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BTOPUYHAA APTEPUAJIbHAA TUNEPTEH3UA Y PEBEHKA
C AYTOCOMHO-AOMWHAHTHOW MOJIMKUCTO3HOW BOJIE3HbIO MOYEK:

KNUHUYECKNA CNTYUAN

AKTYyaJTbHOCTb MPO6IEMBI TTOMUKUCTO3HOM 60-
nesuu nouek (I1BI1) y geTeit 06yc/IOBI€HA YaCThIM
pasBuUTHEM y GOJILHOTO apTepuaabHOM IUIepTeH-
3MM, PAHHUM MUCXOJOM B XPOHMUYECKYIO ITIOYEUHYIO
HenocTaToyHOCTh (XITH).

ITBI1 o6yciioB/ieHa MyTallyei reHOB, OIpeesi-
IOUIMX CTPYKTYPY MOUYEUHBIX KaHaJbLIEB B UX 3M-
OpMOHAILHOM DPa3BUTUM; XapaKTepusyeTcs obpa-
30BaHMEM KUCT BO BCEX OTeJax MoYeK, IPorpeccu-
pOBaHMe KOTOPBIX BeJET K CKIEPO3UPOBAHUIO MO-
yeyHo# TKaHu U passutuio XIIH [1]. [Tonmmnopran-
HOe MOopaskeHye U BBICOKAsl YaCTOTa OCI0KHEHUIA,
o6ycimoBneHHbIX [1BI1, 3HAUMTENBHO YXYOIIAIOT Ka-
YeCTBO XM3HMU MalMieHTOB U MPUBOISIT K BbICOKOIA
CMEPTHOCTY NaLVeHTOB.

ITBIT MosKeT 6BITh OTHECEHA K LIVJIVOTIATHUSIM, ITO-
CKOJIbKY €€ [aToTeHe3 OIpeesiseTcs IePBUUHBIMU
U3MEHEeHUSIMU B IUJINUSIX STIUTENUS TTOYeUHbIX Ka-
Ha/iblleB. PasanuamT ayTOCOMHO-IOMMHAHTHYIO
(AITIIBIT), ayTrocomHo-peneccuBHyo (APIIBIT) n He-
YTOYHEHHYIO TOJMKUCTO3HYIO 60ie3Hb mouek. Ya-
crota AITTBIT cocraBaset 1:400-1:1000, a APTIBIT -
1:100000 HOBOPOXIEHHBIX [2, 3].

ATIBIT npuBoaut K passutuio XITH B geTckoM
Bo3pacre B 4,3% cyrydaes, 3aKaHUMBasICh PoOpMUpO-
BaHMeM TepMuHanbHOM XITH y mogaBsiolero 4mc-
J1a 607IbHBIX K Bo3pacty 60 yet. 80% ATIBII cBsiza-
HO ¢ myTauuei resa PKD1, koaupyromero CMHTe3
MeMOPaHHOTO IJIMKOIPOTENHA U TOAULIUCTUHOB 1
u 2 (PC1 n PC2), koTOpble pacronoxkeHbl B IIepBUY-
HBIX LUMWINUSIX SMUTENNST KaHalIblLeB U MPUHUMAIOT
yJyacTye BO B3aMMOOTHOIIEHMSX KJIeTKa-KaeTkKa,
Kietka-MaTpukc. Oxosno 15% cryaaeB AITIBIT acco-
UMMpoBaHbl ¢ MmyTanyei rena PKD2, konupyoiiero
npoTeunH, B3aumogericteyrowmii ¢ PC1 n PC2. Cpas-
HUTETbHO He6OJIbIIIoe YMCIIO CTyYae He CBSI3aHbl HU
C OIHMM U3 IMepeuncieHHbIX reHOB. B HacTosuiee
BpeMs HeT efMHOTO MHEHMS O JIOKAIU3aLlun 3TOro
TpeTbero reHa 1 OH yeI0BHO Ha3BaH PKD3 [2].

