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Mmnozoobpasue npuuun u cumMnmMOMO8 XPOHUUECKOT NOUCUHOT HeOOCMAMOUHOCL, Msdcenetiuue nocieocmeus 3a001e6anus
NPUBTEKAIOM BHUMAHUE CREYUATUCTIOB PASHIX CREUUAIHOCME, 6CIe0CMEUe 4e20 Noueunas HedOCmamouHocms 0asHo nepe-
cmana 6vims Y3Koi npoOeMOL, KOMOPYI Peuarom moivko epauu-wegpoiozu. B cmamve onucano xaunuveckoe nabawooenue
MALOCUMNINOMHOZ0 8 HAUAe 3a001e8aSL, NPOZPEOUEHINIHO NPOMEKATOU,E20, XPOHUUECK0Z0 3a001e6aUsL NOUEK Y pebenKa ¢ zene-
muuecku 0emepmMuHUPOBAHHbIMN AKPOPEHAILHOIM CUHOPOMOM, UMO NPUBENO K NO30HEl OUAZHOCTIUKE MEePMUHAIOHOU cmaduu
XPOHUUECKOU NOUeUHOU HedocmamouHocmu, nompebosasuieil nposedenust 3amecmumenviot mepanuu. O6ocHosana Heodxoou-
MOCID CB0EBPEMENHOL OUAZHOCTIUKY U MUATENbHO20 HAOII00eHUs. 34 OembMU ¢ HACICOCEEHHO 0eMePMUNUPOBAHHBIMU 3A00-
JICBAHUSIMU NOUEK, CONPOBONCOANOUUMUCS POPMUPOBAHUEM XPOHUUECKOL NOUCUHOT HEOOCTAMOUHOCTU, KOMOPASL 8e0em K UHGA-
Juousauuy 601vHOZ0 U 8 MEPMUHATLHOU CMAOUU YACmo mpedyem UCnOIb308aHUsL 00POZOCMOSUUX MEMO008 3aMECIUMELbHOU

mepanuu.

Kntoueevte cosa: XPOHUYECKAsS NoYeuHas Hec'iocmamouuocmb, 8emu, aKpOpeH(Uleblﬁ cuu&pOM, 2eMO0UanU3.

poumueckas rmodeynas Hemocratounocts (XITH) —

KOMIIJIEKC CUMIITOMOB, KOTOPbIE BBI3BAHbI HapPACTAIO-
UM HeoOPaTUMbIM TIOBPEKICHUEM U THOEbI0 He(POHOB.
[ToueuyHast HELOCTATOYHOCTDH JABHO Iepectana ObITh Y3KOii
npobJeMO, KOTOPYIO PEIIAIOT TOJBKO Bpadr-HedPOIOrH.
Mruoroobpasue mpuani u cummnromMoB XITH, tsoreseiime
MOCJIEAICTBUST ATOTO 3a00JIEBAHUS TIPUBJIEKAIOT BHUMAHHE
CICIMAICTOB Pa3HBIX CHEIUATBHOCTEH, B TOM YUCJIE TIera-
TPOB U JeTCKUX He(DPOJIOroB. AKTYaIbHOCTD TIPOOJIEMBI TIPO-
unaxtuky, panneii guarnoctuku u gedernst XITH pacrer
€ KaK/[bIM To710M [3,4,6].

B 2002 roxy National Kidney Fondation, kak skBuBasieHT
[IMATHO33, BBEJIEH HOBbIIl TEDMUH — «XPOHHYECKOE 3a00JIeBa-
HUS TI0YeK», TIOCKOJIBbKY, KaK TpaBuiio, npu passutiu XITH
YTOUYHEHUE KOHKPETHOI MPUUMHBI 3a00JI€BAHUS TEPSIET CBOIO
AKTYaJIbHOCTb.

Xponunueckoe 3a6osesanue mouek (X3I1) — unrerpain-
HBII /[MarHo3, KOTOPBII XapakTepusyercs MOpgoIornyecku-
MU, (DYHKIMOHAIbHBIMU, KIMHUIECKUME U Ja0OPATOPHBIMU
[PU3HAKAMHU TTOPAKEH ST TIOYeK OoJiee 3-X MeCsIeB MK CHH-
JKEHUEeM CKopocTu Kayboukosoit ¢uiabrpanun (CKD)
<60 mu/mun/1,73 M2 [5].

ITo nanubiM M3 YKpauHsbl, paciipoCcTpaHEeHHOCTh 3a00J1e-
BaHUII OPraHOB MOYEBBIIEJIUTENBHON CHUCTEMBI y JleTeil 3a
nocseaue 5 jiet Bospoca ¢ 40 o 56 na 1000 gerckoro Hace-
senns. Coryacto cratuctuke BO3, qnarnos XITH esxeromio
yeramaBauBaior 3—-50 getsim w3z 1000 000. Kaskawrit rox

4—6 nereii u3 1 000 000 B Bozpacte /10 15 JieT OJIKHBI [TOJTyYaTh
3aMeCTHUTeTbHYIO TIoueuHyio Tepanuio no npuunue XITH [3,6].

B orsinune 0T B3pOCHBIX, Y KOTOPbIX HauboJjiee 4acThIMU
npuunHaMu XIIH gBasioress XxpoHuYeckuil riiomepyJioHe-
dbpwrt, caxapupiii guaber u aprepuasibias runeprensus (AT),
y netedt atnonorndeckue daxktopsl XIIH moxxno paspennts
Ha TPYIINbI B 3aBUCUMOCTH OT BO3PACTA.

B panHeM Bo3pacTe 3TO HACJIE/ICTBEHHBIC U BPOKACHHbBIC
3a60JIeBAHUSI [I0YEK (AreHe3us UK MUIOILIA3UST, TIOJMKUCTO3,
MUKPOKHCTO3 MOYEK, IBYCTOPOHHUIT THApoHedpo3, Meraype-
Tep U IPyrue MOPOKU PA3BUTHUS TIOYEK), & TAKIKE MOCTIEACTBUS
[ePEHECEHHBIX OCTPBIX 3a00JIeBAHUI TI0UEK, FEMOJUTHKO-YPe-
MUYECKWI CUHIPOM, KaHA/IbIeBbIi Hekpo3 [1,2,11].

