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HUKWU negunaTtpunn umenu akagemuka lO.E.BenstuweBa
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Ha 6a3e nHctuTyTa co3aatoTCA U QYHKUUOHUPYIOT
pPerncTpbl OONbHbBIX C Pa3NINYHOU NAaTONOTNEN:

* [lepBUYHbIE 31EKTPUYECKNe 3aboneBaHnA cepaLa

* JlerodyHaAa runepteH3unA

 [uneptpoPpunyeckme KapamnommonaTnm

* MbliweyHasa anctpodma [lioweHHa U apyrme HepBHO-
MbiLleYHble 3aboneBaHmA

e Tybepo3Hbin cCKNepos

* [unodocdaTtasma

* MyKononucaxapugossol I-ll Tmnos

n ap.



Bbicoko kBanndpuunpoBaHHbIe
Hay4dHble Kagpbl HUKU neanatpun
nMmeHu akagemuka HO.E.BenbTuwieBa

B Hay4HbIX nogpa3aeneHusax paboraroT 74 Hay4HbIX
COTPYAHMUKA:

*1IOKTOPOB HayK — 23
*KaHAMAATOB HAaYyK — 33



KnuHnyeckue otpeneuna HUKU negunatpun, 2017 r.

n OTAENEHME (npodunb Koek) KON-BO KOEK

1 DeTcKoe ncuxoHeBponoruyeckoe otgeneHue 1 (Hesponorua) 30
2 DeTcKoe ncuxoHeBpoaornyecKkoe otgeneHue 2 (Hesponorua) 30
3 [eTcKoe Kapauonoruyeckoe otaeneHue (getckasa Kapauonorua) 30
4 [eTcKoe Kapauonoruyeckoe oTaenieHne HapyLieHUM cepaeyHoro putma 20

(metckasa kapguonorus)

5 OTgeneHne KNIMHUYECKON U MHTEPBEHLMOHHOW apuUTMONOrMm 30
(meTckaa kapguonorus, cepaeyHO-COCYAUCTANA XUPYPrua)

6 OtaeneHue Hedponorum (Hepponorus) 50
7 MepanaTtpuueckoe otaeneHue 25
(neaunatpua, racTposaHTeponorua, annepronorusa)

8 MeaunaTpuyecKoe otaeneHne BPOXKAEHHDbIX U HAcNeACTBEHHbIX 3aboneBaHuii (neguatpua) 50
9 OTtaeneHue paHHero Bo3pacrta (neguatpua) 20
10 OTaeneHne OTOPUHONAPUHIONOrMKU (OTOPUHONAPUHIONOIUA) 20
11 OTtaeneHue peTckon xupyprum (xupyprua, yponorua, optanbmonorus) 23
12 OTtaeneHue nyabMmoHonoruu (nynbmoHonorms) 40
13 OTtaeneHue Helipoxupyprum (Helipoxupyprusa) 20
15 OTaeneHne aHeCcTe3MONO0rMN-peaHnmaLum 6

NTOro 388



HayuyHble noapa3pneneHuna HUKU neanartpum,
nepcneKkTuBHbIE AN NpoBeaeHUA KNMUHUYeCKUX
uccriegoBaHuu

OTx.
HACJIeACTBEHHbIX U
NPUOOPETEHHBIX
3a00J1eBaHM i
nouek

O1a. nerckon
KAPAHOJOTHHU U
ApUTMOJIOTHH

Ot
HIIL OTtnen OT/1. HEOHATOJIOTHH U AJ171eproJioruu u

NPOTHBOPAIHALH KJIMHUYECKOM ATOJIOTHH JeTeii KJIMHHYECKOM
OHHOM 3AaIIUTHI IT'CeHETUKH PaHHero Bo3pacra HUMMYHOJIOT'HH

OTta. ocTpou U
XPOHUYECKUN
MaToJIOT UM yXa,
ropJjia ¥ HOCa

OTtaea OTtaea OTa. XpoHNYeCKHX

ICUXOHEBPOJIOTHH U racTpoO’HTEPOJIO BOCHAJHUTEJIbLHBIX U

MUJIENTOJIOT A ruu | aJlJIepr. 3a00J1eBaHuil
JIerKNX




HayudHble nogpa3paeneHna HUKU neanatpun,
yJdyacTByOLWMe B KIUHUYECKUX nccrieaoBaHUAX

