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PEIIKUTTERHY PHAJ

OT pegakTopa

AJIEKCAH/IP KOCEHKO, MNPE3VAEHT
MPBEOOU «COHO3 NMALMEHTOB U
MALMEHTCKUX OPTAHU3ALINN 110 PEJKUM
3ABO0JIEBAHUAM»
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[Mo3gosbme nobnazo-
dapums Bcex, KMo
dokasbigan, 6oposacs u
sepun! Bepun 8 npasomy
UcmuHsl, pasyma u nocuku!
Bepun 8 demckue cne3bl U
podumesibckue xaonomsi!
Bepun 8 MeQuyUHCKUE
duazHo3bl U HAWUX poc-

Cnacubo Bam!

cutickux spayeu!

I'/1E EJJUHEHHE,

TAM W IIOBE/IA

LOBUINUCD PEAEPANIU3ALNN!

— Joporue Apy3bsi! HOBBINT HOMeEp
«Pe[IKOTO >KypHayia», KOTOPBIN BHI AEp-
SKUTe B PYKax, BHOBB IT0JIOH HCTOPUSIMU
M3 >KM3HU MALHEeHTOB, HAIlITMMU O6IIH-
MU nobefaMu U HeygadaMU, a Takke,
I107Ie3HOM MeAHLIMHCKON MHOpMaLIH-
en.

B 2019 ro MBI BMECTe C BAMH H06-
JINCh OYEeHBb BaKHOI Iobenbl — oefne-
panu3anuu opbaHHBIX 3a60/IeBaHUI,
IIpaBaa, IIOKa YAaCTUYHOM, HO HAYAJIO
0JIO3KeHO! TTallMeHTHI C MIAThI0 PEeIKH-
MH 32607I€BaHUSIMH CTaJIM II0Jy4aTh
JIeKapCTBa, 3aKyIJIeHHBle yepe3 defe-
PIBHBIM GIO[KeT. J0 3TOT0 MOMEHTa
TBICSIYM JIETEH CTAJIKUBAIUCH C 3a1€P3K-
KON BHAyaJle TEepalHM, [IepephBAMU
B JIe4ueHHHU. WHOrJa OHM U BOBCE He
MMeJIU BO3MOXHOCTH IIOJNIYYUTb CBOE
3aBeTHOE JIEKApCTBO. Biaromaps WHU-
LuaTUBaM criukepa CoBeta demepaliiu
BasleHTUHB MaTBUEHKO U YIIOJHOMO-
YEeHHOTO IPU IIPe3uJeHTe CTPAaHBI II0
IIpaBaM JeTell AHHHI Ky3HeLl0BOM, II0J-
JIepsKaHHBIE IIPe3UIeHTOM HallleH CTpa-
HbI BraguMupoMm [IyTUHBIM, ITPEMbED-
MHHHUCTPOM [IMUTpUEeM MeJBeeBbIM U
perntyratoM ['oclymMel IMUTpHeM Mopo-
30BBIM, HAIIK PeOKHUE JEeTH B 2019 TOY
CTIU II0OJIy4YaTh JIeYeHHe BOBPEMS U B
IIOJIHOM o6beMe.

CIenmaH OTPOMHBIM IIAr BIIEpen B
06JIaCTH OCO3HAHUS IIPOGIEMEI Jieue-
HUS IMALIUEeHTOB C PeAKUM JUATHO30M.
PelieHHe II03BOJIMT B [JaJIbHEHIIIEM
GOpMHUPOBATH BEPHYIO CHCTEMY JIeKap-
CTBEHHOTO BO3MeILleHUs JIeYeHUs pef-
KHUX 3260/1€BaHUH B POCCHH.

T103BOJIBTE [106/IATOAAPUTD BCEX, KTO
JlOKasbIBaj, 60posics M Bepui! Bepun
B IIPABOTY MCTHHBI, Pa3yMa U JIOTUKU!
BepuI B IETCKUE CJIE€3BI K POJUTEIBCKIE
XJIOIIOTHI! BepUI B MeOULIMHCKUE AUa-
THO3Bl M HaIIUX POCCUMCKUX Bpayel!
Crtacu6o Bam!

POCCUIACKUE AHANIOTU

BOJBIIMM COGBITHEM B HalleH
CTpaHe TaKkke CTaja pa3paboTka OT-
€4YeCTBEHHBIX GHMOaHAJIOTOB BBICOKO3a-
TPATHBIX JIEKAPCTBEHHBIX IIPENapaToOB.
B PoccuM 6bUIH 3apErUCTPUPOBAHEI OT-
eueCTBeHHBIe KOIIUHU IIPeIiapaToB UMHU-
[JIIOLIepa3sl s JieueHUs 60me3Hu [omre
U 3KYIHU3yMaba [Jis iedeHUs [TapOKCH3-
MaJIBHOM HOYHOM IeMOTJIOOUHYPUH, a
TaKKe aTUIIUNYHOTO T'eMOJIUTUKO-ype-
MHUECKOT0 CUHIPOMa.

B YCUIOBHUSIX COBDeMEHHBIX peanun
poccurickue paspaboTKU IIOBBIIIAIOT
JOCTYITHOCTH JIEKAaPCTBEHHOM Tepartuu
JUUIS] HAIIMX TTAI[MEeHTOB, CHUKAIOT pac-
XOJIbl TOCYAAPCTBEHHOTO GI0/PKeTa U OT-
KPHIBAIOT OKHO B MHUDP BO3MOKHOCTEH
IJISI pa3paboTKU HOBBIX TEPAIIUI OTeYe-
CTBEHHBIMHU HCCIeIOBATEIIMHU.

YTO Mbl XXEM B BJIVXKAMLLEE BPEMA?

MBI HaieeMcsI Ha JaJibHeHIyoo de-
Jepanu3anuio OopdaHHBIX JI€KapCTB,
JIbHeNIlee CTAHOBJIEHUE TeHeTHYe-
CKOM CIyskObI PoccHy, pa3BUTHE IIPO-
dbeccruoHanBPHOTO COO06IIEeCTBA KIMHU-
LIMUCTOB — CIIEIL[MAJIUCTOB II0 PefKUM
3aboneBaHuIM. OXKHJaeM TapMOHU-
3allUM  3aKOHOJATENIBCTBA B 007aCTH
UCIIONB30BAaHUSI U TOCYNAPCTBEHHBIX
3aKyIIOK HEe3aperuCTPUPOBAHHBIX JIe-
KapCTBEHHBIX IIPEIIapaToB [JIs ITally-
€HTOB C PeIKMMM [HATHO3aMU, II0SIB-
JIEeHUsI TOCYOAPCTBEeHHOM IIPOrPAMMBL
reHeTH4YecKoro o6ciefoBaHUs C bec-
IUIATHOM ISl MALIMeHTOB J1abopaTop-
HOM JUATHOCTHUKOM,

C HeTepmeHHEM >KOeM CO3[JaHUSI
HOBBIX JIEKAPCTB ISl GOPBOBI C DEAKU-
MU 3a607€BaHSIMU, KOTOpBIEe cCedac
elre He JIe4yaTcsl MeIUKaMeHTO3HO, HIH
[IperapaToB CO 3HAYUTEIBHBIMU KIIU-
HUYECKUMU IIPEUMYIIeCTBAMU, YIyd-
LMIAOUIMMU COCTOSIHUE ITallMeHTa HIN
IIPOTHO3 ero sKU3HU!

N°g // 2019
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«Pedkaa» icmopus

B csou 17 nem [reHHem
bazaposa — npu3HaHHbIl
3Ikcnepm 8 O6wecmseHHol
naname Poccuu, nekmop
Ha TED, npenodaem Ypoku
dobpomsl nodpocmkam

u 83pocabim. Mano kmo
3Haem, Yymo npu poxcoeHuu
WaHcoB8 Ha #U3Hb el dasa-
U om cunbl 200-08a. Hu-
Kmo He Moz onpedenume
duazHos... cmp. 8

'.\ b

42

o0 cuacmausol 38e3000

Cpedu opcbaHHbIX nayueHmos
mak MHO20 06ujeCcCmBeHHbIX
desamenel, KMUBHbIX He-
pasHOOYUWHbIX 1todell, Komo-
pble daxce npu cob6cmBeHHbIX
C/IOHCHOCMAX HAX00AM CUJbI

U BO3MOMCHOCMU NOMO2amb
dpyaum. AHHa Hocay — o0Ha
u3z makux. llpu4yem, 8 ee cembe
aImo yxce mpaouyus

cmp. 52

Nuch

dop p pa AN BHYTPEHHero pacnpocTpaHe-
Hua cpean cotpyaHnkos MPBEOOWN «Coto3 naumeHToB 1 nauuneHt-
CKMX OpraHusauuii no peakum 3abonesanusm» «Mepebliii poccui-
CKWIA XKypHaN 0 NIOAAX C PeAKUMI BonesHaMU «Peakni ypHany.
Pacnpoctpansercs 6ecnaatHo. Tupaw 990 3k3. Yupeautenb: Mex-
pervoHanbHas bnarotBoputenbHan obuiecTBeHHas opraHu3aLus
nHBanuaos «Colo3 NaLWeHToB M MaLMEHTCKUX OpraHu3auuii no
penxum 3abonesanusamy». Agpec: 105187, r. Mocksea, V3maiinos-
CKoe wocce, A. 71, kopn. [ od. 4, T. +7 495 7119581, calT: www.
spiporz.ru. VicnonHutensHbin aupektop: benakos [l. B. [lata Bbl-
xopa: 23 Mas 2019 r. OTneyataHo ¢ roToBOro OpUrMHai-maKeta B
000 "KoHtyp", 127299, r. MockBa, npoe3s CTyaeHbli, A.4, Kopnyc
1, nomewyerue V, K 15.7.: (8332) 228-297, caint: www.printtown.ru.
3aka3 N2 486 or 8 mas 2019 r. MHeHWe peAaKLnm xxypHana MoxeT
He coBnajaTb C MHeHMeM aBTOPOB ﬂyﬁﬂMKyeMbIX marepuanos.

HosocTu MupAPEKNXcrp.s I J

KYAA HY}XHO JABUTATbCA JANbLLUE ’ ’ , '

MynbTCeKTOpanbHbIV MOAXOA B OpraHun3aL M meanomMoLLmn
naymeHTam ¢ peaknumm 3aboneBaHnAMMU CTp. 14

[ —

BonesHb MNowe B yndpax. Onpoc «Peakoro xypHana» cpeam
nauneHToB €Tp. 18

JleyeHue runepammMoHNeMINYECKOro Kpusa CTp. 20
OpraHuyecKkue auuaemmm cTp. 24

Helipothnbpomatos: oTpaxeHue npobnembl B rnasax cTp. 28
«Pefikasi» CTOpus B 3[lpaBOOXPaHEHNM CTPaHbI CTP. 31
dapmaKko3KoHOMUYeCKoe ucciefioBaHmne 6onesHn ®abpu cTp. 34

egnunncroeososvenie [ L1]

Omutpuin Kyanai: «OpdaHHble npenapatbl 6b1a1 1 0CTaHYTCSA
B npuopwuTeTe» CTp. 44

sakoropatenbeso  J I JJ 3]

O 3aKoHOAaTeNbHbIX U3MEHeHNAX B cepe 3alunTbl Npas na-
LMeHTOB ¢ opdaHHbIMM 3a601€BAHUAMM B 2019 FOAY CTP. 48
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JIAVPEATBI IIPEMUH
«CUHAA IITULIA» 2018 TOTA

KysHeuoBa AHHa Kyanain Amutpuin CemsaykuHa AHHa
lOpbeBHa AHaTonbesuy HukonaesHa
YnonHomoueHHblii npu Mpesuaente [OKTOP MeAULMHCKMX HayK, 2.M.H., npoheccop, raBHbIii Hay4HbI
Poccwiickoii eaepauum no npaBam npodeccop, reHepasbHbIi AMPEKTOP cotpyanuk OCM «HayuHo-1ccnefoBaTeNnbCKNii KNMHNYe-
pebeHka 3A0 «TeHepuym» CKWI MHCTUTYT NeAMaTpum M. akafieMuka

10.E. Benbtuwiesa» Pre0y BO PHUMY um. H.W. Muporosa

Anekceesa EkaTepuHa MeyaTHMKoOBa Amenuna Enena
WocudosHa Hatanba JleoHnpoBHa JIbBOBHA
[IOKTOP MEAMLMHCKMX HayK, TPO(eccop, AeKaH NeanaTpuyeckoro Bpay-HeBposior, pykoBoAuTeNb K.M.H., 3aB. naboparopueit
takynbTera MepBoro MoCKOBCKOrO rocyAapCcTBEHHOMO LienTpa opdanhbix v APYTAX Pearnx myKoBucunaosa ®rY HUN
MEAMLMHCKOTO YHUBEPCHUTETa, YNeH-KoppecnoHaeHT PAH, 3a6onesanuii nynemoHonorun ®MBA Poccim

cneyunanucT 8 061acTv 4ETCKOM peBmaronorum

PbikyHOB Anekcei YepHoBa Hatanba
BacunbeBuy lFeHHagbeBHa
BpaY AETCKWUI OpTONes, TpaBmarosor Lo IR, [ERUR R

MeANLMHCKUX HayK
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Ocob6ad Harpapa

HOBOCTWN MMpPa penkunx

} 5 AeKabpsa 2018 roaa B locy-
AapcTBeHHoi [lyme npoluno

3acepiaHue JKCNepTHOro coBeTa
KomuTeTa no oxpaHe 330poBbs
no peakum (opcaHHbIm) 3a60-
neBaHUAM, Ha KOTOPOM 006CYXK-
AaNnucb UTOrM paboTbi coBeTa B
YXOAALLEM roay

[eHb lNoOwe

OCOBAA HATPAZIA

[peacenatens Komuteta no oxpaHe 370-
poBbs AMutpuii Mopo3os coobuus, 4to
3KCNepTHbIN CoBET Mo opdaHHbIM 3abo-
NeBaHNAM MO3BONUA BbICTPOUTb Auanor
[enyTaToB C nauveHTamu. B 3aBeplieHun
3acefjaHns PYKOBOAWTENIO DKCMepTHOro
coBeTa, npeaceparento Komuteta no ox-
paHe 340poBba [Mutpuio Mopo3osy 6bina
BpyyeHa npemua «CMHAA NTMLA@» 3a AnY-
HbIl BKNaZ B 06/1aCTV OKa3aHMA Nomouu
NOAAM C peakumu 3abonesaHuamu. lMpe-
MU — 3T0 6NarofapHoOCTb OT COTEH CEMEN,
CTONKHYBLUMXCA C PEAKNM JMArHO30M.
«bnarofapto BCex NpuUCYTCTBYIOLWMX 3a
COBMECTHYI0 paboTy W 3asBAA0, YTO 3Ty
Harpagy f agpecyilo Bcemy Komutety no
OXpaHe 3[0pOBbA, KOTOPbIA AEPHKUT BO-
MpoCbl 3aKOHOAATENbHOro perynMpoBa-
HUS NedYeHns opdaHHbix 3abonesaHnin Ha
0Cco60M KOHTpone!» — noabIToXun naype-
aT npemuu.