APIIBIT xapakrepusyetcsi ucxogoMm B XITH Ha
IepBOM ropy XusHu B 90% cnyuyaes, IlepuHaTallb-
HOIt cmepTHOCTBIO B 30-50% ciyuaeB. APIIBIT 06-
yoioBiaeH myrtanyen reHa PKHD1. benkoBblil mpo-

nykT reHa PKHD1 — ¢bubpouycTH, HaXoasImuiics
B MIEPBUYHBIX IWINSX U LLIEHTPOCOMAaXx U Y4aCTBYIO-
it B o0cHOBHBIX GyHKIMX PC1 1 PC2.Tenst PKD1,
PKD2 n PKHD1 m ux nponyKThl MpeacTaBleHbl BO
BHEITOUEYHBIX KIETOUHBIX IMOIY/SLMIX, UTO 00Y-
CJIOBJIMBAET CUCTeMHOe nopaxkeHue npu I1BI1 [4].

Hedextor PC1, PC2 u pubpouucTHa B UMINIX
3NUTENNS KaHA/IbLeB IPUBOIST K YCUIIEHHO ITPO-
nudepanum U anomnTo3y SMUTETUOIUTOB, TPAHC-
dbopmanum HopManbHOTO peabcopbLUoHHOTO de-
HOTWUIIA KJIETOK B CEKPETOPHBIN. [JaHHbIe mpoLec-
Cbl 00yC/IaBIMBAIOT HAKOIUIEHME BHYTPMKaHablle-
BOJ KUAKOCTH, GopMUPOBaHIMEe U ITPOrPecCUpoBa-
HMe pa3MepoB KUCT, yBeJMUeHue oObema ITOUKMH,
pa3BuTiue Hedpockieposa. IIpoucxomuT Hapyle-
HMe CTPYKTYpPbl OpraHa B pesyJjbTaTe 3aMelleHus]
YJYaCTKOB MapeHXMMbl KMCTaMM pasaMyHOrO pas-
mepa. [Ipu AZITIBIT MHOXeCTBEHHbIe KpYIJble KU-
CThI Pa3HBIX pasMepoB pacCIpelessioTCs II0 Bcei
rapeHxuMe MOUKY, 6bICTPO TEPSIOT CBSI3b C KAHAJb-
uem HedpoHa. ITpu APIIBII kuCTbI TpenCcTaBisi-
10T c06071 pacipeHe cobupaTebHBIX TPyOOUeK,
MeHblIIMe B pazMepax, MMelOT BBITIHYTYIO (hopmy,
COXPAaHSIOT CBSI3b C HEHPOHOM.

PemonenupoBaHue CTPYKTYPBI MOYEK MPOUCXO-
JIUT 3@ CUeT pa3pacTaHusl BOJIOKHUCTON 4aCTU IKC-
TPaLe/UIIoONSIPHOTO  MaTpUKCa COeIVHUTENbHOM
TKaHU B pe3y/bTare AyucbasaHca COOTHOIIEHNS Ma-
TPUYHBIX MeTasuionpoTenHas (MMPs) u TkaHeBbIX
MHTUOUTOPOB MetayutonpoTrenHas (TIMPs). B Tka-
Hx nouky MMPs nipezncraBieHnsl KojtareHazamu IV
tumna (MMP-2, MMP-3, MMP-9). AktuBHoCcTE MMIIS
U sKcrpeccus KosuiareHa I tuna nipu I1BI1 BbI3bIBa-
eT hopMupoBaHye HOBBIX 1 POCT UMEIOIINXCS KUCT.
NsmeHeHus cogepskanuss MMP-9 oTpaxaroT pa3Bu-
THe SHOOTeNMaNbHOM quchyHKuMA [5].

[TaTorenes aprepmanbHOit runepreHsuu (Arl)
ripu I1BI1 oueHb c105keH U 06YC/IOBIEH B3auMOgeit-
cTBMeM 6onbuioro komuuyectBa ¢akTopoB. OCHOB-
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HBIMM MOMeHTamMu hopMupoBaHus AT SIBISIOTCS
MMPOTPECCUPYIOLINI POCT MTOYEYHBIX KUCT U Pa3BU-
THE JIOKAJIbHOM BHYTPUIIOUEYHON UILIEMUU, aKTU-
BaLMsl PEHUH-aHTMOTEeH3MH-aIbA0CTEPOHOBO CU-
CTeMbl, MOBbIIIEH/Ee AKTUBHOCTU CUMMOATUYECKON
HEPBHO CUCTEMbI, SHIOTENMMATbHAS AVUCHYHKITAS
(TIOBBIIIEHHAS CEeKpelys SHAOTeNINHA 1, CHYKeHne
YPOBHSI BHYTPUKJIETOYHOTO Ka/lIbliusl, HApyLIeHME
akTUBHOCTU NO-CMHTeTasbl), TOBBIIIEHVE BHYTPU -
MOYEYHOTO U CUCTEMHOTO COTPOTUBJIEHUS, TPO-
rpeccupoBaHue CHIKeHUsT QYHKINY MTOYEK [6, 7].