B nomkosnbrom n mkosbsioM Bodpacte XITH passusaercs
y zereii ¢ npuoOpeTeHHbIME 3a00JIeBAHUAMHU MOYeK (TIoMe-
pyJioHedPUT, KATUJIAPOTOKCUYECKUN ¥ BOJTYAHOUHBIN
Hedpur, TyOYJIOMHTEPCTUIIATIbHBIE OOJIE3HH TIOYEK).

Y HOBOPOXKJICHHBIX MOXKET Pa3BUBATLCS OCTPOE TIOBPEK/IC-
HUE TI0YeK, Yallle TUITOKCHYECKOT0, TUTIOBOJIEMUYECKOTO TeHe-
3a; XITH moxer ManudectupoBarh B 60J1€ee T031HIE CPOKH.

HesaBucumo ot aTtuosiormueckoro ¢Gakropa, MeXaHHU3M
passutns XIIH ocnoBan Ha ymeHblIeHHN KOJU4ecTBa Jieii-
CTBYIOIINUX HE(MDPOHOB, 3HAYUTETHHOM CHUKEHUU CKOPOCTU
kiay6oukoBoii dusbrpanun (CKD), HapyiieHusX BOIHO-
3JIEKTPOJIMTHOTO, OEJKOBOrO OOMEHa, YTO IPUBOAUT K
3a/IePKKE B OpPraHM3Me MOYEBMHDI, KPeaTHHUHA, MOYEBOM
KHCJIOTBI, UHIOJIa, OPTAHUYECKNUX KUCJIOT U JPYTHX TIPOIYK-

Ta6ruya 1
CTagum xpoHU4ecKoro 3abosieBaHUs NOYEK U XPOHUYECKOI NoYEe4HO He[0CTaTOYHOCTU
KpeaTuHuH MakcumanbHas
C;(aéqu;m c}al'.ﬂ_‘;'" MnlMV?H|§$73 M2 pxposu, OTHOCUTenbHas
’ Monb/n NIOTHOCTb MO4U
| - 290 <0,104 >1,018
I | (Ty6ynsipHas) 290 <0,104 <1,018
| (koMnNeHcpoBaHHas) 89-60 0,105-0,176 <1,018
1] Il (cybkoMneHcupoBaHHas) 59-30 0,177-0,351
[\ |1l (HekoMneHcupoBaHHas) 29-15 0,352-0,440 <1,018
V 1V (TepMUHanbHaa unu guanvsHas) <15 >0,440
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TOB TIPOMEKYTOUHOTO MeTaboIM3Ma, KOTOPbIe 00y ClIaBIBa-
10T KamHnYeckyo KaptuHy XIIH u ompenensior TsixecTsb
cocrosttust 6osbHoro [2,11].

Baxnbiv momenTom B pazsutun XITH sBrsiercst mensen-
HOE, CKPBITOE TIPOrPecCcupoBatme HAPYHICHUS BCEX OYEYHbIX
dYHKIMIA, 0 KOTOPBIX GOJIBHON UJIKM €r0 POAUTEIU OOBIUHO He
110/103PEBAIOT.

OOIIENPUHSATBIM CYUTAETCS, YTO IPU3HAKHM [OYEYHOIT
HEOCTATOYHOCTH TOSABJISIOTCS Tipu rubesin 60—75% nedpo-
1oB; cumnromatnka XITH passuBaercst npu cumkernnn CKD
nmwke 30 mui/mMun. BosbHble CO CHU)KEHUEM CKOPOCTU KJIy-
6OUYKOBOI (pUIBTPAIIMK HYZKE 15 MJI/MUH HYKIQIOTCS B IIPO-
BeZICHIH 3aMEeCTUTENbHON MMOUeTHON Tepannu (XpOHUIeCKUui
reMOJIMAJIN3 WK MTePUTOHeaIbHbI aranus) [10,12].

OCHOBHBIM TTOKa3aTesieM B otieHke cragann XIITH sapager-
cs1 CKO, kortopasi paccuMThiBaeTcs st eteit mo (opmysie
[[IBapma. B 3aBucuMocTH OT BEJIMYMHBI HTOTO TIOKA3ATEJISA
pasnm4aior mwsTh crenereit XITH [2,5,8,9].

Jlewenne X311 u XIIH y pgereii mpoBOAUTCS B COOTBET-
crBumn ¢ npukazom M3 Ykpawnbr Ne385 ot 20.07.2005 .
¢ yuerom craguu X311 wan XITH (ta6a. 1) [2,5,9].

B 3aBucMMOCTH OT KJIMHUYECKUX MPOSIBICHUH, pasjinya-
10T ueThipe ctazann XIIH:

— JIATEeHTHYIO0 (KJIMHUYECKM HE MPOSIBJSETCS, BO3MOXKHA

JIMIID JIETKAsl yTOMJISIEMOCTDb M CYXOCTb BO PTY);

— KOMIIEHCUPOBAHHYI0  (KJIMHUYECKHUE TIPOSIBICHUS
JIATEHTHOU CTAJUU CTAHOBSTCS (oJiee BHIPAKEHHBIMHU,
MPOSIBJISTIOTCS Yallle, BOZHUKAET MOJUYPUs 110 2—2,5 T
B CYTKN);

— MHTEPMUTTUPYIONIYIO (HAPYIIACTCS 9JIEKTPOJUTHBINA 1
KUCJIOTHO-IIIEJIOYHON OaslaHC, BO3HUKAIOT KaJI00bl Ha
06111y10 €1ab0CTh, TOBBIIIEHHYIO YTOMJISIEMOCTD, CHU-
JKeHMe MM OTCYTCTBHE allleTUTa, JKaxk/1y; Hepuo/mye-
CKH, B CBSI3U ¢ 000CTPEHNEM OCHOBHOTO 3a00JIeBaHUSI,
cocTosiHre OOJIBHBIX YXY/IIIAETCs], a II0CJe JICYCHMUsE
OTMeYaeTCs MOJOKUTENbHAS TUHAMUKA);

— TEPMUHAJIBHYIO (XapaKTepPU3yeTcsl BbIpaKeHHLIMU
HapyIIeHUSIMHU (DYHKINNH OPraHOB U CHUCTEM, U3MEHe-
HUA B HUX HOCAT HEOOPATUMBbII Xapakrep).