} 9 peBpana 2019 roaa
B MockBe npowen
«JleHb NnaymeHTa c 6onesHbio
lowe». B Hem npuHanu yyactue
noApOCTKMN C 3TUM 3aboneBaHu-
eMm, KoTopble Yepe3 HeCKOJIbKO
NneT CTaHYT B3pOCNbIMU U,
COOTBETCTBEHHO, NepeigyT
M3 AeTCKOMW CMCTeMbl 34PaBOOX-
paHeHUs BO B3POC/YIO

HOHble yYacTHUKM «[JHA NaumeHTa
c 6onesHblo loLie» BMeCTe C COTPYAHUKA-
mun Peakoro goHaa

HEPEAKWUE BCTPEYU

HakaHyHe MeponpuATUA NayueHTbl BMe-
CTe C poAMTENAMMU CMOTK NobbIBaTb Ha
3KCKYpCUU B OTAENEHUN OpdaHHbIX 3a-
6oneeaHuii B Flematonornyeckom Hayu-
Hom LleHTpe. 3aecb Noa pyKOBOACTBOM
npodeccopa EneHbl JlyknHow cnoxuncs
npoteccroHanbHbIl  KONNEKTUB Bpa-
yeii-3KcnepToB B 06M1acTW peaKkux 3a-
6oneBaHU, UMeKLWUX OONbLIOK ONbIT
BEAEHUA MayuMeHTOB, B TOM UYUCIE U C
6onesHbto Mowwe.

Peb6sTa y3Hanu, 4to lporpamma 7 Ho-
3on0ruii, pabotatouias B Poccun 6onee
10 net, cnocobcTByeT obGecneyeHunto
HeobXO0ANMbBIMU JIeKapCTBEHHbIMU Mpe-
napaTamu BCex NauueHToB ¢ 6ose3Hblo
lowe. CeroAHs ANA HUX JOCTYMHbI ne-
KapctBa «Bnpue» n «llepe3vm» uHo-
CTPAHHOTO MNpoOM3BOACTBA. [laUMeHTbI
yepes HeCKOMNbKO /ieT Noc/ie Hayana Te-
panuu BO3BpaLLaloTCs K 0O6bIYHOMY 06-
pasy KU3HU.

3aBpemsa BCTPeUM NOoAPOCTKY U3 pa3HbIX
YronkoB PoOCCMM NO3HAKOMUNNCH MEXAY

PEIIKUTTEHY PHAJ

Mpemusa «CuHAA NTUL@» yupexaeHa
obuiecTBeHHO opraHu3sauein «Coto3
MaLMeHTOB M NALMEHTCKMX OpraHn3aymmn

Mo peaKknMm 3ab0seBaHNsAM» B 2010 FOAy W
ABNAETCA 00LLeCTBEHHbIM NPU3HAHMEM 3a-
cnyr B 061aCTV OKa3aHWA MOMOLLY IOAAM
C peKuMM 3a601€BAHUAMM U yyULIEHUS
YPOBHSA 0CBEAOM/IEHHOCTU MEAULMHCKOTO
coobLecTBa 0 pefKux 3aboneBaHusx.
Jlaypeatamu npemun B npeaplayLine rogpl
ObINM N3BECTHbIE MONUTUKMN, YNHOBHUKM
34paBOOXpaHeHus, Bpayu.

coboit, obcyamnm umeroumecs npobne-
Mbl B 061aCTV OKa3aHWUsA MeAWULUHCKON
MOMOLLM U COLMANbHOW NOAAEPKKN.
3atem BonoHTtepbl MK «Mpo nioaen» n
AHO «[lo6pogen» pans HUX NpoBeu
WHTeNNeKTyanbHble urpbl. OHW Bbinu
OpPMEHTUPOBaHbl Ha MOAHATUE fJyXa U
cbnmKeHne MeXAy y4acTHUKAMU Mepo-
npUATUA.

B «[leHb nauueHta ¢ 6onesHblo Mowe»
IOHble TOCTW NOo3HaKoMUAUCb ¢ EneHon
CblCOEBON, CTApWIMM Hay4YHbIM COTPYA-
HWUKOM,  KaHAMAaTOM  MegULMHCKUX
HayK, Bpa4yom BbiClien Kateropun HMUL,
rematonoruun, Opnem Kapacesbim, npe-
311eHTOM 061 ecTBEHHON OpraHM3aLum
nauunentos «Coto3 nauneHTos ¢ 6ones-
Hbto [owe», a Takke [eHucom bBena-
KOBbIM, WMCMOMHUTENbHBIM AWPEKTOPOM
«Cot03a NaumMeHToB M NayMeHTCKUX op-
raHusauuii no peakum 3abonesaHusM».
Kpome Toro, nepea cobpaBwmmucs c
WHTEpPEeCHbIMK JOKNagamMu BbICTYNUAN
COTpYAHUKM Peakoro cdoHaa Hatanba
KonbixaHoBa n AnekcaHap KoceHko.



PETIKUTTEHY PHAJI

HOBCCTK MUpPa penkmnx

bonesHb Pabpu B pokyce

} 20 mapTa 2019 roaa
B O6wwecTBeHHO ManaTte cTpaHbl
obcyaunu depepanusaumio ne-
KapCTBEeHHOro obecneyeHus pes-
Kux (opdaHHbIx) 3a6onesaHuii»

Omutpuin Kynnai, npocbeccop, reHepanb-
Hbi aupekTop 3A0 «leHepuym»

3AJAYA — CMACTU KAXKAYIO XKU3Hb!

OpraHv3atopamu Kpyrnoro ctona BbICTynu-
nm Komuceus OBLLeCcTBEHHO Nanathbl Mo OXx-
paHe 3,0pOBbA rpaxaaH 1 pas3BuTUIo 3apa-
BOOXpaHeHus, Peaknin poHg, a Takke LleHTp
U3yYyeHms 1 aHanusa npobiem HapoaoHa-
cenexus, aemorpacuu M 3apaBoOXpaHe-
Hua NHctutyta EASC. K yyactHuio B pabote
6bI11 npurnalledsl npeacrasuteny Coseta
®epepaummn Poccum, Tocymbl, MuH3gpa-
Ba, YNOJHOMOYEHHOTO M0 NpaBam pebeHka
U T.A. MauMeHTbl UCMbITBIBAOT MHOXKECTBO
npo6nem, KOTOpble [AenalT ysa3BUMON WX
MU3Hb. KayecTBO W [oKa3aTtenbHocTb 6es-
onacHoCcTn 1 3theKTUBHOCTM NEKAPCTB He
Bceraa 6epeTcs B pacyer npu npoBeAeHnn
TEeHAePHbIX MEPONPUATUIA MO 3aKyMKam npe-
naparoB, 3asBUAM 3KcnepTbl. Mpobnemy
npeacTaBAsSeT U ANUTENbHOCTb 3aMeHbl Of-
HOro NeKapCcTBa Ha Apyroe B Cilydae UHAW-
BUAYaNbHbIX 3aKYMNOK, ecn BbisiBUAACL He-
nepeHOCUMOCTb TOTO UAM MHOTO Npenapara.

XU3HEeHHO Ba)XHasA Tema

} 22 mapTa 2019 roja B [larectaHe
npoLuen Kpyriblil CTON Ha Temy
«[lnarHocTnka u neyeHune naym-
€HTOB C peiKuMu 3a6oneBaHusA-
MU B pecnyGnuke»

BbictaBKa «CBA3aHHbIE OAHON LeNbioy,
NoCBALLEHHAs BpayaM-3KcrnepTam 1 nawm-
eHTaM C peaKkMmmn 3abonesaHnsMm

CBA3AHHbIE OAAHOW LEJIbIO
OpraHusatopammn MeponpuaTUA BbICTYNUAN
IBY P/l «Pecny6nnkaHckuin Meauko-reHeTu-
yeckuit ueHTp M3 PI» n «Coto3 naumeHToB
1 MaLMEHTCKMX OpraHn3aumin no peakum 3a-
601€BaHUAMY.

CobpaBLunecs NogHAAMN TEMY KOMINIEKCHOTO
NOAX04a B e4YeHMN HECOBEPLUEHHOrO OCTe-
oreHe3za. C [OKNAZoOM BbICTYyNvA AMUTPUI
ByknaeB, AETCKMIA TpPaBMATO/NOr-OpTONeEA,
3aB. OTAe/NeHMeM KNUHUKM ApTporpunosa,
K.M.H. ®I'BY «Hay4Ho-nccnenoBaTenbCKoro
[ETCKOro OpTONeAMYECKOro MHCTUTYTa UM
I.N. TypHepa», K.M.H. MuHucTepcTBa 34pa-
BOOXpaHeHus Poccun.

Ha Bonpochkl AMArHOCTUKKM pefkux 3abo-
nesanuin (bonesub lowe, Mykononucaxa-
pvao3, bonesub Pabpu) otBetn Muxaun
Kap6oBCKUiA, MeLULMHCKNIA MeHemKep «Ta-
Kepna — LWaep».

3awna peyb U NPO AOCTYNHOCTb MeAULMH-
CKOWM MOMOLLM U NEeKAPCTBEHHON Tepanuu.

Y4acTHMKM 3acepaHns NoAroTOBMAM PeKo-
MEHAaLMM O BO3MOMHOCTAX AajibHenen
denepanusaumMm  nekapcrteeHHoro  obe-
cneyeHus peaxux 3aboneBaHnin B pamKax
nopyyeHusa npeacegarena [lpaBuTenbcTBa
cTpanbl Amutpua Meggesesa nytem npose-
AEHNA OTKPbITbIX KOHCYNbTaLWIA C Bpayamu-
aKcneptamu deaepanbHbiX KAUHWUK, Npea-
CTaBUTENSAMU OBLLECTBEHHbIX OpraHu3aLuii
nawueHToB.

«CUHAA NTULIA» — BOPLAM 3A YXU3Hb

B xone meponpuatia Harpaaguam naypearta
HaunoHanbHOM 06LLEeCTBEHHON Npemun B
obnactn peakux 3abonesanuin «CuHsas NTu-
ua». B 3Tom roay nepsas cratyaTka 6bina
BpyyeHa Amutpuio Kyanato, AOKTOpy meau-
LIMHCKMX HayK, npoceccopy, reHepanbHOMy
anpektopy 3A0 «leHepuym», 3a BKNag B
pa3paboTKy, NMPOM3BOACTBO M MNPOABIUKE-
HUe 61OTEXHONOMMYECKMX NpenapaTos as
noaeit ¢ peakummn 3aboneBaHnaMU.

3aKoHbl, NPO6NEMbI U NPAKTUKK, U3N0MKEH-
Hble [leHncom benAkoBbIM, WMCMOAHUTENb-
HbIM AMpeKTopomM Peakoro doHaa, YneHom
IKCMEepPTHOro KomuTeTa Nno peakum 3abone-
BaHUAM [ocypapcTBeHHon [ymbl Poccun,
BbI3Ba/IN FOPAYNIA MHTEPEC Y Y4ACTHUKOB.

B xonne «PecnybiuKaHCKOro MefuKo-re-
HETUYEeCKOro LeEeHTpa» MNpolia BbiCTaBKa
«CBsi3aHHble OJHOW LieNblo», MOCBALLEeHHasn
Bpayam-3KcnepTam 1 naymeHTam ¢ peakrmmn
3aboneBaHMAMM.

N°g // 2019



HOBOCTWN MMpPa penkunx

«PepKasa enka» noaapuiia jeTam CKa3Ky

} 14 AeKabpsa 2018 r. B MockBe
npousia TpaauumMoHHan «PegKkas
Enka»

HOHble naymeHTbl npuHANM no3gpasneHna
M NoJapKK OT CKa30o4HbIX repoes

3UMHEE 4ya0

Mpa3aHuk cobpan gecatku cemeit 8 06-
wectBeHHon nanate Poccun. lMpeasapanu
TOPIKECTBA WUIPbl 1 KOHKYPCbI AN1A AeTen C
optaHHbIMU 3a60N1€BAHUAMU U UX POAU-
Tenen. BonoHtepsl n3 AO «l'eHepuym» no-
Aapunv AeTAM He TONIbKO BeCesioe HacTpo-
eHue, HO U camoe 6oNblUOe NPa3AHNYHOe
NaKOMCTBO — anneTUTHbIV TOPT.

[leTeli no3ppaBnAnM CKasouHble repow,
030pHble CKOMOPOXM U NepCoHaxu Nobu-
MbIX MynbTunbmoB. BonoHTepbl Cotosa
aHMMaTopoB 1 TpeHepoB «[1po noaen» un
AHO «[lo6poaeun» NoArotoBMNMN Ans pebat
pa3BneKatenbHoe WOy C Urpamu U TaH-
amu, a apTucTbl U3 KomnaHuu «Bcerga
npasfaHUK» cbirpann [o6pblii CneKTakb
«Penkasa cka3ka».

M, KoHeYHO Xe, fleTW NoNyYnnn NoAapKu
ot [lena Mopos3a. Bce, k1o npunmuman yya-
CTWe B OpraHusauuy npasgHuka cosfanu
Tennyto 1 Bonwe6Hyio atmochepy!

«Pepkui pectuBanb» OHbIX TaNIAHTOB

} 15 mapTa 2019 roga B Mockse

B «M3mainoBo ConcertHall» npo-
wen AeTckuin MexxayHapoaHbIn
thecTuBanb-KOHKypC xopeorpa-
¢nueckoro nckyccrsa
«Peakun ectuBanb»

wp B

Kaablii pebeHOK OKYHYNCs B MUP
rapmoHuu, o6pa 1 Munocepans

UCKYCCTBO YAUBNATDb

decTBanb npowen noj 3rupon Mex-
permoHanbHom 61aroTBOPUTENIbHOIA
obuiecteBeHHoi opraHusaumumn «Cotos na-
LMEHTOB U MaLMEHTCKUX OpraHu3auuin
no peakum 3abonesBaHUAM» Mpu MoA-
LepiKe xopeorpacunyeckoro aHcamons
«ABpopa», «[leTCKOM WKONbl UCKYCCTB
N217%.

Mo MHEHUIO XIOpU, MMEHHO B 3TO BpeMs
BA¥XHO MNpPOBOAWTbL TaKWe YyBNeKaTeNb-
Hble MEepOonpuATUA: Yy Kaxzaoro pebeH-
Ka 6yaeT BO3MOXHOCTb MOKa3aTb CBOU
TBOpPYECKME CMOCOBHOCTM U MNONYYnUTb
MHOXEeCTBO MO3UTMBHBLIX 3mouui. bec-
LEeHHO BUAETb YNbIOKM feTell U ropabix
3a HuX poauTeneii. Kawablii pebeHok
OKYHYNCSA B MUP rapMoHum, fobpa u mu-
nocepamsal

B checTuBane npvHMmManu yyactue TBop-
yeckue n xopeorpaduyecKkne KoNIeKTu-
Bbl 1 1eTU C peiKuMKu 3aboneBaHnAMM.

