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O60ocHOBaHMue. AyTOCOMHO-PELIECCUBHbIN MOMKUCTO3 MOYEK SB/SIETCS PEAKON BPOXAEHHON aHoManen ¢ Hebaarornpu-
SITHBIM POrHo30M. 19 3aboseBaHNUsi XapaKTepPHO GOPMUPOBAHUE KUCT B NapeHXuMme, BTOPUYHON Anaataumm n runepnia-
31U HOPMaJibHO COPMUPOBAHHbIX COBMpPATE/IbHbLIX KaHasblLeB rno4yek. OnucaHne KIMHUYECKOro cjy4asi. AyTOCOMHO-
peLeCcCUBHBIN MOJIMKUCTO3 MOYEK Bbl1 ANArHOCTUPOBAH y BHYTPUYTPOBHOIo pebeHKa npwn yibTpa3ByKOBOM UCCAEA0BaHNN
B TpeTbeM TPHUMECTPEe 6EPEMEHHOCTH (MPU3HAKU «BO/bLUMX TMIEPIXOr€HHbIX MoYeK»). TIoYKM BHYTPUYTPOOBHOro pebeHka
Obl/IN BbIPAXKEHHO YBEUYEHbI, MapeHXUMa yTo/LLEHA, KOPTUKO-Meay/IIspHas anpoepeHumnalLms oTcyTcTBoBaaa. JlIoxaHku
M MOYEBOH Ny3blpb onpeaensinch. KoimyectBo 0KOM0MI04HbIX BO4 — B HOPME. YbTpa3ByKOBOM AUArHo3 Obl/l NOATBEPK-
[€H AaHHbIMW MarHUTHO-PEe30HaHCHON ToMorpadun. Pe6eHOK KEHCKOro nosia PoAu/Ccs AOHOLEHHbIM, MyTeM KecapeBa
ceyeHus, macca Tena npn poxaeHnn — 4500 r. B y10BAEeTBOPUTE/ILHOM COCTOSIHUMM BbinNncaH AOMOH. B Bo3pacte 7 mec
dun3n4ecKoe pasBuTme pebeHKa COOTBETCTBYET BO3PacTy. YibTpa3ByKOBOe UCC/Ie40BaHUE MOKa3bIBaET COXPaHeHUe Bbipa-
JKEHHOIro yBEJINYEHMS Pa3MepOoB [OYEK, YTO/LEHNUS MAPEHXUMbl U OTCYTCTBUSI KOPTUKO-MEAYNNISAPHON AupoepeHUnaLmnm.
JloxaHKa M MOYeBOM ry3blpb HE pacluMpeHbl. B aHannm3ax MoyYn onpeaeneHbl KNETKM 3nuTenunsi B 60JbLLIOM KOJIMYECTBE,
eIMHUYHbIE NIENKOLMTbI N HEM3MEHEHHbIE 3PUTPOLIMTHI, a TaKKe 6esoK (0,066 r/n). KpeaTMHUH n MOYEBMHA KPOBU — B Mpe-
aenax pepepeHcHbIx 3HadyeHun. 3akmdeHune. [pu BbISSBIEHUN 3XOrpapUYECKNX MPU3HAKOB ayTOCOMHO-PELIECCUBHOIO
MOJIMKNCTO3a NOYEK B aHTeHaTa/lbHOM MepnoAe KOJIMYeCTBO OKOJIOMIOAHbIX BOA M Ha/lMyme MOYM B MOYEBOM y3bIpe, KaK
M paHee, IBASIOTCA Hanmbosiee BaXKHbIMW XapaKTepUCTUKaMM COCTOSIHUSI QyHKLMM noYeK. OTCyTCTBME OKOJIOMIOAHbIX BOA NPy
BM3yanm3almnu «60JbLLINX TMIEPIXOr€HHbIX MOYEK» cYnTaeTcss He61aronpPUSATHLIM MPOrHOCTUYECKMM PU3HaKoOM. MarHuTHoO-
pe3oHaHCHoe UccegoBaHMe HeEOBXOAMMO A/ YTOYHEHUS AMarHo3a ayToCOMHO-PELLECCUBHOIO Tura MoJIMKUCTO3a MoYeK
1 M03B0O/ISET 06LEKTUBHO OLIEHUTL KOJIMYECTBO OKOJIOM/I0AHbIX BOA B TPETHEM TPUMECTPE 6EPEMEHHOCTH.

