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TEHEHVE AYTOCOMHO-AOMWHAHTHOIO

N AYTOCOMHO-PELECCNBHOIO MOJINKNCTO3A MNOYEK
(ALMM W APMM), BbIABMEHHbBIX B MPEHATAJTbHOM,
HEOHATAJTbHOM W TPYAHOM MEPUOOAX Y OETEN

Kadenpa dakynsretckoit neanatpumn CaHkT-MNeTepbyprckro rocygapCTBEHHONO NeamaTpuyeckoro MeauumMHCKoro yHmeepcuteTta, CaHkT-
MeTepbypr, Poccusa

PED®EPAT

LIEJIb: oxapakTepn3oBaTb 0COOEHHOCTU TeYEeHUs ayTOCOMHO-AoMMHaHTHoro (AZMNM) M aytocomHo-peueccusHoro (APIMM)
NMOSIMKNCTO3a MOYeK, BbIBAEHHbLIX B NpeHaTasibHOM, HeoHaTalbHOM 1 rpyaHoM nepuopax. MALUMEHTBLI 1 METOAbI: AANM
nunarHocTuposaH y 28 n APIIMN -y 12 n3 40 peteit n nogpocTkoB. OueHeHbl AYHaMKMKa AnaMeTpa NoYeYHbIX KUCT (MM), 06Lero
obbema noyek (OO, cm3) no Y3U; nocTpoeHbl InHnm TpeHaa cpearnx OOI n anameTpa noyveyHbix KUCT. CKOPOCTb Kiybou-
KOBOW dunbTpaumm onpeaeneHa no popmyne Schwartz. népo3a neveHn BoisisnieH no Y3U, MPT, KT, 6uoncuun. PE3YJIbTATHI:
ALMM npeHaTanbHO 1 B TEHEHME NEPBOro rofa Xn3Hu sbiseneH B 19,1 %, APIMM - B 70,6 %. CtabunbHas apTepuanbHas runep-
TeH3us (AlN) yctaHosneHa npu AANNT ¢ «04eHb paHHUM BbisiBneHnem» B 7 % (y nogpocTtkos), npu APTIM - B 100 % (B BO3pacTe
no 3 net). AnameTp noyeyHblx KUCT yBenuymeaetcs npy ALMM. MoyeyHble KUCTbl MHOXECTBEHHbIe, IBYCTOPOHHME C poXae-
Hus npy APTMM, anameTtp kncT He HapacTtaeT. OOl yBennyeH npu poxaeHun y 3,6 % petert ¢ AAMM, y 100 % ¢ APIMI. JlnHns
TpeHaa cpeaHux OO npu AAMNT akcnoHeHUManbHoro xapakrepa, npy AP — nnHenHoro. BHenoye4yHoe pacnonoxeHue KUCT
anarHocTupoaHo npu ALMNM B 3,6 % (B anykax), npu APTMN B 67 % (B neveHn). PMbPO3 neveHn ¢ CUHAPOMOM MOpPTasibHOM
rmnepTeH3nn BoiBneH y aetein ¢ APIIM — B 33,3 %; BbINOMHEHO NUIMpPoOBaHME BeH nuuieBoaa. OCTpoe NoBpeXaeHne noyek
YCTaHOBNEHO Yy HOBOPOXAEHHbIX Nnpu AATM B 3,6 %, npwn APIIM B 33,3 %. JleTanbHbii ncxon, KOHCTaTMpoBaH y 3 (25 %) neten
npw APIM. B katamHese ncxon B XbMNC3y 2 pneteri c AAMNM ny 3 peteii ¢ APMMN, B XBMC4 y 1 pebenka ¢ APMIMN. 3AK/IIOYEHUVE:
nokasaHbl 0cobeHHocTn TeueHus AL 1 APIMM, BbiiBNEHHbIE B NpeHaTaslbHOM, HEOHATa/lbHOM W FPYAHOM Nepuoaax.

KnioueBble cnoBa: ayTOCOMHO-A0OMUHAHTHbIV NONMKNUCTO3 NOYEK, ayTOCOMHO-PELECCUBHBIA MOMNKNCTO3 NOYEK, AETU, Y3N-
METPUYECKNA 0OLLIMIA 0OBEM MOYEK
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ABSTRACT

THE AIM: to characterize the features of the course of autosomal dominant (ADPKD) and autosomal recessive (ARPKD) poly-
cystic kidney disease detected in the prenatal, neonatal and thoracic periods. PATIENTS AND METHODS: ADP was diagnosed
in 28 and ARPP in 12 of 40 children and adolescents. The dynamics of the diameter of renal cysts (mm), total kidney volume
(TKV, cm3) by ultrasound were evaluated; Constructed trend lines for average TKV and diameter of renal cysts. The glomerular
filtration rate is determined by the Schwartz formula. Liver fibrosis was detected by ultrasound / MRI / CT / biopsy. RESULTS:
ADPKD was detected prenatally and during the first year of life in 19.1 %, ARPKD in 70.6 %. Stable arterial hypertension was
diagnosed with an ADPKD with “very early detection” in 7 % (among adolescents), with ARPKD in 100 % (under 3 years of age).
The diameter of the renal cysts increases with ADPKD. Renal cysts are multiple, bilateral since birth with ARPKD, the diameter
of the cysts does not increase. TKV increased at birth in 3.6 % of children with ADPKD, in 100 % with ARPKD. The trend line of
average TKV with ADPKD is exponential, with ARPKD - linear. Extrarenal location of cysts was diagnosed with ADPKD in 3.6 %
(in the testes), with ARPKD in 67 % (in the liver). Liver fibrosis with portal hypertension syndrome was detected in children with
ARPKD in 33.3 %; performed ligation of the veins of the esophagus. Acute kidney damage was found in newborns with ADPKD
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in 3.6 %, with ARPKD in 33.3 %. Fatal outcome was ascertained in 3 (25 %) children with ARPKD. In the follow-up, the outcome
in HBPSB is in 2 children with ADPKD and 3 children with ARPP, in HBPS4 in 1 child with ARPKD. CONCLUSION: features of the
course of ADPKD and ARPKD revealed in the prenatal, neonatal and thoracic periods are shown.

Keywords: autosomal dominant polycystic kidney disease, autosomal recessive polycystic kidney disease, children, ultra-
sound total kidney volume
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BBEOEHUE

AxtyanpHOCTh mipoonembr AJIIIIT u APIIIT oby-
CIJIOBJICHA BO3PACTHBIMU OCOOCHHOCTSIMH BBISIBIICHHS
KHCT 1o pesynbrataMm Y3U B mpeHaTaJbHOM, HEOHA-
TaJbHOM U TPYAHOM IEPUOAAX, XaPAKTEPOM TCUCHHS
1 MCXO0Ja y JIeTeH U OAPOCTKOB.

Mo xnaccuduxanuun S.M. Bonsib (2009), Bce ciy-
yau quarHoctuku AJIIIII B neTckom Bo3pacTe OTHO-
catcs k «aerckoit popme A/IIII ¢ panHrM HavaroMm»
[1, 2]. B oTeuecTBeHHOI 1 3apyOeKHON TUTEpaType
st cnyvyaeB quarnoctuku A y nmereir B BO3-
pacte 10 18 mec ucnonb3yercs TepMUH «very early
onsety (aHIIL.: «OYEeHb paHHEE HAYaso0»), IPeaIoKeH-
HbIid A.Shamshirsaz (2005) [3]. B ta6m. 1 npeacras-

JeHbl auarHoctuueckue kpurepun AJIIT nns ne-
Telt n moapocTkoB u3 cemeit ¢ 50 % puckom AT,
a taxxke kpurepuu A (mymayus de novo) mns
JleTedl U3 ceMed C OTpULATEIbHBIM aHAMHE30M I10
AT [4-6].

B oTeuecTBeHHON M 3apyOeKHON JIMTEpaType MC-
nosnb3yeTcs cheayromas tepmudonorus AT u
APIIII (tabm. 2).