O1a. nerckou
KAPIHOJOTHHU U
ApUTMOJIOTHH

HIIII
NMPOTUBOPATUIIIU
OHHOH 3AIIUTLI

OTta. ocTpou U
XPOHUYECKHUM
MaToJIOT UM yXa,
ropJia 1 HOCa

Ot1aea
KJIMHUYECKOM
TeHeTHKH

Ot1nen
IICUXOHEBPOJIOTHH H
MUJIENTOJIOrMH

OT1a. HEOHATOJI0TUM U
MaToJIOTUM AeTed
PaHHEro Bo3pacra

Ot1nea
racTpoO3HOHPOJIO
'y

OT1x.
HACJIeACTBEHHbIX U
NPUOOPETEHHBIX
3a00J1eBaHM i
nouek

Ota.
AJIJIEProJIoruu v
KJINHUYECKOM
UMMYHOJIOTUU

OT1a. XpOHHYECKHX
BOCHAJIUTEJIbHBIX U
aJlJIepr. 3a00J1eBaHUM
JIETKHX




WHuumaTopbl nccnegoBaHUn, NpoBOAUMBIX B

HUKWU neanaTtpun

3APYBEXHDIE:
*HoBapTtnc @apma Al

*AcTpa3eHeKa Ab

*bepuHrep MHrenbxamm PLIB Tm6X n Ko Kl
*ANeKCUOH papmMacbloTUKaANC

*Genzyme

*[nakcoCmutKnamn TpengmnHr

*AKTENMoH dapmacbroTuKanc Jltg,
*[1pansep

*TeBa bpeHaug PapmacbloTnKasc

/\

OTEYECTBEHHDIE:
*[TNMK-PAPMA

* 000 Mepg®apmllpomCraHaapT
*O00 buoHopuKa

*O6LLEeCcTBO AETCKUX
racTPO3HTEPONOroB, FenaTo/IoroB U
HYTPULMNONOIOB

(PO)



3: cumbukopr,
WHAAKaTepona auerar,
$dNYyTUKA30HA NPONUOHAT

OT1a. XpOHUYECKUX
BOCHAJIUTENbHBIX 1
aJlIepr. 3a00J1eBAHU A

JIEI'KUX

6: paburartpan,

OTta.
ambpuseHTaH, | o

HACJIEACTBEHHBIX H 1 (IJECOTEPOPMH ,

6oceHTaH KApPAUOJIOTHH U NMPUOOPETEeHHbIX
Mau‘wre|-|1fa|-| M apuTvonornm KAanHudeckne B KaHedpoH H
cunAeHa¢un nccnengoBaHA B Ll
HUKUA 3
. . NaHTOram-
3 arntokosnaasa OT1aea neanaTpuu 2015- OT1a. HEOHATOJIOTUM U
anbda, 2 IR eCKOi 2017 o - — cupon, 3nbkap,
HabaAaTenbHbIX | T rr. PaHHEro BO3pacTa BaKLMHbI Bas-xnb

n AKT-XT6

9: aBeponumyc,
30/1e4POHOBAA KUCNOTa, | (i Otaen
¢ecoTepoAu H, MCUXOHEBPOJIOTHH U racTpoO’HOHPOJIO
npera6anMH’ a-ranype|_|’ IMAJICIITOJI0I NN '
ApucanepceH, 2
HabnropgaTenbHbIX

1: MUKpocumbuoueHo3s Ha
doHe npobuoTnKkos un
noancaxapugos




NMPUMEP 1: HabnropatenbHoe, npoaonbHoe,
NpPocneKkTUuBHoOe, AO0NroCpoOYHOe peecTpoBoOe
nccregoBaHue nauneHToB ¢ rmnodocdgatasven

An Observational, Longitudinal, Prospective, Long-Term Registry Of Patients With Hypophosphatasia (HPP)