KnioueBbie cnoBa: ayToCOMHO-PELECCUBHbIN MOIMKUCTO3 MOYEK, MHOAHTUIIbHbIN MOJIMKMCTO3 MOYEK, y/IbTPa3ByKoBas aAva-
FHOCTMKA, BHYTPHUYTPOBHbIN pebeHOK
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OBOCHOBAHME

MoNMKUCTO3 NOYeK — reHeTu4ecKoe 3abosneBaHue,
cBfi3aHHOe C o06pa3oBaHWMEM W MPOrpeccrpoBaHUEM
KUCT B Noykax [1]. PasnuyatoT ayTOCOMHO-peLecCUBHbIN
W ayTOCOMHO-LOMWHAHTHbIM TUM MNOIMKMCTO3a NnoYek [1, 2].
3a601eBaeMOCTb ayTOCOMHO-PELLECCUBHBLIM TUINOM BapbMK-
pyet ot 1 : 6000 go 1 : 40000 »XMBOPOKAEHHbLIX MNaAeH-
uesB [1, 3]. Monnkucto3 noyvek umeetcs y 8—10% naum-
€HTOB C TepMWHallbHOW MO4YeYHOW HeOOCTaTOYHOCTbIO
C NeTanbHOCTbIO MPU ayTOCOMHO-PELECCMBHOM TuMNe A0
75% [4]. AyTOCOMHO-PELLECCUBHbIV TUM NOJIMKUCTO3a NOYeK
Bbl3BaH M3MEHEHWSMM FeHa, PacmnoIOKEHHOrO0 Ha KOPOT-
KOM nJieye xpomocomsbl 6 (6p21) ¢ 25% puckom 3aboneBa-
HUA y noTomcTtBa [1, 4].

H. Blythe n B. Ockenden B 1971 r. BblAeIUAM YeTbipe
KNMHUKO-Mopdonornyeckne ©GopmMbl ayTOCOMHO-peLlec-
CMBHOIO MOJIMKUCTO3a MOYEK — MepuHaTalbHylo, Heo-

HaTaNbHyl0, MHQAHTUIBHYIO W IOBEHWIbHYIO — B 3aBU-
CUMOCTU OT BbIPAXXEHHOCTU MOPaXKEHUs KaHanbLEeBOro
annaparta noyek [5]. Ana nepuHaTanbHOro, HeoHartaslb-
HOMO M WMHGbAHTUNBHOIO TUMOB ayTOCOMHO-PEeLEeCcCUBHOIO
NOJIMKMCTO3a MOYEeK XapaKTepHO 3Ha4YUTENbHOE YBEU-
yeHue 06enx NoYeK 3a CYET OFPOMHOI0 KOMYeCcTBa KUCT
B KOpPe W MapeHXnme yxe BO BHYTPUYTPOOGHOM nepuoge [1].
KnuHuyeckne nposiBfieHns 601e3HU NOABAAIOTCS BCKOpe
nocne poxKAeHWs U B OCHOBHOM XapaKTEPUIYIOTCH TaXKe-
JIbIM TEYEHUEM C MAKPO- U MUKpOremaTypuen u TaxKenomn
runepteHsuen [1, 6].

MpeHaTanbHas ynbTpa3ByKoBas AUarHOCTMKa ayToCOM-
HO-PEeLLECCUBHOrO MOMMKMCTO3a MOYEK BO BTOPOM MOSO-
BWMHe 6epeMEHHOCTM OCHOBbLIBAETCA Ha BbIIBEHWUU yBe-
JINYEHHBIX TMNEPIXOreHHbIX MOYEK, OTCYTCTBUWU IXOTEHMU
MOY€EBOro ny3blps M ManoBoaus [7]. CPOKW BbIABAEHUS
MHDAHTMIBHOrO NOIMKMCTO3a NOYEK — C CeEpPelMHbl BTOPO-
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ro TpumecTpa 6epeMeHHOCTH, B HEKOTOPbLIX Cy4asx TUMNUY-
Has axorpaduyecKkas KapTHa MOXET NOSABAATLCS B TPETbEM
TpumecTtpe [7]. B uncne axorpadunyecknx NpusHaKkoB ayTo-
COMHO-PELIECCMBHOIO MOJSIMKMCTO3a MOYEK OMMCaHO coue-
TaHWe «BONbLWKX TMNEPIXOreHHbIX MOYEK» C OTCYTCTBMEM
3XOTEHW MOYEBOI0 Ny3bipsa 1 manosoauem [2, 3, 7]. OgHako,
COrNacHoO HaleMmy KIMHUYECKOMY OMbITy, yBENUYEHNE pa3me-
POB MOYEK M MOBbIWEHWE UX IXOTEHHOCTU NPU NMOIMKUCTO3Ee
NMoYeK MOXKET COMPOBOXAATbCH HOPMaSIbHbIM KOIMYECTBOM
oKononnoaHbix Boa. C Apyron CTOPOHbI, AaXKe eCln B aHTe-
HaTanbHOM Mepuoae onpeaensercs coxpaHeHHas GyHKLMSA
noYyeK, BEPOSTHOCTb Pa3BUTUS NOYEYHOM HEeLOCTaTOYHOCTH
nocne poxaeHus pebeHKa MNpu AaHHOW MaTonorMmM ocTa-
etca Bbicokon [3, 8]. Ecnn 30-50% peten ¢ ayTOCOMHO-
peLLeCcCUBHbBIM TUMOM MOMKUCTO3a YMUpPaIOT BCKOpe nocne
POXAEHWS OT AbIXxaTeNbHOM HEeJOCTaTOYHOCTU M3-3a Nleroy-
HOM rMnonnasvn U cAaBNEeHWUs TPYAHOM KINETKM Ype3mMepHO
yBEIMYEHHbIMM MOYKamu [2, 3], TO Yy AETEN, MEPEXKMUBLINX
rpyaHon nepuon, B nogaBnsioweM O60/bLIMHCTBE Clyva-
€B B Mocnefylowem pasBUBaOTCA XPOHMYECKas NoyveyHas
60n1€e3Hb U rMnepTeH3us [3, 8.

