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Pe3tome. B cratbe NpCACTAaBJICHbI HAHHBIC IIPOCJICKCHHOI'O KaTaMHE3a IIalUCHTOB C
nokucTo3Hor 6ose3npto nouek (I1BI). [Ipoananu3upoBaHbl reHEATOTHYECKU aHAMHE3, BO3PACT Ha
MOMCHT YCTAHOBJICHUA OHWArHo3a4. OI_IeHeHLI [oKasarea OHMOXUMHUUYECKOI'O aHallnu3a KpOBHU (BAK),
CYTOUHBIM OENIOK MOYM, CKOpPOCTb KIyOOukoBOHM (uibTpauuu, paccuutanHas no IlBapny (pCK®),
pe3yibTarbl CYTOYHOI'O MOHUTOPUHIA U HpO(i)I/IJ'I}I ApTCPHUAIBHOTO HOAaBJICHUA, YIBTPA3BYKOBOI'O
uccienoBanus MoueBblienauTenbHoi cucreMsl (Y3 MBC) (pa3mepsl kucT U o0muii 00beM MoueK) Ha
MOMCHT IICPBHUYHOI'O O6CJ'I€,Z[OB8.HI/I}I U B JUHAMHKE.

KiroueBble cjioBa: MOIUKUCTO3HAS 00JIE3HD IIOYCK, KaTaMHE3, JACTH.

Resume. The article presents catamnesis data of patients with polycystic kidney disease. The
genealogical anamnesis and the age at the time of diagnosis were analyzed. Indicators of biochemical blood
analysis, daily urine protein, glomerular filtration rate, monitoring and profile of blood pressure, ultrasound
data of the urinary system (size of cysts and total volume of the kidneys) at the time of the initial
examination and in dynamics were evaluated.

Keywords: polycystic kidney disease, catamnesis, children.

AKTYaJbHOCTD. TepMuH «monmkucTo3Has 6ome3npb mouek (I1BI1)» BkirovaeT B ceOs
BCe ciayyau oOpa30oBaHUS MHOXKECTBEHHBIX KHCT B 00€HMX IOYKAaX KakK pe3yJbTaT
MIPOSIBJICHUS] HACJIEICTBEHHOM MaTojoruu (ayrocoMHo-noMuHanTHas (A/l) u ayrocomHo-
peueccuBnas (AP) IIBIl, unedpoHOdPTH3), TEHETHUECKHMX CHHAPOMOB (KOMILIEKC
TyOepO3HOIro CKjepo3a), MPUOOPETEeHHON MAaTOJOTUM (BO3PACTHBIE HM3MEHEHHMsS, MpPUEM
I'KC), ciyyaiinoit anomanuu pa3sutus [ 1, 2].

HacnencrBenusie opmbl AJL IIBIT u AP IIBII cocTaBnsitoT GOJBIIMHCTBO CITy4aeB
IIBII n xapakTepu3yrTcs IPOrPEAUEHTHBIM TEYEHUEM B JETCKOM BO3PaCTe KaK pe3yJibTaT
3aMENICHNs] 4YacTW MApPEHXHMbl IIOYEK KHUCTAMHU pa3IM4HOrO pa3Mepa Ha YpPOBHE
MPOKCUMAJIbHBIX, JUCTAJILHBIX KaHAIBIIEB U COOMpaTENbHbIX TpyOouek [1].

Yacrtora A/l IIBII cocraBnser 1:400—-1:1000 HoBopoxnennsix, AP IIBII sBusercs
ophannbIM 3a001eBaHuEM U BeTpedaercs ¢ yactoror 1:100000 [1].

Al TIBIT xapakrtepusyercss oOpa3oBaHMEM BO BCE€X CErMEHTaxX He]poHa
MHO’KECTBEHHBIX KPYTJIBIX KHCT pa3Mepamu Oosiee 1 cM, KOTOpbIE paclpeiensioTcs Io
napeaxume 1movku. [Ipu AP TIBIT kucTel umMeroT BEITSHYTYIO (hOpMY, MEHBIIIE B pa3Mepe,
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MPEJICTAaBISIIOT COOOM pacuIMpeHue COOMpATENbHBIX TPYOOUYEK M COXPAHSIOT CBS3b C
Hedponom [1].