Omnum u3 Bexyuux cumntomoB XITH aBistiores orexu
(repucepudeckyie u MOJOCTHBIE). ApTepHaTbHAS TUTIEPTEH-
3UST SIBJISIETCS] PACTIPOCTPAHEHHBIM OCJIOKHEHUEM CO CTOPOHBI
Cep/IeYHO-COCYINCTOH CUCTeMBbl, HEPeIKO B TSIXKEJION 3JI0Ka-
yectBennoit ¢popme. Ha nmozmauux cragusx XIITH y narmenTos
MOABIISAIOTCS PEMO/IeJINPOBaHIe MUOKap/a, CepedHas Heslo-
cTaToYHOCTh U aputMuu. Co CTOPOHBI KPOBETBOPHOI CHUCTe-
Mbl XapaKTepHO Pa3BUTHE aHEMWU, HAPYIIEHUE CBEPTHIBAIO-
meit cucreMbl Kposu. /lpixaresibHasi cucTeMa CTpafaerT oT
nocsenctsuit XITH B MeHbIIeit cTereHu u cmocobHa T0BOJTh-
HO JI0JITO KOMIIEHCHPOBATh BO3HUKAIOIINeE HapyieHus. JIub
Ha TepMUHAIBbHBIX cTagusax XIIH mpossisercs orekom Jier-
KUX, KOTOPBIN B OOJIBIIMHCTBE CIy4YaeB [peTeprieBaeT oopar-
HOe Pa3BUTHe MPH MpoBeneHnn remoananmsa [2,7,8,10,11].

K nposiienusim XITH ortHocsT Hapymienne dochopHo-
KaJIbIIMEBOro 0OMEHa C TIOC/IeYIONIUM YBEeJIMYEHIEM CHHTE3a
MapaliMTOBU/HBIX TOPMOHOB U Pa3BUTHEM CHUMIITOMOB BTO-
PUYHOTO TUIIepIIapaTipeo3a B BUJE «I0YeYHOIH 0CTEOANCTPO-
dbun» (ocreonoposa u ocreohubposza), 0OPazOBaHUL 0UATOB
KaJIbIU(UKAIUY B CTEHKAX KPOBEHOCHBIX COCYIOB, TTOIKOK-
HOIl KJeTyaTtke M T.J. Pe3ysbraToM TeyeHHs BTOPUYHOTO
TUIIEpIIapaTHpeosa yaiie BCero sABJSIOTCA KapAMOMHONaThs,
HeliponaTus u sHMedanonatusd [1,2].

ITo mepe 10BpeKIeH s GOJIBIIOrO KOJIMUYeCTBA He(DPOHOB
pasBuBaercs AeUIUT aMUHOKUCIOT (OCOOEHHO He3aMeHU-
MbIX), GEJIKOBas HEJOCTATOYHOCTD, MPUBOASAIIAS K OTEpe
MBIIIEYHOH Macchl U uctolennio. CTpasialoT U JApyTrie BU/IbI
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o6MeHa BEIeCTB — YrIeBOAHBIN U skupoBoii. Dopmupyorces
BTOPUYHBIE UMMYHO/IE(DUITUTHBIE COCTOSTHUSL.

[1potOIKUTEIBHOCTD M CTEIIEHb BBIPAKEHHOCTH YKa3aH-
HBIX TIOBPEXK/ICHUI OIPEIeAI0T MHTEHCUBHOCTD HHTOKCHKA-
I[UH, BBIPQKEHHOCTDH BO3/IEHCTBNS ee Ha KU3HEHHO BasKHbIE
OpraHbl M CHUCTEMbI, BBIPAKEHHOCTh CUMIITOMOKOMILIEKCA
XPOHUYECKON ypeMuHu.

K coxamnenuio, GoapmuracTBo X3II mMmeer nporpeccu-
pyioliee TedeHue, KOTOpoe B KOHEYHOM WTOTe IIPUBOJUT
K HEeOOpaTUMOMY HapyIIeHU0 (PYHKIIUKU TI0YEK C MOCJAey0-
1ieii MHBaM3auen u/min rubesbro 60JIbHOTO.

Ocoboro BHuUMaHus 3acayxkupaer passutue XITH
y MAIUEHTOB ¢ HACJIE/CTBEHHO JIeTePMUHUPOBAHHOI ATOJIO-
rueil movyek. Peko BcTpevaromuniicss akKpoOpeHATbHBIN CHH-
npom (APC) — nedext pa3BuTHsi KOHEYHOCTEH B COYETAHUN
C aHoOMaJldell ToYeK, COIMPOBOKIAIONIMNCA paclielieHueM
KucTeil uiaM cTynHeil (sKTpomakTuiaueil), B Gojee pemnKkux
caydasx HabaomaioTcs AeeKThl JIy9eBOH W JIOKTEBOT,
a Taxke 6obIe6epIoBoit 1 Mano6epIOBON KocTeil. AHoma-
JINU TIOYEK SBJIAIOTCS COCTABJIAIONICH CHHIPOMA, BKJIIOYAIOT
areHesuio, MoJMKUCTO3. Bo3aMosKHa MATOIOTHS TIOJIOCTH PTa U
HWKHEH 9eTIocTH, Tpaxen n OpoHXoB. PacrnpocTpaHéHHOCTD
APC cocrasaisger 1 cayyaii na 1 000 000, Trn HaciegoBaHus
— ayTOCOMHO-peleCCUBHBIN. B smuTeparype onmcaHo okoso
20 maureHToB ¢ nogo0HbIM cuHApoMOoM [13].

