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OCHOBHI NOJ1I0XXeHHSA

e KLU0 Y ANTUHN PO3BMBAOTLCA HABPAKK, CNif 3aniAo3puTn
33aXBOPIOBAHHA HUPOK Ta 3po0bUTK aHaNi3N cedi TeCT-CMyXKaMW.

» lMpoTeiHypia y NOEAHAHHI 3 HABpAKAMMK CBiAYNTb NPO HEPPOTUUHUN
CMHAPOM, NPOTEIHYPIA | reMaTypia — Npo HePPUTUYHUIN CUHAPOM.

» byab-AKa AMTMHA 3 Ba)KKOI NpoTeiHypi€to i/abo remaTypi€to B aHanisi
ceyi 3a JONOMOroK TECT-CMY>)KOK Ta HabpAKaMu NoBUHHa ByTN eKCTPeHOo
HaMpaBJ/iIeHa y Cnewiani3oBaHe BiaAINEHHS.

lAionaTUYHUN HePPOTUYHNIN CUHAPOM VY AliTEN

» nomMepynapHa xBopoba HanbinbLl NolnpeHa y aiten
» ETionoria HeBigoMma.

» Bik no4aTky 3axBOptoBaHHA Big 2 Ao 5 pokiB. MpnbansHo 80% nauieHTiB
BiKOM MeHLLe 6 poKiB.

¢ YacToTa BUHMKHEHHA 3axBOoptoBaHHA: 2/10 000 aiTen, YacTille XBOPitloTb
XJ0on4mkm (3:2).

* Y HeMoB/IAT, 0c06/1MBO BiKOM [0 6 MicALiB, HePPOTUYHNIN CUHAPOM
BMHWKAE BHACNiAOK BPOAXEHMX i CNaJKOBMX 3aXBOPHOBAHb.
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HacTaHoBa 01112. 3axBOPHOBAHHA HUPOK Yy Aiten (HEDPOTUYHUIA | HEPPUTUYHUIA CUHOPOM)

CnMNTOMM Ta O3HAKM

» [eHepani3oBaHi HAbPAKM 3a3BMYAN NTOKANI3YIOTLCA HA HUXKHIX KiHLiBKaX,
061144, ocobnmBo y nepmnopbiTanbHUX AiNAHKAX, | HA XXMBOTI.
lpaBiTaLiA BNAMBAE HA JIOKasli3aLito HAbpAKY: 3paHKy Habpak
31e6inblIoro 10KaNi3yeTbCA B AiNAHLI 0611448, BBeYEpi — B AiNAHL
rOMinoK.

* Moxe byTn acumT abo nneBpasibHNIM BUMNIT 6€3 HAABHOCTI iHLWKNX
HabpsKkiB.

* Habpsak moxe 6yTu B AiNAHLI MOLLIOHKK abo BY/IbBU.

* MMoTpibHO BMMipATM 06'€M LMPKYNIOKOYOI KPOBIi, TOMY LLLO NpU
TPMBAJZIOMy 3aXBOPOBAHHI iIHKO/IN MA€E Micue rinoBosieMis. MNMauieHT
MO>Xe MaTu CynyTHiN HabpsaK i rinoBosiemito.

» JlemapkKauinHa NiHia TeMNepaTypu KiHLiIBOK € HAAIMHMM iIHANKATOPOM
rinoBosieMmii. Y TaKnx BunagKkax 3MeHLLeHe KaniispHe HAanoBHEHHSA
HIrTbOBOTO J1I0Xa.

o Binb B XXMBOTiI MOXe 6yTV OHMM i3 NPOABIB rinoBosIeMii.

* Y nauieHTiB 3 piBHeM anbbyMiHy B nna3mi kpoBsi 6inbue 20 r/n Habpakn
3yCTPiYaloThCA PigKo.

* 3a3BMYan apTepiasbHNN TUCK B HOPMI.

JiarHo3s

* Ha ambynaTopHOMYy piBHi 4OCTaTHbO 3poHMTK aHaNi3 cedi TecT-
CMYXKO'0. Mpn BUABJIEHHI NPOTEIHYPIi y NaLieHTa 3 HabpakamMm NoTpibHO
MOro HaNpaBWUTKN 1A NOAANbLLIOIo 06CTEXEHHA A0 JiKapHI.