AT saBnsieTCs OHMM U3 CaMbIX PAHHUX MIPU3HA-
KoB AJIIBIT. B 50-70% ciyuyaeB OHa pa3BUBAaET-
s ellle J0 Havajla CHUKEeHUS CKOPOCTU KITyOOUKO-
BOVi GUIBTpAIIMM U YACTO MMEeeT HEKOHTPOIUpYe-
MbIi1 XapakTep. B nerckom Bo3pacTte Al BbISIB/ISIET-
cs1 'y 20-35% marueHToB. CYTOUHBIN MOHUTOPUHT
CBUETENbCTBYET O HapYyIIeHUU LUPKATHOTO PUT-
Ma apTepuajgbHOro nasaeHus (All). Hapymenue cy-
TOYHOTO PUTMA II0 TuIy «non-dipper» (OTCyTCTBIE
cHIKeHMs1 AJl B HOUHOe BpeMsI) CBSI3aHO C BBICO-
KM PUCKOM CepIeuyHO-COCYOUCTBIX OCTOKHEHWUIA.
IMopaskeHune opraHoB-muileHesi mpu AIIIBII 6omee
BBIpaykeHO, UeM IPU IUIIePTOHNYECKOi 6ome3un. Y
nauyeHToB ¢ A[ITIBIT u AT umeeTt mecTo yBennye-
HMe MHAEKCa MacChl MMOKapZAa JeBOro KemygovKa.
Tak, y gerteii ¢ AITIBII 3sHaunTenbHOE yBEINYEHME
MHJEeKCa MacCbl MMOKap/ia JI€BOTO KemygouKa uMe-
JIOCh y3Ke Ha craguy mpenrurepreHsum (75-90-i
nepueHTUIb). Y namueHToB ¢ AIIIBIT u AT’ umeeTt
MeCTO yBeJIMYeHMe TOMIMHbI MHTMMAa-Meaua COH-
HBIX apTepuii, YTO ABJSEeTCS (HaKTOPOM pPa3BUTHUS
apTepockiepo3a. Y monoapix mauyeHToB ¢ AITIBIT
yBeJIM4YeHMe TOMIIVHBI MHTUMa-MeAua COHHBIX ap-
Tepuii BBISIBIEHO Jaxke Ipu HopMaiabHOM AJl. AT
SIBJIIETCS TIPOBOIMPYIOMUM (aKTOpOM pa3pbiBa
aHeBPU3M COCYIOB TOJOBHOTO MO3Ta — OOHOTO U3
TUIMUYHBIX SKCTpapeHaabHbIX IposiBaeHmi AITIBIT
[8, 9].

OcHOBOI1 KOHCepBaTMBHOTO jeueHus IIBII sB-
JISIeTCSI PEeHONpOTeKus. Y neTeii M MOAPOCTKOB
MIPOILIM KIVMHUYECKME UCIBITAHUST MeT(QOpPMUH,
QHTarOHUCTHI perernTopa V2 Ba3onpeccuHa, MHTU-
OUTOPBbI MYIBTUKMHA3BI, aHAJIOTY COMATOCTATHHA,
cTatuHbl, MHIM6UTOpBl MTOR. IIpu AT nipenapara-
MM BbIOOpA SIBJISTIOTCSI MHTMOUTOPBI aHTMOTEH3VH-
MpeBpalapinero ¢gepmMeHTa 1 6JI0KaTOPbI peler-
TOpOB aHruoTeH3uHa II. B TepMuHanbHOM cTagumn
XITH nmpoajiuTs >KM3Hb MalyeHTy MOI'YT IIepUTOHe-
QJIBHBIN OMann3 U TpaHCIUIaHTalus movek [10, 11].

IMpuBoguM cO6CTBEHHOE Ha6MIOmeHMe KIMHU-
4ecKoro ciry4dasi paHHero TiposiBieHust AI' y manb-
yyka ¢ AIITBIT.