PEIIKUTTEHY PHAJ

HOMWHALNK ANA PEAKUX AETEN:

«PefKMn TanaHT» — nuTepaTypHoe
TBOPYECTBO ANA [eTell C pefKkumu
3aboneBaHnaAMU

«Peakuit TanaHt» — M3o6pasutens-
HOE UCKYCCTBO AN1A AeTen C peaKumu
3aboneBaHnAMuU.
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B CBOU 17 JIET IKEHHET EA3APOBA — [PU3HAHHbI SKCIEPT B OBLYECTBEHF
POCCUN, JIEKTOP HA TED, IPETIOAAET YPOKU [JO6POTbI [IO4POCTKAM U B
MAJIO KTO 3HAET, 4TO TP POXKAEHNN LIAHCOB HA XW3Hb EVl JABAJIN O
JBA. HUKTO HE MOI OMPEAE/INTb IMATHO3. TAK YTO BOJIIO K JKU3HU EN
JJOKA3bIBATb C [IEPBbIX AHEN... I OHA [1OBEANJIA







Tekct: CBeTnaHa lMetpoBa

HEKOTJIA BOJIETb

CTepeoTHII 0 TOM, YTO IIALIMEHThI C HeCOBepIIeHHBIM OCTeOTeHe30M OrpaHHyYe-
HBI B IBIDKEHUU OHA CJIOMajia Cpa3y — y Hee OYeHb IUIOTHBIM rpaduk. YToOH! 3a-
CTaTh ee J0Ma U Ha3HAYUTh UHTEPBbIO, HAJI0 YeTKO JOTOBOPHUTHCS O BDeMeHH U He-
YKOCHHUTEJIBHO 3TOMY PACIIMCAaHUIO CIel0BaTh. MBI 3aIIMChIBaeMCs B LIIeCTh Beyepa,
a OHa TOJIBKO IIPUIIIA K3 IIIKOJIBI.

— 51 y4yCh B XyZ0sKeCTBEHHOM Kiacce.[TIoMHMO 06111e06pa30BaTeIbHBIX IIPefMe-
TOB, y HAC UZET OYeHb 6OJIBIION KYPC IIPEIMETOB 10 MUCKYCCTBY: 3TO U SKUBOIIHUCH, U
CKYJIBIITYPA, U UCTOPUSI KUCKYCCTB. [I03TOMY B LIIKOJIE 5 [IPOBOKY MHOI'O BDeMeHH —
10-11 4aCcOB. BeyepoM IIPUXO3KY JOMOM U TOTOBJIIOCH K 3aHSITHUSIM Ha CJIeAYIOLUIMN
eHb.

— HbiHewHeil 6ecHoil mbl npuHumana yuacmue 8 Pedkom pecmusane. Pacckaxku no-
JKaayiicma nodpobHee.

— Ja, «Cor03 MallMeHTOB U MAllMeHTCKUX OPTaHU3aLMI» co6pal B 3TOM COLY
PenKkyX OeTeM: U MaJIeHbKMX, U IIocTaplie. Y Hac 6bIa BO3MOXHOCTH ITOKa3aTh
CBOU TBOpYECKMe PaboThl. S BeIGpaa Aisl pecTHUBAIS PUCYHOK C Ha3BaHUEM «JIeB».,
STa paboTa MHe O4YeHb JOPOTra — OHA IIOCBsIeHa MoeMy 6paty ApciaHy. Ero ums
B [IEPEBO/IE C TATAPCKOTO O3HAYAET «JIeB». S| HAITKMcala KAPTUHY, KOrAa 6paT TOIbKO
poIMiCs. ITO TaKoe IIOCJIAHHUe eMy OT MeHsI — OBITh BCerZa CHUIBHBIM, I106eXXaTh
U He I1aCOBAaTh HU Iepe[ KaKUMH TPYSHOCTAMHU. JlyMalo, B KU3HH €My 3TO O4YeHb
IIPUTOOUTCS.

— A umo dna me6s 8a>KHO 8 KAKA0M NpoKumom oxe?

— OTHouleHUe niofen. CrIoCO6HOCTD AenaTh fo6po. JIr6Ir0 06IIATECS C JTIOLb-
MH, y3HaBaTh HOBoe. JKHBOe 061IeHHe /IS MeHs Bce!

MTOMOLLW HE NPNXOANTCA NPOCUTb

— Tol yuubca 6 06bI4HOL MOCKOBCKOIL LWIKOAE?

—[a.

— Ecmb Rakue-mo cA0KHOCHU, c8S13aHHble ¢ 60Ae3HbI?

— (JIOSKHOCTH, B IIEPBYIO OUepesb, CBSI3AHEI C Ilepe[iBIDKeHHueM. HecMOTpS Ha
PeKOHCTPYKLIMIO MOCKOBCKUX YJIHLL U IITKOJI, BCe PABHO MHOIIa MHe 6hIBaeT Hellpo-
cTo. HampyuMep, MaHAyChl He BCera NOCTYIIHBI, ITIOABeMHUKHU He Be3zie paboTaloT,
XOTSI Y PACIIONIOSKEHEHI B OOIIEIOCTYITHBIX MEeCTaX. B BOSHUKAOIINX CII0SKHBIX CHUTY-
AIMSIX 1 He CTeCHSIOCh IIPOCUTD O IIOMOIIY ITPOXOXKUX. OCO6eHHO B MeTPO ObIBaeT
TPYZAHO. HO 4acTo NIOAY U CAMU IIpeiaraioT IIOMOIIb ellle 0 TOro, KakK s K HUM
o6palych.

— Kmo meoii Ao6umblii Xy00KHUK?

— Ux nBoe — PybeHc 1 Bau I'or. IIpoduIbHbIe IpeIMeThI T106710 60IbIlIe, YeM
ob61reo6pa3oBaTenbHble, CTaparoch 60Jblle BHUMAHUS YAEISITh TOMY, YTO IIOHAJ0-
6UTCS MHe B >KM3HU, B Oyayielt rmpobeccuu. Xo4dy ITOCTYIIUTh Ha IPAKTUYECKUN
IW3aMH WIH CKYJIBIITYPY, [I03TOMY IIOAPOOHO M3y4al0 UCTOPUIO HCKYCCTB, SKUBO-
IMCh, KOMIIO3UILIMIO, PUCYHOK. VICTOpUS UCKYCCTB, HAIIpUMeD, LaeT IpefCcTaBile-
HUe 0 PA3BUTHUU MUPOBOM KYJIbTYDHI Ha IIPOTSIKEHUU BCeM ee ucTtopuu. Ele jro-
61110 TUTEpaTypy. Ceriyac, BOT YUTAIO «BOMHY U MUD».

— Ho 8edb Toacmoii nucaa 150 Aem Ha3ad. Ymo H08020 OH MOKem Ham cKa3amb 8 XXI
eeKe?

— TONCTOM CerofHs aKTyaJieH TeM, UYTO HAIIOMHHAeT O BeUHEBIX 1JeHHOCTSX, Ta-
KUX KaK, HaIIpUMep, OTHOLIEHUS MeKAY JTIOAbMU, BEI6OD MesKAY JO6POM U 3JI0M,
Pa3MBIIUISeT O YeCTH U JIOCTOMHCTBe.

— A mbl KaK 6ydyuuii Xyd05KHUK KAKOe NocAaHuUe Xoueulb doHecmu mupy?

TeMa Homepa

[eHuc benaxkos, NCNONHUTENbHbIN
aupekTop «Coto3a nayueHToB 1
nayMeHTCKMX OpraHu3auuii no
peAKuM 3a6oneBaHMAMY:

— B 310M rogly Mbl BnepBsble B UCTOPUM
Poccun nposenu «Pegkuii hectBanb».
Ero uenb — npueieyb BHUMaHMe
obuwecTBa K npobnemam opdhaHHbIX
nayMeHToB. Y4acTHWUKM ectuBans —
naymeHTbl ¢ opthaHHbIMU
3abonesaHuaMU. FpKiue, TanaHTIUBbIe,
MCMONHEHHbIE BAOXHOBEHMA

[ETV COPEBHYIOTCA B Pa3HbIX
xopeorpaduyecknx HOMUHaLMUAX.
HecmoTpsA Ha cBOW Heayr, KaAabln U3
HUX COBEPLUAET B 3TOM y4acTum CBOIO
ManeHbKyto nYHyto nobeay. A Hawa
3agaya (B3poc/biX) — MOMHUTb O TOM,
4T0 OpchaHHble NaLMUEeHTbI HYKAATCA

B MOMOLLY, B CBOEBPEMEHHOM
NeKapcTBeHHOM obecneyeHnn, B
KayeCTBEHHOM NleYeHum. M Mbl LOMKHbI
M 3T0 obecneynTs.

PEIIKUTTEDY PHAJ
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PRI Y PHAT

— O TOM, YTO HYKHO OCTaBaThCs CO60P. MHe KaskKeTcsl, CerOAHsI MMeHHO 3Ta
MBICJIb CTaJIa CAMOM BasKHOM. JIFOAM OYeHb CHJIPHO I10[IBeP>KeHBI CTepeOTHUIIaM, Bce
CTPEMSTCS IIOACTPOUTHCS IO O6IIECTBO, CIeNOBATh Mojie. M 3a BCEH 3TOM FOHKOM
MBI 3a6mBaeM, YTO KM3Hb MUMOJIETHA. B IIOrOHe 32 MHUMBIM YCIIeXOM YIIyCKaeM
SKU3HB, a Belb Oyayllee CKIaABIBAETCS M3 HACTOSIIEro. BpeMsi — caMoe 1ieHHoe,
4TO y HacC ecTb. 5l ¥ caMa YacTo JIOBIIO cebsl Ha TOM, YTO He BCeria PacIipeieisiio ero
PaLlOHAIBHO.

IOHbIA YYNTENb JOEPOTbI

— Teou «YpoKu do6pombi» cmaau yxe Hacmosuweil ne2eHdoil. Pacckasku nokaayiicma o
HUx noopobHee. C ye20 éce HAYUHANOCH?

— Wpes ypOKOB LO6POTEL IIPUHAJIIEKUT OPraHU3aI MU «[1epCIIeKTHBay . S 3aHHU-
MaIOCh 3TOM TeMOH C IIITOr0 Kilacca.

— Kak ebl2asadum makoii ypok?

— $1 mpocTo paccKassliBarw o cebe. O TOM, YTO BCe JTIOJU PaBHEI B CBOMX BO3-
MOSKHOCTSX . KasKIbIH UeI0BeK YHUKAIEH U UHAUBUAYaJIeH, B Poccuy 60IbIIHH-
CTBO JIOAEH 3HAIOT TOJMIBKO ITpo LT ¥ CHHAPOM [layHa. A Ha CaMOM [Jejie, eClu
y desoBeKa eCTh MHBAJNUJHOCTh, 3TO He 3HAYUT, YTO OH IIPOCTO CUAUT B CBOEM
YIJIy U HUYero He ienaeT. Y MHBAJIH/I0B TOXKe eCTh >KM3Hb, eCTh HHTePecH. BOT s
Y PAaCCKa3bIBAIO O CBOMX 3aHATHUAX. OLHA M3 BCTPeY y Hac 6bla B KOJUIEIKE OIS
JIeTelr M3 HeGIaromoay4YHbIX ceMel, S AyMar, OPTaHMU3aTOPHL XOTeNIU BIIOSKUTH
BOCIIMTATeIbHBIN MOMEHT B 3Ty 3aTer0. Ho 51 3Ty uIelo He pa3fensio. I HUKOTO
He BOCIIMTHIBAKO. [I06p0 POKAAeTcs B cepAlie. ITO O4eHb JTUYHBIM, COKPOBEH-
HBIF MOMEHT JJIsl KOKA0oro. Cefyac B IIPOBeeHUHU YPOKOB S B3siJIa HeGOJIBIIYIO
I1ay3y — FOTOBJIIOCH K K3aMeHaM B IIIKoJie, HO KaK TOJIBKO 3TOT OTBETCTBEHHBIN
sTam 6yaeT npoiaeH, 06s3aTeIbHO BePHYCh K «YPOKaM A06POThI» . Hazio 4yTh 13-
MeHHUTb KOHLEIIILINI0 — JleJIaTh Pa3HYIo [10Javy I CTapIIUX U MIA[IINX KIac-
COB. Ho r;maBHAast MBICIb HeM3MeHHa: Ha/lo BePUTH B ce6sI, U BCe IIOJIYYUTCS.

— A sonpocbl me6e Ha 3mux ypokax 3adatom? Kakoii 6b1A camblil uHmepecHblil?

— BoblIle Bcero 3alilOMHUIICS 326aBHBIN BOIIPOC 0 TOM, KaK S CIIII0, OTBeYaro
BceM Bcerga. Co MHOTMMU C/IyIIATeNIsIMU O6MEeHHUBAIOCh KOHTAKTaMU, II0TOM
MBI IIepeHChIBaeMCsI B COLICEeTSX.

Mama [IxxeHHet, CBeTnaHa ba3aposa:
— Mol podom u3 TypkmeHuu. B Mockse c 2008 a.
CHa4ana npocmo npuesxcanu Ha sedeHue, a 8 2011 2.
nepebpanuck Hacoscem. [jrceHHem 60/bHA C pOXC-
deHus. [Jonzo He mo2nu nocmasumse duazHo3s. llped-
nosazanu oHkono2uw. beinu ncesdopazpacmaHusn —
OHU N0 CHUMKAM noxoxcu Ha capkomy HouHea. E3ounu
8 OHKOUeHmp Ha Kawupky. Tam capkomy UCKA0O4UAU
U CKazanau, 4mo cOCMosHUE NOXoHce Ha XPynKkKocmb
kocmel. A Hawna 8 uHmepHeme dokmopa Hamanbo
benosy. Y Hee mbl u neqyumca ¢ 2008 20da. Kypc
JledeHus cmoum 140-150 mbicsa4 pybael. B npuobpe-
meHuu nekapcms nomozarom 61a20mBopumesbHble
oHObI. Keapmupy 8 Mockse cHumaem. Xunbe 6b110
Halimu docmamoyYyHo mpydHo. Bo-nepsbix, nomomy
Ymo Mbl — He poccusiHe. Bo-smopbix, — pebeHok-
uHBanud. ApeHdodamenu 60mcs: ecmb 3aKOH, 4Mo
ecnu pebeHok-uHBanaud, mo xo3sesa He UuMerOm npasa
Hac sbicenums. [loamomy Bce nepecmpaxosbiBarOmMcs.
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}H KyAa HY>XHO OBUIratbCA asblle

MY/JIBTUHCEKTOPAJIbHBIH
IOIIXO/I B OPTAHU3AITHA
MEJIITIOMOIIN HAITHEHTAM
C PEJIKUMH 3ABOJIEBAHUHAMHA

PEKOMEH/ALMY OBLECTBEHHOM MAJIATEI POCCUM 10 UTOTAM KPYIJIOrO CTOJIA

e. Mocrea, 12 dexaopa 2018 eoda

KOHTPOJIb HA BbICOKOM YPOBHE

B O6wecTBeHHOM nanate Poccum npotuen
KpYr/iblil cTON Ha Temy: «PewweHne npobnem
B OpraHu3auuy MeaULUHCKON MoMoLLn
nauueHTam ¢ peakumu 3abonesaHusmm

B Poccuiickon ®epgepaymmn: MynbTUCEKTO-
panbHbIN MOAXOLY.