* [MauieHT Mae BMpaXkeHy NpoTeiHypito. CniBBiAHOLWEHHS aNbbyMiHy 0
KpeaTuHiHy B cedi > 200 Mr/MMonb [555 °%|InTepnpeTalis pesynbrari...] .

* linoanbbymMiHeMis po3BMHETbLCS, AKLLO PiBEHb NPOTEIHYPIT € HACTINIbKMN
BMCOKWNM, L0 NeYyiHKa He MoXe BUPO6ATM HOBMIN aNibOYMiH A9 3aMiHN
BTpaT 6isika. Y AiTen ctapworo Biky Le BiabyBa€ETbCA Npu PiBHi
BuaineHHa 6inka 3-5 r/noby.

o KinbKicTb 6in1Ka, AKNI BUAINIAETLCA 3 CeYeto, MOXe AOCArTH
30-50 r/noby.

o Ha nepwin cTagii KOHUEHTpaUia anbbyMiHy B Naa3mi KpoBi
33a3BMYal < 25 r/n i 4yacTo HaBiTb HUXKYa.

* 3a3BM4an NALIEHTN HE MAOTb 3HAYHOI remMaTypii. MikporemaTypia Moxe
cnoctepiratncay 20% nauieHTiB.
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B ceyi MOXXHa BUSIBUTW CKYMYEHHSA eniTeNiasibHNX i XXKNPOBMX KNITUH.
B13HaYeHHA KOHUEHTPALIil HATPitO B CeYi AOMNOMOXE OLIHNUTW PiBEHb
rinoBonemii.
o KOHLeHTpauifa HaTpito < 10 MMOJIb/N CBIAYNTb NPO 3HUXKEHHA
06'eMy LMPKY/OHOYOI KPOBI.

° Y NaUi€HTIB rinoBo1IEMIfl BIiACYTHSA NMPM KOHLEHTPAL,ii HATPito B
cedi > 20 MMob/n (AKLWO NALLIEHT HEe MPUINMAB AiypeTuKkn).

o OpAHAK, aHaNIi3 HA BU3HAYEHHSA HATPIlO B CeYi piAKO MOXHA
3po6buMTK Nif Yac YepryBaHHA.

Bn3sHayeHHA piBHA reMors106iHy Ta reMaToKpUTY TakoX I0NOMarae
OLiHWNTY piBeHb rinoBosEMiIl.

KOHLEeHTpaLlia KpeaTHHiHY B cevi Moxe byTu niaBuLLEH], LLLO CBIAYNTD
NpO 3MEHLIEHHS BMAINIEHHA Ceui.

lNnepninigemis € NOWNPEHOO 03HAKOHO.
PiBeHb IgG HM3bKKK, piBeHb IgM 3a3BKYan NigBULLEHNN.
PiBHI cncTteMn KOMNIEMEHTY 3a3BNYaN B HOPMI.

KoHUeHTpauisi Ce4OBMHM | KpeaTUHIHY B N1a3Mi KpOBi 3a3BMYaln B HOPMI,
ane MOXYTb 6YTM HE3HAYHO NiABMLLEHI Y NALIEHTIB 3 rinoBoIEMIEID
(npepeHanbHa asoTeMis).

PiBeHb HATPItO | Kanito y Naa3mi KpoBi B HOPMiI.

ﬂiKyBaHHﬂ [s6s52 |A] [621621A]  [G6ese |C]

JlikyBaHHA 3a3BMYaN MOYMHAETHLCA B NiKAPHI.

Y nNauieHTIB 3 BUpaXKeHOO TinoBoJIEMIEID PiAVHY NOTPiIGHO BBOAUTM Y
BUINAAI PO34MHY anbbyMiHy 5% (1 r/Kr, HanpuKNaa ANTUHI Baroto 15 Kr
noTpibHo BBecTM 15 r = 300 MN1 po34MHY anibbyMiHy 5%) npoTarom 2-4
roaviHu.

JTiXXKOBUIN peXXnM He NoBUHEH BYTM peKOMEH10BaHN Yepes pU3nkK
po3BUTKY TPOM603y.

