BHYTPHKEIYI0YKOBON MPOBOAMMOCTH Ha BEJIMUMHY cHcTonndeckoro AJl, a tak xe
Ha XapakTep HOYHOro cHuxkeHus AJl (tabmn.2).

Tabmuma 2
Koppensunonusiii ananus

BHCI\Z\Tda P, P, cex PQ, cek QRS, cek T, MM
Dipper -0,02 0,08 -0,22 0,3 -0,277
Night-peakers - - - - -
Non-dipper 0,172 0,112 -0,005 -0,546 0,240
Over-dipper -0,192 -0,02 0,177 0,3 0,04
e 10,06 0,382 0,171 0,05 0,212
(aomLs 0,06 0,382 0,171 0,05 0,212

BpiBODI:

1. buoonnekrpuyeckas aKTUBHOCTh MHOKapaa y Jneredl ¢ mepBuuHoM Al
IMPOABIIACTCA 3aMCIJICHUEM BHyTpHHpellcepllHOﬁ nu BHYTpH}KGHYJIO‘IKOBOﬁ
MpOBOAUMOCTHU TIpU YCKOPCHHU anI/IOBCHTpPIKyJISIpHoﬁ MMpOBOAUMOCTHU, a4 TaK KC
[NOBBIINIECHUEM SHGKTpI/I‘ICCKOfI AKTHUBHOCTHU HpG,IICGpI[Hﬁ.

2. B mnHauOosnblllell CTENEHU yKa3aHHbIE HApPYIICHUS OHO3JIEKTPHUUECCKON
AKTUBHOCTH MHOKAap/la BBIPAXKEHbI Y MAIBUYHKOB CO CTAOMIBHOM dhopmoit Al'.

3. BHyTpI/DKeJIy,IIO‘{KOBa}I IMPOBOAHUMOCTDE OKa3bIBACT OIIPCACIIAIOMICC BIIMSAHUC
Ha BEJUUMUHY cucTomdeckoro AJl u Ha XapakTep HOYHOTO cHKeHus Al y nerteit ¢
nepBuuHOil Al
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AHHOTANUA. B cTaThe M310KEH KIMHUYECKUN Cllydaldl TOJMKUCTO3a MOYEK Y
pebeHKa Mo IeTCKOMY THITY.

Annotation. The article presents a clinical case of polycystic kidney disease in
a child of a children’s type.
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Beenenue

[Tonq mMOMMKUCTO30M TMOYEK TMMOHUMAKT XPOHUYECKOE, HACJEIACTBEHHOE
3a0oyieBaHNE, B OCHOBE KOTOPOIrO JIEKHUT OOpa3oBaHHWE B TOYKAX KHUCT, Pa3HBIX
pa3MEPOB U COJIEPKUMOMY, IMPUBOJAIIEE B KOHEYHOM HWTOT€ K Pa3BUTHUIO
XPOHUYECKON TOYEYHOW HEIOCTATOYHOCTH. PaznuyaroT MOJMKHUCTO3HYIO OOJIe3Hb,
HacJIelyeMyl0 [0 ayTOCOMHO-AOMHMHaHTHOMY tuny (AIIIIl — mnonukucros
B3pOCJIBIX) W HaclelyeMyl IO ayTocoMHo-peneccuBHoMy tumy (APIIT —
HOJUKUCTO3 aetreit) [2].

HaunbGonee 3naunmoit mpuunHoit Bo3uukHoBeHust AJIIIII sBnsroTcs MyTanuu B
rene PKDI, xoropsiii pacmonaraercs Ha xpomocoMe 16pl3.3 u koaupyer
MEMOpaHHBIA TJIUKOMPOTEHH, MOJUIUCTUH. ODTOT BapuaHT BcTpedaeTcss B 85%
cemeil. [Ipumepno 15% ciyuaeB AJIIIIT accounnpyror ¢ myrauusimu B PKD?2 rewne,
pacmoyio)keHHOM Ha XpomocoMe 4(13-23 u KOogupyroumMm MOpPOTeHH, KOTOPBI
HaxoJUTCS BO B3aUMOJACHCTBHM C TNOJULUHUCTHHOM. TakKe ONUCAaHbl MYTallUH,
kotopsle He cBsizaHbl ¢ reHamMu PKD1 u PKD2. IIpu APIIII renetuueckuii JoKyc
pacrionaraercsi Ha xpomocome  6p2l. Kumnuueckue mnposienuss npu APIIIIT
ONPENENAIOTC  MOJIEKYJIIPHO-TEHETUUECKON TIeTePOr€HHOCThI0 T'€HETHYECKOIO
nokyca [1].