B cBsi3u ¢ BbIpakeHHON KIMHUYECKON KapTUHOU
1 TIOATBEpKIeHHEeM KucT nipu Y3U Hambomee gacto
B MIPEHATATbHOM, HEOHATAIBHOM H TPYIHOM IEpHO-
nmax BeIABILIIOT APIII, Tak Ha3sIBaCMBIM «IECTCKUM
THID» TOMMKHCTO3a mouek Q61.1 [2, 10-16]. Hepen-
ko AJIIIII, mnau Tak Ha3bIBAa€MbIN «B3POCIHBINA THII

Tabnuua 1/ Table 1

Kputepumn Y3U-gnarHoctuku ALAMNM y aeteit n noapocTkoB [4-6]
Ultrasound diagnostic criteria ADPKD in children and adolescents [4-6]

BospacT BbisBneHus no- | Kputepuin anarHoctmkm AAMNM
YeyHblx kuct no Y3U

0-15 net

eb6eHok 13 cembu ¢ 50 % puckom AL
KUCTbI B NOYKaX (Oaxe npun okannsaumm B OOHOM NOYKe)

KUCTbI 1 6onee B noykax (,u,a)Ke npu nokann3aunn B ofHoM I'IO‘-IKe)

Crapue 3 net

obbema noyex

1)p
2)2
15-18 net 1) pebeHok n3 cembin ¢ 50 % puckom ALMMN
2)3
1)

pebeHoK N3 CeMbM C OTpULLATENIbHbIM aHaMHe3om no AN
2) cymmapHo 6onee 5 KUCT B noykax (MUHUMYM OfHa U3 HUX Gonee 1 CM B AnameTpe) 1 yBeNnu4eHne

3) UCKIIOYEHbI APYrMe KUCTO3HbIe 3ab60neBaHNs NoYek

Tabnuua 2 / Table 2

TepMUHONOrMs ayToCOMHO-40MUHAHTHOIO U ayTOCOMHO-PELLeCCUBHOI 0O
nonukucrto3a nouek [1-3, 7-9]

Terminology of autosomal dominant and autosomal recessive polycystic
kidney disease [1-3, 7-9]

B 3apybexHoin nutepatype

B oTeuvecTBeHHOM nuTepaType

Autosomal dominant polycystic kidney disease | [TONMKNCTO3 NOYEK C ayTOCOMHO-AOMUHAHTHBIM TUNOM HacnenoBaHUs

(ADPKD)

(ayTOCOMHO-A0MUHAHTHbBI NOANKMCTO3 noyek, ALTM)

ADPKD classic adult form /
ADPKD early onset childhood form

AOINM knaccuyeckaa B3pocnas dopma /
AONNM getckas popma C paHHUM Ha4asioM

«Very Early Onset» (VEO) ADPKD

AT, o4eHb paHHee Havano

«non Very Early Onset» (non-VEO) ADPKD

AN, 6e3 o4eHb paHHero Havana

Autosomal recessive polycystic kidney disease | [TONMKNCTO3 NOYEK C ayTOCOMHO-PELECCUBHBIM TUNOM HacnenoBaHus

(ARPKD)

(ayTOCOMHO-peLeCcCUBHbIN NONNKMCTO3 noyek, APTII)

ARPKD classic in neonates and infants /ARPKD child- | Knaccuyeckuii APy HOBOPOXAEHHBIX 1 AeTEN rpyaHOro Bo3pacTa /eTckuii

hood with hepatic fibrosis

APIM ¢ dnbpo3om neveHn
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MOJIMKUCTO3a movek Q61.2, moATBepKAAIOT y IeTei
y)ke B HEOHATaJbHOM W TpyIHOM mepuomax [17],
BCTPEYAIOTCS ClIy4and TpEeHaTaJbHOW IUAarHOCTHUKHU
o pesynsraram Y3U [18, 19]. B aureparype omu-
can ciydaii quarnoctuku A/JIIIII y mmoma Ha 13-if
unenene recranuu [18]. [IpeHaranbHas TUarHoCTHKA
metogoMm JIHK-ananu3a BOpcHMH XOpHMOHA MOMOTaeT
YTOUHUTH BEPOATHOCTD POXKACHUS peOCHKA C HACIIE-
CTBEHHBIM BapMaHTOM KHCTO3a mouek [10].

V nereit ¢ AAIIIT u APIIII BBISBISIOTCS KHUCTO3
JIPyTUX OPraHoB (MEeYeHH, MOPKETYI0UHON JKeJIe3bl,
CeJIe3eHKH, TUMYCa, IIUTOBUIHON KeJe3bl), COMyT-
CTBYIOIIasi MATOJIOTUSI OPTaHOB MOYEBOH CHCTEMBI,
3penus, cimyxa, LIHC, cepmama, nerkux, pa3BUTHE
octporo nospexaenus moudex (OI1IT), nepporennoit
Al CIII' ¢ ¢pubpo3oM meueHu U KPOBOTECUEHHUAMHU
13 BapUKO3HO-PACIIMPEHHBIX BEH MHIIEBOJA U Ke-
JyZlKa, PECHUpPATOPHOTO IUCTPECC-CUHIPOMA, YTO
orpenessieT TSHKEeCTb U ucxop 3aboneBanus. B psane
CIIy4aeB MPHU POXKICHUH Y JETe ¢ KUCTO3aMU MOYEK
ormevarot cunipoM [orrepa (POTTER — Pulmonary
hypoplasia, Oligohydramnios, Twisted face, Twisted
skin, Extremity defects, Renal failure), kotopsiii hop-
MHUpPYETCsI B CBSI3U € KOMITPeCCHE Ha IUIOJ U3-3a I10-
yeyHoro ManioBoaus. @enorun [loTTepa BkIOYaeT
tunuaHoe juno IloTrepa (HU3KOMOCAKEHHBIE YIIH,
peTpOTHATHSI, aCHMMETPHS JINIA), HATHYHUEe TUIIOTJIa-
3UM JIETKHUX, Ae(POpMalui KOHEYHOCTEH, MOPIIUHH-
CTOM U JpsIOION KOXKU, TTOUYCYHON HETOCTaTOYHOCTH
[2, 16,17, 20].

[Ipu xucTo3ax 00enx Mmovek, COMPOBONKAAIOIITUXCS
00pa3oBaHNEM MHOKECTBEHHBIX KHCT, (hOpMHpYeETCS
xpoHunueckas 0one3ns mouek (XbII), koTopas nmeer
cymecTtBeHnble pazimuuus npu A/ u APIIII mo
CKOPOCTH IPOrPECCHPOBAaHMS B JIETCKOM BO3pacTe.
CymiecTByeT MHEHHE, YTO CKOPOCTH MPOTPECCUPOBA-
Husa XbII y neteil 3aBUCUT OT BO3pacTa IIEPBOTO BbI-
SIBIICHUS KUCT B moukax [3, 7]. [Ipu AAIIII u APIIII

Tabnuua 3 / Table 3
Knaccudukaumsa KMcTo3Hbix 3aboneBaHni
noyek y nsioga (Avni FE.et al., 2006) [8]
Classification of cystic diseases of the kidney
in the fetus (Avni FE. et al, 2006) [8]

APMMN

AQMNn

[omMepynokncTosHas 601e3Hb NodYek
MegnynnspHas KMCTO3Has OAMCriasns, acco-
LMMpoBaHHas C CUHAPOMaMu

Auncnna3uvs noyek

MynbTUKMCTO3HAasA ANCNNasus noykn
OBCTPYKTUBHASA KNCTO3HAs AMCMNIa3ns
HereHeTnyeckme HegmMcnnacTU4Yeckme KNCThbl
lMpocTas kmucTta

MynbTunokynapHas kmcrta

MepynnspHas rybyaTas noyka

leHeTnyeckne
3abosieBaHMs

HereHneTtunye-
ckue 3abone-
BaHUSA

bopMupyIOTCS KaHaJblIeBble (TYOYJSIpHBIC) KHCTHI.
ITpu AJIIIIT kucThI pa3BUBarOTCS U3 JFOO0M YacTH Ka-
HaJblIa, OTJEISISICh, TEPSIOT CBA3h C He(PpOHOM, TIpU
APIIIT KuCTBI IPEICTABIISAIOT COOO0H pacIImpeHne co-
OuparenpHBIX TPyOOK. TakuM 06pazom, mepBhIe KITU-
HUYecKre cuMIToMbl pasnudusl mpu AJIIIIT u APTIIT
M 3aBUCAT OT JIOKAIM3AlUA KHUCTO3HO-U3MEHEHHOTO
ornena kaHanbla. IIporpeccupoBanune XbBII mpu
AJTIIIT u APIIIT oOBsICHSAETCSI POCTOM KHCT H/HMIIH
YBEJIIMYEHHEM UX KOJIMYECTBA, HApaCTaHHEM CTEeTIeHU
WIIEMUHN U CKJIEPO3a MapEeHXUMBI.