This study is enrolling participants by invitation only. ClinicalTrials.gov Identifier:
Sponsor: NCT02306720
Alexion Pharmaceuticals First Posted: December 3, 2014

Last Update Posted: August 17, 2017

[MnodpocaTtasma - pegkoe HacneaCcTBeHHOE
3aboneBaHne obmeHa BelWecTB, NpuBogsLLee K
HapyLIEHNIO MUHEpann3aumMm KOCTHOW TKaHW BCreacTeme
CHMXXEHNS1 aKkTUBHOCTWU TKaHeHecneunguyeckon
LLieriodHON dpocdpartasbl, kogupyemon reHom ALPL

PacnpocTtpaHeHHOCTb Taxernowu runodocdarasnm B
EBpone oueHnBaetcsa Ha yposHe 1:300 000, a ymepeHHO
Tskernon - 1:6370

[MpegnonoxuTenbHasa pacnpocTpaHeHHOCTbL B PO -
1:100 000




[MPUMEP 2: UccnepoBaHue pa3BuTusa aHTUreH-cneuucnyeckoun
MMMYHHOW TONEPaHTHOCTU Y OOMbHLIX MyKononucaxapnaosom | Tuna
(MIC I) HaunMHatoWMX 3amMeCTUTENBLHYH (DepMEHTHYI0 Tepanuio
Anbpypasumom® (naponugason) (ALID02307)

» Mykononucaxapuzos | Tuna - CHKeHne akTUBHOCTY
NIN30COMHOr0 PepmMeHTa o - L — ngypoHuaassl BcneacTeme
MyTauumn reHa IDUA

* Yacrota 1: 40 000 - 1: 500 000

. CDepmeHTo3aMGCT|/|Teana;| Tepanus 6onbHbIX ¢ MICI:
003§¥§%38MM (napoHnaasa) (perucrpauyoHHbIn Homep: JICP

* BonbHble ¢ reHotunom Q70X/Q70X xapakTepuaytotcs
MOBbILLIEHHOW NPOAYKUMEN aHTUTEN K NMAapoHMaa3e

* DBbINK BKMIOYEHBI OOMbHBIE TOMBKO W3 2X CTPaH: 5pa3|/1n|/|9|
MEONKO- reHeTuuyeckas cnyxba rocnutans lopto Anerpe) n PO
HWKW neanatpum)

« [ln3aiH nccneaoBaHns: MHOYKUMA MMMYHONOTMYECKON
TONEPaAHTHOCTM (LIMKIIOCMOPKH, a3aTUONPUH) 1 NOCTENEHHO
HapacTatLLasi [03a JlapoHiaassl




[losiBneHne nmmyHornobynuHos G K napoHugase

Immunoglobulin G Antibody (TITER)
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BbiBOAbLI

* depepanbHbIY NeanaTpUUECcKnii LeHTp, Hakanameasa U cuctemaTusnpys
AaHHbIE O NaLMeHTax, co3aaeT pecypc AN KAMHUYECKUX UCCnenoBaHuU,
obecneunBaeT Hay4yHbI¥ NOAX0A K UX NpoBeaeHUIo. CBAa3b PeaepanbHOro
LLeHTpa C permoHamm, BeaeHune PperucTpos naLmMeHToB No3BonAloT bbicTpo
HaXo4AuUTb U BKJIOYATb B UCCeA0BAaHUA AeTeu B TOM uucae c oppaHHbIMU
3a60n1eBaHNAMU U YHUKA/ZIbHbIMU reHOTUNaMu

* PepepanbHbIN NeanaTpUYECcKMin LeHTp moxKet opmyanposaTtb 3anpochbil
Ha Heob6xoaAMMOCTb pa3pPaboTOK IeKapCTBEHHbIX NPEenapaToB U
npoBeaeHue KIMHUYECKMX UCCNeA0BaHUM B coapyKecTBe C KaMNaHUAMM
- npousBogutenamm dapm. npenapaTtos

 Heob6xoanma perynauma B o6nactu PnHaHCMPOBAHUA KIMHUYECKUX
uccnepoBaHUU