B kavecTBe KIMHUYECKOH MILITIOCTPAIINN TIPOTPECCUPOBA-
Hust XITH y pebGeHKa ¢ reHeTU4ecKu JeTepMUHMPOBAHHOM
HACJIE/CTBEHHON [aTOJIOTUEH IOYEK MPUBOAUM HCTOPUIO
6omesnu marmenta b., 11 jer, koroperit moctymua 8 KYO3
«Ob6uacTHas eTcKas KinHudecKkast GoJbHUIIA T. XapbKOBa»
¢ KamobaMy Ha MHOTOKPATHYIO PBOTY, PE3KYH BSIJIOCTb,
3aTOPMOKEHHOCTD, TIOTEPIO B BECE, COHJIMBOCTD, MOBbBIIIICHIE
temmeparypst 10 37,6°C.

Anamnes 3abonesanus: co cIoB MaTepH, pebeHOK GoJieeT B
TeYeHKEe MECSIIA, KOT/[a MOSBUIIUCE BSJIOCTb, CIa00CTh, OTME-
Yajlach MOBTOPHAS PBOTA. YXYIIEHUE COCTOSTHUS POIUTENN
CBI3BIBAJIM € TOTPEITHOCTBIO B TuTanuu (ynorpebienue
HeZI00POKaUeCTBEHHOTO TBEPOTO ChIpa). 3a MEATIOMOIIbIO He
06palainch, JICYUIUCh HA J0MY, PeOEHOK TIPUHUMAJl AKTUBU-
POBaHHbIN yTOJIb.

Yepes Hees1io 0T Hayama 3ab0JieBaHUs MOSIBIJIUCH T1ac-
TO3HOCTh HUKHUX KOHEYHOCTE, OTEKU Ha JIUIIE, Iiee, TUILI0-
nst, HapacTtaia caabocTb. [TosiBIeHE OTEKOB MaTh CBSA3bIBA-
JIa ¢ TPOSIBJICHUSIMU aJUIEPTHM, KOTOPbIE OTMEYaJncCh
y pebenka panee. B mocsemyioneM yXyaIIuics amieTur,
COXpaHsIach C1ab0CTh, TTOBTOPHASI PBOTA, MOSIBUJIOCH MTOKa-
[UIUBaHUE, CHIZKeHUE auypesa. PeGeHOK OCMOTpPEH BpauoMm
CKOPOIl MEIUIIMHCKOWM TOMOIIHU, 3aIl0/I03PEHO YyIeMJIeHue
[aXOBOil TPBUKM, OT TOCIUTAIU3ANUN ¥ 00CAeOBAHUS
B YCJOBHAX CTallOHapa POJUTENN OTKasaauch. Uepes Tpu
HeJleJIM ¢ MOMEHTA YXY/UIIEHUST COCTOSTHUS TeMIIepaTypa TeJia
y pebenka nosbicuiaach 10 37,6°C, mosiBUIICS TPEMOpP KOHEY-
HOCTE, TIOKAIIJIMBAHNE, OLLyLHIeHNe «OyIbKAHUS» B IPYIHOM
KJIEeTKe, yyacTtumach psora. [loBropHo Bbi3Bana Gpuraga cKo-
poil MeAMIMHCKON momomn, pebenok pocrtasnen B KYO3
«ObmactHas geTcKas KiInHuueckass H(MEKInoHHast GOMbHN-
ma». [Ipu mocrymiennn BbigBIeHA rureprinkeMus (caxap
kpoBu — 13,1 MMoiB/7), yCTAaHOBJIEH TpeABAPUTEIbHBIN
nuarnos: «Caxaphblii guaber [ TUII, BiiepBble BbISIBJCHHbIN».
Jlng panbHeiimero obcjaefoBaHuss U JIeYeHUsT HaIpaBJIeH
B KYO3 O/IKD, rzie B ¢BsI3U C TSKECTHIO COCTOSIHUST TOCITH-
TAJIU3NPOBAH B OT/EJICHUE aHECTE3NOJIOTMM 1 MHTEHCUBHOMN
Teparum.

Amnamnes scuznu: peGEHOK 0T 4-ii GepeMeHHOCTH, [POoTe-
KaBireil usnonornyHo. Posbl 4-e, cpoumble, B CPOKe TecTa-
nn 39—-40 "enens ¢ Maccoii Tena pu poxkaenun 3000 rpam-
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HEDPOAOT I

Pue.1. Mpasas Kuctb

Pue. 2-3. JleBasi KNCTb

MmoB. Ha rpyanom BckapmimBanuu o 2,5 jet. Poc u pa3su-
BAJICSI C HE3HAYMTENBHO 33/IePIKKOIL: XO[HT € 2-X JIET B CBSI3U
¢ 0COBGEHHOCTSIMU CTPOCHUSI HUKHUX KOHEYHOCTEH (DKTPO-
nakTuiaus). B anamuese, co cJIoB MaTepH, MUIIEBAst aJlJIepPrist
Ha KPacHyto pbiOy, KpacHbie oo 1 GpyKTbl. C mocieHuM
POJIUTENM CBSI3BIBAIM TEPHOIUYECKN TTOSIBJISBIIYIOCS OTed-
HOCTb BeK. I3 nepenecentbix 3abonesanuii ormedaror OPBIU.