Cpenu 6oiee 20 kiaccu(pUKaIyi KUCTO30B IOYEK
knaccudpukanust F.E.Avni (2006) cocrapieHa 1o xu-
CTO3HBIM 3200JICBaHUAM TOYCK Y T1oaa (Tadim. 3) [8].

Lenb: oxapakTepu30BaTh 0COOCHHOCTH TCUCHUS
AJITIIT u APIIII, BBIIBICHHBIX B IpEHATAIbLHOM,
HEOHATAJILHOM U TPYIHOM TepHojax y JAeTeu.

NMAUMEHTbI U METOAbI

B nccnenosanue BriroueHs! 40 gereit u moxpocrt-
KOB C HambOojiee YacThIMU HACJIEICTBEHHBIMH BapH-
aHTaMH TOJIMKUCTO3HON Oone3nu mouek (AT,
APIIIT) nns BBIICHEHUS OCOOCHHOCTEH BBISBICHUS
o Y3U, teuenns u ucxona. Kpurepuem BKITIOUEHUS
MAI[eHTOB B HCCJIEIOBaHNE SIBIISIACH JIUArHOCTHKA
MOYEeYHBIX KUCT 110 Y3 mpeHaTaibHO WK B TEUCHHE
MIEPBOTO Irofia KU3HU.

B cBs3u ¢ TeM, YTO MOJEKYISIPHO-TEHETUYECKHIA
METOJI AMArHOCTUKN KUCTO30B MOYEK OCTAETCS MaJIo-
JIOCTYIHBIM METOJIOM TOATBEPKICHHS IHUarHosa, B
OOJIBIIMHCTBE CIy4YaeB AUArHO3 y JeTel ¢ poXKAeHUS
o 1 roma ycraHaBiIMBalOT Ha OCHOBAaHUM KIMHHUYE-
CKHX KpuTepues [2, 4, 5,7, 8, 16].

Kpumepusmu ouaenocmuxu AJIIIl cantanu: Ha-
nugue 2 KUCT U 0ojiee B MApeHXUME 00CHX MOYeK (C
OTHOCTOPOHHEW WM JBYCTOPOHHEH JIOKATH3aIueii)
npu Hamuuanu 50 % pucka AL B cembe (AJIIIT
Yy POJACTBEHHHUKOB | cTenmeHu pojacTBa — OTell, MaTb,
cuOCBI, TU3UTOTHBIE ONMM3HEIbI); HehpoMeraius Imo
Y3U/MPT/KT.

Kpumepusmu ouaenocmuxu APIIII cauranu: Ha-
JMYUEe MHOXECTBEHHBIX AH((Y3HBIX KUCT B MapeH-
XuMe 00enx MoveK; BrIpaskeHHast Hepomeranus, ru-
MEPIXOTEHHOCTh, OTCYTCTBUE KOPTUKO-MENYUIAPHON
TUQQEPCHIUPOBKN TAPCHXUMbBI C POXKICHHS 10
Y3U/KT/MPT; comyTtcTBytoliee nmopaxkeHHe MeueHu
(BpoXxIeHHBIH (prOPO3 W/WIIM TIOIMKKCTO3 MCYCHN);
OTCYTCTBHME KHCTO30B MOYEK W IEYEHU Y POoAUTENen
crapuie 30 JseT; HaJW4He MOATBEPKAECHHOTO MpHU
MOJIEKYJISIPHO-T€HETHYECKOM HCCIIEIOBAaHUHN WITH ay-
toricun APIII y cuOCOB/AM3UTOTHBIX OJIM3HELIOB.

C yd4eroM MONATBEPKIACHHOTO IOJMKHUCTO3a IIO-
YeK, BBISIBIEHHOTO B MpeHaTajIbHOM, HEOHATAILHOM
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Y TPYAHOM IMEPHOJIaX, BBIJENEHBI 2 TPYIIIbI MallueH-
TOB: 28 jmeTelt U IOAPOCTKOB B Bo3pacte oT 6 Mec 70
18 et ¢ AJAIIII (1-1 rpynma); 12 neteit B Bo3pacte ¢
poxnenus 1o 14 net ¢ APIIII (2-s rpynma).

3a mepuos HaOIIONCHUS POBEICHA OIICHKA JTIHA-
MHKH 00111ero o0bema mouek (mo Y3U). O6bem mo-
4ek (cM*) BeIUMCICH 1o Gopmylnie (JUIMHA, CM X IIH-
puHa, cM X TommuHa, cM X 0,52) [21]. O6muii (cym-
MapHbiii) 00beM nouek (OOIT) (¢ manpunk, *eBou-
Ka) TIOJIYYeH CIOKCHHEM OOBEMOB IMPaBOil U JIEBOM
mouek. OOII cpaBHUBAIM A KKIOTO TAIlMEHTa C
HOpMaMH 110 pocty u oy (Tpedunos A.A. 1 coaBr.,
2011) [22]. Ha kaxaoM rpaduke TOHKHMU JTHHUASMH
BBIJICJICH IMana30H HOPMAJIbHBIX 3HAYEHUH (CIUIOII-
HbI€ JJMHUU — TUANa30H HOPMBI JUTsI MaJIBYUKOB, ITyH-
KTHPHBIC IMHUU — JJIs IeBoueK). C HCIOMb30BaHUEM
AJIEKTPOHHBIX Tabiuil nporpaMmmel Excel moctpoens
rpaduku, orpaxarontre quaamuky OOIT (em?). C me-
JIbI0 TIOBBIIICHUSI CTETIEHW HANIATHOCTH XapakTepa
mmererns: OOII B 3aBUCHMOCTH OT U3MEHEHUS PO-
CTa MauueHToB 1-if U 2-i TpyNIbl BBICTPOEHBI JIUHUU
Tpenaa 3HaueHuit cpeaueit OOII (ckupHas crutonTHas
JIUHMYS).

V nmamuenrtoB ¢ AJIIIIT u APIIII onenena auHa-
MHKa pOCTa MaKCHMaJbHOW IO JAMAaMETPy KHCTHI,
OTIMCaHHOMU 10 pe3yisraraM Y3U. 3Hadenus quame-
Tpa MakcuMaiabHOH KucTsl (IMK, MM) o Y3U B 1-i
1 2-ii TpyIie 3aHeceHbl B TaOIUIy B COOTBETCTBUU
C BO3pacToM ManueHTa. Ha ocHOBaHMM TONyYeH-
HBIX B JMHAMUKE PE3ylbTaToOB, C HCIIOIb30BAHHEM
JIEKTPOHHBIX Tabiui nporpamMmel Excel moctpoens
rpaduKy, 1EMOHCTPHUPYIOIINE XapaKkTep U3MEHEHHUs
aMK B moukax (Mm) mipu AT u APIIIL. Ilomyye-
HbI 3Ha4eHus cpeaneit IMK (MM) y manuenTos 1-if u
2-1i TPYTIIBI IO BO3pacTy. BbICTpOeHbI TMHUH TpeH 1A
cpenueit IMK (KupHas CIUTONIHAS JTUHUS) B 3aBUCH-
MOCTH OT U3MEHEHHs BO3pacTa MaluueHToB 1-i u 2-i
IPYIIIBL.

Jetsim mpoBenieHbl OlleHKa (YHKIIMU TTOYEK, pac-
4eT CKopocTH KiyboukoBor (pumbrpammu (CKD) mo
dhopmyne Schwartz, crparudukanus craguii XBI1 mo
kputepusim NKF-K/DOQI (2003) [23].

Hanwuwme KucT B moykax M Ipyrux opraHax olie-
HUBaNOCh NO pesynbraram Y3/ MPT/ KT. ®ubpo3
[EYCHH MOJATBEPIKAAIMU 10 pe3yibraram Y3/ MPT/
KT u ounoncun meuenu. [lokazaHust K MpOBEICHHUIO
JUTUPOBAHUS BEH MUIIIEBO/IA OMPEIEIIAIIH 110 PE3Yib-
tatam 330¢aroractpoayoneHockonuu (JIJ]C).