B mocnennue roasr B Poccum Habmomaercs pocT OOJIBHBIX C TEPMUHAIBHOM
cTaguen xpoHuuyeckol moueyHod HemoctaTtouHoctu (XIIH). B cTpykType mpuuuH,
NpUBOASIIMX K TepMuHanbHOU ctanuu XIIH, 3-e mecto nocie romepynonedpura u
nuenonedpura 3aHUMaeT MoiukucTo3 modek. [lommkucto3 ¢ T XIIH BcTpedaercs y
8-10%, a mois MeTanbHBIX UCXOJ0B OUeHb Belnka — 10 75% mpu APTIIT. AJITIIT —
HauOoJiee pacIpOCTPAaHEHHOE TEHETUYECKHU JETEPMUHUPOBAHHOE MMOPAKEHUE MTOYEK C
yactoToi BcTpeuaemMocTu ot 1:400 mo 1:1000 HOBOpOXaeHHBIX. [Ipubnu3utensHO
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12,5 miH yenoBek Ha 3eMHOM mape crpagatoT AJ(IIIL, a APIIII BcrpeuaeTcs ropasno
pexke — ot 1:10000 go 1:20000 HOBOpOX’AEHHBIX [2, 3].

Heab ucciaegoBanus — pacCMOTPETh MPOOJIEMBI JICUEHHUS MOJIUKHUCTO3a MOYEK
y JIeTeil paHHETO BO3pacTa Ha COBPEMEHHOM 3Tare MEIUIIMHBI.

MatepuaJjibl 1 METOABI UCCJIETOBAHUSA

[Ipy M3y4eHUM KIMHUYECKOTO ciyyas Obula pacCMOTPEHAa UCTOPHUsS OOJIe3HU
pebeHKa C MOJMKUCTO30M o00eux Modek. B Xxoae wuccinegoBaHus NPUMEHSIIUCH
AHAJIUTUYECKUN U OMMUCATEIIBLHBIA METO/IBI.

Pe3yabTaThl Hcc/IeIOBAHUSA U UX 00CYy:K/IeHHe

[TanmenTka X B Bo3pacte 1 roma 5 mecsies.

PebGenok ot 3 6epemMeHHOCTH, 3 po0B. AHTEHATaILHO BbIsABICH MOpok MBC
— KHUCTO3HAasl JWCIUIa3us TOYEYHOM TKaHW, Bpayd PEKOMEHJOBAJIU CHAENaTh
npepbiBaHUEe OEPEeMEHHOCTH, HO MaTh OTKa3ajlach, HECMOTpPS Ha apryMEHTAIUIO
HEOOXOAMMOCTH JAaHHOW MEIUIIMHCKOW MaHMMyJsiuu. PeOeHOK poauiics B CPOK,
COCTOSIHUE  TIOCJI€  POXKICHUSI  yJIOBJICTBOPUTEIIBHOE,  aJanTHpoOBaJICs  0e3
0COOCHHOCTEH.

VYuuThIBas BRISIBJICHHBIN MOPOK pa3BuTUs pedbeHok Obu1 nepeseacH B OIIH, rae
JIeBOYKa TIpoliia o0ciaeoBaHne, JUAarHo3: XpoHUYecKas 00Jie3Hb nmouek V cTaauu
(MexnayHapoaHas kinaccudukamus). XpoHUYECKas IModedHas HexoctaTodHocTh |1
crerienn (o PsOoBy), Kak MCXOJ JUCIUIA3UM TKAHHW IOYEK, TUIMOIUIA3UM JIEBOU
nouku. Bropuunslil nuenoHedpuT, KIMHUKO — JIabopaTopHasi peMHUCCHSI.