Ins nauieHTiB 3 oNirypieto Ta ABHO 36i/bLLEHOI BAroko Yu i3 3HaYHUMM
Habpakamu, acunTom abo 3 nieBpasibHUM BUNOTOM, NOTPiIGHO BBOAUTH
BHYTPIiLLHbOBEHHO PO34MH aNbbyMiHy 20% y A03i 1 MA/KI NpOTArom
20-30 xB + 0,5 mr/kr (go 20 Mr) dypoceMia BHYTPilLHbOBEHHO 4—6 pa3iB
Ha AEeHb.

Mip Yyac NnikyBaHHA HeOOXiAHO perynApHO KOHTPOJIOBATM apTepPiasibHUM
TUCK i NYN1bC A1 OLIHKN 06'eMY LIMPKY/THOIOYOT KPOBI.
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e AKLLO Yy NaLieHTa He 3MeHLLEHN 06'eMyY LMPKYOHOYO0I KPOBI, KiJIbKiCTb
NiATPMMYHOYOI PiAMHN MOXHA 06MeXxnTh 10 70% Big po3paxoBaHoOi
notpebu (po3paxyHok 3a MeToaoM Xoanigesa-Cerapa) AN 3MEHLLEHHSA
BTpaTun binka.

* MoTpibHO 06MEXUTM CNOXKMBAHHA COi, HACKI/IbKU Lie MOXXJINBO.

dapMakosioriyHe NiKkyBaHHA NepLuoro enisoay

* lMpepHizonoHy nosi 60 MF/MZ/p,eHb (mo 80 mr) Ha 2-3 npuomMmn

BNPOAOBX 4—6 TUXHIB, i, Ni3Hiwe, 40 Mr/M2 NpeaHi30/I0HY K
O[HOPA30Ba 4033 BNPOAOBX 6 TUXHIB BPaHL.

* Jl03y KOPTMKOCTEPOIAIB CNijg 3MEHLLYBATU BMNPOAOBXK 4 TUXHIB.

* [lepep 3aKiHYEHHAM KYPCY NiKYyBaHHA KOPTUKOCTEPOIAaMN, CNig,
NPOBECTWN TECT Ha BU3HAYeHHi piBHA AKTI gns ouiHkn GyHKU,T
HaAHWUPHMKOBMX 3a/103.

> 33 HeobXiAHOCTI, CNif noYaTy 3aMicHy Tepanito

FiAPOKOPTM30HOM (7—10 Mr/M?/neHb Ha ABa NPUIAOMM).

MNMokKa3aHHA ANA HanpaBJIEHHHA B KAiHIYHY N1iKapHIO 10 AUTAYO0ro
nikapa-Hedposiora

* BiACyTHICTb peMicii BNpoAoOBX 4 TUXKHIB JliKyBaHHSA.
* Bik <12 MicauiB abo > 12 pokiB

* Crinka rinepTeHsia

* Makporemarypis

* MNopyLeHa GyHKLIA HAPOK

* Hun3sbkum pieHb C3 a60 C4 (KOMMOHEHTIB CUCTEMU KOMIMJIEMEHTY)
Peunansn

s Peunamsu ifionaTM4HOro HedpoOTUYHOIO CUHAPOMY € MOLLIMPEHNMMU.
KpuTepii peunamBy: NOBTOPHMM piBeHb binkay ceyi > 40 MF/MZ/FO,D,VIHy
abo cniBBiAgHOLWEHHA aNbbYMiHY 10 KpeaTHHiHY B cedi > 200 Mr/MMonb.

* JlikyBaHHA peunamnBy: BBeAeHHS 60 Mr/M2 (mo 80 mr) npeaHi3010HY 3a
2-3 NnpMnomu, Noku BuaineHHa 6inka B cevi He Bye B HOPMi BNPOAOBX

3 pHis. MNoTim 40 Mr/M2 OAVIH pa3 Ha AieHb BNpoAoBX 4 TUXKHIB. o3y
KOPTMKOCTEPOIAiB CNif 3MEHLUYBATK BMPOAOBXK 4 TUXKHIB.
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* HeBesiMKa YaCTKA NauieHTIB MatoTb YacTi peunansu (2 abo 6inblue
BNPOA0OBX 6 Micauis) abo nig yac Tepanii KopTukocTepoigaMn. Takmx
NaLieHTIB CNif HaNpaBuTW y BigaineHHs AnTadvoi Hedpposorii KNiHiYHOI
NiKapHi AN8 oUiHKM noTpebun y bioncil.