Hetsm o 10 ner peructpanust AJl mpoBoauiiach
ayckynbTaruBHbIM MeTozoM (Koporkos H.C., 1905),
crapire 10 et — 1mo pe3yapraraM CyTOYHOTO MOHHTO-
pupoBanus AJl (CMAJ). YUuThIBaIUCh pPe3yabTaThl
CaMOCTOSITETIbHOTO KOHTposis A/l B TeueHHe CyTOK
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(CKAN). AT y neteit cuntanu nossimenue AJl, CAJL
w/umn J1AJ] Boime 95-ro mepueHTu s 11 KOHKPeT-
HOTO BO3pacTa, moja u pocta (AnekcanapoB A.A. u
coaBT., 2009). ITo CMA/] oleHHBaJIN CpEIHECYTOU-
Hyto BennuuHy A/l 3a cyTku, BapumabenbHOCTh A/l,
Harpy3Kky BpemeHeM, cyrounsiid put™M CAJl u JA/L.

PE3YJIbTATbI

Ocobennocmu meuvenus AL, evisisnennozo 6
NPeHamanbHOM, HEOHAMANLHOM U 2PYOHOM NEPUOOax
y 0emeil u NOOpocmKos 8 sozpacme om 6 mec 0o 18
qnem (1-s epynna)

W3 147 nereit m mompoctkoB ¢ AII y 28
(19,1 %) KuCTBI B MOYKAxX BBISBIECHBI BHYTPUYTPOO-
HO, TIPY POKACHUM WM HA TIEPBOM Tofly *KH3HU. U3
147 nereit m mogpoctkoB ¢ ATy 10 (6,8 %) kucTbI
B MOYKaX BBISIBIEHBI IpeHaTansHo, y 12 (8,2%) — B
nepuoze HoBopoxaeHHoCcTH, ¥ 6 (4,1 %) — B Bo3pac-
Te 1-12 mec. OTAromEeHHbI cEMEHHBIA aHAMHES3 110
AJIIIT u3BecTteH BceM 28 CEMBbSM JO BBISBICHUS
AN y nereit. Takum ob6pazom, Bce netu 1-if rpymn-
el uMenu «very early onsety (VEO) AZIIIII cornac-
HO TEPMHHOJIOTHH, MpeaaokeHHOH A. Shamshirsaz
(2005).

N3 28 neteit y 6 (21 %) nmpu niepBOM BBISIBICHUU
KHCTBHI OOHApPYKEHBI B OTHOH TIOYKE (ACHMMETPUIHOE
BbIsiBIIeHNE), Y 4 (14 %) — BBIABICHBI IByCTOPOHHUE
€/IMHUYHBIC KHCTHI.

Ha puc. 1 orpakeHpl 3HaYCHUS MaKCHUMaJbHBIX
M0 TUaMEeTpy MOYEUHBIX KHCT (110 pesyisratam ¥Y31)
y 28 nmereit u moapoctkoB ¢ A/IIIII, BEISIBICHHBIM B
MIpEeHaTaJIbHOM, HEOHATAJIbHOM M TPYIHOM eprojax.
Ha ocHOBaHuM NOJy4EHHBIX cpeaHuX Beanuud 1MK
(MM) 71T KQXKIOTO BO3pAacTa OTCIICIKEH XapakTep UX
M3MEHEHHs B 3aBHUCHMOCTH OT BO3pacTa IMalueHTa ¢
AT (cm. puc. 1).

Kpusas tpenna ysennuenus 1MK umeer xapak-
Tep SKCIIOHEHIIMAJIBHOTO pPacIHpeesieHus] U JEeMOH-
CTpUpPYeT XapakTep JUHAMUKH YBEIHUYCHHS TPH
AJIIIII B meTckoM BO3pacTe.

N3 28 nmereit M MOAPOCTKOB y 7 BBISIBJICH IIHIC-
JTOHEPPUT, U3 HUX y 2 — BPOXKICHHAS IATOJOTHS
MOYeBBIX TyTei (y 1 — OZHOCTOpOHHEE YIBOEHHE
MOYeTOYHHWKa, ¥ 1 — ruaponedpos). ¥ 1 pebenka B
Bo3pacte 3,5 neT BhIABIEHA KpymHas kucra (6 cm),
neGopMuUpyroIas KOHTYp MOYKH, BBI3bIBaIONIas 00-
JIEBOW CHHJIPOM, B CBSI3U C YeM IPOBEICHO €e Jiama-
POCKOTIMYECKOE NCCEUEHHE.

B 1-ii rpynmne, no pesyasraram Y3U/KT/MPT, y
27 netel U MOAPOCTKOB 3a Mepuoj HAOMIOACHUS HE
BBISIBIICHBI KHCTBI B JIPYTUX TapCHXUMATO3HBIX Op-
raax, y 1 (3,6 %) — B 6 mec npu Y3U amarnoctu-
pOBaHbI KUCTHI 000X sinuek. [TonukucTos u hudpos
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Puc. 1. YBenuyeHne mak-
cuMasnbHOro gnamMeTpa no-
YeYHbIX KUCT Mo pe3ynsraTam
Y3W'y 28 peteit n nogpocT-
koB ¢ AZIMM, BbIABNIEHHbLIM B
npeHartanbHOM, HeoHaTasb-
HOM W rpygHOM nepunopax
(NMMHWS TpeHaa OUHaAMUKK
pocTa gnameTpa mMakcu-
MaJibHbIX MOYEYHbIX KUCT
3KCMOHEHLMaNbLHOro TMna).
Figure 1. Increasing the maxi-
mum diameter of renal cysts
according to the results of
USin 28 children and adoles-
cents with ADPKD, identified
prenatally, in the neonatal
and infancy (trend line the
growth dynamics of the maxi-
mum diameter of the renal
cysts of exponential type).
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Puc. 2. O6wuii 06bem no-
yek (cm®) no pesynbratam
YyNbTPa3BYKOBOIrO UCCEN0-
BaHWsa y 28 oeTen nnogpocT-
* koB ¢ AA[M, BbIABNIEHHbLIM B
npeHaTanbHOM, HeOHaTas b-
HOM W FPyAHOM nepuoaax
(NMMHMSA TpeHaa SKCMOHEH-
umanbHOro Tmna).

Figure 2. Total kidney volume
(sm?®) according to the results
of ultrasound examination in
28 children and adolescents
with ADPKD, identified pre-
natally, in the neonatal and
infancy (trend line of expo-
nential type)
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neaenu, CIII' y nereit u monpoctkos ¢ A/IIIII 3a me-
pHo HaOIIOIEHHST HE OTMEUEH.

Wurtencussbii poct OOII sBiseTcst Kputepuem
HebnmaronpusTHOro nporuo3a npu A/ 13 28 ne-
Teit u moapocTkoB ¢ AT y 16 (57 %) mannenToB
¢ AJITII ycranosneno ysennuenue OOIL. Briepseie
yBenmaenne OOII ormeueno mo Y3U —y 1 (3,6 %)
nipu poxxaeann, y 2 (7,1 %) —8 1 mec, y 3 (10,7 %) —c¢
1 mec no 1 rona, y2 (7,1 %)—c 1 noSner,y2 (7,1 %)
—c¢ 5 go 10 net, y 3 (10,7%) — ¢ 10 go 15 net, y 3
(10,7 %) — crapmie 15met. Ha puc. 2, oTMeueHbI TTOKa-
sarenu OOIT (cm?®) y meBouek u ManbaukoB ¢ AJITTIT

Jlnuna tena/Poct (cm)

B 3aBHCHUMOCTH OT pocta. [lo pe3ymbraram cpemHux
3HAYEHUH B rpynmnax JeTeil OHOro pocTa BICTPOCHA
JUHUS TPeHAa CpelHeH, JeMOHCTPUPYIOIas Xapak-
tep yBenmyenns OOII B 3aBucuMocTu OT pocTta Je-
ter u moapoctkoB ¢ AJIII. CrnemyeT oTMETUTH, YTO
KpHBasi TPEH/Ia IMEET XapaKTep IKCIIOHEHIMATIBHOTO
pacrpenieneHts, YTo CBUAETEIbCTBYET O HENPephIB-
HOM U TIPOTPECCHUPYIOIIEM C POCTOM MAIMeHTa yBe-
nugeranu OOIL.