B MeponpuATUM NPUHANK yYacTUe YNeHbI
06LecTBEHHON NanaTthbl, NpeAcTaBUTeENN
MeAULMHCKOrO 1 Hay4YHOro coobuiecTs,
coumnanbHow cepbl, NaLMEHTCKUX opra-
HWU3aLuWi, NaLUeHTbl U POAUTENN AeTel C
opthaHHbIMK 3a60N1€BaHUAMMN.

Bonpocsbl, CBA3aHHble ¢ o6ecnedeHnem
3(hheKTUBHOCTM OKa3aHUA MeJULMUHCKOM
MOMOLLY 1 TEKAPCTBEHHOTO 06ecneyeHns
rpaxaaH, cTpajatoLmx pefkumm 3abone-
BaHWAMM, paccmaTpuBaioTca B O6uiecTseH-,
HOW manarte Ha CUCTEMHOMN OCHOBE.




PEKOMEeH[IALIMI, CLIeIaHHBIX B heepaib-
HBIX HAyYHO-MEIULIMHCKUX LIEeHTPaX,
a Takke I10 HCKIIOUEHHIO0 MALIMEHTOB,
CTPAAIOIIUX DEOKUMU (OpHaHHBIMU)
3a60/IEBAaHUSIMU, U3 PETUOHAJIBHBIX Cer-
MeHTOB defiepaIbHOTO PErucTpa JIMIIL,
CTPAJAOIINX >KU3HEYTPOSKAIOIIUMU U
XPOHUUYECKHMMH  [IPOTPECCHUPYIOIIHUMU
penkumu (opdaHHBIMH) 3260/1€BaHUSI-
MU, IPUBOJSIIMMHU K COKPAIIEHUIO ITPO-
JIOJDKUTEIBHOCTU SKU3HU TPOKAAH WK
UX UHBAIMIHOCTHU (masee — defepaib-
HBIF PerucTp) (3aIlych B PErUCTPe MOJIK-
Ha UMeTh [I0KU3HEHHBIN CTaTYC);

2. pacuiupeHue HeOHAMANbHO20 CKPUHUH-
2a Ha zpynny pedkux (opdauHbix) 3a60neea-
Huil, JIeyeHHe KOTOPBIX KOMIIEHCHUPYETCS
33 CYeT CpeAcTB derepasbHOro GroKeTa
UnYu GIOKETOB CyOBEKTOB POCCHIICKOM
defepaliy B PAMKax OCHOBHBIX TapaH-
TUH TOCYZApCTBA IIE€pef, IAIIMEHTOM B
LIeJIX YIYYIIeHUs 30POBbsl HAIUH, I10-
BBIIIEHUS] YPOBHS [JUArHOCTUKH, Kadye-
CTBa SKU3HU ITAI[MEHTOB C PeAKUMU 3260-
JIEBAHUSMU U ONTHMHU3ALIMU 3aTPaT Ha
bUHAHCUPOBaHUE IIPOTPAMM, HAIIpaB-
JIEHHBIX Ha obecliedyeHHUe ITAlleHTOB C
PeIKUMU 3a607IeBaHUSIMU

3. UHUYUUPOBAHUE npozpammbl ho cy6-
cuduposanuto OpuduHecKux Aul, 3aHUMA-
owuxca  paspabomkoil  AeKaApcmeeHHbIX
cpedcme i JleYeHUs] peOKuX (opdaH-
HBIX) 3260/71€BaHUI,;

4. nopydeHue MuHucmepcmsy npombiiil-
AeHHocmu u mopzoeau Poccuiickoii dedepa-
uuu 110

a) pa3paboTke KOMIIEKCA MeP I10 CO3-
JaHHI0 OpOAHHOM KOHKYDEHTHOM Cpebl
[UISL TIPUBJIeYEHUS GapMalleBTHYECKUX
OpraHM3aLMN, ITPOM3BOAAIINX JIeKap-
CTBEHHBIE CPE[CTBA U [IOIIYCKAIOIIMX
HYJIEBYIO CTaBKY U3MEHEHUs CTOMMOCTH
JIEKAPCTBEHHBIX CPEJICTB Ha OTPaHUYEH-
HBIN CPOK J|J1s1 ITPEIIapaTOB-aHAJIOTOB;

6) IPUHATHIO Mep, HaIIpaBIe€HHBIX
Ha COKpallleHHe (MCKIIOUYeHMe) BBIe3I-
HBIX [IPOBEPOK ITPOM3BOACTBEHHEIX ITJIO-
LIAI0K [TPOU3BOJUTENS JIEKAPCTBEHHBIX
CpencTB (B paMKax JMULIEH3UOHHOIO KOH-
TPOJSL [EATENbHOCTU II0 ITPOU3BOACTBY
JIEKAPCTBEHHBIX CPENCTB ISl MeOUI[HH-
CKOTO IIPMMEHEHUs) B CIydae CPaBHHU-
TEeJIFHO HEeGOJIBIINX TPYIIIL [TaIl[HeHTOB C
penkuMm 3a60eBaHHeM — II0TpebUTeneln
JIEKAPCTBEHHBIX ITPEIIapaToB B Pocchii-
cKom desepalivu U (WIH) B CIydae, eCiy
Tepamnus SBIASETCS eJUHCTBEHHO BO3-
MOXKHON 30deKTUBHOM IIaTOreHeTHue-

Kyda HY>XHO OBUIratbCA asblle

CKO (STHOTPOITHOM) TepaIThekt s Jieye-
HHUSI KOHKPETHOTO PeOKOro (opdaHHOro)
3a60JIeBaHUS;

5. noddepskke uHuyuamuebl MuHucmep-
cmea 30pasooxparenus Poccuiickoil dedepa-
yuu o danvHeilweil nocnedosamenbHoil Qpe-
depanusauuu AekapcmeeHHoz0 obecneveHusn
pedkux (oppaHHbIX) 3a60AesaHuil 11, COOT-
BEeTCTBEHHO, IUIAaHWDOBaHUe U GUHAH-
COBO-3KOHOMHYECKoe 06OCHOBaHME He-
00X0AIMOIO JOIIOIHUTEIBHOr0 o6beMa
6IO[IKETHBIX ACCUTHOBAHU Y delepaIbHO-
ro 6ro/pkeTa Ha YKa3aHHbBIe LIeJIH.

NMOPYYEHUA MUH3PABY CTPAHDI

PaccMOTpeTh BO3MOSKHOCTE:

1. MHUyuuposaHus co3danus eduHoz20
obuwededepanbHo20 pezucmpa 2paxoad,
CTPAAAIOIIUX PeAKUMU (OpdaHHBIMMU)
3a60/IeBAaHUSIMU, KOTODBIN OOJDKEH
IIPelOCTABIISITh [1071b30BaTeNsIM HHOOD-
Mauuio 060 BceX JIHIAX, CTPAJAIOMINX
TaKUMU 3a607€BaHUSIMHU, B PocCHU-
cKot Peepaniiyl (He3aBUCHMO OT MeCTa
SKUTEJIBCTBA), U UMEIOLIUX UIH He UMe-
IOLIMX IIpaBO Ha obecriedyeHHUe JeKap-
CTBEHHBIMU IIpellapaTaMU, CIIelHalu-
3UPOBAHHBIMHU IIPOAYKTAMU JIeueGHOro
IIUTAHUS, MeIUIMHCKUMU HU3[elus-
MU 32 cueT OI0/’KeTHBIX aCCUTHOBAHUMN
denmepanbHOro 6IOIKeTa U 6IOMKETOB
cy6bekToB Poccurickor defepaliuu,

2. Bo wu3bexkaHuHe HeO60CHOBAH-
HOTO IIPMKU3HEHHOIO0 MCKIIOYeHUs
YIIOTHOMOYEeHHBIMH OpraHaMu rIoO-
CYOApCTBEHHOM  BJIACTH  CYOBEKTOB
Poccurickoyi defepaluy MALMEHTOB,
CTPALAIIUX PeAKUMU (OpbaHHBIMHU)
3a6071€BaHUSMU, U3 PErHOHAIBHBIX
cerMmeHTOB ®e[lepaJIbHOTO PpEerucrpa,
3aKpenneHuUs NOXKU3HEHH020 cmamyca
nayuenmos, cmpadarouwux pedkumu (op-
danupimu) 3a6oneeaHuamu, u 3anpema
HA NpuXusHeHHoe UCKAIHYeHUue céedeHuil
0 Hem U3 pezuoHaabHo20 cezmenma De-
depanbHo20 peaucmpa B CBSI3U C LOCTUT-
HYTBIM yJIydllleHHeM COCTOSIHUS B pe-
3yJIbTaTe JIeYeHUS WIU [JIUTEIbHON
peMuccued 3a6o1eBaHuUs,

3. Bo usbeskaHHe He060CHOBAHHOTO
IepecMOTpa JIeKapPCTBEHHOM TepaIluu
MMallMeHTOB, CTPafAIIINUX peAKUMU
(oppaHHBIMU) 3260/I€BAHUSIMU, Medu-
UUHCKUMU op2aHu3auuamu cybsekmos Poc-
cuu 3aKkpenneHus eepxoséeHcmea cmamyca
peweHuil epaye6HbIX Komuccuii ¢dedepann-
HbIX HAY4HO-MeJUUUHCKUX UeHMmpos HAD
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peweHUAMU pe2uOHAAbHBIX 8pa4eGHbIX KO-

muccuii,

4. B LIeJIIX YIyYIIeHYs 30POBbs Ha-
LIMM, IIOBBIIIEHUS YPOBHS IHATrHOCTU-
KU, KayeCcTBa >KM3HU IIALIUEHTOB C Defl-
KUMU 3260JIeBAaHUSIMHU U OIITUMH3ALIUU
3aTpaT Ha GUHAHCHPOBAHUE IIPOIPAMM,
HAIIpaBJIeHHBIX Ha obecreyeHue IIa-
LIMeHTOB C DeJKUMM 3a60JIeBaHUSIMHU,
HHULIMALUY pacuupeHus HeoHAmanbHo-
20 CKpuHUH2a 3a cvem 2pynnobl pedkux (op-
¢anubix) 3a60Ae8aHuil, TeUeHIE KOTOPHIX
KOMITEHCUDYeTCS 3a CUeT CpencTB dere-
PJIBHOTO GIOAYKEeTa UIU OIOIKETOB CYODb-
eKkToB Poccurickor defepaliliil B paMKax
OCHOBHBIX TapaHTUI IOCyIapCTBa IIEpe[
[IaLIeHTOM.,

5. Pa3pa6omku HOpMAmMueHbIX Npaeo-
8bIX AKITNO08, YCMAHABAUEAIOUWUX NOAHOMOUUS
(edepanbHbIX HAYMHBIX MeOULUHCKUX Op2a-
Hu3auuil B KA4eCTBe SKCIIePTHHIX LIEHTPOB
I10 OIIPEeZieNIEHHBIM PeIKUM (0pbaHHBIM)
3260/1eBaHUSIM B paMKaX TPeXYPOBHEBOMI
CHCTeMBI OKa3aHUS MeIUIITHCKOM IIOMO-
LM, B TOM YHC/Ie TAaKUX [IOTHOMOYUM,
Kak:

*  KOHCYJIbTAlIMOHHAs [eSITe/IbHOCTh B
PaMKaxX B3aMMOJEMNCTBUS C Peruo-
HUIBHBIMU ~ MeIUKO-TeHeTHYeCKU-
MU KOHCYIBTALIMSAMU (LIEHTPAMH),
B TOM YMCJIe IIOCPeICTBOM HCIIOJNb-
30BaHUS TeleMeIULIMHCKUX TeXHO-
JIOTHH I10 BOITPOCAM JHUATHOCTUKU U
JIeYeHUsI ITalleHTOB;

*  UCCIeOBATeNIbCKAS AesITeIbHOCTh B
PaMKax BBIJIeJIEHHBIX HO30JIOTHI Ha
OCHOBe KIIMHUYeCKOM ITPaKTHUKU;

e ydacTHe B MEXKIYHAPOAHBIX MCCIIe-
JIOBATEIBCKUX W HaAGNIIONATeIbHbIX
IIPOeKTax, 0OMeH OITBITOM C MEXKIY-
HAPOAHBIMU OPTaHU3ALUSIMU B 06-
JIACTH PeOKHUX 3a60/IEBAHUH

e 06pa3oBaTenbHAs [IeSTEeIbHOCTD,

*  uHQOpPMALIMOHHASI  [JeATeIbHOCTh
(opraHu3anus mIpodecCHOHATBHBIX
Y UHTEPHET-PeCyPCOB 10 PeIKUM 3a-
60s1eBaHUSIM, IIPOBe[leHHe CeMUHa-
DOB, KPYIJIBIX CTOJIOB, KOHGepeHLIMHI
U [OPYTUX MEpOIIPUSTUM, II0CBS-
IIEHHBIX PACCMOTPEHUIO IMIpobieM
OKa3aHUS MeIULIMHCKOM ITOMOIITH
MalKeHTaM C PeAKUMH (opbaHHBI-
MU) 326071€BAHUSIMU,;

e  Be[eHHe PerHCTPOB peAKuX (opdaH-
HBIX) 3260JIeBaHUI, He BRIIFOUeHHBIX
B IIPOIPaMMY «24 HO30JIOTHH».

6. Paspabomku u obecneveHus eidene-
HUA Ha ¢edepanbHOM YpoeHe HOB0I KAUHUKO—
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cmamucmuseckoil 2pynnbt (KCT) 3a60reBa-

HUH 715 JIedeHH s TAL[HeHTOB C peAKKUMHU

(opbaHHBIMU) 3260I€BAHUSIMU,

7. ObecneqeHus eraloveHus 6 pybpuka-
mop MuHucmepcmea 3dpasooxpanenus Poc-
cuiickoii Pedepayuy KAUHUMECKUX peKomeHda-
uuii no pedkum (opdanHbim) 3a601e6aHUAM.

8. OcywiecmeneHus KomnaeKkca mep no
dopabomKe U NPUHAMUIO KAUHUMECKUX PeKo-
mendauyuii no 3a6onesaHuam (zpynnam peo-
Kux 3a601e8aHuil), umMeroluUM namozeHemu-
uecKoe neveHue.