Huxe npeactaBneHo onucaHue nocnefoBaTenbHOCTU
[MarHoCTUKKN ayTOCOMHO-PELEeCCMBHOMO MOJIMKMUCTO3a NOYEK
y BHYTPUYTpOo6HOro pebeHka 33 Hea rectauuu ¢ HopMmalsb-
HbIM KOJIMYECTBOM OKOJNIOMOAHbLIX BOJ B aHTeHaTa/llbHOM
nepuoge. lNpeactaBneHbl AaHHble MarHUMTHO-PE30HaHCHOWM
TOMOrpadun NOYEK BHYTPUYTPOBHOIO pebeHKa.

KNIUHUYECKHUIA NPUMEP

O nauueHTte

bepemeHHas PLU., 23 roga. JaHHaa 6epeMeHHOCTb YeT-
BepTas. Y *eHLWMHbl OTMEeYaeTCs OTAMOLLEHHbIN aKyLepCKum
aHaMHe3: nepBas 6ePEMEHHOCTb 3aKOoH4YMnacb npexie-
BPEMEHHbIMU podamu B 34 Hep, pebeHOK ymep B TeveHune
nepBoOn Hedenu XU3HU, BTopasd 6epeMeHHOCTb — B 28 Hef
onepaTMBHbIE POAbl M3-3a OTCAOMKM MNAaueHTbl, pebeHOoK
yMep B NEPBbI€ CYTKU KU3HU. [IPUYNHON CMEPTHU MOCYKNUIN
HEeOHOLIEHHOCTb WU HanMyue y AeTen BPOXKAEHHOM naTono-
MU MOYEK, HO30M0MMI0 KOTOPbIX KEHLMHA He CMOorna yKa-
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3aTb. TpeTbsi 6epeMeHHOCTb 3aKOHYMNACh BbIKWAbILEM Ha
4-1 Hep recTaunu.

YnbTpa3ByKoBOE WccefoBaHMe npoxoauna B 11 Hej
6epeMeHHOCTU MO MECTY HWUTEeNbCTBa, NaToNorMmM He 6bino
BblfiBNIeHO. B 16 Hen 6epeMeHHOCTU MPOBEAEHO CKPUHMH-
roBO€ YNbTPa3BYKOBOE MCC/lefoBaHWe M BbiIBNEHO MOBbI-
LUeHWEe 3IXOreHHOCTWM MOYeK WU KullevyHuKa. OKOMOMNIoAHbIe
BOAbl BM3yalM3WPOBaIMCb B AOCTAaTOMHOM KO/JMYeECTBeE,
MOY€EBOW MNy3blpb BHYTPUYTPOOBHOrO pebeHKa ouupoBancs.
Peaynbrathl aFP — 0,36 MoM, hCG — 0,53 MoM, puck no
cuHgpomy SaBapaca — 1 : 863. lMauuneHTKa 6bl/1a KOHCYNbTH-
poBaHa reHeTUKOM, NpeoXKeHa MHBa3MBHas AMarHocT1Ka,
OT KOTOPOW }EeHLMHa O0TKasanack. B nocneayowem HeoaHo-
KpaTHO NpoxoAnna ynbTpa3ByKOBOE UCCeAoBaHUe no MecTy
WUTENbCTBA.

YnbTpa3ByKOBO€ U MarHUTHO-Pe30HaHCHOe

uccnepoBaHue

YnbTpasByKoBble UCCNeN0BaHWUS NPOBOAWIUCHL Ha NPUBO-
pe My Lab X6 (Esaote, NTanus) KOHBEKCHbIM AaTynKkom 3,5—
10,0 MIU. MP-nccnegoanme — Ha MAGNETOM Sola HFS.