B wmnanueckor kaptuHe IIBII BeIenAOT peHaJIbHBIE W JKCTpPapEHAJIbHBIE
MPOSIBICHUS, KOTOPbIE HWMEIOT MPUHUUIHUAIBHBIE PA3NIHUMA MO TSHKECTH U XapakTepy
TE€YeHUs1 B JAETCKOM Bo3pacTe. K peHasbHBIM NPOSBICHUSM OTHOCAT: IIOYEYHBIE KUCTHI,
yBeJIMYeHHE O0beMa MOYEK, apTepuanbHylo runepreHzuto (Al'), OoseBoil cuHApPOM B
KUBOTE, MOUEBOM CHHIPOM (reMaTypusi, IPOTEUHYPUs, MUKPOATbOYMUHYPHS, CHUKEHUE
OTHOCHUTEJIbHOM IUIOTHOCTHM MOYHM, JIEHKOUUTYypHsi). K sKTpapeHalbHBIM MpPOSBICHUIM
OTHOCST: BHEMIOYEUHOE PACIIOJIOKEHUE KUCT (II€YEHb, ITOIKETYJOUHas Kele3a, CEIe3eHKa,
IIUTOBUHAS XKeje3a, TOJIOBHOM MO3r), comyTcTByrolnyto narosoruio MBC (ynBoenue
MoYeK, TUAPOHEPPO3), OpraHOB 3peHHs (MHOMUSA, TUCTPOUS CETYATKH), IEHTPAIbHON
HEpPBHOM CHUCTEMBI (AHEBPU3MBI TOJIOBHOIO MO3ra), cepaua (mpojarnc MUTPaIbHOIO
kianana) [1].

AP TIBII xapakrepusyercsi cCOUeTaHUEM MOPAXKEHUS MOYEK (BBISBIIEMOrO OOBIYHO
BHYTPUYTPOOHO WJIU Cpa3y MOCJE POKIACHUS peOeHKa) C NaTOJOruel NeYeH! (BpOKACHHBIN
(¢ubpo3 neueHn, ”3AMEHEHNE BHYTPUIIEYEHOUHBIX )KEITYHBIX IPOTOKOB, IOJUKHUCTO3 IEYEHH,
remaromeranus) [1, 2].

[Tpu I1BII pa3BuBaeTcs xpoHuueckast 00JI€3Hb MOYEK, CKOPOCTh NMPOTPECCUPOBAHMUS
kotopoil umeet cyniectseHHbie paznuuns npu AJl I1IBIT u AP TIBIT u 3aBucuT oT Bo3pacra
Manudectammu [1].

CorylacHO MEXIyHApOAHBIM CTaHIapTaM JUarHocThku, Kpurepusmu AJ[ IIBII
ABIIAIOTCS: HaJIM4YKeE 2 1 0oJiee KUCT B MapeHXUMe 00enx moyek (Ipu OJHOCTOPOHHEM WJIN
nByctopoHHeMm pacnonoxenuun), AJ[ TIBII y poacrBennukoB | cremeHu pojcTsa,
Hepomeranusa no pesynbratam Y3 MBC, MPT unu KT. Kputepuu nuarnoctuku AP
[IBIl: Hamuuume MHOXECTBEHHbIX AUG(QY3HBIX KUCT B NapeHXUME O00euX TOYEK,
BbIpaKeHHAsI Hedpomeranus, oTcyTcTBUe AUP(HEpEeHUNPOBKA PEHATBHON MapeHXHUMBbI C
POXKJIEHUSA, BPOXKJIECHHBIA (UOPO3 M TMOIMKUCTO3 IMEYEHH, OTCYTCTBUE OTSITOIIEHHOIO
HacyeacTBeHHoro anamuesa no [1BIT [1, 2].

®akropamu, KoTopsle onpenessaroT nporno3 npu AJl IIbIT u AP IIBII asnsrorcs:
CK®, o6mmit 0o6bem nouek (OOII) u TeMIibl ero HapacTaHus, apTepUalIbHAsI TUTIEPTEH3HU,
CTENEHb BBIPAKEHHOCTHU NPOTEMHYpuH, peruansupyromue nadexiun MBC [1].

Heab: npeacTaBuTh TI'€HEAJOTHYECKYIO, JAOOPATOPHYI0O MU HHCTPYMEHTAIbHYIO
xapaktepuctuky AP IIBIT u AJ] IIBII y nerei.

