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KNCTO3HAA IUCILIA3UA ITOYEK Y JETEI PAHHEI'O BO3PACTA

C.C. Togopos
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Kucrosnas nucmrasus nmouek (K/[IT) y nereit panrero Bo3pacra SABISIETCS PEKOI BPOKIECHHOI T1a-
TOJIOTHEN, KOTOPast CBsI3aHa ¢ [MUCIIa3uell COeIMHNTENbHOI TKaHu. Ha puMepe Tpex CeKIIMOHHBIX Hab-
mofieHnii mokazano, uro npu K/III Hapyimaetcs cOOTHOIIEHNS KOMIOHEHTOB ME3EHXUMBI — JKUPOBOH,
COEITMHUTENLHOT, XPSIIEBON TKAHK ¢ TPeodIalaHieM KJIETOK 1 BOJIOKOH CoeIMHUTENbHOU TKaru. Dop-
MUPOBaHMWE KUCT TOYEK TIpU KI[H, Ha HaIll B3TJIAL, ABJIACTCA BTOPUYHBIM ITPOIECCOM, CBA3AHHBIM CO
C/IaBJIEHUEM OT/IEJTbHBIX KAaHAJBIIEB MTOYEK HETIOJTHOIIEHHONW ME3eHXUMAJIBHOM TKAHbBIO.

Kmouesvle crosa: KNCTO3HAS AUCILIA3MS TTOYEK, BPOKICHHBIC AHOMAJIUU Pa3BUTHUS, IETU PAHHETO
BO3pacTa.

CYSTIC KIDNEY DYSPLASIA IN INFANTS
Todorov S.S.

Cystic kidney dysplasia (CKD) in infants is a rare congenital pathology, associated with connective
tissue dysplasia. Three autopsy cases of CKD reveals disturbance proportions of connective, fat, chon-
droid tissue with dominance cells and fibers of connective tissue. Kidney cysts formation with CKD,
under our opinion, is secondary process due to compression few kidney tubules by undeveloped mes-

enchymal tissue.
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AKTyalbHOCTb U3Y4YEHUS BPOKIEHHBIX MTOPO-
KOB PasBUTHUSI TIOYEK TIPOAMKTOBAHO HEOOXOIM-
MOCTbHIO UX paHHEH MPKU3HEHHON TUarHOCTUKH,
YTO TIO3BOJIUT MOJIYYUTh BO3MOKHOCTB ITPOBEJIe-
HUST OPTaHOCOXPAHSIONINX oneparuii. B atom ciy-
Jae BHIMOJHEHUE PUKU3HEHHBIX OMOTICHIT TOYEK
MIO3BOJIUT JIATh OIEHKY MTPOUCXOSAIINX TTATOJIOT U -
YeCKUX IPOIECCOB B TKaHW TOYKU, YCTAHOBUTH
MIPOTHO3 U TAKTHUKY JedeHus. B psge ciyudaes
BPOJK/IEHHBIE TOPOKW Pa3BUTHUSA IMOYEK MOTYT
BCTpPEYaThCd He TOTBKO B MOJIOZIOM, HO M B TIOKH-
JIOM BO3pacTe, 4TO 3aTPYAHSIET MPAaBUIBHYIO TPaK-
TOBKY TIOJIYY€HHBIX JTAHHBIX.

K/II npencrasisier anomanuio auddepenim-
poBkH MeTaHedpoca ¢ GoOpMUPOBAHNEM ME3EHXU-
MAaJIBHBIX CTPYKTYp — HeauddepeHInpoBaHHOM
MEe3E€HXUMBbI, HE3PEJbIX COOMPATENbHBIX KaHaJb-
I[eB, YTO OOYCJIOBJIEHO HAPYIIEHUEM CO3DEBAHI
JIOJIBKOBOTO CTPOeHus 1mouku [1, 2].

Cpenn aTnosiorndeckux (pakTopoB, BAUSIONINX
Ha (hopMUPOBaHUE KUCTO3HBIX 00PA30BAHUN 110-
YeK, TPAAUIIMOHHO BBIIEJASIOT 2KOJOTUYECKUE,
nHpekmonnbie hakTopsl, B ToMm uncie JJHK-Bu-

pycsl (Teprieca, mutomeranun). Ecth cBenenust o
coueTaHnu KuctosHoun gauciiazun nodex (K/[IT)
y ZleTeii ¢ CHHIPOMOM CUCTEMHOM IUCIIJIa3uH coe-
JUHUTEbHONU TKaHu. Tak, Hanmpumep, BPOXK/EH-
ubie edexTsl hubpuIIoreHe3a crocoOCTBYIOT
(hbopMUPOBAHMIO PA3JIMYHBIX BapUAHTOB TATOJIO-
TUU TTOYEK U MOYEBBIBOAANINX TTyTel [3].