B 33 Hep 6epeMeHHOCTU B X0OA4e YybTPa3BYKOBOIo UcChe-
[OBaHWA B MONOCTU MaTKM Obln OOHApPYXKEH XUBOW BHY-
TPUYTPOOHbLIN PEBEHOK YKEHCKOro nofa, npeanosioKuUTeNb-
Hon Maccon Tena 2410 + 130 r, 4YTO COOTBETCTBOBAJO
82-My nepueHTuMo. NMoYKM BHYTPUYTPOBHOro pebeHKa 6blnun
pacnonoxeHbl B 3abplOWKMHHOM MPOCTPaHCTBE, pa3Mepbl
06enx MoYyek Obln 3HAYUTENbHO yBeNWYeHbl: NpaBas —
61 X 48 X 58 mMm, neBasg — 64 X 50 X 61 mm. MegnanbHble
NMOBEPXHOCTM MOYEK CconpuKacanaucb Mexay cobowu.
OXOreHHOCTb NapeHXnMbl Gblna MNOBbIWEHa, KOPTUKO-Meayn-
napHas guddepeHumnaums otcytctBoBana (puc. 1). JloxaHKku
BU3Yann3MpoBaInChb, pacliMpeHn He oTmedanocb. MoyeBow
ny3blpb BM3yanuauposancs. OKononnoaHble BOAbl 0LMPO-
Ba/MCb C €AMHUYHBIMU BKIOYEHUSIMWU, MAKCUMalbHbIN BEp-
TUKanbHbIM pa3dMmep 60KOBOro KapMaHa coctaBua 3,5 cm. Ha
OCHOBaHMK MNONYYEHHbIX AaHHbIX 6blN0 CAENaHO 3aKI0YEHME:
«bepemeHHoCTb 33 Hea, nporpeccupyet. BpoxaeHHbIM NOPOK
Pa3BUTUS MOYEBLIAENUTENBHON CUCTEMDI. TTOMKMCTO3 NoYeEK
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Prenatal Ultrasound Diagnostics of Autosomal Recessive
Polycystic Kidney Disease in Fetus: Clinical Case

Background. Autosomal recessive polycystic kidney disease is a rare congenital anomaly with poor prognosis. It characterized by the
development of cysts in kidneys parenchyma, secondary dilatation, and hyperplasia of normally formed collecting tube in kidneys. Clinical
case description. Autosomal recessive polycystic kidney disease was diagnosed in the fetus via ultrasound in the third trimester of
pregnancy, signs of “large hyperechogenic kidneys” were revealed. The fetal kidneys were significantly enlarged, the parenchyma was
thickened, and there was no cortico-medullary differentiation. The renal pelvises and bladder were identified. Amniotic fluid volume was
normal. The ultrasound diagnosis was confirmed with magnetic resonance imaging. Female child born at full term, weight — 4500 grams,
she was discharged home in satisfactory condition. At the age of 7 months, child physical development corresponds to her age. Ultrasound
examination shows the persistence of pronounced increase in the size of kidneys, parenchyma thickening and no cortico-medullary
differentiation. The renal pelvises and bladder are not dilatated. Urine analysis results: epithelia in large quantities, single leukocytes and
isomorphic erythrocytes, as well as protein of 0.066 g/I. Blood creatinine and blood urea were within normal ranges. Conclusion. Amniotic
fluid volume and presence of urine in the bladder are the most important characteristics of the kidney functioning in case of antenatal
ultrasound signs of autosomal recessive polycystic kidney disease. The absence of amniotic fluid at visualization of “large hyperechogenic
kidneys” is considered as poor prognostic feature. MRI is crucial to clarify the diagnosis of autosomal recessive polycystic kidney disease
and allows adequately estimate the amniotic fluid volume in the third trimester of pregnancy.
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Puc. 1. YnbTpasBykoBoe M306parkeHne «6osblLUMX M’MNepaxXxoreHHbIX
noYyeK» BHYTPUYTPOGHOro pe6GeHKa (33 Hep recTalnm) ¢ ayTocoOMHO-
peLLecCMBHbBIM NMOMKUCTO30M MOYEK

Fig. 1. Ultrasound imaging of “large hyperechogenic kidneys”

of the fetus (33 weeks of gestation) with autosomal recessive
polycystic kidney disease

MpumevaHne. A — NPoA0NbHOE CeYeHue BHYTPUYTPOOHOIO
pebeHKa 4yeped NoYKW; b — MoYKKM BHYTPUYTPOBHOro pebeHKa

B pexume yBenmyeHus (pexum ZOOM). MeTku: 1 — noxaHKu;

2 — napeHxuMMma no4vek 6e3 KOPTUKO-MeaynnsipHOM
onbdepeHumaumnu.

Note. A — axial section of the fetus through the kidneys; b — fetus
kidneys in zoom mode. Marks: 1 — renal pelvises; 2 — kidneys
parenchyma with no cortico-medullary differentiation.

Puc. 2. MP-n3o6paxeHne BHYTpUyTPOGHOro pebeHka (33 Hea
rectaumu) ¢ ayToCOMHO-PeLLEeCCUBHBIM MOIMKUCTO30M NOYEK
Fig. 2. MRI of the fetus (33 weeks of gestation) with autosomal
recessive polycystic kidney disease

lpumeyaHme. A — NpPoLONbHOE CEYEHUE BHYTPUYTPOGHOIO
pebeHka; b — nonepeyHoe cevyeHne Ha YpOBHE NoYeK
BHYTPUYTPOGHOro pebeHKa. MeTku: 1 — yBennyeHHble B 06beMe
NOYKK; 2 — nnaueHTa.

Note. A — axial section of the fetus; b — trans-section of the fetus
on kidneys level. Marks: 1 — enlarged kidneys; 2 — placenta.

ayTOCOMHO-peLieccnBHOro tuna. OTHOCWUTENbHOE ManoBo-
ave». C Uenbto Nony4YeHus AOMONHWUTENbHbIX AaHHbIX Gbl0
NpoBeAEeHO MarHWTHO-PE30HaHCHOe 1ccnefoBaHne, KOTopoe
NoATBEPAMIO YNbTPa3BYKOBOE 3aK/tOYEHME (puUC. 2).