3agaum.

1. 3yunTh KaTaMHe3 MAaMEHTOB C MOJUKUCTO3HOM OOJIE3HBIO MOYEK.

2. [Ipoananu3upoBath TIeHEAJOTMYECKUII  aHaMHE3, BO3PacT HAa  MOMEHT
YCTaHOBJICHUS IMArHO3a.

3. Ouenuts mnokazarenu bAK, cyrounoro Oenka wmoun, pCK®D, pesynbTaThl
CYyTOYHOIO MOHUTOpUHTra U mpodwist aprepuanbHoro aasienus (CMAJL), nanusie Y3U
MBC (pa3mepsbl KUCT U 001IMII 00bEM MOYEK) HA MOMEHT NEPBUYHOIO OOCIEAOBAHUS U B
nuHamuke (depes 6 mec., 1, 2, 3 roxa).

Martepuasnbl u MeToabl. M3ydyen katamues 32 nauueHtoB 2001-2019 rr. poxaeHus,
HAaXOJMBIINXCA HA CTAIlMOHAPHOM JieueHuu ¢ auarno3om IIBII Bo 2-i1 ropoackoit neTckoun
KJIMHUYeCKoU OosbHMIIE T. MuHcka 3a nepuop ¢ 2017 mo 2022 rr. COOTHOIIEHHE TIO MOy
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Manpuuku/neBouku (%) cocraBmiio 14/18 (43,7/56,3), menuana (Me) Bo3pacTta ManueHTOB
HAa MOMEHT mnpoBefeHus wuccienoBanus — 13,5 (9-18) mner. IIpoanamu3upoBaHbBI
reHEaJIOTHYECKU aHamMHe3, BO3pacT HAa MOMEHT YCTaHOBJEHMs auarHo3a. OIeHEHBI
noka3zarenn BAK, cyrounsiit Oenmox ™oun, pCK®D, nannsie CMAJ] u mnpoduis
aptrepuanbHoro nasieHus, Y3 MBC (pa3mepsbl KUCT U 001IUNA 00BEM MMOYEK) HA MOMEHT
NepBUYHOro 00ceoBaHus U B quHaMuke. O0padoTKa TaHHbBIX BbINoJHEHa B Statistica 10,0
u Microsoft Excel. [Ipu omnmcaHuM KOJMYECTBEHHBIX JAHHBIX HCIIOJIB30BAIUCh Me H
MHTEPKBApTUIILHBIN pazMax (25%—75%), kauecTBEeHHBIX MOKa3aTeliel — KoJaudecTna (n) u
JI0JIM; HE3aBUCHUMBbIE I'PYIIIBI CPAaBHUBAIUCH 10 kputeputo ManHa-Yuthu (U), 3aBUCUMBIE
— o kputeputo Bunkokcona (T).

PesyabTaTrsl m ux o0cy:xkaenme. AP Ttun HacnenoBanus mpenmnosioxkeH y 11/32
(34,4%) mammmenToB, AJl —y 21/32 (65,6%) (puc. 1).

HAP

Puc. 1 — Pacnipenenenue naiueHToB MO TUIIaM HacleqoBaHus, %o

Bo3spact ycranosnenus quaraosa rnpu AP Bapuante coctaBui 0 (0-0,5) net, mpu Al
—5(0-13) ner.

Ha MomeHT mepBuyHOrOo oOciemnoBanus Me ypOBHS CBHIBOPOTOYHOTO KPEaTHHHHA
(116,1 (81,2-240,7) mxmounb/n) u cyrounoro 6emnka moun (0,12 (0,05-0,20) r/cyt) nmpu AP
IIBII (rpynma 2) ObUIM CTAaTHUCTHUYECKH BbINIEC yKa3aHHbIX mokazatenel mpu AJ[ IIBII
(rpynma 1) (74,6 (62,8-92,2) mxmons/a u 0 (0-0,03) r/cyt coorBerctBeHHO) (U=52,0,
p=0,01 u U=32,0, p=0,02 cooTBeTCTBEHHO) (pHC. 2).
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Puc. 2 — YpoBeHb KpeaTHHUHA TP IEPBUYHOM OOpaIeHUH, MKMOJIb/T