Kucrosnas aucmasug nouek (KAIT) asasger-
csl TPUYUHON Pa3BUTUS TIPOTPECCUPYIOINIEN TI0-
YeYyHOU HeI0CTaTOUYHOCTH Y JleTell paHHEero BO3-
pacTa, 4TO CTABUT 3Ty MPOOIEMY B UHCIIO Hanbo-
Jlee aKTyaJbHBIX B JIeTCKOI Hedposornu. Bmecte
¢ TeM, MOPGOTIOTHYECKe TUCTOXUMUYECKUEe W3-
MeHeHus rodedyHoir Tkanu nipu K/IIT nmomHOCTHIO
He U3y4eHBbI.

Marepuana u MeTo/Ibl HCCeIOBAHUS

Hamu mipoBesieHO cpaBHUTENbHOE KIMHUKO-
Mopdosiornueckoe uccaepopanue K/[11 na cexmu-
OHHOM MaTepuaJie TPex JleTell, yMEPIINUX B BO3pac-
te 1,5-2,5 mec. xusnu. [locsie MakpocKonmmnyecko-
TO OIHUCAHUS TTOYKH T0/[BEPTAINCH MOP(hOMETPH-
YeCKOMY HCCJIeZIOBAaHUIO, TIocye (PUKCAIMU UX B
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HelTpasibHOM pacTBope (hopMaIiHa ¥ PyTHHHOI
TUCTOJIOTMYECKON MPOBOJKU THCTOJOTHYECKHUE
Cpe3bl OKPAIIUBAIN TeMATOKCUIUHOM-I03UHOM,
nukpodykcunom no Ban-Imson, PAS-peaknmeii,
ODyTy Ha aprupouIbHbIEe BOJOKHA.

Pe3yabraThl ucciegoBaHusa

Anasmi3 uctopuit 60JIe3HN yMEPINUX JIeTel T0-
KaszaJl, YTO BO BCEX HAOJIOEHUSIX C MOMEHTa WX
POKJIEHUST OTMEYAJINCH U TPOTPECCUPOBAIIN TTPO-
SIBJICHUS TTIOYEYHOUN HEJJOCTATOYHOCTH: B BUJIE Ha-
pacTaHus OTEKOB KaK Ha JIUIE, TaK U Ha TYJIOBU-
e, a 3aTeM BEPXHUX W HUKHUX KOHEUYHOCTEM.
Nwmenuch geaennst aumbaieHONTaTUN B BUJE YII-
JIOTHEHUST U YBEJWMYEeHUST JTUMMATHIECKUX Y3JI0B
pasHbIX TPyl (IIEeWHBIX, TAXOBbIX, MOIMbBIIIEY-
HBIX), IPU3HAKU MOBBIIIEHHON KPOBOTOYMBOCTHU B
MecTax MHbeKIuid. bruoxmmuyeckoe uccienosa-
Hue mepudepruueckoil KPOBHU BBISIBUIO TPOMOO-
IUTONEHNIO, AaHEMUIO, YTO PACIEHUBATIOCHh KakK
MPOSIBJIEHNE TIOUEYHOU HeocTaTouHOCTH. Kpome
TOTO, ¥ IeTell B MOY€e OOHAPY/KUBAJN JIEHKOIIHTHI,
MOBBINIIEHHOE cojlepsKaHne OesIKa, 3TO TTO3BOJISLIO
CYZIUTh O TNPUCOEAMHEHUN BTOPUYHON GakTepu-
QJIbHON UH(DEKITNH.

B aToii cBsA3M MpoBOANIACH AJIUTETHHAS AHTH-
GakTepuaibHasl, aHTUMUKOTHYECKAs, IPOTHBOBU-
pycHas Teparnus, HalpaBJieHHas Ha TIPeOTBpa-
IeHre Pa3BUTHS CENTUYECKOTO TpoIecca U ero
ocnoxxHeHU. HecMoTpss Ha MNpelpuHUMaeMble
TIOTIBITKY JIeYeHUS TPOSIBIIEHH TTOYeYHO He/l0C-
TATOYHOCTH, OaKTepUATBHBIX OCJOKHEHUH, Yy
GOJIbHBIX BO3HUKAJIN U TPOTPECCUPOBAIIN sIBJIE-
vust [IBC-cunapoma, a BeIpakeHHAs MHTOKCUKA-
1ust ycyryOJisiia TedeHrue OCHOBHOTO 3a00JieBa-
HUS, YTO MPUBOJNUIIO K MOJUOPTAHHOW HeEJI0CTa-
TOYHOCTH.