MpepBapuUTenbHbIA AUArHo3

bepemeHHocTb 33 Hea, nporpeccupyet. BpoxaeHHbIN
NMOPOK Pa3BUTUS MOYEBbIAENTUTENbHOM CUCTEMBI. ONMKNUCTO3
Nno4yeKk ayToCOMHO-peueccnBHoro Ttuna. OTHOCUTENbHOE
MasnoBoaMe.

OduHamuka 6epeMeHHOCTH

B 40 Hepn rectaumu nytem KecapeBa CeYeHmnsi U3 NonocTu
MaTKW M3BJie4eHa HOBOPOXAEHHas 1eBOYKa C Maccow Tena
4500 r, no wkane APGAR — 7/8 6annoB. YnbTpa3BykoBoe
nccneaoBaHUe NoYek nocne poxaeHusa pebeHka NnoaTBepau-
10 NpeHaTanbHbIV AMarHo3. HoBopoxaeHHas 6bina Bbinuca-
Ha M3 POAUILHOIO OMa B YAOBNETBOPUTENBLHOM COCTOSHHUM
nopa HabnwaeHne Hedponora.

Puc. 3. YnbTpasByKoBoe U306paxKeHne novyek pebeHka,
BO3pacT 7 Mec
Fig. 3. Ultrasound imaging of child kidneys at the age of 7 months

lpumeyvaHme. NoYKK yBenuyeHbl B pa3dmepax. MNapeHxuma
onpegensercs 6e3 KOPTUKO-meaynnsapHon audbdepeHumanmm,
yTonueHa. Yale4yHo-noxaHo4YHas cuctemMa B BUAE LWenu,

He pacwupeHa. A, b — NpoaoNbHbIN U NONEepPeYHbI Cpesbl
npaBov NoYKK; B, I — NpoaonbHbIM M MONepeYHbIi cpedbl N1eBON
NoYKKU. MeTKKn: 1 — noxaHka; 2 — napeHxnuma noyek.

Note. Kidneys are enlarged. Kidneys’ parenchyma with no cortico-
medullary differentiation and thickened. Calices-pelvis system
looks like cleft, not enlarged. A, B — axial and trans-section

of right kidney; B, I — axial and trans-section of left kidney.
Marks: 1 — renal pelvis; 2 — kidneys parenchyma.

Pa3Butue pe6eHKa

B Bo3pacte 7 mec Macca Tena pebeHKa cocTaBuia
11 kr. O6WKMI aHaNM3 MOYU: LIBET — COJIOMEHHO-KENTbIN,
OTHOCUTENbHasa NaoTHoCcTb — 1015, peakums — Kucnas,
6enok — 0,066 r/n, anutenut — B 6GONbLLIOM KONUYECTBE,
nenkountbl — 8-10-10-12 B nN/3p, HEU3MEHEHHbIE 3PU-
TpouuTbl — 1-2-1-1 B N/3p, UMANHAPLI — He onpeaens-
toTca. MoyeBMHa B KpoBM — 2,1 MMOb/N, KpeaTUHUH —
31 mmonb/A. Mpn ynbTpas3ByKOBOM MCCNeAOBaHUMU MOYeK
pa3mMepbl cnpaBa cocTaBunm 97 X 55 X 56 mm, TonwmHa
napeHX1Mbl MO NATU CErMEHTaM: BEPXYWEYHbIn — 29 MM,
BEPXHUN — 25 MM, cpeaHut — 25 MM, HUXHUR — 29 MM,
3agHMn — 30 MM. OXOreHHOCTb MapeHXUMbl MOoBbIlle-
Ha, KOPTUKO-MeaynnsipHas anbdepeHumaLns oTCyTCTBYET.
YalweyHo-noxaHo4YHas cucTeMa onpegensiercs, noxaHka
M MOYETOYHUK He pacwupeHbl. CneBa pa3Mepbl Takke
3Ha4YuTeNbHO yBennyeHol — 106 X 60 X 68 MM, napeH-
XMMa YTONWeEeHa: BepXylleYyHblh cerMeHT — 30 MM, Bepx-
HUA — 27 MM, cpeaHun — 28 MM, HWKHUIA — 29 MM,
3agHMn — 30 MM. OXOreHHoCTb MapeHXMMbl MOBbILIEHA,
KOPTUKO-MeaynnspHaa auvddepeHumaumns OTCyTCTBYET.
YalweyHo-noxaHo4YHas cucTeMa onpegensiercs, noxaHka
N MOYETOYHUK He paclumpeHsbl (puc. 3). MoyeBow Ny3blipb:
KO/IMYeCTBO MOYM — OKO0M0 50 M, BHYTPEHHMUE KOHTYpbI
pOBHblE, TOMLWMHA CTEHKM — 4 MM, MPOCBET 3XOCBO-
604HbIN. 3aKloYeHne: 3XONPU3HaKM NONMKMUCTO3a MoYeK
MHOAHTUABHOIO TMNa.

