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Tepmun «cundpom Anvhopma» oxeamoiéaem epynny HACAeOCMEEHHbIX 2eMepOeHHbIX HapYUeHUll, 3ampa-
2UBAIOUUX 0A3aNbHbIE MEMOPAHL NOYEK U YACMO SAUSIOUUX MAKNICe HA YAUMKY YXa U opeanbl 3peHus. Tlep-
8ble NPUBHAKU CUHOPOMA Anbnopma — eemMamypusi, npomeurypus, hosvluienue kpeamuna 0o 200 MmKkmons/a.
Hapywenus pumma y 604bHbIX ¢ XPOHUHECKOU NOYEYHOU HeAOCMAMOYHOCHbI) MHO2000PA3HYL, GbISGASIOMCS
C BbICOKOU 4aCMOmOll U 0KA3bI8AOM CYUWLeCMEEHHOe 8AUsHUE HA NPOCHO3 0aHHbIX 3a60aesanuil. Bo écex uc-
CNe008AHUSX, NOCEAUCHHBIX U3YHEHUN) PA3MUYHBIX 3a001e8aHUI cepOeuHO-COCYOUCMOI cucmemyl y AUl
€ XPOHUYECKOU NOYEUHOU HeOCMAMOYHOCIbIO, YNOMUHACMCS, YO HCeAYOUK08ble APUMMUL U CePOeHHAs.
HedoCmamo4HOCMs SA6ASOMCS PaKmopamu HeOAaeonpusmHo20 NPOSHO3d, PUCKA PA36UMUS GHE3ANHOL
CMepmU U NOGblLULEeHUs. YDOBHS 00U el 1emaNbHOCH.

Karwuesvie caosa: cunopom Anbnopma, HapyuieHus pumma cepoua, yceay0ouKoeas maxukapous
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The term "Alport syndrome” covers a group of hereditary, heterogeneous disorders affecting the basal mem-
branes of the kidneys and often affecting also the cochlea and the eye. The first signs of Alport syndrome are:
hematuria, proteinuria, increased creatine to 200 umol/l. rhythm Disturbances in patients with chronic renal
failure are diverse, are detected with high frequency and have a significant impact on the prognosis of these
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diseases. In all studies devoted to the study of various diseases of the cardiovascular system in persons with
chronic renal failure, it is presented that ventricular arrhythmias and heart failure are factors of unfavorable
prognosis, risk of sudden death and increase in the level of general mortality.
Keywords: Alport syndrome, cardiac arrhythmias, ventricular tachycardia

BBenenue

Tepmun «cunapom Anbriopta» (CA) oxBaTbIBaeT
IpyMIy HacjJeICTBEHHbIX T'€TePOreHHbIX Hapyllie-
HUI, 3aTparuBaloimx 0a3ajibHble MEMOpPaHbI ITOYEK
Y 4acCTO BAMSIIOIIMX TaKXKe Ha YIUTKY yXa U OpraHbl
3peHusI. BriepBble paccTpoOCTBO OBIIO BBISIBICHO
B OpuTaHcKoli cembe BpauoM CecuioM A. AJbIIOp-
toM B 1927 1. [1, 2]. Yactora CA B nomnyJsiiiuu co-
crapisieT 1 : 5000. OH cayxut npuanHoit 1% Bcex
cIy4aeB XpOHUYECKOM MOoYeYHOI HeA0CTaTOUYHOCTH
(XITH) B EBpome. B 2,3% ciydaeB IMoYedHYIO
TpaHCIUTAaHTALMIO TPOBOAST 00JbHBIM ¢ CA. CuHI-
poM AJIbIIOPTa OMKMCaH y MpeacTaBUTeNIeil Bcex pac
Ha BceX KOHTHHeHTax. Betpeuaercst CA, oueBUIHO,
yalie, 4eM O HEM COOOIIAETCsI, B CBSI3U C pa3IMYHOMN
TEHETPAaHTHOCTBIO 1 DKCIIPECCUBHOCTBHIO TEHA, MY-
TalMsl KOTOpPOro ero oOyciapiauBaeT. CUHApPOM
AJIBITIOpTa TaK:Ke HAa3bIBAIOT HACJIEICTBEHHBIM TJI0-
MepYJIOHEe(PUTOM, HO 3TO BBOIUT B 3a0JyXICHUE,
MOCKOJIbKY €CTb MHOTO APYIMX MPUYUH HACJIEACT-
BEHHOTO 3a00JieBaHMsI ITIOYEK U «HepuTa». JlaHHas
aHOMaJIusl OOYCJIOBJIEHa HACeICTBEHHBIM JedeK-
ToM KosutareHa 1V Tuma, HeoOXoauMOro ajist HOp-
MaJIbHOTO (PYHKIIMOHUPOBAHMS Pa3IUYHBIX YacTeid
tena. Ilockonbky kommaren IV tuma Haxomurcs
B ylllaX, IJa3ax U Mo4yKax, 9TO OOBSCHSET, TToUeMy
MpU CUHApPOME AJIbIOPTAa CTPaalOT paziMuHbIE,
Kazajaoch Obl, HECBSI3aHHbIEC YacTy Teaa (yIlu, Iia-
3a, TTIOYKU U T. A.). [TocTeneHHoe HapyllleHue Kiy-
0OYKOBOI (DUIBTPAIIMY B HaTbHEUIIEM TTPUBOIMT
K XITH. PebeHOK ¢ cuHApOMOM AJIBIIOPTa pOXKIa-
€TCsl C HOpMaJIbHBIM CIIyXOM U 3peHueM. Hapyiie-
HMeE CJTyXa pa3BUBAETCS YXe OJIMkKe K MOAPOCTKOBO-
My Bo3pacty [3].