Ha BckpbiTun HanOoJIblIe U3MEHEHUsT OTME-
YaJu CO CTOPOHBI OPTAaHOB MOYEINOJIOBON CHCTe-
Mbl. [Toukn ObLTIM HEPABHOMEPHO YMEHBIIEHBI B
pasMepax (4x2x2 cMm, maccoil Kaxmas 24 T1),
MIpe/ICTaBJeHbl MHOKECTBEHHBIMA KUCTaMU J[a-
metpom 0,5-0,8 cM, cosepKaiuMu morypo3pad-
HYIO CBETJIYTO KUIAKOCTh. KMCTHI TOKaIM30BaINCh
B KOPKOBOM M MO3TOBOM BeIIeCTBE, MPU 3TOM
CTPYKTYpa MoYeyHoi TKaHu ObLa cMazana. O6pa-
11710 BHUMAaHUeE, YTO TTPOCBETHI JIOXAHOK U Yallie-
Yyek OBLIM PE3KO HKTa3MPOBAHbI, 3aII0OJTHEHBI TYC-
THIM BSI3KHUM JKEJIThIM THOEM.

[ucronormueckoe mccieoBaHue MOYEK TMOKA-
3aJ10 0COOEHHOCTH VX TTOPAKEHUs. APXUTEKTOHMU-
Ka MOYEYHOIl TKaHK Obljla HapyIIeHa, B KOPKOBOM
1 MO3TOBOM BEIECTBE MMETNCh MHOKECTBECHHBIE
AMUTENNAbHBIE KUCTBI, OKPY/KEHHBIE 3KTa3MPO-

BAaHHBIMU TPOKCUMAJIBHBIMUA 1 U3BUTHIMU KaHAJIb-
namMu. CTEHKW KUCT COZEPsKAIN MOHOCJION JITUTE-
JINAJIBHBIX KJIETOK, OKPY’KEHHBIX HEKHOBOJIOK-
HUCTON MUKCOMATO3HOU COEIMHUTEIbHON TKAHbIO

(puc. 1).

Puc. 1. MHoxecTBeHHbIE SMUTEnMasnbHeIe KUCTBI, OKPYXEHHbIE
SKTAMPOBAHHBIMM POKCHUMAITBHEIMU 1 U3BUTbIMIA KOHAMLIAMM,
OKPYXEHHbIE HEXHOBONOKHUCTOM MUKCOMATO3HOM COEAMHMUTENBHOM
tkaHbio. Okp. no Ban-luzon. x 100.

XapakTepHbIM ObLIO HajJu4Ke B 9TOW TKaHU
KPYIHBIX MTOJTMMOPMHBIX € TUIIEPXPOMHBIMU SI/1-
pamMu TMOJIMIIOTEHTHBIX KJIETOK, PACIIOJIOKEHHBIX
CPei 0YaroB MUKCOMATO3a, TOHKUX KOJIJTareHo-
BBIX BOJIOKOH (puc. 2).

Puc. 2. [NonmmopdHsie NOAMMNOTEHTHbIE KIETKM C MMMEPXPOMHBIMM
SAPAMM, PACTIONOKEHHBIE COEAM O4ArOB MUKCOMATO3d, TOHKMX
konnareqoseix BonokoH. Okp. LUMK-peakums. x400.

Baxkno nopuepkHyTb, YTO CTPOMAJIbHBII KOM-
MOHEHT MOYEYHON TKaHU ObLT MI0X0 ¢(hOPMHUPO-
BaH ¥ MpeJCTaBJIeH HeOOIbIIMM KOJTUIECTBOM
KJIETOK ¥ BOJIOKOH, B TOM 4HCJIe apTUPO(PUIbHBIX.
B oTsenbHBIX yyacTKax 1moyeK BCTPEYATUCh «OCT-
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POBKHU» XPSIIEBOU, >KUPOBOU, COEIUHUTETHHOUN
TKaHU KaK KOMITOHEHTbI HE3PeJIoil Me3eHXUMAaJlb-
HOU CTPYKTYPHI (puc. 3).
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Puc. 3. "OctpoBku" xpsLueBo, XuMpoBo#, COEAMHUTENLHOM TKAHM —

KOMMOHEHTBI HE3PENON ME3EHXMMATTLHOM CTPYKTYPbI MOYKM.
LUMK-peakums. x 100.