9. Paspa6omku cucmembl pUHAHC08020
obecneveHus uAu KoMneHcauyuu AeveHus na-
yueHma 6 pamKax MmpexypoeHesoil cucmembl
MedUUUHCKOII noMowy, B TOM YIC/Ie IIpef-
YCMAaTpUBAIOILIEN IIOPSIOK M HCTOYHU-
KU BO3MeIIeHUs 3aTpaT Ha CJIefyIolue
BHBl PACXO/IOB ITALILIEHTOB:

* TDAHCIIOPTUPOBKA I[AIIMEHTOB B be-
JlepayIbHble Hay4Hble MeIUIIMHCKUe
LIEHTPBI KaK B LIeJISIX YTOUHEeHUs qUa-
THO3a, TaK U Pa3paboTKU TaKTHKH JIe-
YeHUs;

e BO3MeIleHUe 3aTpaT Ha JIeKapCTBEH-
Hble IIpeIlapaTsl, IIOJy4YaeMble IIa-
LIMIeHTOM IIPU IIepeBojie AJIsi KOppeK-
THUPOBKU Tepalluy MU JIedeHUs B
denepanbHBle HAydHble MeIULIMH-
CKUe LeHTPhl U3 MeOUIIMHCKUX Op-
raHMU3alUM Cy6BeKTOB POCCHUIICKOM
defepallu, Tak U B MeSULIMHCKHE
OpraHU3aLMU Cy6beKTOB POCCHICKOM
Qemepauuy 13 dbenepansbHbIX Hayd-
HBIX MeIULIMHCKUX LIeHTPOB;

° OKa3aHMe MEeAUIIMHCKON IIOMOIIH
MHallMeHTaM C pPeaKUMU (OpbaHHBI-
MH) 3a60JIeBaHUSIMU B PaMKaX IIpO-
rpaMMBl 00s3aTeIbHOrO0 MeJULIMH-
CKOTO CTPaXxOBaHMSI, B TOM 4YMCIIe
BBICOKOTEXHOJIOTUYHON  MeOUIIUH-
CKOM IIOMOIIM, C Y4eTOM PpeasIbHOM
CTOMMOCTH Tapuda, BKIIOYAIOIIEro
CTOMMOCTb IIPelIapaToB ISl IIaTore-
HeTH4YeCKOH TepaIllHu.

10. B Lensix ONTHMH3aLUM 3aTpPaT
IIPOrPAMMEBL 06513aTEIBPHOT0 MeIUIIMH-
CKOTO CTPaxOBaHMUS Ha denepasbHOM U
PervoHaIBHOM YPOBHSIX 3a CUeT BHeJpe-
HUS MalleHT-OPHeHTUPOBAHHEIX YCIYT
pa3paboTKU IIPOEKTOB HOPMATHBHBIX
IIDaBOBBIX AKTOB, 06eCIIeUYMBAIOLIUX OP-
TaHM3aLMOHHO-TIPABOBYIO OCHOBY [JISI
8HedpeHUA CmayuoHap3amewaowux mex-
HoAO2Uil U op2aHuU3ayuL MedULUHCKOI noMo-
WU 8 ycAos8uAx cmayuoHapa Ha domy, B TOM
4YHCcle B YaCTU BHECeHUs U3MeHeHU! B
QepmepanbHBIN 3aKOH OT 21 HOA6pS 2011
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rozga Ne 323-03 «O6 0CHOBaxX OXPaHBI 370-
POBBSI TPpaskAaH B Poccuriickor Penepa-
LIUN» [IOCPEeACTBOM OOIOIHEHUS YaCTH
3 CTATBU 32 HOBBIM ITYHKTOM 5 B CJIELYIO-
1IeH pelaKlUHU: «CTalloHapa Ha AoMy (B
YCIIOBUSX, 06eCIIeYMBAIOIINX OKa3aHUe
MEOUIIMHCKON ITOMOILIM II0 MECTYy >KH-
TeJbCTBA WJIN MECTY IIPe6GBIBaHUS 60JIb-
HOTO).».

11. Pa3pabomku cucmembl 8edeHUs 3AeK-
MPOHHBIX peueninos U 3AeKmpoHHbIX mMmedu-
UUHCKUX Kapm nauyueHmos, obecIiedyrBa-
IOIIE OITePAaTUBHBIM OOMEH HAaHHBIMH
MeXIy MeOULIMHCKUMU OpraHU3aLUs-
MM Ha BCel TeppuTopuu Poccurickor Qe-
Iepallyii, B TOM YHCJIe /IS [IOBBIIIIEHUS
KayecTBa PaboOThl MpoeKTa «TeleMemu-
LIHa», 06eCIIeYB IIPYU 3TOM Pa3paboTKy
COOTBETCTBYIOLIUX ITPOEKTOB HOPMATUB-
HBIX ITPABOBBIX AKTOB, PETYIHUPYIOIIUX
BOIIPOCHI Pa3paboTKU, BBEIEHHS B 3KC-
IUTyaTallMI0 M HCIIONb30BaHUS yKa3aH-
HOM CHUCTEMBEI.

12, Paspa6omku npoekmos Hopmamue-
HbIX NpAeosbIX AKMos, YCMaHA8AUBAIOULUX
eduHble Kpumepuu dna popmuposanus Ile-
peqHa KU3Hey2poKaruwux U XpoHU4ecKux
npozpeccupytowux pedkux (oppaHHbix) 3a-
60AesaHuil, TIPUBOISIIIUX K COKPAIEHUIO
IPOIOJIKUTEIBHOCTU SKU3HU TPasKgaH
WU UX UHBUIUIHOCTU, YTBEPKIOEHHBIX
IIOCTAHOBJIeHHEM IIpaBUTENIBCTBA Poc-
CHUICKON Peflepalii OT 26 aIIpens 2012
rofia Ne 403, C IIOC/IeAYIONINIM BBeJIeHHEeM
UX B IeHICTBUE Ha BCEM TEPPUTOPUH Poc-
curickoy Pefepaliiu.

13. Paspabomku npouedypbl exkekeap-
MmanbHo20 06HOB8NeHUA edUHO020 hepedHsA
JKU3HEY2pOoRAoWUX U XPOHUYEcKUX npozpec-
cupyrowsue pedkux (opdaHHbix) 3aboneea-
HUil, TIPUBOISIINX K COKPAIIEHHIO IIPO-
IOJIKUTEIBHOCTH SKU3HU TPKIAH HIH
WX HHBAJHUOW3ALMH, [0 aHAJIOTHH C
€5KeKBapTAIbHBIM OOHOBJIEHUEM Ilepey-
HS SKU3HEHHO HeO6XOMMMBIX U BasKHEH-
IIUX JIEKAPCTBEHHBIX IIPENapaToB I
MEIUIIMHCKOIO0 IIpUMeHeHUs, obecrie-
YUB IIPU 3TOM Pa3paboTKy COOTBETCTBY-
IOIIMX ITPOEKTOB HOPMATHUBHBIX ITPAaBO-
BBIX AKTOB, YCTAHABIUBAIOIINX ITOPSIAOK
06HOBJIEHUS YKA3aHHOTO IIePeYHS.

14. Paspa6omKu memoduKku AekapcmeeH-
HO20 obecnevenusn Auy, cmpadarousux 3a60-
AesaHUAMU, BKAIOMEeHHbIMU 8 npozpammy
«24 HO30AM02uU», TIOCPEICTBOM BKIIIOUE-
HUS COOTBETCTBYIOIIETO MEPOIIPUSITHUS B
HampabieHUe (IOAIIPOrpaMMy 2 ) «Pas-
BUTHE U BHEIPEHHE KMHHOBAI[MOHHBIX

METOJIOB AUATHOCTUKHU, IMPOPUIAKTUKU
U JIe4eHUs], a TakKKe OCHOB IIePCOHAJIU-
3UPOBAHHOM MEeQULIMHBI» TOCYIapCTBEH-
HOM mporpaMmsel Poccurickori ®epnepa-
UM «Pa3BUTHe 3[DPaBOOXPAHEHUSI»,
YTBEPKOEHHOM IIOCTaHOBIeHUeM Ilpa-
BUTEIBCTBA Poccuiickoi defepalivul OT
26 IeKabps 2017 rofa Ne 1640.

15. Pa3pa6omKu nepe4Hs pedkux (oppaH-
HbIX) 3a60Ae8aHuil, mpe6yoUUX IKCMPEHHO-
20 NpuMeHeHUA AeKapcmeeHHbIX cpedcms no
JKU3HEHHbIM NOKA3AHUAM,

16. Ha OCHOBaHMH IIe€pedyHs, YyKa-
3aHHOIO B IIYHKTe 14 HACTOSIIEro 610Ka
PeKoMeHALUM, co3danus ¢edepanpHo-
20 6aHRA KU3HEHHO Ba’KHbIX OpPp(PaHHBIX
3KCMpPeHHO OOCHIYNHBIX AEeKAPCHIBeHHbIX
cpedcme, KOTODble MOXKET ITOJIyYUTh JII0-
6011 HY>KOAIOIIMICS [TAllMeHT U3 J1I060r0
cy6perTa Poccurickort demepanimu (Kak
BHOBB BBISIBIEHHEBIE ITAllMEeHTHI, CBefe-
HUS 0 KOTOPBIX He BKJIIOYEHBI B PDETUCTD
penkux (opbaHHBIX) 3a60IeBaHUM, TaK
YU IIallMeHThl, BKIIOYEHHBIe B CIIHMCOK,
HO TedeHUe 3a607eBaHUs KOTOPBIX Ha-
XOIUTCS B CTAAUM PEMHCCHUH) B ClIydae
YTPO3BI SKU3HU (HAIlpHMep, 060CTpeHue
ATUIINYHOTO TeMOJIUTUKO-YpPeMHUYeCcKo-
IO CUHIPOMAa BO BpeMsi 6epeMeHHOCTH
[I0CJIe JIMTENbHOM PpeMMUCCHHU, aTaKu
OCTPOM IIlepeMeXKarollericss MmopdupHH,
HEKOTOPBIX GOPM reMoPHINHU U AP.).

17. Pa3pa6omku KoMnAeKcHOIl cucmembl
KAUHUYeCKUX UccAed08aHuil dns Kaxxa020 ped-
Kozo (opdaHHoz0) 3a6onesaHus, HAIIDaB-
JIeHHONM Ha BBISIBIEHHe BO3[eHCTBUS
Ha [allMeHTa JIeKApCTBEeHHON Tepaluu
IIPDM 3aMeHe OPUTHMHAJIBHOIO IIperiapa-
Ta Ha aHAJIOTUYHBIN HEOPUTHHAIBHBIN
IIpernapaT B CJIy4asX, KOTAAa TepaIlus
OPUTHMHAIBHBIM IIpeIlapaToM IIPOBOILU-
j1ach 6oJiee 12 MeCSILEB II0 >KHM3HEHHBIM
[I0Ka3aHUSIM B CBSI3U C peKOMeH[aIlU-
el cepTUPUIIMPOBAHHOIO CIIELIHAIHCTA
(meyammy Bpad M MHOM MeIUIIMHCKUI
PabOTHUK).

18. B LieisX CKopeHiero obecrieye-
HUS ITAallMeHTOB C PefKUMU 3abojeBa-
HUSMU COBPeMeHHBIMH 5pPeKTHBHBIMU
MeTOAUKAMU JeUeHUsl, pa3pabomku Kom-
naekca mep dnsa ocywecmeneHus pezucmpa-
yuu opPaHHbIX NeKapcmeeHHbIX cpedcms C
yCIOBHEM, II03BOJSIONINM IIPefOCTaB-
JISTh JOCTYII K JIeKAapCTBEHHBIM Cpef-
CTBaM, HaXOSAIIMMCS HA BTOPOH CTaAUU
KIMHUYeCKUX UCCIeOBAHUM,

19. B HHTepecax POCCHUICKHUX IIa-
LIUEeHTOB C peaAKUMH (oppaHHBIMHU)
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3a60/IeBaHUSMHU, B TOM YMHCIIe JeTer-
WHBUINOB, UHULUAUUY pa3pa6omKy npo-
eKI106 HOpMAMUBHbIX NPABO6LIX AaKImNos,
pe2yaupyrouux 80onpocbl nNpuHydumenbHoii
peaucmpauuu He3apeaucmpuposaHHbIX Op-
GaHHbIX AeKapcmeéeHHbIX npenapamos I
PerucTpanuy LieHBl Ha HUX B Clydae,
eI TaKasl TepaIlus SBSIEeTCS eNUH-
CTBEHHO BO3MOXHON 30PeKRTHUBHOM
[IATOTeHEeTHUYeCKON (STUOTPOITHOM) Te-
parred 11 1e4eHusi KOHKPETHOTO pel-
Koro (opdaHHOro) 3a60y1eBaHUS.

20. IIpodonkeHus uUHULUAUUU nepe-
da4u noAHomMouuii no AeKapcmMeeHHOMY
obecneqeHul0 nAUUeHmos, CMpadarUiux
JKU3HEY2POKAOWUMY U XPOHUHECKUMU 1po-
2peccupyrouwjumu  pedkumu  (oppaHHbLMUL)
3a601esaHUAMU, NPUBOIAUMU K COKpaLYe-
HUI0 NpodonKUMeAbHOCMU JKU3HU 2PAXKOaH
UAU UX UHBAAUOHOCHMIY, C pe2UuOHAAbHO20
Ha ¢edepanvHblii yposeHb (HAIIpHMED,
6onesHp @abpu (Pabpu-AHAEPCOHA),
6onesHp IloMIle, IIapOKCH3MalbHasl
HOYHAs reMOIJIOOMHYPHS, TETOYHAS ap-
TepUaIbHAas TUIIePTeH3HsI), B TOM YHCIIe
B YaCTH UX GUHAHCOBOTO 0becIieyeHus.

21. dopmuposaHua Kpumepues pac-
WUpeHua npozpammol «24 HO30A02UU» U1
obecrieuyeHUs] ee PACUIMPEHUs 32 CUeT
3a60eBaHUM, OGHHAHCUDYEMBIX 34
CYeT PerlOHaJIBHOIO 6I0[KeTa U He II0-
MaBIIMX HU B OOUH U3 CIIHMCKOB BO3Me-
mweHusl (HalpuMep, HUAHONATHYeCKUH
JIerouHbI $pubpo3 (UID), 60me3Hb [Tom-
ne, geduuuT anbda 1 AaHTUTPUIICHUHA,
ACCOLIMMPOBaHHBIe (GOPMBI JIETOUHOM
TUIIePTEH3UH, XPOHUYECKAsI TPOMB0IM-
60U THYeCKas JIeTOYHAas TUIIePTEH3MS).

22, B pensax obecriedeHUs] PABHOTO
JOCTyIIa K JIeYeHHIO, pa3pabomku me-
XaHusma QuHaHCUpoBaHUs U  ocyuwiecm-
8/eHUs 3aKYNOK He 3ape2ucmpuposaHHbIX
Ha meppumopuu Poccuiickoii Pedepauuu
AeRapCMBeHHbIX Cpedcms, SIBIISIOIINXCS
eQUHCTBEHHO BO3MOKHOM IIaTOTeHEeTHU-
YeUKON (ITHOTPOITHOM) TepaIiuer, HC-
[1071b3yeMOM IIPU JIeYeHUU IIAI[eHTOB
¢ pegkuMu (opbaHHBIMU) 3360JIeBaHU-
SIMH.

