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14 BepecHst 2018 poky B HauioHanbHilt MenuuHii
akazeMii micasauruioMHoi ocBity iMeHi I1.JI. Illynuka
BimOynacsi HayKOBO-TIpaKTMYHa KoHbepeHIlisa «Kii-
HiuHMi Bumagok B Hedposorii. 11" REENA™ CME
Course», sika B YKpaiHi cTajla BU3HAYHOIO TTOMIEI0 TSI
HehPOJIOTIB, TUTIYNX HEMPOJIOTIB i JIiKApiB CyMisKHUX
cneniaabHOCcTel. Lleit 3axim mopiuHo BimOyBaeThCs 8-t
piK mocmijib y paMKax HedpOJIOTIYHOI iHil[iaTuBU Ka-
denpu vHedpoiorii i H3T HMAIIO imeni IT.J1. ymnu-
ka. KoHdepeH1ist Bigdynack 3rigHo 3 peectpom MO3/
HAMH VYkpainu, BoHa npeacTtaBiieHa Ha odilliiHOMY
cariti HMAITO it www.nephrology.kiev.ua. LIboro poxy
3axia OyB miaTpuMaHuil BcecBiTHIM TOBaprUCTBOM AUTSI-
yux HedponoriB (IPNA) i MixHapoaHo1o acouialliero
HedposoriB (ISN). MicueM npoBeaeHHsI KOH(pEpeH-
il TpaguiiiiHo craB «I'pann AnMipan Resort and SPA»
(M. IpmiHb), gKWii BU3HAYEHUI IBa POKM MOCIIiJIb SIK
kpamuii SPA Ykpainu ta CxinHoi €Bponu.

IMporpama KoHbepeHiIlil BKIoYaga Y0TUPU JBOTO-
IUHHUX OJIOKU, Y APYTWil JIeHb POOOTH TIPOBOIMIINCS
KJIIHIYHI ceMiHapH.

Ilepiri 1Ba 6JI0KM OyIM TIPUCBSTUYCHI PIIKICHUM M-
TIYUM XBOpPOOaM HMUPOK i MepcoHidikallii ix JIiKyBaH-
Hs. Jlekuii «Fanconi Syndrome — the most common
sign of rare kidney disease» i «Rare CKD in children:
personalized approach in cystinosis, cystinuria, PTA»
Oy TpeacTaBjeHi Mpe3uaeHTOM €BpoIeiichbKol aco-
wiawii gutsaunx HegpogoriB Elena N. Levtchenko, MD,
Prof, Head of Dep of Pediatric Nephrology, Leven,
Belgium.

Cunapom DaHKOHI — 1Ie TeHepali3oBaHe ypaXkKeH-
HST TIPOKCUMAJIbHUX KaHAJBIIIB, IO CYIPOBOIXYETh-
csl TJIIOKO3YPIi€I0 i1 MIKPOIPOTEIHYPi€I0 B IMOETHAHHI
3 TinokamieMielo, rimodocdaTeMi€lo, TiMOypuKeMieo

(pimKo — riroHaTpieMi€l0), MPOKCUMATbHUM HUPKOBO-
KaJbLIiEBUM alla030M (BTpaTa HaTpito, Kajilo, Kaabllilo,
docdopy, ceuoBOi KUCIOTH, AJIbOYMiHiB, aMiHOKHUCJIOT,
[JIIOKO3U, 0iKapOOHATIB i3 ceuern), 3aTPUMKOIO POCTY,
MOJIiypi€lo, MOMIIUIICI€I0, OJIIOBAHHAM i HU3bKUM arie-
TUTOM, TIMIOTEH3i€10, 3HEBOJIHEHHSM, PaxiToOM i BifcTa-
BAaHHSM PO3BUTKY B [IiTEH i OCTEOMAALIEIO B TOPOCIIUX.