* HamnowwupeHili rictoNorivyHi 03HakKM — L TaK 3BaHi MiHIMaNbHI 3MiHN,
KOJIM B 3pa3Ky 6ioncii HNpoK, MpoaHai3oBaHOro 33 1I0NOMOrroHo
CBIT/10BOI MiKpOCKONii, He BUABJIEHO HIYOro aHOMAJIbHOTO.

HedbpnTnyHnm cnigpom

Bn3HauyeHHA

* loCTpe NOLWKOAXEHHS KNyboUKiB HUPOK NOEAHAHE 3 Pi3HNMU
KJIiIHIYHMMWM O3HAKAMU
o MepudepunyHnn Habpak abo HabpAK nereHb, iHOAi 3aCTilHA
cepueBa HeOCTATHICTb

o linepTeHsis (3aTprMKa coni i Boamn), 3a3BNYal NOEAHAHA i3
CMMNTOMaMM

o [ematypifa (MikpockoniyHa abo MaKpOCKOMiYHa) 3i CKynYeHHAM
epuTpoumTia

o [poTeiHypif, AKa MOXe A0CAraTH pPiBHA HEDPOTMUUYHOIO
CMHAPOMY

o 3MeHLIeHHA K1yboukoBoi dinbTpauii (onirypis, ypemis,
NiABULLIEHHS PiBHA KPEaTUHIHY)

FfoCTpUI NOCTCTPENTOKOKOBUI roMepynoHepput

* HannowwupeHiwa npuymnHa cepe aiten y 61m3bko 80% Bunaakis

* P03BMBAETLCA Yepe3 1-2 TUXKHI Nicnsa CTPeNnTOKOKOBOro
TOH3M0PapuUHTiTY ab0o Yepes 6 TUXKHIB nicnA iHdeKLii LWKipw.

* CMMNTOMM 3MIiHIOKOTBCA BiJ AaCMMMNTOMATUYHOI reMaTypil 40 rocTpol
HMPKOBOI HeZIOCTATHOCTI (MaKkpoCKoMiYyHa reMmaTypis, onirypis,
rinepteHsisa, Habpakn).

IHWIi NpMYnHN

* |HwWi 6akTepianbHi iHdekuii: Staphylococcus aureus, Streptococcus
pneumoniae, Mycoplasma pneumoniae, Escherichia coli
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» BipycHi iHdekuii: Bipyc EnwtenHa — bappa, untomeranosipycHa
iHdeKuUif, Bipyc NpocToro repnecy, Bipyc BiTpAHOI Bicnu, napsoBipyc 19,
Bipycm renatuTie Bi C

* Mypnypa LWeHnenHa-TreHoxa [5s °®|Mypnypa LLiennenHa-TeHoxa ...]
* IgA Me3aHrianbHUi rnomMmepynoHedpuT [H5:"°%|IgA-HepponaTis]
* CNCTEMHMN YEPBOHUMN BOBYAK [[H512"°%|CucTeMHMIN 4epBOHMIA BOBYA. . ]

* Memb6paHonponipepaTUBHMI (Me3aHrioKaninAapHUn) rnomepysioHebpuT
(MMNrH)

* AHLIA-acouinioBaHNM BAaCKYNIT [5ia°%|Backynitu]

» nomepynoHedpunT, 3yMOBJIEHNI HAABHICTIO aHTUTIN A0 rNTOMEpPYAAPHOI
6a3asibHOi MeMbpaHu (aHTU-TBEM rnomepynoHedpuT)

bes55 % |FnomepynoHedputu]

o LUyHT-HedpUT
* CuHapoM AnbnopTa

* [eMOoNiTNKO-YPEMIYHNIN CUHAPOM
CMMNTOMM | O3HAKU, NOEAHAHI 3 CUCTEMHMMM 3aXBOPHOBAHHAMMU

 Temarypia i/abo npoTeiHypif, i nopyLweHHA GYHKLiT HUPOK

* 3aranbHi cMMATOMM, TaKi, K AMckoMopT, 6inb y XXMBOTI, 6110BaHHSA,
raps4yka, BTpaTa Barn, BTOMa, ronoBHun 6inb, Bucmn, nypnypa abo
cyrno6osi cMmMnToMm