Co cJ10B Matepu, Ha IIEPBOM IOy SKU3HH IIPH IIPOBE/ICHNN
Y31 6bu10 06HAPYKEHO yMEHbIIEHUE [OYeK B pasMepax,
ofHaKo B najibHedeM Y3V He 1poBoaunoCch, peOeHOK He
o6eaenoBascst. VI3BecTHO, 4TO TIepBbIil peGEHOK B CeMbe yMeED
B II€PUOJie HOBOPOKAEHHOCTH OT MHOKECTBEHHBIX BPOK/CH-
HbBIX TOPOKOB Pa3BUTHSA (IIATOJIOTUS BEPXHUX M HUKHUX
KOHeuHocTel, matosorus movek). /[za 6para — 19 u 14 ner —
3/I0POBBI; MaTh — 45 Jiet, oterl — 49 JieT, Ha AWCTaHCePHOM
yuere y CIEIHAINCTOB He COCTOST.

Ilpu  nocmynaenuu: poct 135 cM, Bec 24 KT,
NMT=13,3 kr/m2. CocrosiHue TspKeNoe, 4To 00YCIOBIEHO
MeTabOIMYECKIMHE, BOIHO-JIEKTPOJUTHBIMU HAPYIICHUSMU.
Co3HaHUEe COMHOJICHTHOE, TUIOJAMHAMHWYHBIH, IPOAYKTUB-
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Pue. 4. HXHNE KOHEYHOCTM

HBI KOHTAKT 3aTPYIHEH, Pedb MAJOCBA3HAs. J3PAuKu
OD=0S, otopeakiinn coxpaHeHbl, ciMMeTpruyHbie. MeHnH-
reaJibHble 3HAKN OTpHUIATesIbHBIe. TemIepaTypa Tera Ha HOp-
MaslbHbIX U cyOhebpunbhbix nudpax. Peskas OiegHoCcTh
KOKHBIX IOKPOBOB U CJM3KUCTHIX 000JI0YEK, KPOBOIOATEKU Ha
KOXKe JINTIA, )KUBOTA, Oejiep, HUKHUX U BEPXHUX KOHEYHOCTSIX.
Oy TII0BaTOCTD JIMIA, OTEKH TI0 TIepeiHeil GPIONIHO CTEHKH,
Ha HWKHUX KoHeuHocTsx. OOpamiana Ha cebsi BHUMaHuUe
IKTPOMAKTUIINS BEPXHUX U HIKHUX KOHETHOCTEN (BPOKIEH-
HbIi IeDeKT KOHEUHOCTEN B BU/IE HEJIOPA3BUTHS, YACTUIHOTO
CPAIeHUsT WM OTCYTCTBUS NAJIBIIEB PYK UJIH HOT).

SI3bIK CyXOli, 06J105KeH GesbIM HajseToM. TaXuitHoa, T1pu
HEePKYCCUM B JIEFKMX YKOPOUEHHUE JIETOYHOTO 3BYKa B Gasalib-
HBIX OT/IeJ1aX. AyCKYJIBTaTUBHO: [bIXaHue 0CAabJIeHo, CIIpaBa
MEJIKOITy3bIpUaThle BaKHble XPUIIBL. TOHBI cepila IPHUTITy-
IEHBI, IeATEIbHOCTD PUTMUYHAS, CHCTOJNYECKUI IITyM OIITH-
mymoMm B II1-IV mexpebepbe caesa. YCC — 102 B muH.,
AJl — 140/100 mm pr.ct. JKMBOT 1py HasbIaly MSATKUIL.
Ilegenp +6,0 cm, miornad. Cese3eHka He MaJbIMUPYETCS.
[Tpn npoBeseHNM OYHMCTUTETBHON KJM3MBI TOJYYEeH CTYJI
TEeMHO-KOPUYHEBOTO T1BeTa. [10 MOYeBOMY KaTeTepy MmoJIydeHo
90,0 M1 MOYHM, COTTOMEHHO-3KeNITOTO 11BeTa. KpeaTnnun KpoBu
0,947 mmosb/a1 (Gostee 15 N), moueBuna kposu 91,0 MMOJIb/J1
(6oaee 14 N), CKD=>5 mu1/MUH, 4TO COOTBETCTBOBAJIO TEPMU-
HaspHOU cTaann XITH.

[Ipu nocrynzenun 8 KYO3 O/IKDB nposezenst cienyio-
1ge 06CIeI0BAHNS:

® KITMHITIECKU anam3 KpoBit: ap. — 2,0x1012 /1, He — 56 v/71,

1. — 0,8, Tp. —72x109 /a1, per. — 1,8%, JT — 15x109 /1, 6. —
0%, 903. — 1%, . — 5%, c.1 — 89%, mamd. — 3%, M. —
2%, COI 48 MM,/u (aHEMUSI TSKEJION CTereH , TPOMOOI[H-
Tonenus, Heiirpoduies, yckoperanoe COJ);

® KJIMHUYECKHUH aHAM3 MOYN (MOYA TTOTydeHa MOYEBbIM

KaTeTepom):

pH — kuciag, orHocuTenbHas motHocTs — 1008, Genok —

7,34 v/n, annrennii myspipst 1-3 B 11/3, TIEUKOIUTHI 2—4 B 11/3,
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PUTPOIUTHI HE U3MEHEHHBIE €INHNYHbIC B 11/3, IUJIUHIPDLI —
HET, CJIN3U — HET;

® aHA/IN3 MOYM 110 SUMHMIIKOMY: yieabHblil Bec — 1011,
M30CTEHYpHs, cyTouHast noteps 6eaka — 0,29 T;

® aHAIN3 MOYM HA GAKTEPHYPUIO: POCTA HE BBISBIEHO;

e Ouoxumuueckoe wuccienosanus kposu: CKD —
5-12,5 mu/mMun, obmmii 6enok — 68,1 r/1, Tokosa
kpoBu — 8,3 MMOJIb/JI, KpeaTuHUH KPOBU —
0,947 mmoup /i1, MoueBnHa — 91,0 MMoJIB /1T, 30T MOUe-
Bunbl — 208 MMOJIb/JI, BpeMs CBETPHIBAEMOCTH
KPOBU — 5 MUH 45 ¢;