23. B paMKax omTUMHU3ALMU bene-
DPaJbHBIX IIPOrpaMM obecriedeHUs IIa-
LIMeHTOB BBICOKO3aTPAaTHBIMU JIeKap-
CTBEHHBIMHU CPeJCTBAMH 3a CUeT CPe/iCTB
demepanbpHOTO GIOKETA, B LIEISX OITU-
MM3ALUM PACXOHOB I CTPYKTYPHOTO
pPacIIMpeHUsl IIPOTPAMMBI 32 CUeT OIl-
TUMH3ALUU BHYTPEeHHUX CPeJCTB, pas-
pabomKu u eéHedpeHus npouedypbl y4ema
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ebldasaembix nayueHmMam AeKapcmeeHHbIX
cpedcme HA OCHOBAHUU NOPAAKOHHO20 Y4e-
ma e meveHue 00HO20 Kéapmaaa, IIpexyc-
MaTDPHUBAIOIIEr0 CAAYYy U Y4eT KCIIOJb-
30BAaHHOM Taphl, OCTABIIEHNCS IIOCIIe
BBeJIeHUS IIpelapara, JJIs OLIeHKU KO-
JINYeCTBa CJIeAYIOLIeN BBIJAYU U Ilepe-
pacripefie/ieHUsl TOBAPHBIX OCTATKOB B
MEeOULIMHCKUX U aIlTeYHBIX OpraHM3a-
LIUSIX B MHTepecax BHOBB BBISBIEHHBIX
alueHToB, 6e3 BBIAENEeHUS OOIIOIHU-
TeJIbHBIX CPeJCTB U3 defepasbHOro 61o7-
SKeTa.

24. Pa3pa6omku MemoduKku nAaHuposea-
HUSA 3aKynoK AeKapcmeeHHbIX npenapamos
0na 20cydapcmeeHHbIX U MYHULUNAABHbBIX
HY>K0, KOTOpasl II03BOJIUT O6eCIledUTh
IMalyeHTy 6ecripephIBHOe JieyeHMe IIpe-
apataMi, 3aKyllaeMbBIMH Ha defe-
PIBHOM U PErHOHJIBHOM YPOBHSX, C
MOMEHTA BBISIBJIEHUS 3a60/IeBaHUS U [I0
MOMeHTa OCYIIeCTBIeHUS 3aKyIKHU . [Ipu
5TOM B LieJIsIX obecriedeHUs 6eCIipephIB-
HOCTU JIeUeHUS HYKAAOUWIMMCS IIallM-
€HTaM MOTLYT 6BITh IepeIaHbl BpeMEeHHO
He UCIIO0/Ib3yeMble JIeKapCTBeHHEIe IIpe-
I1apaThl UIH IIperapaThl, 3aKyIJIEeHHBIe
JUISI IPYTHX [TALIUEHTOB C 60JIee JIUTelb-
HBIMH CPOKaMM IIPUMEHEeHUs, C IIocye-
OYIOIIMM BO3MellleHHeM IIallHeHTaM,
U3 3aIlaca JIeKapCTBeHHBIX IIPeIiapaToB
KOTOPBIX IIPOM3BelleHO JieueHUe, a TaK-
5Ke B CIydae MepeKBATUQUKAIIMU Ha-
rHO3a JIN60 CMEePTH ITalleHTOB,

25. O6ecneveHus AekapcHBeHHbIMU
npenapamamu 2paxkoaH, cmpaoarousux peo-
Kumu (opdpanHbimu) 3a60nesaHuamu, ume-
oWuX npaso Ha obecneueHue NeKAPCHIBEH-
HblMU npenapamamu 3a ciem 6100KemHbIX
accuzHosaHuil gedepanbHo20 6100Kema uay
61005kemoe cy6vekmos Poccuiickoii Pedepa-
Yuu, TIPY OKA3aHUU UM MEeOUIIMHCKOHN
IIOMOIIM B aMOYIAaTOPHBIX YCIOBUSX, B
06BEMe He MeHee ueM 3TO IIpeflyCMOTpe-
HO IIepeyHeM KH3HEeHHO Heob6X0IMMBIX
M BaKHEHININX JIEKAPCTBEHHEBIX IIpella-
DaToB.

26. B Lensx 6ecriepe6oriHOro obecrie-
YeHUs JIedyeHUeM [TallUeHTOB, CTPaalo-
IUX peaKUMU (opbaHHBIMU) 3a6071eBa-
HUSMH, paspabomku npouedypbl nepexoda
MaKux nayueHmos u3 demckoz0 cezmeHma
80 83pocablil 6e3 npeppleaHus npouecca obe-
cneveHus AeKapcmeeHHbIMU cpedcmeamu.

27. Paspa6omku Komnaekca mep no
obecneveHulo nayueHmos, cmpadarousux
pedkumu  (oppanHbimu)  3a6onesaHus-
MU, AekapcmeeHHbIMU npenapamamu G6e3
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npedwsasneHUA YcA0BUS NPUCBOCHUS CHAMY-
ca uHeaauda (HarmpuMep, IpU HAUOIA-
THUYeCKOM JIerouHoM o¢ubpose (WID) u
ACCOIMUPOBAHHEIX (GOpMax JIETOYHOM
APTEPUANIBHON TUIIEPTEH3UU JIeYeHUe
BO3MOMKHO TOJIBKO IIperapaTaMy U3
CITHCKA Ob6ecrieyeHusT Heo6XOMMMBIMU
JIEKaPCTBEHHBIMU cpefcTBamu (OHJIC),
4YTO, KaK CJIeCTBHE, BeIET K BBIHYX-
JIeHHOM HHBAJIWIM3AIUU ITal[HeHTa, a
YCTAHOBJIEHHE UHBATUAHOCTH SIBJISETCS
YCIIOBHEM Havasia JIeUeHHS).

28. UHuuuuposanus paspabomku npo-
2pammpbl obecneveHus nayueHmos, cmpada-
OWUX MYKOBUCUUO030M, UH2AAAMOpaAMU U
mpeHakepamu, Heo6XOOUMBIMU IJISI IO-
CTaBKU B OPraHM3M JIEKAPCTB U BBIBOZA
MOKDOTHI, & TaKKe TAaKHMMHU aIllapaTa-
MU, KaK KHCJIOPOJOreHePaTOPHl U Heby-
JIa¥3epHl, 32 CYET CPeACTB befepasbHOTO
6I0[I5KeTa ¥ BHECEHUS B YCTAHOBIEHHOM
IIOpSIAKE Ha DPAcCMOTpeHHe B IIpaBuU-
TeJILCTBO Poccurickor Pefepaliiu,

29. ObecneveHus aHanu3a u Npakmuky
Op2aHu3auuU 3aKyHOK OpdaHHbIX AeKkap-
CMBeHHbIX Npenapamos 8 pamMKax peau-
OHAAbHBIX NPOZPAMM C TIOCJIELYIOITHM
PacIIpocTpaHEHUEM JIYUIIHUX IIPAKTHK B
KayecTBe PeKOMEH[AIIUU I10 OpraHu3a-
LIUM 3aKyIIOK BceM Cy6beKTaM Poccuii-
cko¥ defepalliM, OCYIIECTBIISIONINM
3aKYIIKY [IJIS TTAlMeHTOB, CTPAJAIOIIHX
penkuMu (opdaHHBEIMU) 3260/1€eBaHUSI-
MU,

MUHHUCTEDCTBY  34DPaBOOXPAHEHUS
Poccuiickoil ®enepaliiyd COBMECTHO C
MUHHCTEPCTBOM GUHAHCOB POCCHIICKO
defmepalilil M BBICUIMMHU JTOJKHOCT-
HBIMHU JIULIAMH Cy6BEKTOB POCCHUFIICKOM
demepaliii (PyKOBOOUTENSIMH BBICIIHX
WUCIIOIHUTEIBHBIX ~OPraHOB TOCYHap-
CTBEHHO! BJIACTH Cy6beKTOB Poccru) B
Lensax obecriedyeHHUs] 6GeCIIpensTCTBEH-
HOTO IIepeMelIeHUs TPaKIOAH, CTpaja-
IOIUX pearkuMH (opdaHHBIMHU) 3a60-
JIEBAaHUSMU, II0 TeppUTOpUU Poccuu,
PacCMOTpPeTh BO3MOXKHOCTb Pa3paboTKU
MeXaHH3Ma IIepefiayy 3aKyIUIeHHBIX 3a
CYeT CPeACTB GIOIKETOB Cy6'heKTOB Poc-
CUMCKON Pefepalliy JI€KAPCTBEHHBIX
IIperapaToB Ha 6anaHC JAPYroro cy6s-
eKTa PocCcHICKOM Pefepalluu (B caydae
Ilepee3fia MMALIMEHTA) A0 KOHLIA TeKylle-
r0 KaJIEHJAPHOTO Tofa C IIOCJIeLYIOIeHr
KOMIIeHcaluell U3 6IofskeTa Cy6heKkTa
CTPaHBl — DELUIIUEHTa IIOHECEHHBIX
pacxofoB OromakeTy cybbekTa Poccuii-
CKoM Peflepalliy — JOHODA.



MeOMUIHCKA pakypc

PE/URUI Y PHATI

BOJIE3HB T'OIIE B ITH@®PAX

«PEJKWV YKYPHAJ» MYBJINKYET PE3YJIbTATbI OMTPOCA HA TEMY « OKASAHWUE MEAVLMHCKOM MOMOLLM MNALMEH-
TAM C BOJIE3HBIO MOLLIE B POCCUNCKON ®EAEPAUNN B 2017-2018 IT.

ECTb JIN UHBAJINAHOCTb?

BPAY KAKOW CMELUANIBHOCTU IMATHOCTUPOBAJI
Y BAC / BALLEIO PEBEHKA BOJIE3Hb rOLLE?

TepanesT l
OHKOrema-
2 rpynna Tonor
1rpynna I XMpypr .
racTpoaHTe-
e6eHoK- I
EHBaI'IVIﬂ - ponor
0% 10% 20% 30% 40% 50% 60% 70% 80% 90% opronep
neanatp .
npyroe
YKAMKMTE B KAKOM BO3PACTE Y BAC BbUIA Py
AVIATHOCTUPOBAHA BOJIE3Hb FOLLIE? 0% 10% 20% 30% 40% 50% 60% 70% 80% 90%

B MnajeH4yecTse I

10 10 net

10-18 net

18-35 net

35-55 net

cTapue 55 et

0% 10% 20% 30% 40% 50% 60% 70% 80% 90%

CKOJIbKO BPEMEHM MPOLLI0O C MOMEHTA NOABJIEHUA NEPBbIX
CMMNTOMOB BOJIE3HWU 10 NOCTABJIEHHOIO AUATHO3A BOJIE3Hb IOLLE?

MeHee 1T104a

1-3roga

3-7 net

10-20 net

6onee 20 net

0% 10% 20% 30% 40% 50% 60% 70% 80% 90%
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KAKME CUMNTOMbI BOJIE3HU FOLLE Y BAC MPUCYTCTBOBAJIU
HA MOMEHT AUATHOCTUKU 3ABOJIEBAHUA?

aHemusA

M3MeHeHNs
CO CTOPOHbI
KpoBU

TpombouuTo-
neHus

M3MEHEeHNs
CO CTOPOHbI
opraHa...

cnaboctb

KpOBOTOYMU-
BOCTb

CKIIOHHOCTb
K 0bpasoBa-
HUIO....

6o1m
B KOCTAX

M3MeHeHnA

Ha peHTreHo-
norun

nepenomsbl

NOXHble
ANarHo3sbl

HUKAKWX U3
yKa3aHHbIX

Apyroe

0% 10% 20% 30% 40% 50% 60% 70% 80% 90%
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CKOJIbKO BPEMEHW NPOLLWJIO C MOMEHTA MOCTAHOBKU ANATHO3A
[10 HAYAJIA NATOTEHETUYECKOW TEPANUM?

meHee
3 mecsiLes

3-6
mecsLes

6 mecsiLeB-
1T0A

1-3roga

6Gonee 3net

0% 10% 20% 30% 40% 50% 60% 70% 80% 90%

KAKOW NEKAPCTBEHHbIV NPEMAPAT NATOTEHETUYECKOWM
TEPANWUU BONE3HU TOLLE Bbl NOJIYHAETE?

Benarsio-
Lepasy

MMUFNIO-
uepasy

MHOM

He nosy4ato

0% 20% 40% 60% 80% 100%

KAKOBA ®AKTUYECKAA NEPUOAUYHOCTb MPOBEAEHUA UHOY3UIA?

1pas
B 2 Hegenu

1pas
B 4 Hepenn

NPOBOXY
HeperynspHo

nHoe

0% 20% 40% 60% 80% 100%

CJIYYAIOTCA NIU NEPEPbIBbI BO BPEMA ®EPMEHT-
3AMECTUTENIbHON TEPANUK?

aa

HeT

0% 20% 40% 60% 80% 100%

MeULIVHCKIA pakypc

PEIIKUTTERHY PHAJ

OLIEHUTE KAYECTBO BALLEW YXU3HU 0 HAYAJIA TEPANUN?

10

S,

0% 10% 20% 30% 40% 50% 60% 70% 80% 90%

OLIEHUTE KAYECTBO BALLEWA YXU3HW B HACTOSILLIEE BPEMSA?

o -~
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0% 10% 20% 30% 40% 50% 60% 70% 80%

HABJIOJAJINCH JIN Y BAC HEXKENATEJIbHBIE MOBOYHbIE
ABNEHWUA BO BPEMA NPOBEAEHUA UHOY3UN?

e -
- _

0% 20% 40% 60% 80% 100%



MeauMuUIHC

PEIIKUTTEHY PHAJ

1 PaKypc

JEYEHHUE

IT'HHHEPAMMOHHUEMHYECROI'O

hPH3A

BA3UCHAA W YPTEHTHAA TEPAMNNA BOJIESHEN LIMK/TAOBPA30BAHNA MOYEBUHbI

Yacms 3

(nepevie 2 wacmu 6vLau ONYH6AUKO06AHBL 6 NPELLOYWUX HOMEPAX ICYPHA.

TPAMOTHAA TEPANUA

TunepammMmonuemus (TA)  BBIIIe
1 200 MKMOJIB/II 1 70@ MKTI/IJI) — IIpO-
THO3 Cepbe3HBIH, SIBJISIeTCS OCHOBAaHHEM
[IIs1 MHTEHCUBHOM TEPAIIHH C IIPOBefe-
HHeM 5KCTPAKOPIIOPAJIBHOM IeTOKCHKA-
LIVH.

He3aBHUCHMMO OT BO3pacTa, HHTEH-
CHBHAas [eTOKCHUKAL[MOHHAS Tepartus
JOJDKHA HAYMHATHCS IIPU YPOBHE aM-
MOHMUS BHIIIIEe 200 MKMOJIB/I 350 MKT/
IUI) U OCHOBaHa Ha CJIEAYIOUUX IIPUH-
LMIax:

"pMHLWIﬂbI Tepanuu u meToAbl 4OCTUXKEHUA uenu

OCHOBHble npuHUmnbl

MeToapb!