IlepBbie Mpu3HaKy cUHApPOMA AJbIopTa — Ie-
MaTypusi, MPOTEUHYPUsl, MOBBIIIIEHUE KpeaTUHUHA
1o 200 mxmonb/n1. HapymeHus putMa y OOJIbHBIX
XITH MHOroo06pa3Hbl, BBISIBJISIIOTCSI C BHICOKOM Ya-
CTOTO M OKa3bIBAaIOT CYIIECTBEHHOE BJIUSIHUE Ha
IIPOTHO3 JaHHbBIX 3a0ojieBaHuil. Bo Bcex mccieno-
BaHUSIX, MOCBSIIIEHHBIX U3YYEHUIO PA3IMUHBIX 3a-
OoneBaHUI CEPACIHO-COCYINCTOM CUCTEMBI Y JIUII
¢ XITH, npencraBieHbl JaHHBIE O TOM, YTO K€y~
JIOYKOBBIC apUTMUH U cepAeuHast HeTOCTaTOYHOCTh
(CH) saBnsioTcs ¢dakTopamMy HeOJIaronpusiTHOro
MPOTHO3a, pUCKa pa3BUTHSI BHE3AIlHOW CMeEpTHU
Y MOBBILIEHUSI YPOBHS 00111ei JieTalbHOCTH [4].

Omnucanne caydas

ITauuent C., 18 net, obpaTuiicsd ¢ xkajgrodamMu
Ha BHE3aITHOE yJallleHWe PUTMa, C ITOTEMHEHUEM
B IJ1a3ax U notepeit cozHaHus. Co CI0B IMalieHTa,
¢ 20.07.2018 . oH HaxoOgWJICI Ha TeMOAUAIM3E TI0
noBony XITH. ITocne mpoBeneHHOro auanm3a Io-
SIBUJIMCh 3TU30AbI yYalIeHHOIo cepaleOueHust
C MOTEMHEHMEM B TJ1a3ax, CJIa0OCThIO U XOJOAHBIM
notoM. OOpaTUiiCsl K KapAUOJIOry IO MECTY KU-
TesbcTBa. Kapamoaorom ObLT IIpOBEAEH PsIT UCCIE-
nmoBaHuii. [1o JaHHBIM XOJITEPOBCKOIO MOHUTOPU-
poBaHus DKI, BEISIBIEHBI 3MTU30bI IIMPOKOKOMII-
nekcHoi Taxukapauu. Ilo panHpiIM OxoKI:
dpakumst BbIOpOCca 59%, muiaTauusi IPaBOTO
npeacepausi, HETOCTATOYHOCTb TPUKYCITUIATBHO-
ro kjamnaHa 2,5 cr. IlanueHT HampaBjieH
B HMUL CCX um. A. H. bakyneBa njst najibHei-
mero oocaegoBaHus. I[1o m1abopaTopHBIM HCCIEN0-
BaHUSIM KpPOBU: MOYeBUHA 29 MMOJIb/JI, KpeaTu-
HuH 1202 MkMoJb/1, Kanuii 3,5 mMmoab/a. [Tauu-
€HTY TIPOBEIEHO  3JeKTPO(PU3NOJIOTUYECKOE
nccienoBanne cepana (DPOU). Bo Bpemst maHHOIM
MpOoLeayphl BHISIBICHA HEYCTOMUMBAS MOJIUMOP(d-
Hasl XeJyaouKoBasi Taxukapauss u3z 15—20 kom-
IUIEKCOB € HECTAaOMJIIbHOW TIeMOAWHAMUKOM
(puc. 1). Co cioB namyeHTa, B 9TOT MOMEHT ObLIO
MOTEMHEHHE B IJIa3aX, COIMPOBOXKAAIolIeecs ciado-
cThio. OUOPUIIISIIUS U TpereTaHue IMpeacepauii
He BbISIBIEHBI. Mcxons M3 MOnMyd4eHHBIX JaHHBIX
ObLIO MPUHSTO pelleHrWe WMILIAHTUPOBAThH Kap-
nuosepTep-aeduopusisitop (KBAD).