® TJIMKO3UJIMPOBAHHBIN reMoriobut — 6,56%;

e ocTpodasosbie okazatenn: rantormobun — 1,7; CPB ++;

e ofbcaenoBanne Ha remaruthl remarut B (Hbs-ag) —
orputiaresbhbiii, renarut C (HCV-cymmapusie AT) —
orpunarenbibiii, [[MB (III1P) — orpunarenbubiii;

e Y3U mouek m MOYEBOTO ITy3bIPS: YMEHbIIEHNE JTUHET-
HBIX pazMepoB mnouek (ymHa 4,4 cM, mupuna 3,0 cm),
IOJIOKEHUE TUITMYHOE, HETIPABUIIbHO# (DOPMBI C HEPOB-
HBIMU KOHTYPaMM, 3XOT€HHOCTb HOBBIIIEHA, KOPKOBO-
Mosrosasd auddepennuaius orcyrerByet. CieBa Kpo-
BOTOK B mouke He omnpenensiercs. [lapanedpuii ne
n3MeHeH. Y 3VI-npusHaku CMOPIIMBAHUS TT0YEK;

o /IDXOKI: munsaranus jieBbIX KaMep, KOHEUHO-/IUACTO-
JWYEeCKUI [UaMeTp JIEBOTO JKeayloyka — 43 MM.
Murtpanpras Hegoctatounocts 11 c1. CHIkeHme coxpa-
TUTEJNBHON criocobHocTu Muokapaa (DPB=52%) npu
YCC 86 yn B 1 mum;

o JKI: cunycoBas Taxukap/us, BOJIBTaK B HOPMe, Hapy1ie-
HUSI PETOJISIPU3AIIN 3a/HEH CTEHKH JIEBOTO JKeJTyI0UKA.

Koncyubraium crenmaaimncTos:

® SH/IOKPUHOJIOT: TPAH3UTOPHAS IMIIEPIIIMKEMHUS;

® HEBPOJIOT: CHHPOM IepebpaibHOil HeL0CTaTOYHOCTH
Ha (hOHEe OCHOBHOTO 3a00JIeBAHNST,

® OKYJIMCT: QaHTMONATUS CETYATKU 110 TUIOTOHUYECKOMY
THITY 0OOKX IJIa3;

® TaCTPOEHTEPOJIOT: APO3UBHBIH IaCTPOYO/ICHUT;

® JIETCKUIT YPOJIOT: BOJSTHKA MTPABOTO SIMYKA;

® CTOMATOJIOT:  CTOMATOJOIMYeCKUX  3a00JieBaHUl
He BBISBJICHO;

® Kap/MOJIOI: BTOPUYHAs apTepuajbHas T'MIIEPTEH3US,
BTOPUYHAST KAPIMOMUOTIATHST;

® reHeTHUK: aKPOPEHAJIBbHBIN CHHAPOM (THIOIIA3Us
[I0YeK, TIOYeYHAs HeJOCTATOYHOCTD, IKTPOJAAKTHIINSA ).

Ha ocHoBaHNM BBIIEU3IIOKEHHOTO OBLI YCTAHOBJIEH KITMHH-
YeCcKNH NarHo3: « AKPOPEHATBHBIN CUHAPOM. JKTPOTAKTIIINS
BEPXHUX M HIKHUX KOHEYHOCTeil. XpOoHUUecKoe 3ab0sieBaHue
nouek V ct1. Iloueynas mucnaszust (BTOPUYHO CMOpIIEHHbBIE
noykn). XpoHuyeckas IO4edHas HemocTaToyHOCTh [V cT.
(TepMuHATBHAS cTaans). Bropuanas aprepmaibHas THIIEPTEH-
31, BropuuHas KapgmoMHuonaTus. Ypemideckas sHiiedasorna-
THUSA. YPEMIYECKUH ITyJIbMOHUT, THIPOTOPAKC. ACIIUTS.

TsikecTh  cocTostHusT  GOJBHOTO, aHypHUsl, CTOHKAasi
apTepuasbHasl TMIIEPTEH3Us], BBICOKUIT YPOBEHb a30THCThIX
HIJIAKOB SABUJINCh OCHOBAHUEM [UJIS Hayaja IPOBE/IEHUS
3aMECTUTEJIbHON IIOYEYHOH Tepanuu — 3IKCTPEHHOIO
reMo/INaIn3a.

CeaHChl XPOHUYECKOTO MPOTPAMMHOIO TeMOJHATN3a
ObLIM HAYAThl C MCIIOJb30BAHUEM LEHTPAIBHBIX KATETEPOB
(neBag noakmoununas sena (d-1,0), jeBag GexpenHas BeHa
(d-1,4) na anmapare Fresenius 5008 S ¢ 06beMOM yJIsrpadrIbT-
parn ot 1500 1o 2500 M, ckopocts YD — 150—180 vt /vuH;
¢ TIocIeIy oMM (POPMUPOBAHUEM apTEPUOBEHO3HOM (DHCTY-
JIBI Ha JIEBOW BepXHEH KOHEYHOCTH, YTO IO3BOJIMJIO YBEJIH-
YUTHh CKOPOCTh yabrpaduasrparuu gao 200 Mi/MUHYTY,
COIJIACHO COOTBETCTBYIOIINM PEKOMEHAAINAM [4].

110

MeukaMeHTO3HOE JieueHne GbLIO HAIIPABJICHO Ha CHIKe-
HUE THUIEePa30TeMU U KOPPEKIUIO BOIHO-3JIEKTPOJIUTHBIX
HapyleHuii, obMeHa BeliectB, GopbOy €O CTOUKOU apre-
pUAIbHOI rutepTeH3uei, aneMuei.

