeckom ob6cnefoBaHun y 60NbHOW BbIABMEHbI
NpuU3HaKy 3aTAaHyBLUEACA NMHEBMOHWUMW C BblPpaXXEHHbIM MHEB-
MOCK/IepO30M HWXHEeN 40NN MpaBoro Nerkoro u nNpaBocTo-
POHHWIA OCYMKOB&aHHbI/ 3KCcCyfaTUBHbINA NneBpuT. BonbHas
Harnpas/fieHa Ha fleyeHne B pecny6/IMKaHCKY KNHNYECKYIo
60/1bHULY C ANArHO30M: 3aTAHYBLUAACA MHEBMOHUSA, aHeMus
HEACHOro reHesa.

MepeHeceHHbIX Apyrnx 3abonesaHwini B aHamHe3e 60/1b-
HOW BbISABUTb He yaanocb. C AeTCKuX NeT cTpajaeT Tyroyxoc-
Tblo. 3amyxem. VimeeT 2 B3poc/biX 340p0BbIX Aoyepeir. OTel
yMep B MOJIOAOM elie Bo3pacTe M 60/bHass ero no4vTu He
NOMHUT, MaTb ymep/a B Bo3pacte 71 roga. MpuynHy nx cmep-
T 60/bHaA He 3HaeT. bpar ¢ feTcTBa cTpagan TyroyxocTblo U
yMep paHO B Bo3pacTe 14 fieT «OT NoYek».

Mpu ocmoTpe: 60/1bHas B OPTOMHO3, YMEPEHHbIN ak-
poumaHo3 Ha choHe 0o6Lieil 6n1eHOCTUN KOXHbIX NOKPOBOB. B
Nerkux cnpasa B HMWKHEOOKOBOM oTAene Ha hoHe ocnabrnex-
HOTO BE3UKYNAPHOro AblXaHUs BbIC/YWIMBAETCA [OCTATOUYHO
3By4YyHas kpenutauuda. Y44 27 B 1 muH. paHuubl cepaua
pacluimpeHbl BNEBO Ha 2 CM, TOHbI cepiua NpurayleHbl, Ha
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ypoBHe 3-4 mexpebepbeB cfieBa N0 napacTepHanbHON nu-
HUWN BbICNYLIMBAETCA rPyObIA WYM TPeHUs nepukapga u npo-
TOAMACTONMNYECKNIA LWYM, KOTOPbIA nydylwe onpegensieTcs B
HaK/IOHHOM NONoXeHun 60nbHON. PUTM cepgua npasuib-
Hblh - 92 ya. B 1MuH. A/, 110/70 MM. pT. CT. )KUBOT HECKO/b-
KO B3AYyT, yMepeHHO 60ne3HeH B o06sacTu npasoro
nogpebepbs, neyeHb yBesimyeHa, BbiCTynaeT uU3-nof pebep-
HOW AYrn Mo CpefHEeKNUYNYHON NUHUKM Ha 5-6 cm, noBepx-
HOCTb rnagkas, npu nansnauun 6onesHeHHas. CeneseHka He
nanenupyetcs. Ha HWKHUX KOHEYHOCTAX - FO/IeHAX U cTonax
BblpaXXeHHass nacTto3HocTb. CumnToMm llacTepHauKoro oTpu-
uateneH ¢ o6eux cCTopoH. Temnepartypa Tena HOpMasibHas.

Ha 3KI - nesorpamma. Ha 9XOKI - npuo6peTeHHbIl
nopoK cepAua: CTeHO3 MUTPasbHOINo OTBEPCTUSA, BblPaXKeH-
Has HefoCTaTOYHOCTb MUTPasbHOrO KnanaHa c peryprura-
uueli (+++), He3HauYMTENbHbIA CTEHO3 aopTasibHOro KnanaHa
1N HeJoCTaTOYHOCTb ee C peryprutauuei (++). Bbicokas ne-
royHas runepteHsusa. PaclumpeHue Bcex nosnocTel cepaua u
rmneptpodns NeBoro Xenygouka.

O6uWKniA aHaM3 KpoBu: remornobuH 57 r/n, aputpoyu-
ToB 2,8.101n., LM 0,6, neiikounTtos 8,4.10 9n, c. 72%, n. 6%,
muenountos 1%, npomuenountos 1%, n. 14% u M. 6 %.
AHMn30UMTO3, nolikunoyntos; CO3 75 MmM/u B mMouye 6Genok
0,23 r/n, oTHocKUTenbHas naoTHocTb 1006, B ocaake nenkouu-
TOB 3-8-10 B N/3, BbIWENOYEHHbIX 3pUTpPOLUTOB - 8-12 B N/3,
rmannHosble uunAuHapsl 0-2 B n/3.

ACT 0,22 mmons/n, ANT 0,11 mmonb/n, TMMOMI0Bas Npo-
6a 0,6 en, 6unupy6uH obwuii 11,2 MKMONb/N, cuanoBble
Kncnotbl 464 en, kpeaTuHWUH 998 MKMonb/N, 06wnii 6enok 57,1 r/n,
anbbymuHoB 42.4%. 'nobynuHos: anbgal 8,9%, anbta2
19,3%, 6eta 3,3 %, u ramma - 20,4%.