[Mpuunnoio cuHmpomy MdaHkoHiI € HaOyTi (YacTi-
1Ie) i BPOIKEeHI MOPYIICeHHSI MEeMOPaHHOTO TPaHCIIOP-
Ty i peLleNTOPHOTO €HAOIMTO3Y, METa0OiYHI XBOPO-
Ou, iHIII HeBiTOMi YMHHUKU. ['eHEeTUYHA HiarHOCTHUKA
BKJIIOYAE TIPU 3PO3YMIJIOMY JiarHO3i CEKBECTpYyBaHHS
TeHiB 200 TOCIIiIKeHHSI TeHETUYHOI TTaHe i Ha CUHIPOM
dankoHi, y OUTBII CKITATHUX BUITAgKaX — CEKBECTPY-
BaHHS €K30HY.

JlikyBanHsa cuHapomy MDaHKOHI BKIIIOYAE CUMII-
TOMaTUUHY Teparlilo 3aMillleHHsI BTpaT (BiIHOBJIEHHS
BOJIM, HATPilO, KaJlilo, HAIPUKJIIA/, 3aCTOCYBAHHS KaJlilo
xsopuny (2—10MMob/KT/m00y) ab0 HaTpili-Katito ¢hoc-
dary (40—60 mr/kr/no0y)), npuiioM Bitaminy 25(OH)D
y BUIJISIOI aKTUBHUX MeTabodiTiB (alphacalcidol abo
calcitriol), MOXJTMBO, 3 KaJIBITIEM i cTIelIMDiuHY Tepartito
Tpu XBOpobax, acolriiioBaHux i3 cunapomom MaHKOHi.

LlucTtHO3, aBTOCOMHO-pELIECUBHE 3aXBOPIOBAHHS,
1110 XapaKTepU3YETbCS HASIBHICTIO MJIIOKO3Ypii ¥ mpo-
TeiHypii (HAMOLIbII YacTa cepel TeHETUYHUX MPUINH
PO3BUTKY cuHApoMYy PaHKOHI) i JIi30COMaJbHUM Ha-
KOIMYEHHSIM KPUCTaJIiB LIMCTUHY, SIKi BUSBISIOTHCS SIK
JIIarHOCTUYHUWI TeCT, 30KpeMa B poriBLi, ¥ 90 % miteit
MaHidecTye came cuHApoMoM MaHKOHI i3 PO3BUTKOM
TepMiHaJAbHOI XPOHIYHOI HMUPKOBOI HEAOCTATHOCTI A0
10 pokiB.

JliarHoCTMKaA IUCTUHO3Y MPOBOAUTHLCS Ha ITiCTaBi
TeHETUYHOTO aHali3y, HASBHUX IPaHyJl LIUCTUHY B pO-
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TiBIIi TPOTSATOM OJHOTO POKY i1 piBHSI IMCTUHY B IPaHy-
Jonurax, a came: HopMa < 0,3 HMOJIb 1/2 IUCTUHY/MT
6inka, rerepo3urotu < 1 HMoJb 1/2 HMCTUHY/MT OiJiKa,
JiaTHOCTUYHE 3HAYMMUI piBeHb > 2 HMOJb 1/2 1uc-
TUHY/MT OiJKa, MAlliEHTH, SIKi OTPUMYIOTh TepalTifo, —
<1 amonb 1/2 mucTuHY/MT OiNKa.

JlikyBaHHSI BKJIIOYA€ TIpUiOM 1uUcTeaminy 1,3—
1,9 t/M?/no0y, BiTHOBJIEHHS BOAHOTO OanaHCy, MPU-
3HAQUYEHHS IHJAOMETAlMHY W TOPMOHAIbHOI 3aMiCHOI
Teparii 3a HeOoOXimHOCTi (TOPMOH POCTY, TUPOKCHH,
TECTOCTEPOH TOIIO), OJOKATOPiB PEeHiH-aHTIOTEH3UH-
anpaocTepoHoBoi cucteMu (PAAC).

BuainsaioTbh 2 TUNU LIUMCTUHYPIi: aBTOHOMHO-peELIe-
cuBHMii TMIT A (MyTauist reHa SLC3A1) Ta aBTOHOMHO-
noMiHaHTHu# Tvn B (myTauist reHa SLC7A9).

JlikyBaHHSI LMCTUHYpii Mependavyae rimeprigpara-
1it0, 0OMeXKeHHST HATpilo, OJY>KeHHs cedi (LUTpaT Ha-
TPil0), 3aCTOCYBaHHS LIMCTUH3B SI3yIOUMX areHTIiB, BU-
JTaJIeHHS [IMCTUHOBUX KaMEHiB.