Teparmms:

mmera Ne 7 I

— anrukoarysgutel — renapun 100 Ex/kr/cyT;

— TUII0Aa30TeMIYeCcKast Teparnus (IJIyTapruH, CMeKTa, Cop-
6eKc);

— MeMOpPaHOCTaOUIN3aTOPBI, AHTHOKCUAAHTBI (THOTpHUA-
30JIMH, apMa/IlH, KODHUBHT);

— ¢ 1esbI0 Koppekiuu (hochopHO-KanbIMeBOro 0OMeHa
(xampruii /[3-aukomen);

— tepanus anemuu (hepym-Jiek, anoOuOKpUH, TpaHcdy-
31 OPUTPOIUTAPHON MACCHI € yAAJEHHBIM TPOMOOJIEH-
KOCJIOEM);

— 110160P AHTUTUIIEPTEH3UBHBIX TIPENapaToB (MOIKC, Jua-
Kap/uH, upOuTaH, 90paHTIII, MAKcoraMMa, (DeHUTHUINH);

— KOppeKIus runonporenHeMunt (ajibOyMUH B/B Kall,
KETOCTEPUIT per 0S);

— antubroTnkorepanus (MoCJIe0BaTEIbHO 11edyPOK-
CUM, aMUIIII);

— cocynucteie npenapatbl (L-u3uHa aciiHAT, MarHusg
cysibdaT, BAHTIONETUH, CEPMUOH ).

Ha cdone nmpoBognMoil KOMIIJIEKCHOI Tepanuu B TeYeHIe
1-ro mecsna npeOblBaHUS B CTAllMOHAPE CAMOUYYBCTBUE
U COCTOsIHME PeOEHKA HECKOJIBKO YIIYUIIUIIUCh, HO COXPaHSI-
Jlach BbICOKast aprepuaibhHas rureprensus (ot 140/90 mo
210/115 mm pt.ct). B nocremyiotiem pa3Busach matojaorunde-
cKasi HEBPOJIOTMYECKasi CUMIITOMAaTHKa (IIPOrpeccupoBaHue
HapyIIeHUS CO3HAHUS, CY/OPOTH, Tape3 MPaBbIX KOHEYHO-
crei, 6ompine Bepxuux). Ipu nposepernn DI BbIABICHBI
rpy6bie Hapytienus marrepaa DT oyarn MeIeHHOBOIHO-
BOI aKTUBHOCTH B JIEBBIX IEHTPATBHO-BUCOYHBIX OTBECHUSIX
(tipoexiiust JieBoi cpenneMo3roBoit aprepun — CMA), mpa-
BOIT 106HO#T 06sacTu; Tpybas MearobasaibHast TUCHYHKITHSL.

Ha ocHoBaHUM KJIMHUKO-MHCTPYMEHTAJIBHBIX TaHHbBIX
n u3Menennit Ha Ixo0I [, AT ycranosnen nuarnos: «Octpoe
HapylueHre Mo3roBoro kposoobpaitenust (OHMK) cocyuu-
croro, MeTaboInuecKoro xapakrepa B 6acceiine seBoit CMA,
CYZIOPOSKHBII CUHAPOM>.

Koncumym crieruanctos XapbKOBCKOTO 00JIaCTHOTO KJIH-
HUYECKOro 1ieHTpa yposiorun u Hedposoruu um. B.J. I1lanosa-
na (aupexrop — m.merm., npod B.H. Jleccosoit), ¢ yyactuem
Bpaueil — HEBPOJIOTOB, YPOJIOTOB, AHECTE3NOJIOTOB, TPAHCILIAH-
TOJIOTOB KOHCTATUPOBAJI, YTO TIPOBE/IEHNE POJICTBEHHON TPAHC-
IJTAHTAIUY TIOYKH TIPOTHBOIIOKA3aHO B CBA3H C TIEPEHECEHHBIM
OCTPBIM HapyIlleHHeM MO3rOBOTO KpoBooOpaiieHust. PekomeH-
JIOBAHO PACCMOTPETD BOIPOC O AJIbHEHIIEH TAKTUKE Yepe3 TpU
Mecsta mocie amm3oga OHMK.

B naspHeiinem Ha (hoHe POBOAMMOI NATOTEHETUYECKO
U CUMITTOMATUYECKON TepaIiu, IPOrpaMMHOTO TeMOINAIN3A
B TedeHHe [BYX MECSIEB COCTOsiHUE pebeHKa OCTaBasoCh
TSKEJIBIM, OJIHAKO CaMOUYYBCTBUE 3HAUUTEBHO YJIYUIIIIOCh.
PebeHOK B CO3HaHWUU, HA OCMOTD pPearupyer ajeKBaTHO,
MIPOSIBIIEHMST YPEMUYECKOH IHIIedATONATINA YMEHBITUIOCH.
Temneparypa Tesla Ha HOPMaJIBHBIX II(PaX. YMEHBIINIACH
GJIETHOCTh KOKU, BUANUMbIE CIU3UCTBIE OJIEHO-PO30BBIE,
BBICHITIAHUI Ha Koke HeT. Ilepudepnueckue oTekn HUKHUX
U BEPXHUX KOHEYHOCTEH, MSITKUX TKaHel JIUIQ, TepeiHei
OPIONTHON CTEHKU BBIPAKEHbI MUHUMATBHO, YMEHBIIAIOTCS
mocjie TMPOBEIEHNS] CEAHCOB TeMOoAMain3a. TaxWITHO?
HeT. 3a BpeMs peObIBaHNS B KINHUKE HaOMI04aeTCs TEHICH-
nusi K crabuiausaiuy  apTepuaJbHOro0  JaBJIEHUS
(120/80-160/100 mm pt.cT.), He TpebyoOIas 9KCTPEHHOMN
MEJIMKaMEHTO3HOH KoppeKinu. JlocTUTHyTa amanTaius
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K TEMOJIMAJIN3Y; TTOKA3aTelN a30THCTOr0 0OMeHa: KpeaTHHIH
0,25-0,41 mmouib /o1, MoueBrHa 6,2—12,5 mmoub /1. CokpaTu-
JIICH Pa3Mepbl tiedern o +2,0 cM Huzke Kpast peGepHOU 1y,
CoxpansieTcst anypusi.