KoHcynbTauna JIOP-Bpaya: rnybokas ABYCTOPOHHASA
HelipoceHcopHas TyroyxocTb. KoHCynbTaumsa oKynmcTa: AByX-
CTOPOHHAA He3penas KaTapakra.

B KNMHUKe 601bHOW BbICTaBNEH 4MarHo3: XpoHuyec-
Kaa peBmaTtuyeckas 6onesHb cepgua (XPBC) - mMHoOro-
KnanaHHbIA NOPOK cepaua (CTEHO3 M HEeA0CTAaTOYHOCTb
MWUTPasbHOro KnanaHa, CTEHO3 U HEL0CTATOYHOCTb aop-
TaNbHOro KnanaHa). 3aTAHyBWAACA MPaBOCTOPOHHASA
HMWXHeponesass BHe60NbHMYHAA MHEBMOHUA C NHEBMO-
CK/N1ep030M U OCYMKOBAHHbLIM NMIEBPUTOM, XPOHUYECKas
cepfieyHas u fieroyHas HefocTaTo4yHOCTb 1la cTeneHb-
cuHapoM AnbnopTa (TeHeTUYeckn AeTeEPMUHNPOBAHHbIA
XPOHUYECKUIi rmomepynoHedpuT, rny6okas ABYXCTOPOH-
HAS HelipoceHcopHas TyroyxocTb), XMH 3-ii cTeneHu,
BTOPMYHAA aHeMWUs CNOXHOro reHesa TAXeNoi cTene-
HU, ypemMunyeckuii nepukapaut.

Fnybokas ABYXCTOPOHHAA HelipoceHCcOpHasa Tyro-
YyXOCTb C AETCKWUX NeT, XPOHWYECKUA rnomepynoHed-
puT, Takas e kKapTuHa y 6paTta fgenawT fOCTATOYHO
[OCTOBEPHbLIM fuarHo3 cuHapoma Anbnopra y pgaH-
HOW 60NbHON.

CBA3b nopaxeHusa noyek ¢ XPbBC uckniwoyaertcH,
TakK Kak npu pesmatu3me nopaxeHue novyek Habnwo-
faeTcs O4YeHb pefKo, TOMbKO NPU TAXENOM TeyeHuun
3a60n1eBaHuA B BUAe o4yaroBoro rnomepynuta [10-12]
n K XMNH He npuBoaut [7]. CnegyeT OTMeTUTb, 4YTO
He TONbKO cuHApoM Anbnopta, Ho U XPBEC pgo no-
CTYN/MI€HNA B KINHWUKY Yy 6ONTbHOW He 6blN BbIABNEHbI.

OvarHos cuHapoMa AnbnopTa y TepaneBTuyec-
Koro 601bHOr0 NMpeacTaBnsieT onpefeneHHble TPYA-

HOCTN, CBA3aHHbLIe C TeM, YTO He BCe€ CMMNTOMBI,

cocTaBnfwWme ero KANHUKY, HabnwgawwTca ogqHoBpe-
MeHHO. TakK, AOMWHUPYKLWNA CAMNTOM - remaTtypus
y B3pocCnabliX - Habnwpaetca B 50% cnydvaesB [3], ay
XEeHWWUH ynopHasa rematypua MoxeT OblTb TO/MIbKO B
nepuop 6epemeHHocTu [5]. HellpoceHcopHas Tyroy-
X0CTb HabnwpaeTca y 60% 60nbHbIX [13] u yacTo
ONS ee BbisiBNeHUA TpebyeTtca ayamomeTtpusa [8]. Cuun-
Taruwmniica NaTOrHOMOHWYHbLIM ANA cuHapoMa Anb-
noprta NeHTUKOHYC BCTpeyaeTcsa He vauwe 15-30%
60nbHbIX [1, 13], a B 20% cny4yaeB HEBO3MOXHO yC-
TaHOBUTb CeMeWHbIn xapakTep 6one3sHun [1].

B Hawem cnyyae BbIABIEHUIO cuHApPOMa AnbnopTay
NOXMUMOW XEHLWNHbI cnocob6cTBOBaNa nHekyns (NHeBMo-
HUS), K KOTOpPOI Takne 60/bHbIE NpegpacnonioxeHsl [5], a
NMHEBMOHUSA, OCNOXHUBLUASACA NIEBPUTOM, BEPOATHO, MNO-
B/flek/a 3a co60i cepAeyvyHO-N1eroyHy0 HefoCTaToOuYHOCTh
1 nporpeccuMpoBaHne NoYeYHON HeJ0CTATOYHOCTM.

MockonbKy cuHapom AnbnopTta He MUMeeT cneuun-
drnyeckoro neyeHunsa, 6onbHaa nocrne KoOMMNeHcauun
NPpU3HaKoB cCepAeYHO-Tero4YHOW HefOoCTaTOYHOCTH
nepesefeHa B oTAaesnieHne remognanusa.

OnucaHua cnyyaesB coyeTtaHuss CA c gpyroi narvo-
nornen B [,OCTYNHOW NuTepatype Mbl He BCTPETUNN.
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