B oxnom ciyuae 3nadenue OOII, koTopoe oka3za-
JIOCh HW)KE HOPMBI JIISl CYMMapHOTO 00beMa MoYeK
(puc. 2), sBisieTcs pe3ylbTaroM o0beMa eTUHCTBEH-
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Puc. 3. YBennyeHue mak-
CYMasnbHOro gMametpa no-
YeYHbIX KUCT Mo pe3ysikTatam
Y3Wy 12 petein c AP, BbI-
SIBJIEHHbIM B MpeHaTasibHOM,
HeoHaTasbHOM U FPyAHOM
nepvuoaax.

Figure 3. Increasing the max-
imum diameter of renal cysts
according to the results of US
in 12 children with ARPKD,
identified prenatally, in the
neonatal and infancy.
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HOM (BclencTBre HE(QPIKTOMUHM KOHTpalaTepaibHOM
Ha MEPBOM ToAy >KM3HM) MOYKH Yy Majbuuka 13 jer.
O0beM enMHCTBEHHOH MOYKH Y 3TOTO MAlUEeHTa Tpe-
BBIIIIAET HOPMY, YTO TOBOPUT O Pa3BUTHH KOMIIEHCaA-
TOPHOH (BUKapHOi) runieprpoduu B Bo3pacte 13 net.
[IpenaransHo no Y3 BBISBIEHBI U TIOCIE POXKACHUS
y Majb4MKa MOATBEP)KJIEHbl MHO)KECTBEHHBIE KHUCTBI
B OZHOHM MOYKE C PE3KUM 3aMeJJICHHEM BBIBEIECHUS
KOHTpacTa KHCTO3HOW MOYKOM MO pe3ysbTaraM BHY-
TpuBeHHOH yporpaduu. [To pesynasraram obcaenoBa-
HUS IO MECTY KHUTEIbCTBA JUArHo3 TPAKTOBAJICS Kak
«MyNBTHKUCTO3 TOYKM», B CBSI3M C YEM IpOBEJeHa
OZHOCTOPOHHSISI HEPPIKTOMHUS HA IEPBOM TOIY KH3-
Hu. CniycTtd 4 roaa, B Bo3pacte 5 JIeT y JaHHOT'o Maly-
€HTa BBIBJIECHBI KHCThI B €IMHCTBEHHOH (BCIEICTBIE
He(PIKTOMHUH) MOYKE U MOATBEPIKICH MOJUKHCTO3
MOYeK y poicTBeHHHKA (Oalymika 48 ner). JlanHbIi
KJIIMHUYECKUH cllydail TEMOHCTPUPYET aCUMMETpUY-
HO€ BbIsBIIeHUE MoyeyHbIX kuctT npu AJIIII B rpya-
HOM Bo3pacTe y pebeHka u3 cembr ¢ 50 % puckom
3a00IeBaHMsI U yKa3blBaeT Ha BaxkHocTh Y3 nawma-
THOCTHKH POJCTBEHHHUKOB, OCOOCHHO IMPH acHMMe-
TPUYHOM BBISIBJICHUH KUCT y IPOOaH/a U OTCYTCTBUH
kucT o Y3U B moukax v neyeHu y poauTesneil Moso-
xe 30 eT Ha MOMEHT 0OCIieIOBaHUsl, MUHUMYM B 3
MTOKOJIEHUSX.

N3 28 nereii u mogpocTkoB 1-i rpynmer y 5 (18 %)
BoIsiBeHa Al U3 Hux y 1 — cpasy npu poxjeHuu, y
1 — B Bo3pacte 3 net, y 1 — B 9 5iet, y 2 — B Bo3pacre
crapuie 10 net. CradbunbHast A"y 2 (7 %) moxpoct-
koB—B 13 1 17 ner.

W3 28 pereit 1-i rpynmet y 1 (3,6 %) xoHCTaTH-
posano pazsurtue OIIII npu poxaeHnn ¢ BOCCTaHOB-
JieHneM (QYHKIMU TOYEK B pe3ysbTaTe MPOBOAMMOM

82

T T 1
10 12 14
Bospact (rozsr)

KOHCEpBaTUBHOW KOPPEKIMH HapylleHHs (YHKIUH
MOYeK.

Y 26 (93 %) u3 28 nmereit ¢ A/l B katamue3e
muarnoctupoaHa XBIIC1. Hapymenune ¢yHkumun
nouek y 2 (7%) u3 28 nererr ¢ AL y 1 — mo-
cie nepenecenHoro OIIII B Bo3pacTe 2 jer ucxon B
XBIIC3 (CK® no hopmyne Schwartz 43 mi/mus) k 3
rogaM, y 1 (c eTMHCTBEHHOM MOYKOM BCIEICTBUE He-
¢bpakromun) — popmupoBanue XbIIC3 (CKD 52 mn/
MuH) K 10 rogam.

Ocobennocmu mevenus AP, evisgnennoco 6
NpeHamanbHoM, HeOHamanbHOM U 2pYOHOM Nepuo-
Odax y demeii 8 8o3pacme ¢ podxcoeHusi 0o 14 nem (2-s
epynna)

W3 17 peteit ¢ APIIIL, y 12 (70,6 %) KUCTHI B IOY-
KaX BBISIBICHBI BHYTPUYTPOOHO, IPHU POXKICHUH HIIH
Ha nepBoM rony ku3Hu. M3 17 nereit ¢ APIII y 8
(47,1 %) xucthl B moukax BblsiBJIeHbI 10 Y3 mpeHa-
TanbHO, y 1 (5,9 %) — B mepno HOBOPOXKAEHHOCTH, Y
3 (17,6 %) — ipu pO’KACHUH BBISIBICHBI TUTIEPIXOTCH-
HOCTh MAapEHXHMMBI MOYEK, TernaroMeranus 1 Hedpo-
Meranusi, B Bozpacte 1—12 Mec oOHapyKeHBI KUCTBI
B noukax. CormacHo kiraccuduranun S.M.Bonsib
(2009), u3 12 nereii y 9 (75 %) — «kinaccuueckui
APIIIT y HOBOpPOXKJIEHHBIX U TPYIHBIX JeTei», y 3
(25 %) — «nerckmii APIIII ¢ pubpo3om neuenu». Bo
BCEX CEMbSAX 2-i TPyNIbl MpH 00CIeIOBAaHUU POJ-
CTBEHHMKOB B 3 MOKOJIEHUSX KUCT B MTOYKaX, MEUEHU
U IPYT'HX OpraHax He BBIABICHO.

VY Bcex gerell Mpu NEPBOM BBISIBIEHUH KHUCTHI B
MOYKaX MHOXKECTBEHHBIC, TU(Qy3HBIC, JABYCTOPOH-
Hue. [Ipu Y3U-koHTpone oTMeueH He3HAUYUTEIbHBIN
POCT MOYEYHBIX KHCT, OHAKO 32 TIEPHOJ HAOTIOACHUS
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TaTam yJibTPasBykoBOro
vnccneposaHua y 12 pe-
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Figure 4. Total kidney
volume (sm?) according
to the results of ultra-
sound examination in
12 children with ARPKD,
identified prenatally, in
the neonatal and infancy
(linear trend line).
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y 12 nereii ¢ panneit nuarnoctuxoit APIII nnametp
kuct He npesbiciil 10 MM. Ha puc. 3 orpaxenst tIMK
[0 pe3ylbTaTaM YJAbTPa3ByKOBOTO MCCJIEJOBAHUS Y
12 nereit ¢ APIIIL, BBISBIEHHBIM B MpEHATAIHHOM,
HEOHATAJIbHOM U TPYIHOM IE€pHOIaX.

Puc. 3 nemoHCTpHUpYyeT OCOOEHHOCTH TUHAMUKH
n1MK mpu APIIII B nerckoM Bo3pacte. Pacmpenerne-
nue 3HadeHuit IMK npu APIIII B neTckom Bo3pacte
XapakTepr3yeT OTCYTCTBHE 3HAYMMON JUHAMUKH H3-
menenust MK 3a nepuos HaGmoneHus.