Onucanne onepanuu

IMaumeHT mOCTaBIeH B ONEPALIMOHHYIO C CUHY-
COBBIM pUTMOM. J1o Havaja ornepaluy Ha IaluueH-
Ta ObUIM HAKJIECHBI IIJIACTUHBI IJis 1ePUOpUILIs -
nuu. ITom mecTHOU aHecte3ueir Sol. Novocaini
0,5% 60 MJ1 B JIEBOI MOAKIIOYMYHON 00J1aCTH MPO-
U3BeAeH pa3pes miuHoil 4 cM. [emocras panbl. [a-
Jiee Mpour3BeIeHa IMMyHKIMS JEBON MOAKIIOUNIHOMN
BEHBI, Yepe3 KOTOPYIO C MCIOIb30BAHUEM WMHTPO-
Iblocepa B MOJIOCTh Cepiilia NpoBeaeH aehuopu-
JIIAOHHBIN 3JIEKTPOJ, M YCTaBJIEH B 00JIaCTH Bep-
XYILIKY [IPaBOro eiayngouka. [TapameTpsl 3/1eKTpo-
Ia B Tpeaeiax HOpMbI. TyIbIM M OCTPBLIM HYyTEM
cosmano yoxe mist KBA®D. BnekTpon (pukcrupoBaH
K arnmapary. Janree KBJI® nMmmiaHTupoBaH B CO-
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Puc. 1. Baexrpodusnonornyeckoe Uccieao-
BaHue cepaua. MHayurpoBaHHast mojauMopd-
Hasl KeJIyI0uKOoBasi TaXuKapausi

Puc. 2. PentreHorpacdus rpymHoil KJIETKHM IIOCIIE HM-
mwiaHtanuu KBA®d:
a — KBJ®; 6 — necuOpILISLIMOHHBIN 3JIEKTPOI

3maHHoe joxe (puc. 2). [Tapamerper KBA®d: VVI —
50 yn/muH. ITapameTpbl KynmUpOBaHMSI apUTMMUIA:
VT — 190 yn/muH, shock-36J, 46].

Omnepanus npoTekana craHgaptHo. [locieomne-
pPaLMOHHBIN Mepuon — 6€3 OCIOKHEHUI.

O6cyxnenne

CunapoM AbIIopTa ¢ T€YEHUEM BPEMEHM IIpH-
BoauT K XITH 1 B CBSI3U C 9TUM reMoIuaIu3 1JIs Ta-
KUX TTALIMEHTOB SIBJISIETCS] € IMHCTBEHHBIM CITOCOOOM
n30exaTh JaJbHEHIIMX OCJIIOXHEHUI CO CTOPOHBI
JIpyrux opraHoB. [1pu HopMaibHOM (DYHKIIMOHUPO-
BaHMU MOYEK (PUILTpaLvs KPOBU IIPOXOIUT OoJjiee
cOaaHCUPOBAHO /IS OpraHM3Ma B OTJIMYUM OT Te-
Moauanu3a. BHe 3aBucuMocTi OT BO3pacTta mpu cy-
TOYHOM MOHMUTOpHpoBaHUM DKI malueHToB ¢ CUH-
JpOMOM AJIbITIOPTa PETUCTPUPYIOTCS pa3IUUHbIC Ha-