MakcrmanbHO paHHee Ha4yano eTOKCUKaLMOH-
HoW Tepanuu

Havano Tepanuu cpa3sy nocse onpeseneHns
aMMOHUA MW Jaxe Npyv NOA03PeHNN Ha A,
npeaBapuTeNbHO B3sB 06pasLibl KPOBU 1 MOYM
N5 JanbHenwWen AMarHoCTUKN

Peruapartauus n GopcrpoBaHHbIii Anypes

KOHTpOI’Ib 6anaHca XUOKOCTKU, nevyeHne n npo-
q)VIﬂaKTI/IKa OTeKa mo3ra

YpaneHune a3oTUCTbIX LWNAKOB M a30Ta

OrpaHquHme nocrynjaeHua nuiLeBoro n
napeHTepanbHOro 6enKa ¥ aMUHOKMCIOT
MUHUMYM Ha 2 AHA

ﬂeKapCTBeHHaH Tepanuna

HasHaueHue ckaBeHaKepos, cybcTpatos (ae-
(DULUUTHBIX AMUHOKMCIOT) N KOEPMEHTOB

Temoananus unu remounbTPALMA

Mpu1 ypoBHE aMMOHUs Bblle 400 MKMob/n
700 MKr/an)

3ameHHble nepennBaHmns KpoBM 1 NepuToHeab-
HbIA gMann3

ManoaddeKTrBHbI

YMeHbLNTL KaTabonnsm

V136erathb rniOKOKOPTUKOUAOB, CTEPOUAOB,
Basbnpoaros — nHrnbupyer LLOM

CTumynnpoBatb aHaboan3m 1 yTuan3auumio a3ota

BblcoKkokanopuiitHas uHdysnoHHas Tepa-
MUA Ha OCHOBAHMM [MIOKO3bl M UHCYINHA
(»120 kKan/kr/cyT) (3a UCKNKOYEHVEM LK-
TpynanmHemum |l TMna, npu KoTopom nHby3um

TOKO3bl MOTYT YXYALINTb CUTYALINIO)

3aBUCUMOCTDb Tepalliy OT YPOBHA
AMMOHHS, PA3JINYAIOT JIErKYK, Cpen-
HIOIO U TSDKENIYIO THII€ePAMMOHHEMMUIO.
Pa3nnuuus B TePAIIUU 3aKII0YAIOTCSI
B NO3HUPOBKaX IIpeI1apaToB U OJIWTEJIb-
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HOCTH TepalluM, CHIDKeHHe YPOBHS
aMMOHHUS B TedeHHe IIePBBIX YacCOB
TepallMu M perpecc HeBPOJIOTHMYeCKOM
CHMIITOMATHKH BO MHOTOM OIIpefiensieT
JJIbHEMNIINH IIPOTHO3.

P

JKcnept

CeeTnaHa MiropesHa MonsakoBa — JOKTOP
MeaMLMHCKUX HayK, npodeccop kadeapsb!
neauaTpumn ¢ Kypcom peBmaTonoruu
MNeanatpuyeckoro dakynsteTa Nepsoro Mo-
CKOBCKOTO rocyjapCTBEHHOr0 MeANLMHCKOrO
yHusepcuteta (Mepsoro MIMY) um. N.M.
CeueHoBa r. MockBa
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MeOULIVHCKW pakypc

PEIIKUTTERHY PHAJ

AMMOHUI MKM /1

HepmnarHoctvposaHHble TA

Ds BLUOM ycTaHoBneH

KommeHTapum

MoBbILIEHO MW BEPX IP. HOPMbI

Besbenkoas avera

BB rntoko3a+uHcynnH
MoHuTOpMpOBaHe aMMOHUA
Kaxable 34

BesbenkoBas anera

BB rntoKo3a+uHCcynnH
MoHuTOpMpOBaHMe aMMOHNs
Kaxapble 34

BB L-aprutuH 1 Hatpus 6eH3oart

BB L-apruHuH 1 Hatpus 6eH30ar,
L-uutpynnuH, Hatpus heHnnbyTm-

® OCTaHOBUTH MHY3UKM 1 Nioboe
noctynnexune 6enka u aMMHOKMC-
10T, He npuberatb K 3aMeHHbIM
nepennBaHUAM KpoBu 1 ee
KOMMOHEHTOB — BO M36exaHue
Katabonmsma

e [I36eratb runeprankemun (rune-
POCMONAPHOCTI)

* [py1 rUNeprankemMinm C naxKTaTom
»3 MMOJIb\J1 yMEHbLUUTb CKOPOCTb
UHY31M FIOKO3bI NlyyLle, Yem
YBEANYNTL UHCYNNH

e [136eraTb rMNOTOHUMYECKIMX pac-
TBOpOB

® B pacyer HaTpus BKNKOYATh Ha-
Tpus 6eH3oat v heHnnbytupar:

e [Ip ARG1D apruHuH npoTtBono-
KasaH

Tepanus

»100 ¢ 250 Kap6amunriotamar, KapHUTUH, BUT | part, heHunauerar,
B12, 6uoTuH Kapbamuarntoramar, KapHUTUH, BUT
B12, 61oTUH
To e, HO BCe BBE/I€HUA NeKapCTB
Toxe + remoanadunbpauus, ecim yepes BeHy,
»250< 500 aMMOHWIN He CHIKAeTCA B TedeHne | remopuadumnbpaums, eciv ammo-
3-6 4 MHY3Mi HWIN HE CHUKAETCA B TeYeHne 3-6 4
UHY3Mi
Y500 € 1000 To e, remoanacbunbTpaums He- To e, remoanabuibTpayms He-
MeAneHHasn MeANeHHasn
1000 Mpoaomkats UK nanauaTUBHas Mpoaomkats UK NanaMaTMBHas

Tepanus

® Hatpus 6eH30aT MOXET bbiTh
MoKasaH Npu opraHnyeckux
aunypusx

® Bot0CHbIE UHAY3MM TONBKO B
Hayane Tepanuu, janee yepe 24 4
He NoBTOPATb

® KoHTponb hochaTos 1 nx Kop-
peKuua Ha ananuse

11 HaTpus 6eH3oata u HaTpua heHnnbyTpaTa/alerarta CopepIUT 7 MMONb HATPUA 1 5,4 MMONb Na, COOTBETCTBEHHO

OTPAHWYUTDb NOCTYNNEHUE BENIKA

Be3benKkoBas OueTa He MeHee UeM
Ha 48 4acoB, B TOM YHCJIe 6eJIKU ¥ aMH-
HOKHCJIOTHI He BBOJST ITaPEHTEPAIbHO.
He IIpOBOAST 3aMeHHBbIe IlepeIuBaHUs
KPOBU U KOMIIOHEHTOB B CBSI3U C pHU-
CKOM yCHJIeHUs GeIKOBOro KaTabomus-
Mal

Ha OpoTs>KeHUHU ITePBHIX JBYX CYTOK
AMMHOKHUCIOTH ¥ 6JIKU He BBOIAT, 3a-
TeM He 60j1ee @,5 I'/KT MacChl TeJIla CMeCh
He3aMeHHMMBIX aMHKHOKHCIOT, IIa-
PEHTEepaIbHO, 3aTeM SKBUBUIEHTHYIO
JI03y ITHILEBOro 6elKa @,8 T' /KT MacChl
BHYTPb.

®OPCUPOBAHHbIVN ANYPE3

1-2 Mr/Rr dypocemun («JIa3HUKC»)
Kask/ible 6 YacoB ITaPeHTePaIbHO (MOK-
HO BHYTDb IIPU OTCYTCTBUU PBOTEHI).

NETOKCUKALINA

BriamodaeT B cebs HazHaueHHe CKa-
BEH/I’KepOB: HaTpus 6eH30aTa U Ha-
Tpus QeHUNIalleTaTa /HATpUsS beHUI-
6yTupata, a Takke KODEepMEHTOB U
JePUIIUTHBIX CyOCTPATOB AJISI CTUMYJISI-
LMY PeaKLIUH OPHUTHHOBOIO IIUKIA —
L-apruHUHa (KpOMe THUIlepapruHuHe-
MUH), LeJIb KOTOPOTO — CTHUMYJISLUS
N-aleTHITII0TaMaT CHHTeTa3sl (NAGS).
NAGS odopcupyeT Becb OPHUTHHOBBIN
LIUKJI ¥ BEIBEZIeHHEe MOYEBUHEI,

Ap2uHuHa 2udpoxaopud. BHYTpHUBeH-
HO IIPU 3KCTPEeHHOM mnomMoinu Arginine
hydrochloride, mpu Bece mauueHTa

Pacuet pacTBOpOB B Ype3Bbl4aiHOI cMTyauuu ans 6e36enKoBoro nuTaHus
(apantupoBaHo UCD GUIDELINE — AWMF-Leitlinien-Registernummer (Dixon 2007)

Ace TnioKo3a nonumep, | IHeprus, Kan | NMpegnonaraembiii 06b- | YacTora
s KOHLeHTpauma % /100ml €M XUAKOCTU B CYTKM nuTaHus
uptoé6m 10 40167 150 MJI/Kr
2-3 pasaBuyac
7-12m 10-15 48 202 120 MAI/KF BHYTPb 60IOCHO
1N N0 30HAY
1y 15 60 250 1200 MNI C npHmMeHeHMem
2-9y 20 80334 *
»@10Yy 25\ 100 418 *

* ANA feTei BECOM > 10 Kg HOpManbHbIi 06beM XUAKOCTY OrpaHU4MBaETCs No hopmyne :
11-20 Kr : 100 MAI/KF Ha NEPBbIe 10 Kr, NOC 50 MA /KT Kax(able CeAytoLLme 10 Kr
CBbILLE 20 Kr : 100 M/1/KT Ha MepBble 10 KT, MI0C 50 M1 /KI Kawable Creaytolye 10 Kr, NAioC 25 MA/KI BNOTb 40 MaKCUMyMa 2500 Mi1/AeHb

[03bl MH(Y3NOHHBIX PaCTBOPOB B 3aBUCUMOCTH OT YPOBHA aMMOHUA

AMMOHWUI [noKo3a 20-40% B CYTKK Yuposble amynbcun* | UHcynmH
[o 300 MKkMonb/n (525MKr/gn) 10 I/Kr C p-pamu 37IeKTPOANTOB | 0,5-1 I/Kr /CyTKM 0,05:0,5
Bonee 300 mkMonb/n (525MKr/an) | 20-30 r/Kr 1-3 T/Kr [cyTKM En/kr

*TONbKO Nocne UCKNtoueHns 6onesHeit 6eTa-okncneHns HUPHbBIX KUCNOT NyTEM UCCeA0BaHNA alMNKApPHUTUHOB METOA0M TMCwu nog

KOHTPONEM TPUINLEPUAOB.

<20 KI 600 MI'/KT B 10% P-Pe IJIIOKO3bI
25-35 MJI/KT B Te4eHHe 90 MUHYVT.

>20 KI - K3 pacdeTa 12 /M2, B TOM
>Ke KOJIM4eCTBe ITIIOKO3BI.

Iloppep>kUBampIIas [o03a <20 KU
200 MTI/KT 32 CyTKH, >20 KT - 4 T/M2 .

st ASS U ASL HeOOCTAaTOYHOCTHU
033 apTUHUHA 600 MI/KT , OJi aKTHU-
BallMM 06pa30BaHUS LUTPY/UIMHA U ap-
TMHUHSHTAPHOMN KHUCJIOTHL.

L-kapuumux. Ha3sHauveHHe L- Kap-
HHUTHWHA BO3MOKHO, €CIM B Ka’KIOM
KOHKDeTHOM CjIly4dae [OKa3aHO ero Iu-
[I0aMMOHHEMHYecKoe IeHCTBHe ([mo3a

OT 10@ [0 250 MI/KT B CYTKH, B TOM YKC-
jie BB), B 3-4 npueMa (YMeHBIIUTb IPU
IIOATBePXKAEHUHU AedeKTa LIMKIa MoYe-
BUHEBI).

Humpyaaun. g nedyeHus OTC u
CPS HemoCTaTO4YHOCTH. IlepopasibHas
[103a LUTPY/IIHHA <20 KT 150-250 MI/KT
B CYTKH, > 2@ KT 4 I/M2 B CYTKH.

CKABEHAXXEPbI

CBsI3bIBAHHE AMUHOIDYIII (a30Ta)
cKaBeHKepaMu (GeHHI6YyTUPATOM U
deHumaeTaTtoM, 6eH30aTOM HATPUS) —
OCHOBHOM MeTOJ, IIaTOreHeTHYeCKOH
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MeauMuUIHC

PEIIKUTTEHY PHAJ

Tepalluy, HallPaBIeHHOM Ha yAaneHUe
n36bITKa a30Ta. O6pa3oBaHO OT AHIII.
Scavenger (MyCOPIIHUK).

[IpUHIINI OeNCTBUS CKaBEHIKEPOB
3aK/II0YAETCS] B CBSI3bIBAHUU 1-2 ATOMOB
a30Ta U3 aMHUHOKUCJIOT U IIPeBpallleHHe
UX B TUIIIIYPOBYIO KUCIOTY WIN QeHU-
JIALIeTHWI TJIIOTAMHH, DacTBODHMMEIE B
BOZle COeJUHEHUS, KOTOPhIe JIEIKO BBI-
BOJISITCSI C MOYOM.

B HacTosilllee BpeMsl B MHDe Cyllle-
CTBYIOT CJIEYIOIIME ITPeIlapaThl CKABeH-
JI5KEepOB:

1. Ammonul, 33aperucTpUpOBaH B
CHIA (sodium phenylacetate/sodium
benzoate) — HCIIONB3yeTCs OJIs IIapeH-
TepPJIbHOTO BBEJeHU .

<20 KI' MacChl Tela IallMeHTa 500
MI/KT B 10% [JeKCTpo3e (TJII0K03e)25-35
MJI/KT 332 90 MUH.

>20 KT MacChl Tea 11T /M?

IopmepskyBalomiass HUHOY3Us IIpo-
JIOJDKAETCST IO IIOSIBJI€HHSI BO3MOKHO-
CTH IIePOPATBHOrO ITpHeMa ( 500 MI/Kr/
CYTKH < 20 KT, ¥ 11 I/M? > 20 KT).