HudepeHuiaabHa JiarHOCTUKA LIMCTUHO3Y 1 LIMCTU-
Hypii HaBeneHa B TaoI. 1.

Tpers nexuist mpod. Elena N. Levtchenko Oyma mpu-
CBsSTYUCHA HUPKOBOMY HEILIYKPOBOMY Mia0eTy, SIKUl Mae
3uerieHy 3 X-xpomocomoto (90 %) aBTocOMHO-pelie-
cuBHy (9 %) it aBTOHOMHO-IOoMiHaHTHY (1 %) dopMu.
JIikyBaHH$ 3a/IMIIAETHCS KJITACUYHUM: TipOXJIOPTia3u/l

(3 mr/kr/mo0y), aminopun (0,3 Mr/kr/mo0y) i iHmomeTa-
11H (2 Mr/Kr/mnooy).

JiarHocTuli, KJIiHIYHOMY CIIOCTEPEXEHHIO i Be-
JICHHIO TAIEHTIB i3 TYOEPO3HUM CKJIEPO30M, a TaKOX
CydyacHOMY CTaHy JOMOMOTH i pericTpy TaKux Mali€eH-
TiB OYB IPUCBSIYECHUI BUCTYI JAeKaHa TeparneBTUYHOIO
daxynbrety HMAIIO imeni I1.JI. Ilynuka goueHTa
C.B. KymnipeHko. Jlektop HaBesa KJIiHIYHI BUTIAAKU,
HaroJocuja Ha ypaXkeHHi HUPOK, MPOAEMOHCTpyBaIa
MOXKJIMBOCTI aKTUBHOI CITiBIIpalli i3 OaTbKaMM XBOPUX
IiTeit.

«Primary hyperoxaluria: modern diagnostic and
treatment» Oyna npeactabieHa Larisa S. Prikhodina,
MD, Prof, Head of Dep of Pediatric Nephrology,
Moscow, Russian Federation. Lle rpyna yasTpapiakic-
HUX aBTOCOMHO-PELIECUBHUX 3aXBOPIOBaHb i3 MilBU-
1LIEHOIO MPOAYKIIIE€I0 OKCaAaTiB YHACiIOK MOPYILLIEHOTO
CUHTEe3Y (DEPMEHTIB MEYiHKU 3 PO3BUTKOM HedpOoKasb-
IIMHO3Y i/a00 yporiTiady, MpOTpecyBaHHSIM Y XPOHIUHY
HUPKOBY HEJOCTATHICTh Tipy TUMax | i 2. Pesome Bu-
CTYITy HaBeZIeHO B Ta0J. 2.

Y ngpyromy BucTymmi «Steroid-resistant nephrotic
syndrome in children: new insights in genetics» Larisa
S. Prikhodina 3po0wia akiieHT Ha MOJICKYJISIPHO-TEeHE-
TUYHOMY TeCTYBaHHi, 1110 Ja€ MOXJIUBICTb He Bepudi-
KyBatu MOpQOJoriuHui BapiaHT npu Hedpobiorcii B

Ta6nmys 1. UNCTUHOS | UMCTUHYPISA

KniHiyHi nposiBn LUuctnHos LuctuHypis
3atpumMka pocTy Tak Hi
CvHgpom DaHKoHI Tak Hi
Ceyokam’aHa xBopoba Pigko Tak

XpoHi4Ha HMPKOBa HefoCTaTHICTbL

VY outadomy Biui

Y [opocrnomy Billi

[Mo3apeHanbHi Npossn

Tak

Hi
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Ta6bnuys 2. lMepBuHHa rinepokcanypis

Tun 1 Twn 2 Tvn 3
[eH AGXT (MIM # 259900) GRHPR (MIM #260000) HOGA1 (MIM #613616)
Purdue P., 1991 Cramer S.D., 1999; Belostotsky R., 2010
Rumsby G., Cregeen D.P.,
1999
Jlokanizauis 2qg37.3 (> 200 myTauin) 9p13.2 (> 40 myTauin) 10924.2 (> 30 myTauin)
Bik maHidhecTauii it go 18 pokis (> 80 %) Oitn, popocni Litn, popocni

KniHiyHa kapTuHa HedpokanbLuHo3, yponitias,

XPOHiYyHa HMPKOBa HepgocTaT-

YponiTias, XpoHi4Ha HUPKOoBa
He[oCTaTHICTb y AiTen 3pigka

YponiTias, XpoHi4Ha HUPKO-
Ba HeJoCTaTHICTb?