W3 12 nereii 2-if rpynmnsl y 12 npeHatagbHO 1O
pesynsratam Y3U oTMeueHO yBelnn4YeHHe OKpPY>KHO-
CTH XHBOTa, y 10 — manmoBogaue. [locne poxaenus y
12 HOBOPOXJEHHBIX 2-U TPyMIbl yBEIUYEH 00BEM
JKHBOTA BCIIEICTBHE HepOMerainy, TernaToMerainy.
Ha puc. 4 ormeuens okasarenn OOIT (em®) y neBo-
yek 1 ManpankoB ¢ APIIII B 3aBucuMoCTH OT pocra.
Yxe nipu poxknenuu OOII y Bcex nmereit ¢ APIIII B
2 pa3a u 0osee MPeBbIIACT HOPMY U MPOTPECCHBHO
YBEIMYMUBACTCS B paHHEM Bo3pacte (cM. puc. 4). Ilo-
myuensl 3Hadenus cpeaneit OOIl y nmereit ¢ APIIIL
Kpusas tpennma cpemneit OOIT (cm®) mpu APIIIT y
JIeTe! UMEET JIMHEHHBIN XapaKkTep ¢ POXKICHHUS.

N3 10 nmereit 2-if rpymiibl, NEpeXUBIINX HEOHA-
TaJbHBINA Tepuoa, passurue Al ycraHoBieHo y 9
(100%) mpu «xmaccuueckom APIIID» B Bo3pacrte

T 1
110-119 120-129 130-139 140-149

Jnuna tena/Pocrt (cm)

3,5¢1,1 mec uy 1 (33,3 %) — npu «gerckom APIIII
¢ pubpo3om neuenn» B 3 roga. Y 10 gereit ¢ APIII
JIMarHocTupoBaHa crabuibHas AT ¢ 0CIOKHEHUSIME
(runepreH3nOHHAs AHTHOMNATHA CETYaTKH M THUIep-
Tpousl MUOKap/Ia JIEBOTO KETY0UKa).

Kuctel B meuenu BeisiBIeHB ¥ 8 (67 %) u3 12 me-
tert ¢ APIIII. 13 9 nereii ¢ «xknaccuueckum APIIIT»
y 2 KUCTBI B II€YE€HHU BBIABIEHBI 0 Y 3U 1 moaTBepx-
nenbl 1o MPT/KT, y 3 — monMKKCTO3 IEYeHu Jua-
THOCTHPOBaH Tipu aytorncuu. ®udpos meuenu u CIIT
ormeueH y 4 (33,3 %) u3 12 nereit ¢ APIIII, u3 Hux
y 1 — ¢ «kmaccuueckum APIII» u y 3 — ¢ «ierckum
APIIII ¢ pubposzom neuenn». [To pesynsraram SIJC
gerBepsIM AeTaM ¢ CIII' BbIoJHEHO JIMTHpOBaHUE
BapHUKO3HO-PACIIMPEHHBIX BEH MUIIEBO/IA.

VY 1 u3 12 noBopoxnaenusix APIIII couerancs c
rHAPOHEe(YPO30M MOYKH. XPOHWYECKHU MHEToHEe]-
PUT AMarHOCTUPOBaH B Bo3pacte 6—12 mecy 8 u3 10
neteii ¢ APIIIL. ITpu APIIII Ha nepBOM rofy KM3HH Y
7 neTeil BbIsIBIEHA HE3HAYUTEINIbHAS IPOTEUHYPUEH, Y
4 — MUKpOTEeMaTypHusl.

N3 12 y 4 (33,3 %) HOBOPOXKACHHBIX C KJIACCHYE-
ckuM APIIIT ycranoBneno paszsurue OIIII, u3 Hux y
3 — ¢ MCXOJIOM B TEPMHUHAIBHYIO ypemuio. JleTannb-
HBIH HMCXO/ KOHCTatupoBaH y 3 (25%) nereit 2-it
TPYMIIbI, U3 HUX — Y 2 HOBOPOXJAEHHBIX C KJIaccHuie-
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ckuM APIII, y 1 — ¢ knaccuueckum APIIII B rpyn-
HOM Bo3pacte. Y oxHoro pebenka ¢ APIIII mocne
nepenecennoro OIIIl B HeoHatanbHOM Tiepuose K 3
ronam — popmuposanue XBIIC3 (CK® mo dhopmyne
Schwartz=32 mn/mun).

B xaramuesze wucxom B XbIl ycranoBmen y 9
(100 %) mereti ¢ APIIII, mepeXuBIIUX HEOHATATIh-
HBII U TpyaHO# Bo3pacT. [Iporno3 APIIII 3aBucur ot
BapuanTa TeueHus (1o knaccupukanuu S.M.Bonsib,
2009). 13 6 mereii ¢ knaccuueckum APIIII B Bo3pac-
te 3,4+0,8 rona, y 1 — XBIIC1 (CK® 91 mu/mun), y
1 — XBIIC2 (CK® 70 ma/mun), y 3 — XBIIC3 (CKD
32, 37 u 49 mu/muH cooTBeTcTBeHHO), Y 1 — XBIIC4
(CK® 23 mu/mun). M3 3 nmereit ¢ nerckum APIIIT ¢
¢bubpozom meuenu B Bospacte 4,5+1,3 roma, y 1 —
XBIICI (CK® 101 mn/mun), y 2 — XBIIC2 (CKD 68
1 87 MJI/MUH COOTBETCTBEHHO).

OBCY>XXAEHUE

OueHpb paHHee BBIABICHHE KHUCT («very early on-
set») ycraHaBnuBaioT npu obHapyxenunn AL B
Bo3pacTe 10 18 mec [3]. B mpenarambHOM Tiepuoze
AT u APIIII no pe3ynsratam Y3U mouex Hepen-
KO MMEIOT CXOXKYI0 KapTHHY B BUJE U TMIEPIXOTECH-
HOCTH TIOY€K, KHCTBI CTAHOBATCS Pa3lIUYUMBI I10-
cie poxnenus. Jms APIIII xapakTepHO OTCYTCTBHE
KOPKOBO-MO3roBoli JuddepeHann  napeHxuMbl
nouek [24, 25]. Ilpu «oueHb paHHEM)» BBISIBICHUU
AN y crapmiero peObeHKa B ceMbe BBICOKa BEpO-
ATHOCTH «very early onsety A y mnaamux cuo-
COB [26], npyrue aBTOPHI yKa3bIBalOT HAa BHYTpHCE-
MENHYI0 r€TepOreHHOCTh KIMHUYECKUX MTPOABICHUI
AJIIIT [25]. Ouens pannee BosiBIcHHUE (10 Y3U)
AT wame BcTpewaerca mpu MyTanuax PKDI1
rena, mytarun PKD2 xapakrepusyrorcs Oosnee mo3a-
HUM HadajioM Y B3POCJBIX U MEJIEHHBIM IpOTpec-
cupoBanneM 3aboneBanus [8]. Mbl momaraeM, 49To
npuunHoi A/l y onmcaHHBIX HAMM TIAIIHEHTOB C
oueHb paHHuM BbLsiBIcHHEM AJIIIII sBstroTCST MyTa-
muu PKD1 rena.

JBYCTOPOHHUI TOJMKUCTO3 TIOYCK, OOHapy-
JKeHHBIM Tpu Y3W mpeHaTanbHO W MOATBEPIKICH-
HBIA TIOCNE poxneHus, uMeeT auddepeHmanisHo-
JUarHocTuueckue ciaoxHoctu Mexay APIIT u
AIIII, uto ommcano B padorax [14, 25, 27]. B Takux
ClIy4asx clieflyeT OPHUEHTHPOBATHCS Ha HEKOTOpHIE
ocobennoctn AJIIII: Hamuuue TOJOXKHUTEIBHOTO
ceMeifHOTo aHaMHe3a; Yallle OTCYTCTBHE MaJIOBOMIHS,
THIOTIJIA3MH JIETKUX, BpOXJIeHHOro (ubpo3a u 1o-
JMKUCTO3a MIEYCHN; PEIKOE BBISBJICHUE THIIEPIXOTeH-
HOCTH TApPEHXWMBI M HE3HAYUTEIHHOE YBEIUYCHHE
MOYEK MPHU POXKIECHUU C MEUIEHHBIM TPOTPECCHPO-
BaHHEM He(ppOMErajavu B HEOHATAILHOM MEpPUOJIE;
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XapaKTEepPHO yBEIMYECHHE TUaMeTpa MOYEUHBIX KHCT
u o0beMa IOYeK, MPOTPECCUPYIONIEee C BO3PACTOM.
Hamm wHaOmiofieHHs COOTBETCTBYIOT — OIHMCAHUIO
T depeHInaNIbHO-TMaTHOCTHYECKUX ~ 0COOCHHO-
creit Al u APIIII B paboTtax apyrux aBTOPOB
[24-28]. Hanmune MHOXECTBEHHBIX KHUCT Y JCTEH
B pPaHHEM BO3pacTe CYMUTAIOT MPU3HAKOM OBICTPOTO
MIPOrPECCUPOBAHUS CTPYKTYPHBIX H3MEHEHUH MapeH-
xumbl ipu AJIIIIT [25].

