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Peszrome. ﬂaHCl xapakmepucmuka ayn’ZOCOMHO-OOMuHaHWZHOZO u aymoCoMHO-peyeccueHozco noiu-
Kucmo3sa nouex y oemetl, 0jisi 4e2o 0wl usyuen kamamues 32 oemeti 1998-2015 2z. poswcoenus, naxoous-
wuxcsa Ha cmayuoOHapHom jlederuu ¢ OUACHO30M NOAUKUCINO3 NOYEK 60 2'FﬂKB 2. Muncka 3a nepuod C
2010 no 2016 200wi.

Knroueewvie cnoea: NOJAUKUCMO3, NOYKU, Oemu, aymocoxwﬂo-domuﬂanmnbu], aymocoOMHO-peyeccues-
HblU.

Resume. Characteristics of autosomal dominant and autosomal recessive polycystic kidney disease
has been given. Catamnesis of 32 children 1998-2015 years of birth, who had recieved hospital treatment
in the 2nd City Children's Clinical Hospital with a diagnosis of polycystic kidney disease for the period
from 2010 to 2016, has been explored.

Keywords: polycystosis, kidneys, children.

AKTYaJIBHOCTb. AKTYalbHOCTh MOJUKUCTO3a IOYEK, 3a00JieBaHUS MPEUMYIIE-
CTBEHHO HACJIEACTBEHHOI'O XapaKTEPa, HE BbI3bIBAET COMHEHHUS, TAK KAK IMOPAKEHUE ITOYEK
XapaKTEPU3yeTCsi TPOrPECCUPYIONTUM CHIDKEHHEM (DYHKIIMM M MOCTENEHHOMY Pa3BUTHUIO
XpOHHUYEcKas noyeyHas HegoctatouHocts (XIIH). Hemano BaxxHo U TO, 4TO B TPOLIECC MO-
LYT BOBJIEKATHCSA HE TOJBKO MTOYKH, HO U IPYTUE OPTaHbl U CUCTEMBI, YTO MPUBOAUT K 3HA-
YUTEIIbHOMY CHU)KEHUIO KA4€CTBA )KU3HU €1IE B IETCKOM BO3PACTE.

Hean: /laTh reHeasorunyeckyro, KIMHHYECKYIO, 1a00pPaTOPHYI0 U MHCTPYMEHTAJb-
HYIO XapaKTEPUCTUKY MOJTUKUCTO3a TTOYEK Y JETEH.

3agaun:

1. [IpociaeanTs POIOCIOBHBIE MAIIMEHTOB, MPEAMOI0XKUTH TUIIBI HACIEIOBAHUSI TIO-
JIMKUCTO3a MTOYEK.
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2. OnpenenuTh cpeIHUN BO3pacT MaHU(eCcTallui U MOCTAaHOBKH JTUarHo3a 3adoJieBa-
HUSL.

3. Ilpoananu3upoBaTh >KaJI0Obl MPHU MOCTYIJIEHUU B CTaIMOHAP, OLEHUTH (hu3nye-
CKO€ pa3BUTHUE JETEH.

4. CpaBHUTH pe3ysbTaThl OnOXuMU4eckoro ananusa kposu (bAK) u obiero ananusa
moun (OAM).

5. Ilpoananu3upoBaTh HATMYUE COMYTCTBYIONIEH MATOJOTHH (TIOPAXKEHUS IEUYCHU U
apTepUabHON TUIIEPTEH3UN ).

6. 3yunTh U CpaBHUTH pa3Mephl KUCT MO YJIbTPa3BYKOBOMY HcciieioBaHuto (Y3I1)
MTOYEK.