B OuwoxumuueckoM aHaimM3e KPOBH HAOJIOIANIOCh HapacTaHUE IMOYEYHOM
HEJIOCTATOYHOCTH, @ MUMEHHO IIOBBIIIIEHWE YPOBHS KpeaTHHWHA 10 358 MKMOJIB/JI,
MOUYEBHUHBI 10 13 MMOJIB/II.

K konmy 1-offi Hemenu >XU3HM COCTOSIHME pPeOCHKAa pacleHUBAJOCh Kak
CPEIHETSKEI0e, MO0 TEUECHUIO MOYSCYHOM HEIOCTAaTOYHOCTH, Ha (hOHE MPOBOIUMOMN
TEepanmuyd OTMEYCHO CHIDKCHHE KpeaTHHHHA 10 237 MKMOJB/I, HO HaAOIIOAANI0Ch
HapacTaHWe MOYEBHHBI 10 14,5 MMOJIb/1, HAOTIOJATUCh TPU3HAKHY allM103a, KOTOPHIN
XOPOIIIO KOPPEKTUPOBAJICS PACTBOPOM OMKapOOHATa HATPHUS.

Ha 3-eit Hemenu Xu3HM HaOIIOJAIach TMOJOXKHUTEIbHAS JIWHAMHUKA B BHUJIC
CTAOMJIM3AIMK COCTOSIHUS, peOCHOK HaxomICs 0e3 MH(Y3MOHHOW KOPPEKTUPYIOIEH
Tepanuu, HabJIIoanach Jerkas rurnoHaTpueMus, YpOBeHb KpeaTHHHHA CHU3WIICS J10
220 MKMOJIB/JT © MOYCBHUHBI 10 14 MMOJIB/JI, ¥ B JMHAMUKE HE HapacTaju.

3a BpeMs rocmuTajau3alud  OBUIM  TPOBEICHBI  MHCTPYMCHTAJIBHBIC
HCCJICIOBAHUS:

MPT — kucrto3Has auciniazusg oOenmx Iodek. | umornra3ust JIEBOM ITOYKH,
MMHMEI0KTa3!sl CICBa.
JNPCI' — moOdYKM JIOCTOBEpPHO HE BU3YAJTU3HUPYIOTCSA, (QYHKIUS WX HE

onpenensiercs. Cuuaturpaduaeckue npusHaku XITH.

VY3U cocynoB movyexk — CHMXKEHUE BacKyJsipu3aluu o0enx nouek. CHUKEHHE
CKOPOCTHBIX MTOKa3aTejel KpOBOTOKA B TApEHXHUME.

N3 otneneHusi MaTOJIOTMM HOBOPOXKJCHHBIX ObLIa BBIMMCAaHA C YPOBHEM
KkpeatuHuHa 206 MKMOJB/1, MOYEBHUHBI 16 MMOJIB/T 110 HAOIIOIEHUE YYaCTKOBOIO
neauarpa, Heposora.
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C yka3aHHOTO BpPEMEHM JEBOYKA IMOCTOSHHO HAXOJUTCS MOJ HaOJI0JCHUEM
cnequanuctoB. Ha ¢QoHe TedyeHuss OCHOBHOro 3a0o0JieBaHMs OTMEUYEHA aHEeMUs,
MOYEYHOr0 IeHe3a, MO MOBOAY 4Yero ¢ 4-X MecslEeB Hayajla MoJydyaTbh DMOKPUH IO
CXEME.

[locnenusis rocnuTanu3anus Obiia B 1 rog B HEPPOJIOTMYECKOE OTIEICHHUE
11l J1a0OPaTOPHOTO KOHTPOJIS (PYHKIIMM MOYEK M MMIUIAHTALUU MEPUTOHEATBHOIO
Karerepa.

[Ipy mocTymjieHun ypoBeHb MOYEBUHBI 28,89 MMoOab/n, kpearnuHuHa 210
MKMOJIb/A. Ilpu BBIMUCKM W3 OTHENEHUS yYpOBEHb MOYEBUHBI CHM3WICS 10 23,56
MMOJIB/JI, @ KpeaTuHUHA 10 203 MKMOJIB/J.