Masnpuuk C., 16 jieT, MOCTYNIWI B KapaAuopeBMa-
Tosornueckoe otaenenne I'bY «'opoackas merckast
KavHnYeckas 6onpbauia N2 1 r. lJoHenka» IjIs 1ia-
HOBOTI'O 00C/IeOBaHMS.
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Pe6eHok ot II 6epeMeHHOCTHM, IPOTEKaBIIIe C
BHYTPUYTPOOHOJ TUIIOKCHEN U 3aJepiKKOii BHY-
TPUYTPOOHOTO Pa3sBUTHS TUIOAA, | MATOMOTMIECKUX
pomoB (ITyTeM KecapeBa ceueHus). PacteTt u pa3Bu-
BaeTCsl COOTBETCTBEHHO Bo3pacty. [lepenec OPBU,
OpPOHXUT, THEBMOHMIO. Hac/iencTBEHHBI aHAMHE3:
y otua — AITIBII, peHanbHas runepTeH3usi, reMop-
parnyeckuii MHCYJIbT B BO3pacTe 45 jieT BCIencTBIe
paspbiBa aHEBPU3MbI COCYZOB TOJIOBHOTO MO3ra, y
MaTepy — BUTWIINTO.

V pebeHka B Bo3pacTe 3 jieT Hpu MPOBegeHUN
VJIBTPa3BYKOBOTO MCC/IeNOBaHMSI ObUT OMarHOCTH-
pOBaH IMOJMKUCTO3 ITOoUeK. B Bo3pacTe 12 seT rpu
obcremoBaHuyM pebGeHKa IO MOBOMAY JKajlob Ha ro-
JIOBHYI0 60J1b Obla BhIsiBIeHa AT 140/80 mmHg u
MUKpOaTbOyMuHypus 97,8 Mr B CyTKU. B Teparmuio
BKJIIOUEH Jio3apTaH Kanus 50 Mr B cyTKu. B Bo3pac-
Te 15 JIeT 0TMeUeHO MOBBINIEHNE MUKPOATbOYMU-
Hypum 1o 151,2 Mr B CyTKH, ITOC/IE YEro MpoBefe-
Ha KOppeKIys Tepanuy — MOBbIlIeHa A03a J03ap-
TaHa Kaims 1o 100 mr B cyTku. B yka3aHHOI 1031~
POBKe peGeHOK IoJTyuasl Ipernapar 10 MOMEHTa I'o-
CTIUTATU3ALINNA.

[lp TMOCTYIIEHUM COCTOSTHME pebeHKa yho-
BiaeTBOpuTeIbHOE. TemmnepaTypa Tena 36,6°C, U]
- 20 B muHyTy, UCC - 66 B MunyTy; AIl — 122/66
mmHg, UMT - 20,2 kr/m?. Pe6eHOK HOpMOCTeHIYe-
CKOT'O TeJIOCJIOKEeH S, YIOBJIETBOPUTENBHOTO ITUTA-
HusI. KoskHbIe TTOKPOBbI OGBIYHOTO ITBETA, HEBYCHI
CaTToHa Ha criHe. CIM3MCThie 060/I0UKM PO30BbIE,
yycThie. S-06pasHbIil CKOMMO3 MIETHO-TPYIHOTO
OTHesia MO3BOHOYHMKA, IJIOCKOCTONMe. B jerkmx
Be3UKY/ISIpHOe JbixaHue. ['paHUIlbl OTHOCUTENb-
HOIl CepaevHOl TymoCT! Bo3pacTHbie. TOHBI ceprh-
11a PUTMUYHBIE, KOPOTKMI CUCTOMMYECKUI IITYM Ha
BepxyIlKe 6e3 30HbI MpoBeAeHMs. JKUBOT MSATKUIA,
6e360e3HeHHbI. [TeyeHb y Kpast pebepHOi TyTu.
Cenesenka He nanbnupyetcs. Ctyn 1 pa3 B 2 oHS,
obopMIIeHHBIN. MouencITycKaHMe He HapyIleHo.

B o6iiem aHanm3e KpPOBU SPUTPOLIUTHI — 4,99
T/n, Hb — 148 1/n, neiikouyutsl — 5,8 /1, 3. — 2 %, 1.
-1%,c.—55%,1.—32 %, m.— 10 %, TPOMOOLIUTHI —
200 I'/nm, Ht — 42,5 %, CO3 - 3 MmM/4ac.