7. OUeHUTh U CPAaBHUTH CKOPOCTh KITyOoukoBo# ¢ubTparuu (CKD).

Matepuanbl u MeToabl. 13yuen karamues 32 aereit 1998-2015 11. pokeHust, Haxo-
JTVBIINXCS HA CTAIMOHAPHOM JICYCHUH C JUArHO30M MOJUKKCTO3 noyek Bo 2-I"JIKb r. Mun-
cka 3a nepuojt ¢ 2010 mo 2016 roasl. CoOpaH reHeasornyecKkuii- aHaMHe3, MPEANOI0KEHbI
TUIIBI HacsenoBanus. [Ipoananu3upoBaHbl 5kano0Obl pU MOCTYIICHUH, BO3PACT HA MOMEHT
MaHu(ecTal ¥ NOCTaHOBKU JIMarHo3a, pusmdeckoe pazsurue: OueHeHbl YpoBHHU (oc-
dopa, Kanbliysg, MOYEBUHBI, KpeaTUHUHA, Kanus, HaTpus B bAK; usmenenus 8 OAM — npo-
TEHYpUSI, TEUKOIUTYPHSL; CKOPOCTh KIIyO0ouKoBO#l punbTparum mo ¢opmysne [Bapua; ap-
TepUaJIbHOE JaBJeHHE (IO pe3ysibTaTaM CYTOUYHOI'O MOHUTOPUHIA apTepUaIbHOIO JaBiie-
HUs); TaHHBIE YJIBTPA3BYKOBOI'O MCCIIEI0OBAHNs OPTaHOB MOYEBBIICINUTEIBHON CUCTEMBI U
OpraHoOB OPIOIIHOM MOJOCTH.

Pe3yabTaTrhl m ux o0cy:xknenue. [IpociaeanB. po0OCIOBHBIE ObUIM MPEAIOIOKEHbI
TUIIBI HACTIEOBAHUS: ayTOCOMHO-T10MUHAHTHBIN (A/J]) B 14 ciyuasx (43,75%), ayTocoMHO-
peueccuBHbIi (AP) B 18 cinyuasx (56,25%) — pucyHok 1.

S

_—
- MYHXYUHA, 3,D,OPOBI:||7| O == MXEHLIWHA, 300POBAA
. — MY}XYMHA, NOJIMKUCTO3 . —  JKEHLUMHA, NONIMKUCTO3

Pucynox 1 — Pogocnosnas nanuenta C., 3 roza.

Cpennuii Bo3pact MaHudecranun 3adoneBanus npu AJl MoaukucTo3e cocTaBuia 6
net 6 mec, mpu AP — 5 et 2 mec. ¥V 1 (3,12%) nanuenTa quario3 yCTaHOBJICH aHTEHATAIBHO
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npu npoBeaeHuun Y3U. CpeaHuil Bo3pacT Ha MOMEHT ITOCTAaHOBKU AuarHosa rnpu AJl nmosm-
KHCTO3€ cocTaBuia 6 jiet 7 mec, ipu AP — 5 et 2 mec.

[Ipu mocTyrjaeHuu NnauueHTsl ¢ A/l TUIIOM MOJUKHUCTO3a MOYEK MPEIbSABISIN HKa-
70051 Ha: Oosn B s)xuBoTE — 1 (7,1%); TostoBHbIe O0su — 1 (7,1%); peluAuBUPYIOIIHE N3Me-
Henus B OAM uno Y3U -1 (7,1%); y 11 (78,6%) umeno mecto 6€CCUMITOMHOE TEUECHHUE.
XKanoObI manreHToB ¢ AP TUIIOM MOJMKKUCTO3a MTOYEK HA: TTOBBIIICHUE apTEPUATILHOTO J1aB-
nenus — 1 (5,6%); peumauBupyromue uamMenenuss B OAM u o Y3U — 3 (16,7%); y 14
(77,8%) nmeno MecTo OECCUMIITOMHOE TCUCHHE.

3amepxka GU3NUECKOTO Pa3BUTHUS BBIABISICTCS Yaie y AeTeit ¢ AP Tunmom Hacneno-
BaHUS MOJIMKUCTO3a MOYEK (PUCYHOK 3).
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Pucynok 3 — puznueckoe pazputue naueHToB ¢ AJl u AP Tumamu nonukucrosa moyex.

Pesynbratel BAK y nannenTos ¢ A/l n AP Tunmom HacienoBaHus OJMKUCTO3a TOYEK
npecTaBieHsl B Tabnune 1.

Taéauya 1. Pe3ynbTaThl OMOXMMUYECKOTO aHAIN3a KpOBU ManueHToB ¢ AJl 1 AP Tumamu moyJmmkucTo3a mo-

YeK.
AyTOCOMHO-TOMUHAHTHBIN AyTOCOMHO-PELECCUBHBIN
MouyeBrHa, MMOJIB/JI 3,82+1,47 5,3+2,93
Kpearnann, MKkMOb/1 60,46+14,7 65+34,8
K. mvons/a 4,4+0,5 4,4+0,38
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Na . Mmonb/1 141:+3,68 140,843.5

Ca2+, MMOJIB/JI 2,4+0,1 2,4+0,15

P, MMOIB/1T 1,5+0,2 1,7+0,35

N3menenus B OAM BbISBISAIOTCS yanle y aereil ¢ AP Tumom HaciienoBaHus HOJIUKU-
CTO3a ITOYEK M IIPEICTaBICHBI B TAOIUIIE 2.