B macrosiiiee BpeMsi coctosiie pebenka 0CTaeTcst TsKe-
JIBIM, HO CTaOWJIbHBIM, IAI[MEHT TOTOBUTCS K IIPOBEACHUIO
POZICTBEHHOM TPAHCILTAHTAIIUH TTOUKH.

Takum 006pasoM, OCOOEHHOCTBIO JAHHOTO KJIMHUYECKOTO
HAGJTIOZICHUST SIBJISIETCS] MATIOCHMITTOMHOE B HavaJie 3a60JeBaHus,

JIUTEPATYPA

niporpemenTHoe Tedenve X 311, mosmusts uarnoctika XITH IV cr.
y peGeHKa ¢ HACJIEICTBEHHOM OTSTOIIEHHOCTBIO 110 3a00JIEBAHIIO
MOYEK — AKPOPEHATbHBIM CUHIPOMOM, UTO CBHU/IETEJIBCTBYET O
HEJI0CTATOYHON HACTOPOXKEHHOCTH,/OCBEIOMIEHHOCTI MEJIUITNH-
CKUX pabOTHUKOB OTHOCUTEJIBHO JAHHOIO 3a0071EBAHKSL.

Boimensnoxkennoe 000CHOBBIBACT IEIeCO06Pa3HOCTD
MOTYJIIPU3AlUM 3HAHWI O TMPUHIMIAX JAUCTIAHCEPU3AIUN
u auarnoctuku XITH y nereit ¢ nHacieacTBeHHO JeTepMUHE-
POBaHHOI MATOJIOTHEH MTOYEK.
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KniHiyHe cnocTepeXxeHHs i TakTUKa BeA,eHHS XPOHIYHOT HUPKOBOT HEAO0CTATHOCTI Y ANTUHM 3i CNaAKOBO AeTEePMiHOBaHOIO

NaToNori€eo HUPOK

M.0. lonyape?, I.C. Cenaroposa’, IP. Mypatos2, 0.M. lywkaps2, T.®. Koni6acsaZz, HM. f6noxcekaz, .M. [anginalZ, A.0. Xomoscbkal

1XapKiBCbKNI HaLiOHaNbHNI MEOVUYHNI YHIBEPCUTET, YKpaiHa
2K303 «Ob6nacHa guTaya KniHidHa nikapHsi», M. Xapkis, YkpaiHa

Pi3HOMaHITTS NPUYMH | CUMNTOMIB XPOHIYHOI HUPKOBOI HELOCTATHOCTI, BAXKI HACNIAKN 3aXBOPIOBAHHSA NPUBEPTAKOTH YBary (paxisuiB pi3HUX CheLianbHOCTel,
BHAC/iJOK 4Or0 HNPKOBA HEAOCTATHICTb [IaBHO nepecTana 6yTh BY3bKOK NPo67eMOto, iKY BUPILLYIOTb TiflbKK Nikapi-Hedponorn. Y cTatTi onncaHo KiiHivHe
CrOCTEPEXEHHS MANOCUMNTOMHOIO Ha NOYATKYy XPOHIYHOMO 3aXBOPKOBAHHA HUPOK, LU0 Nepebirae NPOrpeLieHTHO, Y AUTUHW 3 TEHETUYHO AeTepMiHOBaHUM
KPOPEHANTbHIUM CUHAPOMOM, L0 NPU3BESIO A0 Ni3HbOI AiarHOCTUKN TEPMiHANbHOI CTagii XPOHIYHOI HUPKOBOI HEOCTATHOCTI, ika NoTpebyBana nNpoBeeHHs
3amicHoi Tepanii. 06rpyHTOBaHa HeOOXiAHICTb CBOEYACHOI AiarHOCTUKM i MUABHOIO CNOCTEPEXEHHS 32 AiTbMN 3i CNAAKOBO AETePMIHOBAHUMU XBOPO6aAMU
HUPOK, L0 CYNpOBOKYIOTHCA (DOPMYBAHHAM XPOHIYHOI HUPKOBOT HEAOCTATHOCTI, L0 Beje L0 iHBanifu3aLlii XBoporo i B TepMiHanbHil cTagii 4acTo BuMarae
3aCTOCYBaHHA BUCOKOBAPTICHUX METOAIB 3aMiCHOI Teparii.

Knto4oBi cnoBa: xpoHi4Ha HUPKOBA HEAOCTATHICTb, [iTW, aKDOPEHANbHUIA CUHAPOM, remoAiania.

Clinical observation and management of chronic renal failure in a child with hereditary determined pathology of kidneys
MA. Gonchar, A.S. Senatoroval, G.R. Muratov12, EM. Pushkar, TF. Kolibaevaz, N.N. Yablonskaya2, M. Galdina’2, A.A. Homovskaya?

1Kharkov National Medical University, Kharkov, Ukraine

2Municipal Health Care Regional Children's Hospital, Kharkov, Ukraine

The variety of the causes and symptoms of chronic renal failure, severe consequences of the disease attracted the attention of professionals of different spe-
cialties, thus, renal failure has long ceased to be a narrow problem which is solved only by doctors-nephrologists. In article is described clinical observation
of oligosymptomatic at the beginning of the disease, progredient proceeding, a chronic disease of kidneys in the child with genetically determined acrorenal
syndrome, that led to late diagnosis of end-stage chronic renal failure required replacement therapy. The reasonable necessity of timely diagnosis and care-
ful observation of children with hereditary determined diseases of kidneys which are followed by forming of chronic renal failure, which is leading to the
patient's disability, and in the end-stage often requires the use of expensive methods of replacement therapy.

Key words: chronic renal failure, children, acrorenal syndrome, hemodialysis.
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