[Ipu BBISIBIEHUH TOJIMKUCTO3a Mouek 1o Y3U
y JeTeil ¢ OTpULATENbHBIM CEMEWHBIM aHaMHE30M
MOJIEKYJISIPHO-TEHETHYECKOE HMCCIIEZIOBAaHUE  YTIPO-
IIaeT AUAarHOCTHUKY, TIO3BOJIAET OMPEASIUTh TAKTUKY
u ucxon [29, 30]. HeomHokparHo MOTHUMAJCS BO-
MIPOC: «CYLIECTBYET JIM HEOOXOTUMOCTh B MPOBEE-
HUU  MOJIEKYJIAPHO-TEHETHUYECKOTO  HCCIIEOBAHUS
(EHOTUITMYECKU 370POBBIM JIETSIM U3 CEMEH ¢ pH-
ckom AJIIIII?» [28, 31]. CortacHO peKOMEHIAIHSIM
KDIGO (2014) [29, 30], getsM u3 TpyIIbl pPHCKa
mo AJIIII (mo mosiBIEHUs] CUMITTOMOB 3a00JI€BaHUS
U BBISIBIEHUS KUCT o Y3U) He moka3aHO MpoBese-
HUE MOJIEKYISIPHO-TEHETHYECKIX TECTOB, a JAETAM
¢ noaTBepkaeHHbIM 10 Y3U AN crnemyer mpo-
BOJIUTh MOJIEKYJISIPHO-TEHETUYECKOE TEeCTHPOBAHUE
TOJILKO B CJTydasix, KOTJIa pe3yJabTaT MOXKET H3MEHUTh
TaKTUKy JieueHus. Bo Bcex ciydasx MONEKYJspHO-
TeHETUYECKOe HCCIIEOBaHUE MPOBOIUTCS IOCIIE
MOJTyYeHHsI COTVIacHs POAMTENeH MmanyeHTa MIlajiie
15 ner unum camoro manuenTa crapime 15 met [32].

[Ipenaransuo o Y3U npuznaku APIIII (runepa-
XOT€HHBIE YBEJTMYEHHBIE TIOYKH CO CIa00i KOPTHKO-
MenyIsIpHONH T QEPEHIIUPOBKOI MM €€ OTCYT-
CTBHEM, MAaJOBOJHME) BBIABIAIOTCS dYalle Ha CpOKe
26-32 Hen, mo3ToMy Haubosiee paHHHUM CIIOCOOOM
MIPEeHATaIbHOM TNATHOCTHKH SIBJIAETCS MOJIEKYIISIPHO-
TeHETUYECKHI aHalu3 XOpPHOHA, YTO 0C000 Ba)XKHO
MpH TUIAHUPOBAaHUM ceMbU. [lanHOoe oOcienoBaHue
TIPOBOJUTCS B CEMbSIX, KOTOPbIE MMEIOT CTapIINX Je-
terr ¢ APIIII [25]. IIpu APIIII moyku 3HAYUTEIBHO
YBEJIMYEHBI C IPEHATaIbHOT0 MTePHOo/ia, COXPAHIIOTCS
YBEJIMYEHHBIMH MIPU POXKACHUHU U IPOTPECCUBHO yBe-
JUYMBAIOTCS HA MEPBOM TOMY KU3HHU, AOCTHTasA K 1
rojly pa3mepa Mo4yeK B3pOCJIOro M0 HAIIUM JaHHBIM,
kucTel B moukax npu APIIII menkue, MHOXECTBEH-
HbIe, nBycTOpoHHME [16]. Hammu pesynsrarsl corma-
cytored ¢ ganabivu O.J1. UyryHoBoii u coast. (2014),
KOTOpBIE OIMCAIH yBETWYECHNE IJTMHBI KaKIOW M04-
KU 3a 25 nueit HaOmoneHus B cpenaeM Ha 20 mu [ 14].

B pabotax ykaseiBactcs Ha coueranue APIIII u
AJIIIII, BBISBICHHBIX B IIPEHATAIILHOM, HEOHATAJIb-
HOM U TPY/IHOM TIE€PHO/AX, C BPOXKIACHHOM MMaTONIOT -
eit opraHoB Mo4eBoi cucremsl, Harpumep: APIIII ¢
noJikoBooOpasnoii mouxoit, APIIII ¢ anomanueii paz-
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BUTHA MOoueTOuHUKOB [11, 20]. Ilo HaImMM HaHHEBIM,
y 1 u3 12 nereit APIIII coueraics ¢ ruaporedpo3om
nouky, y 1 u3 28 gereit ¢ AL — ¢ ruaponedpozom
moukn Uy 1 u3 28 gereit ¢ AAIIII — ¢ ynBoenuem
MOYETOYHHUKA.

Hepenko y neteii ¢ AJIIIIT u APIIII BcTpeuaercs
KHCTO3HOE MOpaKeHHe MEUeHH, TOKETYI0YHOM Ke-
JIe3bl, CEIEe3eHKH, IIUTOBHUIHON JKeJIe3bl, TMUHUKOB U
AWYEK, TMPEICTaTeIbHOM JKele3bl, THMyCa, 4TO 00b-
SICHSICTCS TTAaTOTeHEe30M (DOPMUPOBAHUS KUCT U3 DIIH-
TEJIMAIBHBIX KJIETOK IPOTOKOB IapeHXWMAaTO3HbIX
opranoB. HaubGonee wacteim mpu APIIT u AT
ABJSIETCS COYETAaHHE TOJIMKMCTO3a TMOYEK M TMEeYeHU
[2, 16, 17, 19]. Cpenu ciay4aeB paHHEeil JMarHOCTUKU
MTOJIMKKMCTO3a TIOUEK Yy JIeTel OMUCaH MpUMep TOJH-
OpPTaHHOTO KHMCTO3HOTO TIOpaXXEHHUs (IOYKH, MEeYEHb,
MOJKEITyIOUHAas JKeJie3a, JIETKUE) B CTPYKType TOJH-
KHCTO3HOU 00JIe3HU y peOeHKa 8 MeC ¢ HEM3BECTHBIM
ceMeitHpIM aHamHe3oM [15]. B Hamem naGmromeHun
u3 28 nereti ¢ AJIIII], BBIABICHHBIM B TIPEHATATHLHOM,
HEOHATaJbHOM W TPYAHOM Tepuosaax, y 1 B Bo3pacte
6 Mec MMarHOCTHPOBAHO KHCTO3HOE MOpaKeHHE SH-
yek. [Ipu APIIII B mpeHaranbHOM, HEOHATAIbHOM U
TPYIHOM TE€pHOJaX MOJUKHCTO3 TEYEeHU TUArHOCTH-
poBan y 8 u3 12 merelt, U3 HUX Y 3 ¢ «KJITACCHICCKUM
APIIIT — TonpKo O pe3yasTaTaM ayTOIICHH.