Pe3ynbpTaThl HHCTPYMEHTAIBHOT'O 00CIIEI0BAHNUS

VY3U nouek u MOYEBOTO My3bIpsi — KHUCTO3HAS AUCIUIa3us novek. ['unomnazus
JIEBOM TOYKH.

V3AI' cocynoB mo4Yek — CHIKEHHME BacKyJlIspu3alud oOO0eux IOYeK,
3HauuTenbHee JjeBoil. lloBwilieHUEe moKaszaTenel nepudepuyecKoro COoCyIucTOro
COMPOTHBJICHUS] Ha BceX YpOBHAX crpaBa. Ha ypoBHe ycThsa crneBa. CHukeHue
CKOPOCTHBIX TMTOKa3aTesiel KpOBOTOKA Ha JIEBOW MMOYEYHOMN apTepuHu.

VYuurteiBas, 4To peOECHOK TOTOBUTCS K JUANM3y, MPOBEACHA Olepanus Mo
UMIUTAHTAllMM  TIepUTOHEaNbHOro Kartetepa. B rmmane mnepeBox pebeHka Ha
3aMECTUTENIbHYIO TOYEUHYI0 Tepanuio, HO MamMa HE MOHMMAaeT He0OXOIUMOCTb
TAaKOW Teparuy nepes aJIOTPAaHCIUIAHTAMEN IOYKH OT Hee.

B nactosmuii MmomeHT peOeHky 1 rog 5 mecsileB oTMedaeTcs OTCTaBaHHE B
¢u3nuecKkoM pa3BUTHUU, @ UMEHHO IO MOKa3aTesto pocTa (2 HMeHTWIBbHBIA KOPUAOD),
coxpansetrcs a"emus (104 r/m). Ha mocTossHHOW OCHOBE TOJIy4aeT €XKEIHEBHO
neuyenue: Keroctepwn 3 tabnetku 3 paza nenp, DHan 0,625 mr yrpom, Dmokpud 1000
EJl 2 pa3a B nenb /K, cona 4% BHYTpb 1o 1 4aitHOM JIokKKe 3 pa3a B JICHb.
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IpyAHOM Bo3pacTe (IUI0IIaab OBEPXHOCTH Tena MeHbIue 1,73 M 2);

2. Ilpm aHTEeHaTanbHOM BBISIBJICHUU TOJUKUCTO3a IOYEK IKEHIIMHAM
pPEKOMEHyeTCs MpepBaTh OEPEMEHHOCTh, TaK KaK JICUCHUE W MOJJIEPKaHUE TaKHX
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Beenenne
PeueBoe pa3BuTHE paccMaTpuBaeTCs KaK COBOKYMHOCTH ITOCJEIOBAaTEIbHBIX
MOP(OTOTUYECKHUX, (U3HOJIOTUYECKUX, OMOXMMUYECKUX npeoOpa3oBaHUi

OpraHu3Ma, SBIISIONINXCS MPEAUKTOPAMU OBIAACHUS peOSHKOM pe4YeBOi (PYHKITHEH.
Ilog TepMuHOM ‘‘3ajiepKKa pa3BUTHS” MTPUHATO TMOHUMAaTh COBOKYITHOCTH
CUHJPOMOB OTCTaBaHHUSl MCUXUYECKOIO PA3BUTHS B LIEJIOM WIH K€ OTIAEIbHBIX €€
GyHKIUH (CEHCOPHBIX, PEYEBBIX, MOTOPHBIX, AMOIIMOHAIHLHO-BOJIEBHIX), a TaKKe
3aMEJUICHHBIX TEMIIOB AaKTUBAallMM BO3MOXKHOCTEW opranu3Mma [2]. 3amgepxkka
pedyeBoro paszButus (nanee 3PP) B panHeM Bo3pacTe HanOosiee 4acTO MPUBOJIUT K
3aKpEIUICHUI0 TCUXUYECKOTO OTCTaBaHUS M (DOPMUPOBAHUIO PEUEBBIX HAPYLICHUM

[4].
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