[TpeobagaonuM KOMIIOHEHTOM Obljia Juc-
[JIACTUYHAS COEMHUTENbHAS TKAHb, COJEPIKAIIAsT
aATUIUYHbIE KPyIHbIe (Gubpobiactel, MuOGUO-
pOOIACTbI, KCAHTOMHBIE KJIETK.

B npocBeTtax NMpOKCUMAJIbHBIX U JUCTATbHbIX
KaHAJIBIIEB MTOYEK OOHAPY/KEHbI CKOTLICHUST HENT-
podIIOB, KOKKOBast MUKPO(DIOpa, B OKPYKAIOIIeH
cTpoMe (hOPMUPYIOIIHECS MUKPOAOCIIECChI, COEepP-
JKallie B cocTaBe Mutenuii rpubos tuma Mucor.

AHa/n3 rECTONIOTMYECKUX U3MEHEHHUI CTEHOK
KPYITHBIX KPOBEHOCHBIX COCY/IOB (a0pTa 1 ee BeT-
BU, JIETOYHAsT apTEPUsT) BBISIBUJ TIPU3HAKU TUIIO-
AHAJIACTO32, HEPABHOMEPHOE YBEJNYEHUE KOJLIa-
I€HOBBIX BOJIOKOH CTPOMBI, MHUKCOMATO3. DTH
MopdoJIoruyecKie U3MEHEHHs YKa3blBaJu Ha
e/IMHBII MATOTeHETHYECKUIT MEXaHU3M IOopaxKe-
HUSI CepeYHO-COCYANUCTON CUCTEMBI M TIOYEK, B

Jluteparypa:

1. Wilson P.D. Polycystic kidney disease // N.
Engl. J. Med. 2004. Vol. 350 (2). P. 151-164.

2. Tryggvason K., Wartiovaara J. Molecular basis
of glomerular permselectivity // Curr. Opin. Nephrol.

OCHOBE KOTOPBIX JIEKATH TUCIIITIACTHYECKIE N3Me-
HEHUs KJETOK W BOJIOKOH MEKKJIETOUHOTO Belle-
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O6cy:xaenue

Takum 06pa3oMm, poBeieHHOEe MOPGhOIOTHYeC-
koe uccaenosanue K/II1 y nereit pannero Bospac-
Ta TI0KA3aJ10, 4TO UMEIOTCsT 0OIINE 3aKOHOMEPHOC-
T Pa3BUTHS AUCIIA3UNA KJIETOK U BOJOKOH CO-
eIMHUTEIHHON TKAaHU TI0YeK U COCyZI0B. Bemymum
MOp(doTeHeTHYeCKUM MEXaHU3MOM Pa3BUTHS
K11 aBasiercd HapyiieHne COOTHOITEHIS KOMTIO-
HEHTOB ME3€HXUMBI — JXUPOBOMU, COEAMHUTEH-
HOH, XpAIIEBON TKAHM, IPUTOM HAUOOJIBITIM H3-
MEHEHMSAM I0/IBEPraloTCsl 2JIEMEHThl COeJIUHU-
TesibHOU TKanu. @opMUpoOBaHKEe KHUCT MOYEK TIPU
KT, na Hant B3TJs1, SABJASETCSI BTOPUYHBIM MTPO-
1[eCCOM, CBA3aHHBIM CO C/IaBJI€HHEM OT/eJbHBIX
KaHaJIbIleB II0YeK HEMOJTHOIEHHON Me3eHXMaJlb-
HOI TKaHbIO.
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3. Robbins and Cotran pathologic basis of disease,

7th ed. Ed. by Richard N. Mitchell et al. Elsevier
Saunders . 2006. 801 p.

KowtakTHas uHpopmaums:

TO,E(OpOB Cepreﬁ Cepreesmu - 3oseayromwﬁ naTosioroaHATOMMYeCKMM oTaeneHmnem

KB N2 T OIOML @MBA Poccim, K.m.H.
Ten.: (863) 237-46-30

e-mail: setodorov@yandex.ru

10 KnnHuyeckas npaktmka Ne1, 201

www.kb83.com