Me pCK® nipu AP IIBII (rpynmna 2) cocrasuna 33,3 (21,0-58,2) mu/mun/1,73 M2, uto
sgaunMo Hwke pCK® mpu AJl IIBII (rpynma 1) (78,3 (70,4-93,0) mu/mun/1,73 m?)
(U=38,0, p=0,002) (puc. 3).
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Puc. 3 — Yposens pCK® npu nepsuanoM obpamennu, mia/Mun/1,73 M2

He ycranoBneno craructuyecku 3HauuMbix pasznuauiit Me OOII (mpaBas — 201,0
(102,2-253,0) cm®, nepas — 204,3 (108,9-334,0) cm®) i AP TIBIT u AJT TIBIT (107,8 (70,4—
150,1) em® 1 111,0 (89,3-170,7) cM® cooTBETCTBEHHO) Ha MOMEHT nepsoro Y31 MBC.

ApTtepuaiibHas TunepTeH3us 3apeructpuponana 'y 17/32 (53,1%) nauuenrtos, y 4/17
(23,5%) c AP IIbIIu y 13/17 (76,5%) ¢ A/l IIBII npu nepBuyHOM OOpalllEHUN.

VYcraHoBieHa Koppessius ypoBHsS CyTodHoro 0enka mouu, Al', kpeatunnna u pCK®
¢ obmmM o0beMoM JieBoit mouku (r=0,49, p=0,025; r=0,83, p=0,042; r=0,57, p=0,02 u r=-
0,83, p=0,04 cOOTBETCTBEHHO) U MAaKCUMAJILHBIMU pa3MepaMu KUCT rpaBoil nouku (r=0,89,
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p=0,041; r=0,65, p=0,04; r=0,77, p=0,022; r=-0,74, p<0,001 cOOTBETCTBEHHO) HAa MOMCHT
nepsoro Y31 MBC.

[Ipu cpaBHEeHMM ypOBHEW KpeaTWHHHA, cyTouyHoro Oenka mouu, pCK®, naHHbIX
CMAJl u mpoduns aprepuansHoro nasieHus, Y31 MBC Ha MOMEHT mepBHYHOTO
oOcneoBaHUsl U B JUHAMUKE CTATUCTUYECKHA 3HAYMMBIX Pa3jIU4Mil HE MOJIYYE€HO, YTO
CBHUJIETEIILCTBYET O CBOCBPEMEHHOW JMArHOCTMKE M  HA3HAYEHUU aJeKBaTHOM
AHTUTUIIEPTEH3UBHOW U PEHOIIPOTEKTUBHOMN TEPAITUHU.

BbIBOADI:

1. AP tun HacnenoBanus npeanosioxen y 11/32 (34,4%) nauuentos, AJl —y 21/32
(65,6%), MO3TOMY B HACTOSIIIEE BPEMsI CTOUT BOIIPOC O IEI€CO00Pa3HOCTU UCIIOIb30BAHUS
B aetckoii Hedponoruu mist AJl ITIBIT repmuna «I1BI1, Tvm B3pocibIxy.

2. Bozpact ycranosienus quarno3a npu AP IBIT coctasuin 0 (0-0,5) net, npu A/l —
5 (0-13) net, 9TO MOATBEP)KIACT HEOHO3HAYHOCTH MHCHHS O MaHU(ECTAIlMH B JCTCKOM
Bo3pacte Tosibko AP TIBII.

3. YpoBHM KpeaTMHHWHAa M CYTOYHOro Oeika Mo4yM 3Hauumo Bbime, pCKD
cratuctuuecku Hke 1t AP TIBII o cpasuenuto ¢ AJI T1BIT (U=52,0, p=0,01 u U=32,0,
p=0,02 COOTBETCTBEHHO).

4. Ilpu nepBuunoM oOcneaoBanuu Al 3apeructpupoBaHa y OonbimmHcTBa (17/32
(53,1%)) marmuentoB ¢ IIBII, cpemu xotopeix mpeobnamamu metu ¢ AJ] IIBII, uro
CBHUJETEIBCTBYET O IIporpeccupoBanuu He ToJbko AP, Ho u AJ] TIBII B neTckom Bo3pacTe.

5. M3mepenue OOII oGecrieunBaeT HenHBa3uBHBIA KOHTPOJIb [IBIl 1 MoOXkeT OBITH
MCIIOJIH30BAHO 7151 OIIEHKU A((HEKTUBHOCTH IPOBOIUMOI Teparuu
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