» J[loaaTkoBO MOXYTb b6yTK HecneundiyHi aAnxanbHi abo cepuesi
CMMNTOMMK ab0 NopyLleHHA GYHKLIT AeKi/IbKOX CUCTEM Ta OPraHiB.

JiarHo3

» [lpoBeaeHHs 3arasibHOro aHasni3y cevi 3a AOMNOMOroK TECT-CMYXOK €
JOCTaTHIM Ha aMbyNaTOPHOMY PiBHi. AKLLO TECT NOKa3ye ABHY
remaTypito, i/abo npoTeinypito, i HAABHI CMMNTOMKN HEDPUTY, NALLIEHTA
NOTPiOHO HAaNPaBMUTK A1 NOAANbLLIOIrO 06CTEXEHHA Y cnewjianizoBaHe
BigdiNneHHA.

* [igpaxyHOK KJIiTUH B Ce€Yi Ta KY/1bTYPi
 KinbkicHe B1U3HauyeHHA 6inka B cevi (6iNoK | KpeaTHHIH ceui)

* 3a nifgo3pu 3MeHLLEHHS 06'eMy LMPKYIHOKOYOT KpOBi C/lig 3pobutn
aHai3 Ha HAaABHICTb HATPIlO B ceyi (He 3aBXAn AOCTYMHNI)
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* [1ig Yac ynbTpa3BYyKOBOIro AOC/NIAXKEHHS CE4YOBMBIAHUX LWAXIB HUPKN
MOXYTb BUIMNAAATM HAOPAKANMMU.

* C3-dakTop CMCTEMM KOMMIEMEHTY 33a3BMYAN 3HMXKEHWNI Y NALLIEHTIB 3
rOCTPMM NOCTCTPENTOKOKOBUM FJIOMepyIoHepPUTOM.

* C4-KOMMOHEHT CMCTEMU KOMIMIEMEHTY 3a3BMYalM B HOPMI Yy MALLIEHTIB 3
rOCTPMM NOCTCTPENTOKOKOBMM FJIOMEPYIOHEPPUTOM, asie 3HUXKEHUMN
NpU CUCTEMHOMY YEPBOHOMY BOBYaKY, LWYHT-HEDPUTI Ta
Me3aHrionposiipepaTMBHOMY rioMepysioHebpUTi.

* KoHueHTpauia ACT niauwyeTtbca y 80-90% nauieHTiB nicaa
CTPENTOKOKOBOIO papuHriTYy.

* KOHLEHTpaLis aHTUTIN 00 Ae30KCcMPUOOHYK1easu nigBuLLeHa y
NaLLiEHTIB NiCNA WKiIPHOT CTPENTOKOKOBOI iHpeKLii.

* Y nauieHTiB 3 WUBNAKOMNPOrpecytounM rnoMepysioHePppmMTOM TECT Ha
BUABNEHHSA aHTUTINA A0 6a3aibHOT MeMbBpaHmn KJlyboUKiB MO3UTUBHUN.

* TecCT Ha BUABNEHHSA aHTMHYK/1IEAPHUX aHTUTIN Ta aHTU-AHK aHTUTIN
NO3UTUBHWUN Y NALIEHTIB 3 CUCTEMHMM YEPBOHMM BOBYAKOM

boaae %% |CMCTEMHMIA YEPBOHWI BOBYaA...] .

* TeCT Ha aHTMHENTPOIiNbHI UMTONA3MATUYHI AHTUTING NO3UTUBHUI Y
NnauieHTIB 3 rnomMepynoHebpnTOM, aCOLIMOBAHMM 3 FPaHY/IEMATO30M
BereHepa abo MiKpOCKOMIYHMM MOJMIAHTIITOM [5555°%|BackyniTh] .

e AHasi3 Ha BUABJIEHHA CTPENTOKOKY B I10TLi MOXe 6yT HeJoLUiIbHUM,
TOMY Lo Mamxe y 20% AiTen WKiIbHOro BiKy Len TecT byae
NO3UTUBHUM.