pyleHust put™Ma. Y 57% OOJIbHBIX, HAXOISIIMXCS Ha
MpOTpaMMHOM TeMOAuaanu3e, perucTpupoBaiach
CHHYCOBasI TaxWKapaus, KaK B THEBHOE BpeMs,
BKJTIOYAs MPOLENYpy reMoarain3a, Tak U B HOUHOE.
KpurepueM cuHYCOBOI TaXMKapaAWUM SIBJIsLIaCh Cpeji-
HECyTOYHass YacToTa CEepAeYHBIX COKpaIleHUMN
90 yu/MHH 1 6ojtee, a HOubIo — 70 ya/MuH. Y 46%
MMaIlMeHTOB BBISIBJIICHA YacTas HaJKETYIOYKOBas
9KCTPACUCTOJIHUSI, B TOM UHMCJIe TTapHasi, TpymnmoBasi,
y 8% — mapokcuaMaibHas dopMa (GUOPHILISIINT
Tpencepanii, MperMyIIeCTBEHHO TOCJie ceaHca Te-
Moauanuza. KesryaoukoBasi 9KCTPaCHUCTOJIUST BHICO-
kux rpamaumii (III, IV kmaccer mo B. Lown,
N. Wolff) Bcrpeuanach y 73% OONBHBIX, UMEIO-
KX 6osiee UINTEIbHbINM CPOK JIEYeHUS] TeMOAU AU -
30M |5, 6]. Haubosee yacTo perucTpupoBaiach Io-
JINTOITHAsSI XeJyA0YKOBasl 3KCTPACUCTOJIUSI, B TOM
quciie M0 TUIY OUTeMUHUM, TPUTEMEHUU, TapHast
aKcTpacucronusi. Kak mpaBuiio, Takyie HapylIeHUsI
pyUTMa HaOMIOMAINCh TIOCTE ceaHca TeMOIMam3a,
YTO CBSI3aHHO C HapacTaHUEM 3JIeKTPOJMTHBIX Ha-
pyllieHui mociie remoauanu3za. KimmHuyecku 3Hauu-
MbI€ M TPOTHOCTUYECKU HEOIaronmpHusITHBIC Key-
IOYKOBBIE HApYIICHWST PUTMa BCTpedanch y 28%
OOJIbHBIX, Y HUX e HaOjoganzach 0ojiee BbICOKAs
4acToTa HAXKEJyA0UYKOBBIX HAPYIIEHUI pUTMA.

VY 00sIbHBIX TOAMATM3HOrO Mepuoia BbISIBIEHA
0ojiee HM3Kas SKTONMMYECKas aKTUBHOCTH: Yallle
BCTpeuajach OJMHOYHAsI HaJXXeTydouKoBash 3KC-
Tpacuctous (42% GOJIbHBIX), peXe — XKeJIYIT0UYKO-
Basi KCTpacucTous 6ojee HU3KuUX rpagauuii (I, 11
kjaccel 1o B. Lown, N. Wolff) [7-9].

3axioueHue

Mcxonst U3 Moy4eHHBIX JAHHBIX, MOXKHO CMEJIO
YTBEepPKIATh, YTO OOIBITMHCTBO HAPYIIIEHWI pUTMa
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Puc. 3. D301 BoccTaHOBICHUST TTOJTUMOPGHOM Key-
JIOYKOBOI TaXWKapIuu

CBSI3aHbI C JIEKTPOJIMTHBIM JUCOATaHCOM B Opra-
HU3ME TIocjie TpOBeAeHHOro remoauanusa. Haii
MalMeHT MOYyBCTBOBA HApPYLIEHUS B pabOTe cepji-
11a HETMOCPEACTBEHHO IOCJIe MPOBEACHHOTO IreMO-
Juanunza. Y MaluydeHTOB, MPOXOASUIMX MPOLELypy
JUan3a, ¢ BBISIBJICHHBIMU HapyLICHUSIMU pUTMaA
KOPPEKIIMIO BJeKTPOJUTHOro OajlaHca cleayer
NpPOBOAUTH OoJiee TulaTeabHo. Jdaxe HecMOTpsl Ha
BO3MOXKHbIE€ XKM3HEYTPOXKAIOIIMU apUTMUU T10C]Ie
reMoauann3a, oTka3 oT reMoauajin3a y Takux fa-
LIMEHTOB HEe paccMmaTpuBaeTcs. B JaHHOM KJIMHU-
YEeCKOM cilyyae y malueHTa Obljla BbIsIBIeHA Mapo-
KCU3MaJIbHasl KEeJTYJI0YKOBask TaXUKapausl. YUUThI-
Basi TMOJIydeHHbIe JaHHbIe OT TPOBEAESHHBIX
HCCJIEI0BAHUM, ObLIIO MIPUHATO pellleHUe UMILIaH-
tupoBath TanueHty KBAP mia kKynmupoBaHUs
KMU3HEYTpoXKalomux aputMuii. D¢GheKTUBHOCTh
MPOBENICHHOTO JICUeHUsI U BbIOOpA TAKTUKU Jieue-
HUS TMalKdeHTa MOoKa3blBaeT HECKOJbKO KYyMUpPO-
BaHHBIX OYAroB XeJyJIOYKOBOW TaxuKapAuH, BbI-

aBJIeHHBIX Ha TectupoBaHun KBI®d uyepes 3 mec
nocJje uMIuiaHTanuu (puc. 3).

Kongpauxm unmepecos. KoHDIUKT MHTEpecoB
He 3asIBJISICTCS.
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