HiCTb
Jla6opatopHa T ekckpeis Ox/Cr, rnikonary T ekckpeujs Ox/Cr, T ekckpetjsa Ox/Cr,
JiarHoctuka L-rniuepaty rnikonesa aumaypis
Tepanis MipnookcuH ? ?
3amicHa HupkoBa Tx nediHkum (i30nboBaHa Tx neyviHkn? 13onboBaHa Tx ?
Tepanis KoM6iHoBaHa) HUPKN?
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niTelt 3 ypomkeHUM abo iHpaHTUIbHUM HEPPOTUUHUM
cuHapoMmoM, acoliitioBanuMm 3 NPHS1T abo NPHS2 my-
TallisSIMU.

JonoBigb 3aBigyBaua Kadenapu HedpoJsorii Ta
HUPKOBO-3aMicHoOI Teparnii npodgecopa .. IBaHOBa
(HMAITIO imeni IT.JI. llynuka) Oyna mpucBsYeHa Ji-
KyBaHHIO HaWYaCTillIMX 3aXBOPIOBAHb, 110 CIIPUIMHSI-
I0Th PO3BUTOK XPOHIYHOI HMPKOBOI HEAOCTATHOCTI, i
CYYaCHi TAaKTUILI pEHOMPOTEKIIil.

Indexii ceyoBUX UUISAXiB, 110 CYMPOBOIXKY-
I0Tb BPOKEHiI aHOMaJlii PO3BUTKY CEYOBOI CUCTEMM i
KACUT-cungpoM, 3aUIIa0OTHLCS BaKJIUBOIO MTPO0IIe-
MOIO B Cy4YacHiit HedpoJiorii. Ko TakThKa JIiKyBaHHS
mieJoHe(MPUTY Ha ChOTOAHI HEe BMKJIMKAE TPYIHOIIB
(uedanocropuHu 3-1 reHepallii B AiTeil i pTopxiHOIOHU
B JOPOCJNX), TO TTPU3HAYCHHSI KOPEKTHOI Teparii pu
LIMCTUTAX, OCOOJMBO PELMAMBYIOUNX, BUKIMKAE KBaBY
MoJIeMiKy 3 MPUYUHU aHTUOIOTUKOPE3UCTeHTHOCTI. Lls
npoOjeMa He CTOITh TaK rOCTPO B YKpaiHi 3 MPUUMHU
HE3aCTOCYBaHHS aHTUOIOTUKIB NP iHMEKIIISIX HUKHIX
CEYOBUX NUISAXiB, 30KpeMa peKoMeHIoBaHOTO (ocho-
MilmHy (Jviine aas BaritHux). IlpemapaToM mepiioro
BUOOPY 3aJIMIIAETHCS YPOAHTHUCENTUK Makmipop, 110

0c00JMBO e(heKTUBHUIA MPU PEIUANBYIOUOMY BYJIbBO-
BariHiTi, TOMY 1110 Ai€ Ha rPaMHEraTUBHY W TpaMIlO3U-
TUBHY (pitopy (puc. 1). DakTMUHO Ha CHOTOIHI Lie Ipe-
rapat HOMep OJIMH Cepel THUX, 1110 3aCTOCOBYIOTH SIK LIS
JIIKYBaHHSI LIUCTUTIB, TaK i JJIs MpU3HAYeHHS Tpodi-
JIAKTUYHOT HiYHOI J03M 3 MPUYUHU BUCOKOI €(PeKTUB-
HOCTI i BiICYTHOCTi p€3UCTEHTHOCTI A0 HbOTO.