MporHos

MpOrHo3 npu OTCYTCTBMM OKONOMMIOAHLIX BOA BO Bpe-
Msi 6epeMeHHOCTM — HebnaronpuatHblin. pn obHapyKe-
HUWN «BONbLUMX TMMEPIXOrEHHbIX MOYEK» Y BHYTPUYTPOOHOIO
pebeHKa BO BTOPOM, TPETbEM TpPUMeCTpax 6epeMeHHOCTH
C AOCTaTOYHbIM KO/IMYECTBOM OKONOMAOAHbIX BOA MPOrHO3
COMHMUTENbHBIN.
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Puc. 4. XpoHONOr1s AMArHOCTUKKM NOSIMKUCTO3a NOYEK ayTOCOMHO-PELLECCUBHOIO TUMNa U NPOrHo3
Fig. 4. Timeline of autosomal recessive polycystic kidney disease and its prognosis

AHTeHaTaNbHbIW Nepuoj

Bonblune
Moykun MnepaxoreHHble
rMnepaxoreHHole
B HOpme MOYKM
MOYKK

HeoHaTtanbHbIW Nnepuos
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[OunarHo3s
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MOIMKUCTO3 NOYEK

KAMHMYECKMI CNEKTP ayTOCOMHO-PELLECCUBHOIO NOSIUKK-
CTO3a No4YeK BapuabesieH, XoTs OH NPOosBASETCS C nepuoaa
HOBOPOMXAEHHOCTU WKW paHHEro AeTCKOro Bo3pacTa, Onu-
CaHbl Jaxe criydanm OGHapyKEeHWs MOopoKa Cpeau MOMXKMUAbIX
NIIOAEN C YMEPEHHBIMU KIIMHUYECKUMU NposiBAeHusaMu [2, 3].
Y nepexuBLlnX rpyaHon nepuog Aetern OCHOBHbIMU NPU3Ha-
KaMu 3a60/1eBaHUS MOYEK SBASIOTCA apTepualbHas runep-
TEH3US U NoYeyHass HeAOCTaTOYHOCTb, BK/OYas TEpMUHaNb-
HYIO MOYEYHY HEeLOCTaTOYHOCTb, MPUYEM [0 TPETW aeTen
C ayTOCOMHO-PELLECCUBHBIM MOIMKUCTO30M GyayT HyXKAaTbCs
B 3aMeCTUTeNIbHOM noveyHon Tepanuu [3]. ConyTcTBytOLWEN
naToNorMen NOPOKa Yallle BbICTyNatoT AUCKUHE3NS KeNYEBbI-
BOASILLMX NYTEN U pacLUMPEHNE BHYTPUNEUYEHOUYHbBIX KENYHbIX
NpPOTOKOB — 60ne3Hb Kaposnu, KoTopas B nocnegyowem npu-
BOAMUT K pa3BuTUi0 dnbpo3a neyeHun [2, 3]. CKopocTb npo-
rPECCUPOBAHNS XPOHMYECKOM MOYEYHOW HEAOCTAaTOYHOCTH
npv ayTOCOMHO-PELECCUBHOM TWME MOJIMKMCTO3a 3aBMCUT OT
NMPOLIEHTA BOBJIEYEHHbIX B KUCTO3HbIM NMpoLecc HedbpoHoB [8].

BpemeHHan wKana
XpOHOMOrMsa ANArHOCTUKM MOMMKMCTO3a NOYEK M MPOrHO3
ana pebeHKa npeacrtaBfieHbl Ha puc. 4.

MHeHue maTepu pebGeHKa

3anuncaHo co cnoB Matepu (aganTtupoBaHo): «Brnepsble
0 naTosiorMKM MNo4Yek MHe coobumnn B 33 Hen 6epemMen-
HOCTU, XOTS1 YNbTPa3BYKOBbIE WMCCEAOBaHUs § Mnpoxoawna
N paHee. MI3BecTMe O NaTonorMK NoYeK y Moero 6yayuiero
pebeHKa BbI3Bano y MeHS 6ECNOKONCTBO M NepexmnBaHus 3a
€r0 XW3Hb, TaK KaK AETV OT NpeablayLiMx ABYX 6epeEMEHHO-
cTen Nornméam MMEeHHO M3-3a novyevyHon natonorum. OgHako
HamMm CcOoO6WMIM, 4YTO MOYEBOM MNy3blpb Y MOero 6yayuiero
peb6eHKa onpeaensieTcs v OKOMOMI04HbIE BOAbI BbIABASIOTCS
B JOCTaTO4YHOM KOJIMYECTBE, YTO yKa3biBAET HA HOPMaJlbHYIO
PyHKUMIO noyeK. [powna gononHutensHo MPT, gnarHos
Obl1 NOATBEPXKAEH. [leBOYKa poannacb B CPOK MyTeEM Keca-
peBa cevyeHust M3-3a KpynHbIX pasmepoB. locne poxaeHus
el MpoBENU YNbTPa3BYKOBOE WCCNEeAOBaHWME U PEKOMEH-
foBanu Habnwopatbecs y Hedponora. ExxemecsyHo npoxo-
MM YNbTPa3BYKOBOE MCCeloBaHWeE, CAAEM aHaU3bl KPOBHM
M Mo4u. [Joub Ha AaHHbIM MOMEHT pacTeT U pa3BMBaeTcsd
HOpMasnbHO».