Pe3ynbraThl O6IIEro aHaaM3a MOYM: IIBET —
CBET/IO-KeJIThIN, KUCIOTHOCTh — CIAGOKMCIAsT, OT-
HOCHTe/IbHAS IJIOTHOCTh MouM — 1016, 6e/10K — HeT,
caxap — HeT, 3IUTeINni IIOCKUIi — 1-2 B mose 3pe-
HUS, JIEIKOIIUTHI — 2-3 B 0JIe 3peHUSI., SpUTPOLIN-
ThI — HET, IVWIVMHAPHI — HET, CJIU3b — HET, GaKTepuii
— HeT, COJIN — HerT.

BoimonHeH aHanmuM3 MOYM 0O 3UMHUIIKOMY:
IHeBHOI auypes — 1200 mi, HouHOI auypes — 700
MJI, OTHOCUTEIbHAS MI0THOCTh Mouy — 1005-1012;
aHaIM3 MOUM 10 HeunmopeHko: JIeiKouuTh — 750,
SpUTpoLUThI — 500, HUIAUHIPOB HET.

[To maHHBIM OMOXMMMYECKOTO aHaIM3a KPOBU
cofiepskaHue TTI0KO3bI — 4,7 MMOJIb/J1, 001Iero 6ej-
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Ka — 69 /i1, 6unupybuH o61mmit — 15,7 MKMOJB/T, B
TOM uncie npssmon — 3,1 mrmons/n, ACT - 27 E/n,
AJIT - 34 E/n, MoueBMHa 5,2 MKMOJIb/J1, KpeaTUHUH
- 94,0 MKMOJTB/J1, CKOPOCTb KITy6OUKOBOI (DMUIbTPa-
oMy — 69 MJI/MUH., XOJeCTepuH — 3,2 MKMOJIb/J.
MakposseMeHTbl KpOBU: Kanauit — 3,8 MMoJIb//, Ha-
Tpuit — 136 mmonb/1, pochop — 1,1 MMosb/.

ConepskaHue MUKpPOAIbOyMIHa B Mode 135 Mr B
CYTKU. AHQJIN3 MOYM Ha CYTOUHYIO ITIPOTEUHYPUIO U
[JTIOKO3Y OTPULIATEeNbHBI.

ITo maHHBIM 3KCKPETOPHOI yporpadmm Ha 10
muHyTe 1 30 MUHYyTe (CTOSI) TTOYKM PACIIONIOKEHBI
OOBIYHO, JIOXaHKM HEe PacCIIMpeHbl, Yalleuku He-
YyeTKMe, pasfgBUHYTbI, MOYETOUYHUKM PpaACIIOIOKe-
HbI OOBIYHO, TPOCBET UX HE M3MEHEH; B OPTOCTATH-
YeCKOM ITOJTIOSKEHUY KOHTPACTUPOBaHME 06eUX IMo-
YyeK ¥ MOUETOUYHMKOB IPaKTUUeCKU OTCYTCTBYET;
(GYHKIIMS TIOYEK CHUKEeHa.

IMpu coHorpaduyu MOYEK M MOUEBOTO ITy3bIPSI
TOYKM PaCIIONO]KeHbl B TUIIMYHOM MecTe, pa3Me-
pbl B IIpefenax BO3PacTHOM HOPMbI; MapeHXuma
Ha OOJIBIIMHCTBE BU3YaIM3UPYEMBbIX yuacTKax 6e3
YETKOI KOPTUKO-MeIy/UISIpHO audbdepeHIInpoB-
KU, reTeporeHHas, ¢ HepaBHOMEPHbBIM TTOBbIIIIEHN-
€M 5XOTeHHOCTH, B Hell, IPeuMyIeCTBeHHO B Ipe-
Jleslax KOPTUKAJIbHOM 30HBI, OTMEYAIOTCs OT/esb-
Hble OTTpaHMUYEHHbIE AaHIXOTE€HHbIE 00pPa30BaHUS
HEMpPaBUIIbHOM OKPYI/ION (GOpMbI pasaINyHOTO V-
ameTpa (go 21,5 MM B JieBOJi ouke u 0 12,6 MM B
MpaBoit); 9XOKapTMHA MOUEBOTO ITy3bIpsi HOPMaJib-
Hasl; 00/1aCTh HAJIIOYEUHVKOB 6€3 IaTOIOTNIeCKUX
U3MEeHEeHUIA.