PeuuayBylounM XxapakTepoM iH(eKIii gornomarae
KepyBaTU BaKI[MHA ypWBaK, 110 MiCTUTb aHTUIECHU 5
HaOiIbII YaCTUX 30YAHUKIB.

CyyacHa TaKTHMKa pPEHOIPOTEKIi ¥ audepeH-
LiioBaHWI MigXig A0 1i MpU3HAYEHHST 3aJIeKHO Bif
pPO3pPaxyHKOBOI IIBUIKOCTI KJIYyOOUYKOBOi (isbTpalii
(pIlIK®D) (i (yHKLIiOHATEHOTO HUPKOBOTO PE3EPBY)
nojaHi Ha puc. 2.

Cepen 6nokaropiB PAAC 06y0 3p0o0eHO HaroJjioc
Ha JOLIJIBHOCTI 3aCTOCYBaHHS ix koMOiHalii bPIMO-
HEJI: bPalandMO(kconinun) HEGinerJI(epkameH).

Prof Lionel Rostaing (Grenoble, France), sektop
ISN, sxwuit BXoguTh y TOM-20 TPaHCIUIAHTOJIOTIB CBITY,
3p0OUB NOMOBINb «AK PO3MMUPUTU MYy JOHOPIB HUP-
ku?». Tema € Ham3BMYailiHO akTyajabHOW. [lormmT Ha
HUPKOBUI TPAHCIUIAHTAT Y CBITi 3HAYHO MEPEBHUIILYE
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Cyy4acHa TakTuka peHonpoTekuii

AT < 130 mm pr.cT.: BPA a6o iAMN®
y NoBHiA gosi abo BPA + iAMN® 0,5-1,0 r/n

MonoTepanias BPA abo iAMN®

an 120 mn/xe/m*

AT < 130 mm pr.cT.: BPA abo IAN® 1/2 go3un Ha Hi4 AT = 130 mm pr.cT.: IPAAC y noBHin nosi

pLUK®D 120-160 mn/xe/m?

AT =130 mm pr.cT.: iPAAC y noeHii goai
1 @aHTaroHIiCT anbAoCTEepPOHyY

Bigmina iPAAC abo ix BUKOpWCTaHHA B cyOTepanesTuyHIi Lo3i
3a HaABHOCTI CepLUEBO-CYAMHHUX NOKA3aHb

PucyHok 2

Mpumitkn: AT — aprepianbunii Tuck; iPAAC — iHri6itopm peHiH-aHrioTeH3nH-anbA0CcTepoHoBoi cuctemu; BPA —
6n0katopu peLenTopiB aHrioTeH3uHy; iAlN® — iHri6iTopu aHrioTeH3NHNEePETBOPIOBAIbHOIO (PEPMEHTY.

npono3utlifo. Tak, y @paniii 6;m3eko 15 000 mamieHTiB
3HAXOIATHCS Y CIIUCKY OUiKyBAaHHS HAa TPAHCIUIAHTALLIO
HUPKY; MIOPIYHO MPOBOAUTHCS 6am3bKo 3500 HUpPKO-
BUX TpaHcruianTtaiiii. [lnsaxu BupilieHHsT mpooieMu:
cy0onTUMAJTbHI IOHOPU, Y TOMY YMCIII ITic/sT Kapaiaib-
HOI cMepTi i1 Bikom 60—90 pokiB, mapHe J0HOPCTBO, J10-
HODPM i3 PO3IIMPEHUMHM TOKA3aHHSIMU, aJIbTPYiCTUUHE
JIOHOPCTBO, HECYMiCHa TpaHCIIaHTAallisl (iMyHOaacopo-
1is ¥ puTyKCMao).

JlomnoBini BUKJIMKAIU XBaBe OOTOBOPEHHS, MPUIi-
HATa pe3oollisg. HactymHa KoH(bepeHIIis 3aruraHoBa-
Ha Ha 13 BepecHs (1’ saTHULIO) 2019 poKy.

OpranizaTopoM 3axooy BHUCTyNWja Kademapa He-
¢poutorii Ta HUpKOBO-3amicHOi Teparrii HMAIIO imeni
IT.JI. ynuka.

®otoMatepianin  KOH(MepeHIii MomaHo Ha cailTi
www.nephrology.kiev.ua
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