OBCYXAEHMUE

MpeHaTanbHas [AMarHoCTMKa ayTOCOMHO-PELIECCUBHOIO
TMNa MOJIMKMCTO3a BO3MOXHA C CepeAuHbl BTOPOro Tpw-
mMecTtpa, ¢ 18-20 Hean 6GepeMeHHOCTH, M OCHOBbIBAETCH Ha
BbISIBJIEHUU «BOJIbLUNX TMMEPIXOrEHHbIX MOYEK» C OTCYTCTBMEM
KOPTUKO-MeaynnspHon anddepeHumaumm [5, 8]. Heobxoammo

YBenuyeHve pa3amMepoB Novek MporHo3
C OTCYTCTBMEM KOPTUKO- XpoHuyecKasi noyeyHas
mMeaynnspHon audbdepeHumalmm HEeAoCTaTOYHOCTb

NOAYEPKHYTb, YTO MPW ayTOCOMHO-PELECCMBHOM TUMNE MOM-
KMCTO3a MOYEK KUCTbl MUKPOCKOMWYECKWNE, U MPU YNbTpa3By-
KOBOM MCC/IeA0BaHMM OHU He onpeaenstoTea [, 7, 8].

B npeactaBneHHOM Hamu HabnwaeHnn B 16 Hepn recra-
LMK OTMeYanocb MOBLILWEHNE 3XOrEHHOCTW MOYEK, OAHa-
KO Knaccu4eckune axorpaduyecKkre npu3Haku NnoanmKMcTo3a
MHaHTUABHOIO TMNa «6onbline 6enbie NoYKu» cHopPMUPO-
Ba/IMCb K cepeanHe BTOPOro — KOHLY TpeTbero Tpumectpa
6epeMeHHOCTU. Mo4eBOM Ny3blpb M OKOSOMI0AHbIE BOAbI
BU3yaNM3MPOBasIUCb HA BCEM MPOTSKEHUN GEPEMEHHOCTH,
BbIpaXEHHOIr0 MajoBOAUS He OTMe4yanocb. M3BECTHO, 4TO
Ha paHHWX CcTaguMax pPasBWUTUS 3MOGPMOHA OKOMOMIOAHbLIE
BO/Jbl CEKPETUPYIOTCH aMHManbHOM 060N04YKON, @ BO BTOPOW
NnosoBMHE GEPEMEHHOCTM 06bEM OKOMOMIOAHbLIX BOA MOJ-
HOCTbIO 3aBMCHUT OT PYHKLMM NOYEK BHYTPUYTPOOHOIO pebeH-
Ka, 1 MafoBOAME BO3HMKAET B Clly4ae CHUXKEHUS GyHKUUK
NMoYeK BHYTPUYTPOOHOro pebeHKa WAM O6CTPYKLUMKU Moye-
BbIBOAALWMX NyTen [6]. Hannymne BbipaKeHHOro MasoBOAMS
B MpeHaTanbHOM MNEepuvoae YXy[laeT MPOrHo3 ayTOCOMHO-
peueccMBHOMO MOJIMKMCTO3a NOYEK Y HOBOPOXKAEHHbIX [8].

B npeHatanbHOM nepuoge ayTOCOMHO-PeLeCCUBHbIN
TN NMOJIMKMCTO3a NposBaseTca peHotunom NoTrep ¢ Bbipa-
KEHHO YBENIMYEHHbIMX MOYKaMK, ManoBOAMEM, runonna-
3WeN JIErKux, XapakKTepHbIM NuUOM W aedopmMauunamu
KOHEYHOCTEN B BMAE KOCOMamnocTn M KocopykocTu [2, 3].
CuHapom lMotrep (Potter syndrome, Q60.6) — 370 BPOXK-
[IEHHasl aHOMasng, XapaKTepuaylllasacs COBOKYMHOCTbIO
BHELWHWX MPU3HAKOB, KOoTopble GOPMUPYIOTCS Npu mano-
BoAMM [2, 6]. BHewHnMKN Npu3Hakamu cuHapoma [loTrep
asngtotca: P — pulmonary hypoplasia (runonnasws ner-
Knx), O — oligohydramnios (manosoaue), T — twisted face
(nedopmaumm nnua), T — twisted skin (apsabnas, MOpWKUHK-
cTas Koxa), E — extremity defects (aedeKTbl KOHEYHOCTEN),
R — renal failure (moyeyHas HemocTaTO4HOCTb). CMHAPOM
Ha3BaH no damuanu nartonoroaHatoma 3aut [loTTep
(Edith L. Potter), KoTopas onucana xapaKTepHbi BHELIHUK
BUA MEPTBOPOMKAEHHbIX M YMEPLUIMX HOBOPOXKAEHHbIX C ABY-
CTOPOHHEW areHe3nen n manoBoavem [6].