Cxopoctb mporpeccupoBanust XbII mpu APIIII
3aBUCUT OT MPOLIEHTA BOBJEUEHHBIX B KHUCTO3HBIN
nporecc HedpoHoB [7]. OnucaHbl HeOIATOIPHSIT-
Hble TPU3HAKU MOJIMKUCTO3a MMOYEK: HAaJTHIUe MaJio-
BOJIMA B IPEHATAILHOM IIEPUOJIE YXY/IIAeT IPOTHO3
APIIT u AT y noBopoxxaennbix [11, 28], a Al' ¢
pOXKIeHUS XapakTepusyeT TsukecTb Teuenus APIIIL
[11, 14]. B nexotopsix cimyuasx APIIIl nmpusoaut
pasButuio OIIIl w HEOOXOAMMOCTH TPOBEACHUS
3IIT B HEOHATAIBLHOM, TPYIHOM MEPHOAE U paHHEM
Bo3pacte [8, 12, 16]. B apyrux cnyuasx XbII npu
APIIIT moxer mpoTekarb 0€3 MPOrpecCHpOBaHUS
B TEPMUHAIBHYIO YPEMHUIO 10 MOJPOCTKOBOTO BO3-
pacrta [2, 8, 11]. Ilo HaImUM JaHHBIM, JUIS JETEH C
AIIII, BbISBICHHBIM B IIPEHATAJIbHOM, HEOHATAb-
HOM, TPYAHOM IEepUOJaX, B OOJBUIMHCTBE CIy4YaeB
(93%) B karaMHe3e XapakTepHO (OopMHUpOBaHHUE
XBIIC1 ¢ MemIeHHBIM TIPOTPECCUPOBAHUEM B JIET-
ckoM Bozpacte, y 1 (3,6 %) pedenka ¢ AJIIIII xoH-
cratupoBano paszsutue OIIIl B HeoHaTambHOM TIe-
puozie ¢ BOCCTaHOBJIEHHWEM (YHKIHMH Touek. [Ipu
APIIIT game (33,3 %) ormeueno OIIII B HeoHaTanb-
HOM Tieprozie 6e3 BOCCTAaHOBIEHUS (PYHKIINU TOYEK
B Hcxoje. JleTanpHBIN UCX0 KOHCTAaTHPOBaH ¥ 25 %
nereii ¢ kimaccudeckuM APIIII B ¢Bsi3u ¢ pa3BUTHEM
TEPMHUHAIBHON YPEMUHU B HEOHATAJIHLHOM U TPYIHOM
repuojax.

[Ipu acHMMETPUYHOM BBISIBJICHUH KUCT B TIOYKaX,
kotopoe xapakrtepHo mnus AJIIIII, BeiiBIsIeMoro B
MpeHaTaJIbHOM, HEOHATAJIHHOM U TPYJIHOM Tepuojax
y JeTeH, cienyeT NpoBoAuTh auddepeHInaIbHyo
JTUATHOCTHKY C MYJIBTUKHCTO30M TIOYKH M COJHTAp-
HOM KHCTOW MOYKU. MyJBTUKHUCTO3 MOYKH — Yalle
OJIHOCTOPOHHMM MPOLIECC, KOTOPBI NPUBOAUT K BU-
KapHOW (KOMIICHCATOPHOW) THIEPTPOPHH 310POBOI
MOYKU U B ClIy4ae OTCYTCTBHS COMYTCTBYIOILIEH Ia-
TOJIOTHM MOYEBBIBOJAIIMX IyTeH MMeeT Oiaromnpu-
ATHBIN MPOTHO3 JUTsL XKU3HU. ONMUCHIBAIOT (HOPMHPO-
BaHUE JIBYCTOPOHHETO MYJIBTUKHCTO3a MOYEK Y IIJIO0-
Jla, HO poXIaeTcsi pe0eHOK C OTCYTCTBUEM (DYHKIIUN
obenx mouek [28]. B mpeHaranbHOM, HEOHATATIEHOM
U TPYOHOM IepHonax y JAeTel PenKo BBISBISIOTCS
conuTapHble (OAMHOYHBIE) KUCTHI. ConuTapHas KH-
CTa OKpyKeHa HOPMaJbHO-(YHKIHNOHHUPYIOLIEH Ma-
PEHXUMOW M HE MPUBOAUT K HAPYMICHUIO (DYHKIIUU
mouek y gereii [28]. B ciydae BBISBICHUS B MpEHa-
TaJbHOM TEPHO/IE COJIUTAPHON KHUCTHI aBTOPHI PEKO-
MEHAYIOT TOBTOpPUTH Y3U-KOHTpONb MOYeK IuIofa
gyepe3 4 Hel U cpasy MocCie pokIeHus pedeHka [28].
Pe6enok u3 cembu ¢ 50 % puckom AJIIIII ¢ BeIsB-
JICHHOW OIMHOYHOM KUCTOM B MPEHATAIbHOM, HEOHA-
TaJbHOM W TPYIHOM NEPUOAAX IODKEH HaXOAUTHCA
noy; Y3U-KoHTposieM B TMHAMUKE ¢ HaOMIOeHUEM Y
Hedpomora [3, 28].

B crarbe mpencTaBiieHa OTEYECTBEHHAs U 3apy-
6exxnas repmunosorust AT u AP npu BeIsiBiIe-
HUH B JIETCKOM Bo3pacte. B nennarpuueckoit Hedpo-
sgornyeckoit npakrtuke st gere ¢ A nenecoo-
Opa3HO UCTOIB30BATh MEXTYHAPOAHYIO TEPMUHOIIO-
THIO, HE CIIeyeT MPUMEHATh TePMHUH «IOJIMKHUCTO3
TIOYKH, TUTI B3pOCIbIX». [IpencraBnens! KIMHUYECKHE
kputepuu nuarnoctuku APIIIT u AL y mereit B
MIpeHaTaJIbHOM, HEOHATAJIbHOM U TPYIHOM eprojax.
B coorBercTBUM ¢ pekoMeHaanusMu A. Shamshirsaz
(2005), B memuarpuyeckoit HehpPOIOTHIECKOH MpaK-
tuke mus aereit ¢ AL, nmarHoCTUPOBAHHBIM IO
Y3U B Bo3pacte 10 18 Mec, 1menecoodpa3Ho UCITOb-
30BaTh MEXKIyHApOIHYIO0 TepMuHomoruo «AIIII,
Oo4yeHb paHee Hadajo». CorllacHO peKOMEeHAALUIM
P.A. Gabow (1997), B cempbsix ¢ 50% puckom Ha-
cinenoBanus AL y mereit ¢ poxkaenus g0 15 met
obHapykeHHe 2 KUCT B 00erX MOYKaxX WU B OIHOMN
MOYKe (aCHMMETPUYHOE BBISIBJICHHUE) CIIETyET TPaK-
toBarh Kak AJIIIIL.

SAKJTOMEHUE

VY nereil B npeHaTaibHOM, HEOHATaJIbHOM U IPYy-
HOM mepuonax nuaraoctupoBansl APIIII B 70,6 %,
AIIIT — B 19,1 %. [pu AJIIII, BBISBICHHOM Y
JISTell B IpeHATaJIbHOM, HEOHATaJIbHOM, TPYIHOM
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repuojax, OTMEYArOTCs POCT JAMaMeTpa MOYEUHBIX
KHCT, YBEJIHUCHHE Y3UMETPUIECKOTO 00IIero oone-
Ma TMoYeK.

B nmpenaranbHOM, HEOHATaJILHOM U TPYIHOM IIe-
puofax y nIeTeil yarie TUarHOCTHPOBAaH «Kjaccude-
ckuit APIIID» (75 %), uem «uerckuit APIIII ¢ pudpo-
30M nieueHm» (25 %). APIIII y nereit ¢ poxxaeHus xa-
pakTepusyeTcs HalU4ueM MHOKECTBEHHBIX JIBYyCTO-
POHHUX MEJIKMX KHCT, BBIp@XXEHHOH Hedpomerainu
¢ OBICTPBIM TEMIIOM YBEIHYEHHUS Y3UMETPUYECKOTO
o0rmiero oobema Mmouek, TSKeJIoW CTaOMIbHOW apTe-
puanbHOi runepreH3un. Pudpo3 NeyeHn U CUHAPOM
[OPTANbHON THIEPTEeH3UU JUArHOCTUPOBAHBI Yy Je-
teit ¢ APIIIL

JleTanbHbIi HCXO/1 B HEOHATAJILHOM U IPYIHOM IIe-
puomax y nereit ¢ APIIII koncraruposan B 25 % ciry-
gaeB. Ucxon B XbII ycranosnen y 9 mereii ¢ APIIII,
MEPEKUBIINX HEOHATAJIBHBIN U IPYIHOI BO3PACT.
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