JlikyBaHHA rocTporo NoCTCTPENTOKOKOBOrO r/iomepysoHedputy

* 3anexXHo Bif, Ba)KKOCTi 3aXBOPIOBAHHA NaLieHTN 6yayTb noTpebyBaTn
MOHITOPWHTY B CrneLianizoBaHOMYy BigaineHHi abo y nikapHi um
ambynaTopil.

» Epaaukauifa MiKkpoopraHi3miB He BMNJINBAE Ha TAXKICTb abo TpMBanicTb
3aXBOPIOBaHHS, asie Moxe 3anobirtm nowmpeHHwo baktepin, AKi
BUKJ/INKAIOTb Pi3Hi TUNW rIoMepynoHedpuUTy.

» (dapmakoTepanifa € NiATPUMYIOYOLO.
> BigMOBa BiA COJli Ta PiANHN, NETNEBI AiypeTnKy,
aHTUTINepTEH3MBHI NpenapaTy KOPOTKOI Aii, TaKi AK HideauniH

KomeHTap ekcrniepTa. 3rigHO 3 iHCTPYKUIE A8 MeANYHOro
3aCTOCYBaHHA 3apeECTPOBAHMN B YKpaiHi cTaHOM Ha 30.01.2019
NiKapcbKni 3acib6 HideauniH AiTAM He NpU3HaAYaETbCA
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* CMMNTOMM 333BMYAN 3HUKAOTb NPOTArOM 2—3 TMXKHIB.

* [NpoOrHo3 3axBOPIOBAHHA CNPUATIMBUN, aie MikporemaTypia i/abo nerka
NPOTEIHYPIA MOXe 3a/INLWATMNCA HA AEKi/IbKa POKIB.

HacTtaHoBM

* HacraHoBa 01056. IHTepnpeTauia pe3ynbTaTiB 3ara/ibHOro aHanisy ceviy
Aiten.

* HactaHosa 00653. [ypnypa LLieHnenHa-reHoxa (MLUT).

* Hactanosa 00230. IgA-HedponarTis.

* HacTaHoBa 00446. CUCTEMHMI YepBOHMM BoBYaK (CYB).

* HactaHosa 00449. BackyniTtu.

* HactaHoBa 00229. [ToMepynoHedpuUTH.

Jokasosi ornagn Duodecim

« Jlokasosuit ornag 00592. Corticosteroids for nephrotic syndrome in children.
JaTta oHoBneHHs: 2015-04-14
PiBeHb goKa3oBoOCTi: A
Pestome: Prednisone for two to three months is effective in preventing relapses in
children with nephrotic syndrome.

« Jlokasoswui ornag 02104. Non-corticosteroid treatment for nephrotic syndrome in
children.
JlaTta oHoBneHHsA: 2014-07-29
PiBeHb foKa30BOCTI: A
Pestome: Eight-week courses of cyclophosphamide or chlorambucil and prolonged
courses of cyclosporin and levamisole reduce the risk of relapse in children with
relapsing steroid sensitive nephrotic syndrome compared with steroids alone.

« [Jokasosuit ornag 06098. Interventions for idiopathic steroid-resistant nephrotic
syndrome in children.
Jlata oHoBneHHA: 2016-11-25
PiBeHb pokasosocTi: C
Pe3tome: Calcineurin inhibitors may increase the remission rate compared with
placebo/no treatment or cyclophosphamide in children with idiopathic steroid-
resistant nephrotic syndrome.

ABTOPCbKi NpaBa Ha OpuriHasbHi TeKCTU HanexaTb Duodecim Medical Publications, Ltd.
ABTOPCbKi NpaBa Ha A0AaHi KOMeHTapi ekcnepTiB Hanexatb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.

ebm01112 029.054 EBM Guidelines
2016-12-12
Jussi Merenmies Jukkapekka Jousimaa Hilkka Salmén
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