[lo maHHBIM MYIBTUCDPE30BOI KOMIIbIOTEPHOM
ToMorpaduu GpIONIHOI MOJIOCTU U 3a0PIOIIMHHO-
ro MPOCTPAHCTBA C TpeIBapUTebHBIM epopaib-
HBIM KOHTPACTUPOBaHMEM BO BCEX CerMeHTax I0-
YyeK OmpeeNsioTCs MPOCThie U KOMIOUAHbIe KUCTBI
(cpaBa ot 0,5 cm 1o 1,5%1,2 cm, cieBa OT 0,5 ¢M 10
1,9x1,7 cm).

OKT': puTM CMHYCOBBII, peryisaphblii; YCC — 58-
66 B munyTy, PQ - 0,14”, QRS - 0,07", QT - 0,38",
BepTUKa/JIbHOE TIOJNIOXKEHME 3SIeKTPUUYecKoii ocu
cepaiia.

Jxokapauorpadusi: pasMepbl Kamep cepaia co-
OTBETCTBYIOT ILIOIIAM TTOBEPXHOCTU Tesa, QyHK-
LMST K/IallaHOB He HapylileHa, COKpaTMMOCTb MMUO-
Kapza B Hopme.

XontepoBckoe MoHMUTOpUpoBaHue All: CpenHee
3HaueHne AJl coctaBuiu gHem — 112 u 65 mmHg,
HOubl0 — 95 n 50 mmHg. Cpennsis UYCC muem — 70

B MUHYTY, HOUbIO — 52 B MUHYTY. CTerneHb CHUKe-
Hust Al B HouHble vackl: CAJl (15,6%) — murmep;
AL (23,3%) — runepautimnep. MakcumaibHbIe 3Ha-
venust Al gem 136 1 85 mmHg, Houbto — 110 1 60
mmHg. MunumanbHbie 3HaueHus Al gHeM — 89 u
36 mmHg, HoubtO — 83 1 40 mmHg.

[Tpu peHTreHorpadmm MIeTHOTO OTHENA M03BO-
HOYHMKA OTMeYeH S-06pasHblii CKOMMO3 IIeifHO-
TPYOHOTO OTHea, HeCTaOMIbHOCTb INETHBIX Cer-
MEHTOB, CHOHAMJIOAPTPO3 COUJIEHEHMI IIeiHbIX
CerMeHTOB.

[MauyenTty BbimonHeHa MPT mieliHOrO OTHENa
MO3BOHOYHMKA M TOJIOBHOTO Mo3ra. B pesynbTa-
Te MCC/IeIOBaHMS BbISIBJIEH OCTEOXOHPO3, CIIOHIM -
JI0apTpo3, CIIOHANUIe3 IIefiHOTO OTAesa MOo3BOHOY-
HMKA, ITPOTPY3UM MEXKITO3BOHKOBBIX ICcKOB C4-C5,
C6-C7, a Takke pacliMpeHMe IUCTEePH TOJIOBHOTO
MO3ra U cybapaxHOMIAIbHbIX MPOCTPAHCTB B JI06-
HBIX 00J1aCTSIX C 06eMX CTOPOH, OUaroBbIX U 06bEeM-
HbBIX M3MeHeHU B TOIOBHOM MO3Te Ha MOMEHT UC-
CJieloBaHMSI He BBISBJIEHO.

[To pesyabTaTaM IMPOBEIEHHBIX 00C/IeTOBaAHMI
yCcTaHOBJIEH AuarHos: «ATIBII, xpoundeckasti 60-
Jie3Hb nouek C2 A2, peHanbHas TUNIEPTEH3US ; IVC-
IIa3ysl COeNVIHUTEIbHOM TKaHU: S-00pas3HbIil CKO-
JIMO3 1IeiHO-TPYIHOTO OTJea MO3BOHOUYHMKA, He-
CTabWIbHOCTD TIEMHBIX CETMEHTOB, CIIOHAMIOAP-
TPO3, OCTEOXOHAPO3, CIIOHIMJIe3 IIeAHOTO OTAe-
Jla TIO3BOHOYHMKA, MPOTPY3UM MEKITO3BOHOUHBIX
muckoB C4-C5, C6-C7, Bepre6po-6a3uiisipHas He-
JIOCTaTOYHOCTD, INIOCKOCTOTIMEY.

B ormeneHnyu peGeHOK IOMydasa JiedeHue: JIo-
3apTaH Kaynus 50 mr 2 pasa B cyTku. [TokasaTenn Al
6bUIM CTaOMIBHBIMMY Ha 3HauveHusx 120/70-110/60
mmHg.