Tabauya 2. YpoBHU NPOTEUHYPUHU U JIEUKOUUTYpuH y nanueHToB ¢ AJl u AP Tunamu HONMKUCTO3a MTOYEK.

AyTOCOMHO-JTOMUHAHTHBIN

AyTOCOMHO-PEI11ECCUBHBII

Pt-ypus

3 cyyqas (21,4%)

7 cnyqaeB (38,9%)

Leu-ypus

2 ciyyas (14,3%)

3 cyyqas (16,7%)

[lopaxeHue nedyeHu U apTepuanbHas TUIEPTEH3MS BBIABIISIOTCS yanle y aeter ¢ AP
TUNOM HacyenoBanus (6 ciydaeB (33,3%) u 4 ciyuas (22,2%) COOTBETCTBEHHO), YEM Y Ma-
uueHtoB ¢ AJl tunom HacnenoBanus (5 ciydaeB (35,7%) u 2 cayuas (14,3%) cootBer-
CTBEHHO).

Pa3meps! KHCT MoYek MpHU NEPBUYHOM 00CIIeI0BaHUH MPECTABIEHbI B Ta0bnuiie 3.

Tabnuya 3. Pa3mepbl KUCT MOYEK NPH HEPBUYHOM 00cieioBaHuM y nanueHToB ¢ A/l u AP Tunamu noiauku-
CTO3a MOYEK.

AyTOCOMHO-TOMUHAHTHBIN

AyTOCOMHO-PELECCUBHBIN

IIpaBas nmouka

4,0-12,0 mm

3,8—-133Mm

JIeBad mouxa

6,6 — 15,0 Mmm

42 —11,6 mm

V3 — kapTUHa HOJIMKHUCTO3a MTOYEK MPEJCTABICHA HA PUCYHKE 2.
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Pucynox 2 — Y3U nouex namuenta P.

BrisiBII€HO IpUMEPHO PaBHOE KOJIMYECTBO MALIMEHTOB C HOPMaIbHbIM ypoBHEM CK®
B 00euXx rpymmax, y aerei ¢ AP tummom HacinenoBanmsi— 1 pe6&Hok ¢ TepmuHanbHON XITH
(Tabmura 4).

Taobauya 4. CKO npu nepBUYHOM rocnuTaan3auuy ynanueHroB ¢ AJl u AP Tunamu nojJMkKucTo3a novyex.

AyTOCOMHO-JOMUHAHTHBIN AyTOCOMHO-PELIECCUBHBIN
Hopma 7 (50%) 10 (55,6%)
HesnauurtensHo | 6 (42,9%) 5(27,8%)
YmepenHo | — 1 (5,6%)
Pesxko | 1(7,1%) 1 (5,6%)
TepmuHanpHast moueyHast HEAOCTY B 1 (5.6%)
TOYHOCTb

BoiBonbi: B pesynbraTe mpoBeIeHHOTO HCCIEI0BaHUs YCTAHOBJICHO MpeodiagaHue
AP tumna nacnenoBanus B 18 (56,25%) ciyvasx. AP Tun nmonmkucrosa nmouek MaHU(eCTH-
pyeT Ha 1 rox pasblile, 4ale UMEET MECTO IMOPAXKEHHUE IEYEHH, apTepraIbHask THIIEPTEH3HS
U 3ajiepKka puzndeckoro pazputusd. [Ipu nannom Bapuante B BAK ypoBHU MOYeBUHBI U
KpeaTWHWHA BBIIIE, Yallle JUarHOCTUPYIOTCS U3MEHEHUs B O0IIEeM aHalIu3€ MO4H (MPOTEU-
Hypusi, nerkorutypus). [Ipu AP tune auxe ypouu CK®, BoisBieH 1 ciydait XITH. Takum
00pa3oM MO>KHO CHENaTh BbIBOJ, UTO AP BapuaHT NOJUKKUCTO3a U3HAYAJIBHO UMEET HebJia-
TONPUSATHBIN MPOTrHO3 71l COXpaHEHUs1 PYHKIMM MOYEeK.
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