Mo paHHbIM 3.P. AHgpeeBor u H.[. CaBeHkoBoM [8],
npwv BbISIBJIEHWM NMOPOKa B NepuHaTasibHOM NepUoAe y AeTen
yallle AMarHOCTUPYeTCs «KIaCCUMYECKUM ayTOCOMHO-peLiec-
CUBHbIV MOJIMKUCTO3 MoyeKk» (75% HabnoaeHun), 4Yem «aeT-
CKMI ayTOCOMHO-PELLECCUMBHbIN MOMIMKMUCTO3 NOYeK ¢ Grubpo-
30M ne4vyeHn» (25% HabnwoaeHun). Mo gaHHbIM aBTOPOB,
NneTanbHbld UCXO[ B HEOHaTanbHOM W FPyAHOM BoO3pacTe
y AeTel C ayTOCOMHO-PELIECCMBHBLIM MOJIMKMCTO30M MOYEK
Obl1 KOHCTaTUpoBaH B 25% cnyyaeB, nepexoa B XpPOHU4e-
CKYIO MO4YeyHyl0 HeAoCTaTOYHOCTb Gbl1 YCTAHOBMAEH Yy 9 U3
13 peTew, NnepexmnBLLMX HEOHATalbHbIM U FPYAHON BO3PacCT.



O6bEKTUBHbLIM GaKTOPOM, Ha OCHOBAHWUM KOTOPOIrO MOXK-
HO MPOrHO3MpoBaTb COCTOSIHWE BHYTPUYTPOOHOro pebeH-
Ka M NPUHMMaTb TaKTUYEeCKWe pelleHus, ABAseTcs OyHK-
LIMOHA/IbHOE COCTOSIHME MOYEK BHYTPUYTPOOHOrO pebeHkKa.
OTcyTCTBME OKOMOMIOAHbBIX BOA U M306paXKeHUs MOYEeBOro
ny3blps B aHTeHaTalbHOM nepuofe onpeaensioT U nog-
TBEPKAAIOT PE3KOE CHUMKEHME DYHKLMKU MOYEK U COMHUTENb-
HbI NPOrHO3 ANS AaibHENLIEro BHYTPUYTPOOHOIro pas3BuTUS
W XU3HKU pebeHKa [9]. MarHUMTHO-pe3oHaHCcHasa Tomorpadus,
no HalWMM AaHHbIM, 6ofee HarnsaHo AEMOHCTPUPYET KOMU-
4eCTBO OKOJMION/IOAHbIX BOA B TPETbEM TPUMECTpe 6epemMeH-
HOCTK, TOorda Kak ynbTpa3BYKOBOE MCCefoBaHWe SBAsSeTcs
CYGBbEKTUBHLIM METOAOM B OTHOLWEHWW OMpeaeneHuns wmx
KOMM4yecTBa B 3TOM Nepuoae.

JTUYECKME CNIOXKHOCTM BO3HWKAIOT MpW BbIABAEHWUM
«60/IblIMNX BenblX MOYEK» C COXpPaHEHHOW GYHKLUMEN, Koraa
MOYEBOW My3blpb BU3Yann3UPYeTCs U OKOMOMIOAHbIE BOAbI
NPUCYTCTBYIOT B AOCTATOYHOM KonuvyecTBe. PelweHue npo-
JIOHTMPOBATb WK NpepbIBaTb 6E€PEMEHHOCTb B TaKMX Clyya-
X, MO HaWEMY MHEHWIO, JOMIKHA NPUHUMATb CEMbS C YHETOM
[LONITOCPOYHBIX MPOrHO30B MO TPaHCMAaHTaLMM NoYeK.

3AK/TIIOMEHME

YnbTpa3ByKoBas AuMarHoCTUKa saBnserca 3aPpPpeKTuB-
HbIM WMHCTPYMEHTOM AMArHOCTUKM ayTOCOMHO-PELLeCCUB-
HOrO TWMMa MOJIMKMUCTO3a MOYEK B aHTEHaTalbHOM MepMo-
[e. XapaKTepHbIM NPU3HAKOM MOpoKa y BHYTPUYTPOOBHOTO
pebeHKa ABASeTCA BU3yanmsaums «60blMX TMNEPIXOoreH-
HbIX MOYEK» HaYMHas C cepenHbl BTOPOro TpumecTpa 6epe-
MeHHOCTU. OTMeyvaeTcs BblparKEHHOEe yBenuyeHune obenx
no4yeK, yTonueHWe napeHxMMbl C OTCYTCTBMEM KOPTUKO-
MeaynnspHon guddepeHumauymmn. Konnyectso oKononnoa-
HbIX BOA M Hann4Me MOYM B MOYEBOM My3blipe — Hanbonee
Ba)XHble KpUTepun GyHKLKUK noyeK. OTCyTCTBUE OKONOMNOA-
HbIX BOA NpW BM3yanusauuun «BOMbLUMX TMAEPIXOrEeHHbIX
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