BblBOAbI

AJITIBIT — penxast B JeTCKOM BO3pacTe Hacje[-
cTBeHHas1 Hedpomatusi. Oco6eHHOCTHIO JaHHOTO
c1yyasi SBJASIeTCS JOKa3aHHbBIM HaCae[CTBEeHHBIN
xXapakTep 3aboneBanus (y oTia pedberka AJIIBII),
paHHee BbISIBJIeHMe TaTOJIOIMM (BO3pacTe 3-X JIeT),
paHHee ee TIposiB/ieHKe (B Bo3pacTe 12 jieT) B BUze
peHasbHONM TUIEepPTeH3UM, Haauume y TalueHTa
JUCIUIa3uK CoeqUHUTEeNbHOM TKaHu. [IpuMeHeHMe
MHTMOUTOPA aHTMOTEH3MHIIpeBpallaoIero gep-
MeHTa Jio3apTaHa KaJiusl SIBJISeTCs aKTMBHOM dap-
MakoTeparnueii apTepuaibHON T'MNepTeH3un U pe-
HOMPOTEKLIMU y JAHHOTO MallMeHTa.
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BTOPUYHAS APTEPUAJIbHAS TUTIEPTEH3US YV PEBEHKA C AVTQCOMHO-HOMHHAHTHOVI
INOJIMKMCTO3HOU BOJIE3HBIO ITOYEK: KIIMHUYECKHWU CITYYAU

AKTyaJIbHOCTb TPOGJIeMbI TOTVKMUCTO3HOM 6oe3HU
TIoYeK y ieTet 06ycoBaeHa YacTbIM Pa3BUTHUEM apTepu-
QJIbHO TUIIEPTEH3MM U CBSI3aHHBIX C 9TUM OCJIOKHEHMUIA,
PaHHUM MCXOAOM B XPOHMUECKYIO MOYeUYHYI0 HemoCTa-
TOYHOCTb. B cTaThe mpeacTaBieH KIMHUYECKUI CIydait
MalyeHTa, HaXOOMBIIEerocs Ha JIeUeHUH B Hallleil KIMHN-
Ke 10 TOBOAY ayTOCOMHO-AOMMHAHTHOV IOJIUKUCTO3-
HoJt 60/me3HM ouek. OCO6eHHOCTDIO JAHHOTO CTyJast sIB-
JIIeTCS OKa3aHHbI HaCAeICTBEHHBII XapakTep 3aboe-

BaHMS, paHHee MIPOsIBJIeHNe [1aTOJIOTUM B BUJie PeHallb-
HOVI runiepreH3un. [[puMeHeHe MHIMOUTOPA aHTMOTEH-
3MHIIpeBpamawiero GepmMeHTa 103apTaHa Kaaus SIBIs-
eTcsl aKTMBHOI dapmakoTepamnueil apTepuanbHON TIU-
IepTeH3UM ¥ PeHONIPOTEKLIY Y AAHHOIO NallyieHTa.

Knitoueevie cnoea: petv, ayroCOMHO-IOMMHAHTHAs
MIOIMKNUCTO3HAsI 60e3Hb TOYeK, apTepuanbHasi rumep-
TEeH3USs.

A.V. Nalyotov, L.F. Chalaya, O.N. Moskaljuk, D.I. Masyuta
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SECONDARY ARTERIAL HIPERTENSION IN A CHILD WITH AUTOSOMAL-DOMINANT

POLYCYSTIC KIDNEY DISEAS: CLINICAL CASE

The relevance of the problem of autosomal-dominant
polycystic kidney disease in childhood is due to age-re-
lated features of the formation of renal cysts and clini-
cal manifestations, the frequent development of arterial
hypertension syndrome and complications, and the out-
come in chronic renal failure. The article presents a clin-
ical case of a patient who was treated in our clinic for au-
tosomal dominant polycystic kidney disease. The pecu-
liarity of this case is the proven hereditary nature of the

disease, the presence of connective tissue dysplasia in
the patient, the early manifestation of pathology in the
form of renal hypertension. The use of the angiotensin-
converting enzyme inhibitor losartan potassium is an ac-
tive pharmacotherapy for arterial hypertension and reno-
protection in this patient.

Key words: children, autosomal-dominant polycystic
kidney disease, arterial hypertension.
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