2. Ammonaps (SOBI, Illseuus) — Na de-
Hunbytupar, [IPMHUMAETCS BHYTPB,
€CTh IIPeACTABUTEIBCTBO B PO U OITBHIT B
JIeKAaPCTBEHHOM oObecriedyeHUN He3ape-
TUCTPUPOBAHHBIMU ITperapaTaMu,

3. Carbaglue (kapzatomosas KucAoma)
(Orphan Europe) — 1iokasaHuss NAGS
HEeJOCTATOYHOCTh, KAPLIIOMOBAsl KHC-
JIOTa aHJIOTMYHA 110 CTPyKType NAGS,
U BBICTYIIaeT B KauecTBe XMMHYECKOTO
aHaJIora B peaKlUU IIPeBpallleHHUs TJII0-
TaMUHA B alLleTHITIIOTAMAT, COOTBET-
CTBEHHO 3TOT IIPOKCHMAIBHBIN AedeKT
KOMIIEHCHUDYETCSI U JaeT BO3MOSKHOCTD
U1 JAJIBHEeMIIUX peakuui IJOM. Kap-
6ariy gaeTcs BHYTPb 100 MI/KT 60IIOCHO
WIM Yepe3 Ha30TaCTPAIBHBIN 30H[, 25-
62.5 MI/KT Kakaple 6 4acoB. ECTh ITpef-
CTaBUTEIBCTBO B PO,

4. Ravicti (Horizon pharma) (rnuie-
pon deHMnOyTHpAT, SKUAKas Gopma
[Tl IpHeMa BHYTDb IJISl IeTell cTaplile
2 Mec.) omobpeH FDA B 2013 T. ITokasa-
HuUsg: OTC, ASS UMM LUTPYIIHHEMUS
1, ASL MM aprUHMHSHTApHAas allHay-
pus, CPSi, ARG uau apruHHHeMUs ,
oRNT1 (HHH cunppom). UHDopMaLus
cdsupport.com

5. Buphenyl (Horizon pharma) — Ha-
Tpus beHMWIOyTHUPAT, TablIeTKU U IIO0-
POIIIOK 450-600 MI/KT/IeHb <20 KT, UIHU
>10 KI 13.0 r/M?*peHb. MHPOopMaLUsa
WWWw . ucdsupport.com
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1 PaKypC

BAXHO

Cyuwiecteyowuin B PO KothenH-6eH30at HaTpusi, HE MOKET ObITb PEKOMEH/0BaH
Ans neyeHus A, TaK Kak, No CyTW, ABNAETCA Npenapatom KodenHa. Makcu-
ManbHas pa3oBas 403a A5 B3POC/bIX 300 Mr, CyTOYHast 1 T (10 Tab.no 100 mr).
BeH30at HaTpWA 3TO NMLLEBOV KOHCEPBAHT, U3BECTHbI N04 MapKUPOBKOA
E211. MpeactaBnset coboii 6enblii NOpoLLOK, pacTBOpKUMbIN B Boge. HaTpuesas
conb 6eH30/MHOI KMCNOTbI UK GeH30aT HAaTpus Bbl OTKPLIT B KOHLE 18 BeKa,

a y)Ke B Hayane 20 Beka 6bin paspelleH K ynotpebaeHuto cHavana B clia, a
MOTOM M B OCTafIbHbIX CTpaHax. Mpogaetcs no 30 r (HuaepnaHapl) B MarasnHax
ANA NPON3BOACTBA KOCMETUKM, UMW KaK NULLEBO KOHCEPBAHT.

KOHCEHCYC no A03UPOBAHUIO JIEKAPCTBEHHbIX CPeACTB Npu OCTpOﬁ
rmnepaMmmMmoHUemMuun u JeKomneHcauumu

Hatpus 6eH3oar | Hatpus dhenunbytupar | L-ApruHuta N- kapb6amun-
BB Ha 10% 1 HaTpusA cdeHunaueTat | ruapoxaopua, rnoTamar,
rNoKo3e BB Ha 10% rnoko3e BB Ha 10% rntoko3e | BHYTpb
250 Mr/Kr 100 Mr/Kr
HeamnarHo- BontocHo 3a 90-120 250(-450) mr/ 6ontocHO Yepes
CTUPOBaH- MWH., Aafiee 250-500 Kr BontocHo 3a Hasoracrp.
HbI TUN Mr/Kr/aeHb, npu macce | 90-120 MuH., fanee | 3oHA, 3aTEM
BLOM 6onblue 20 Kr 55 r/m2/ 250Mr/Kr/ ieHb 25-62,5 Mr/Kr
[leHb Ka/ble 6 4acoB
250 Mr/Kr bontocHo
3a 90-120 MUH.,
NAGS D - noaaepxkupatowas | Toxe
103a 250Mr/Kr/
JeHb
250 Mr/Kr 250 Mr/Kr
BoniocHo 3a 9o- BontocHo 3a 90-120
CPS1D 120 MUH., nanee | MWH., Aanee 250-500 To we }
OTCD N Mr/Kr/aeHb, npu macce
250-500 Mr/Kr/
LieHb, npu Macce Gonblie 20 Kr 55 r/m2/
6onblue 20 kr 55 | A€Hb
ASSD r/m2/neHb To xe To xe -
250 Mr/Kr
BontocHo 3a 90-120
ARG1D MWH., aanee 250 mr/kr/ | U3BErATb -
AieHb, Npu macce 60/b-
Le 20 Kr 55 r/m2/aeHb
250 Mr/Kr
bontocHo 3a 90-120
HHH cuh- MWH., lanee 250-500 } }
Apom Mr/Kr/aeHb, Npu macce
Gosblie 20 Kr 55 r/m2/
neHb

KOHTPOJIb U MOHUTOPUPOBAHUE

KOHTPOJIb YPOBHSI aMMOHUSL B OCTPBI
I1epHOZ, OCYIIeCTBISIEeTCS KoKIble 3 Jaca
IO CHIDKEHUS 10 8@ MKMOJIb/JI, KasKIable
6 4acoB, eC/I aMMOHHM <82 MKMOJIB/I B
TeUeHUe CYTOK, U 48 4acoB 6e36e1KOBOI
IHETHI, U 3aTeM elIlle B TeUeHMe 24 4.

B Poccurickort ®efepalliv HU OOUH
U3 CKaBEH/’KEPOB He 3aperUCTPUPOBaH,
HO pa3pellleH BBO3 JKU3HEHHO He0H6X0 U -
MBIX JI€KAPCTBEHHBIX IIPENapaToB IS
KOHKDETHOTO IallieHTa (CM. IIPUIOKe-
HUe1).

AbIOBAHTHAA TEPANKUA

IIoka3aHbl KapAHUOTOHMKH, Baso-
IIPeCCOPHI A4 IoAAepskaHusg All, mpe-
JOTBpPAIlleHUs TUIIePrUAPaTaALI .

[IpodriIakTUKAa  MeTaboIHMUecKUX
cymopor Ha GoHe TOKCHYEeCKOHM 3HIle-

dasonaTui, B TOM YUCIe CYOKIHUHUYe-
CKOM, ITPOBOOUTCS IIYOOKOM cemaliueit
(mpenmouTUTeNbHO PeHO6APOUTATI), CM.
JIeKAPCTBEHHbIE THUIIEPAMMOHHUEMUH, B
YACTHOCTHU BaJIbIIPOeBas KUCIOTA He I10-
KasaHa.

[IprMeHeHUe TUIIOTEPMUHU JJIS IIPO-
GUIAKTUKY OTeKa FOJIOBHOIO MO3ra H3-
y4aercs.

CNELWANBHDBIE AMWUHOKUCJIOTHBIE

®OPMVYIJbl
Ha3HauyeHMe CMeCHM He3aMeHUMBIX
AaMHUHOKUCIOT (EAA, 3CCeHIIMAIBHBIX

AMHUHOKUCIIOT) HEO6XOOUMO IS KOM-
IeHCAlMKU 6eIKOBOrO AedULIMTA IIPU
BceX TUMax BIIOM.

3AK [OJIKHBI COCTaBJIATH 1/3 YacTh
IOTPebHOCTU B 6ejike IIPU IIOAEePSKU-
BaIOIIel Tepalllu, U 50% I10C/Ie OKOHYa-
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5:33&‘:::;";';_;23:;:3: Moua(mMonb/Monb KpeaTuHUHA)
Bo3pacrt <1 mec imec-12 et | »12 ner
Nnasma (MkMonb/n) ApruHuH 0,2-14 0,2-14 0,2-14
Bospacr <1 mec 1Mmec-12 neT | >12 net AprUHUHOCYKLMHAT <0,5 <0,5 <0,5
AMMOHUI (HaToLLaK) <100 50 50 Untpynnnu 0,2-11 0,2-11 0,2-11
ApPruHuH 37-71 32-142 28-96 OpHUTUH 0,2-26 0,2-26 0,2-26
ApruHUHOCYKLMHAT «a «a «a T 15-199 15-199 13-80
UnTtpynavH 8-47 8-47 19-47 InioTamnH 52-205 52-205 45-133
OpHUTUH 66-116 27-96 55-135 AnaHuH 75-244 72-206 41-130
JIn3nH 154-246 85-218 135-243 Oporat 3,4 2,35 1,44
InotamunH 475-746 475-746 466-798 OpoTungunx <5,0 1,3 <0,6
AnaHuH 274-384 148-475 146-494 Ypauun 10-50 10-50 10-50

HHUSI PeCTPUKTHBHOM (6e36eIK0BOM) fueTsl. DAK JAIOTCS paB-
HOMEPHO B TeUeHHe [IHS C 3-4 OCHOBHBIMH IIPHeMaMH ITHIIH.

ARGD1 (apruHuHeMus:) TpebyeT HasHaueHUsI DAK B 06B-
eMe 50% GeIKOBOM ITOTPe6HOCTH IIOCTOSIHHO, U B II€PHOJ, IIpe-
KpalleHUsl PeCTPUKTUBHOM [OUeThl, U B IIOAAEePKHBAIOIINHI
repuoz, (6a3HMCHOM TepaIlky).

BumamuHbl u muHepanst. Ha oHe HH3KO6EIKOBOM AHETHI
y BCex ITAllMeHTOB Da3BHUBAIOTCA JAedULIUTHBIE COCTOSIHUS,
B YaCTHOCTU HEOCTATOK >Keje3a, LIMHKA, MeOU, KaIbLUSI U
KobanmamuHa. Kpome Toro, GopMupyercs LedULIUT II0IHHe-
HACBIIIIeHHBIX/JIMHHOLIEIIOUEUHBIX SKUPHBIX KHCIOT, PEKO-
MeH/IyeTcsl Ha3HayeHMe PAIlCOBOrO Macia, ITOACONHEYHOro,
0DEexOB, MU JaKe B BHUJIe JOKO3areKCaeHOBOM apaxyI0HOBOM
KHCIOT, OTHOCSIIUXCS K Ki1accaM Omera-3 u Omera-6, COOTBeT-
CBEHHO.

HEMEAUKAMEHTO3HbIE METOAbI JIEMEHWUA: AUANTU3 U TEMOJMU-
AOUNbTPALNA

TT0OKa3aHUSIMU K JUATNU3Y U TeMODUIBTPALINY Y HOBOPOXK-
JIeHHBIX U MJIaJIeHLIeB SIBSIeTCSI OTCyTCTBUe 3 deKTa 0T MeH-
KaMEeHTO3HOM TepaIlhU B TEUEHHUE 4 YaCOB.

VY B3pOC/IBIX 3KCTPAKOIIOPAIbHAS AETOKCUKALIUSI MOXKET
Ha4YMHAThCSL Cpas3y IIOC/Ie IIOATBEPKAEHUS LeKOMIIEHCUPO-
BaHHOM [A.

TemonraduabTpallkis SBISETCS BBICOKOIOGEKTHBHEIM
MEeTOA0M LeTOKCUKALIMU, HO II0C/Ie IIPeKpalleHus ee y HeKo-
TOPHIX ITALIEHTOB MOSKET OBITh OCTPBIH PELIUIUB IUII€PAMMO-
HUEMUHU.

Y HOBODOXKAEHHBIX YyOAJeHHEe aMMHaKa MOXKET OBITh
HIDKe, YeM y MJI3JIeHILIeB, B CBSI3U C TeMOAUHAMHYEeCKUMU
OCJIOKHEHUSMU, & BOT IIPOAOJIKUTEIbHBIN BeHO-BeHO3HBIN
reMoguanu3 06ecrIeuYrBaeT HEIPEPHIBHYIO SKCTPAKIIUIO aM-
MHaKa, U ero MOXKHO PaCCMATPHUBATh KaK TEPAITHIO II€PBOM
nmuHuu (Hiroma et al. 2002; Picca et al. 2001; Schaefer et al.
1999 ). CTemeHb AOKA3aTEeIbHOCTHU C.

KNETOYHAA TPAHCNIAHTALNA

MeTon, BBefeHHS OTMBITBIX [JOHODCKHX TelIaTOLITOB
(Cytonet), KOTOpBIe BBOJSIT B BODOTHYIO BEHY C LIeJIbIO 0becIie-
4yeHUS 3aMellleHUS OeQULIUTHBIX GepMeHTOB, 3PPeKTHBHO

FomouutpynnuH (MMonb/Monb KpeaTuHUHA) 10 7 AHel <135; 8 AHEel-4 Mec.
<15; 5 MeC.-2 rofia < 4; 3-10 NeT< 11; cTaplue 10 net< 8

CITOCOGCTBYET OETOKCHKALIUHM, II03BOJISIET BBIUTPATh BPEMS
JUISl TIOJHOLIEHHOM TPaHCIUIaHTauuu { mmpouenypa obecre-
YUBaeT CTaOMIBHBIE MeTa60/M3M Ha 2-3 Mecslla) mocje Jo-
CTIDKeHUs pebeHKOM 5-JIeTHero Bo3pacTa. [Perito E,2014 |. B
PoccuU He IIPUMEHSETCS .

TPAHCMJIAHTALUA NEYEHU

TpaHCIUIAHTALMS ITeYeHH IIPOBOLUTCS IIPHU BCeX THUIIAX
BIIOM kpoMe HHH cuHapoMa ¥ NAGS HeZOCTaTOYHOCTH
(Whitington et al. 1998 ). [IpemonepalioOHHAs IIOATOTOBKA
JIOJDKHA OBITH HAIIPaBIe€HA HA MPOPUIAKTUKY KaTaborr3ama
(He ronoaTh, U36€raTh IPEIIapaToB).

Y MaLMeHTOB C TsOKeIbBIMU opmamu BIJOM, TpaHCIIIaH-
TallMs Ie4eHU ocTaeTcs Haubosee 3¢PeKTUBHBIM CpefiCTBOM
IpefOoTBPAllleHUs [OaJbHENIINX THUIIePAaMMOHHEeMUYECKUX
KpusucoB. PaKkTOphI, BIUAIOIIME HA DpelleHUs IS TPaHC-
IUIAHTALMU [1e4eHH BK/IIOYAIOT CTeIleHb HeBPOJIOTHMYeCKOIo
TIOBPEKIOEHUS U CTEIIeHb ITOBPEXKAEHUS ITedueHU (IIpU Heno-
cratouHoCcTU ASL) (Perito et al 2014 ). Haubonee TpyAHBIH BO-
IIPOC O BpeMeHU IIPUHATUS PellleHUs [JI TPAHCIUIAHTALWH,
COIVIACHO JIUTePAaTYPHBIM JAHHBIM ee CJIeflyeT IIPOBOLUTE [0
II0SIBJIEHUSI HeoOpaTHUMBIX HEeBPOJIOTHMYeCKUX OCIOKHEeHUMH.
Ho [0 UX IOSBIEeHUS 0OBIYHO POLUTENU HaleIoTCS Ha JIyd-
ree,

Tlocie TPAHCIIIAHTALIUY [1eYeHU GOJbHEBIX C AedUIIUTOM
ASS unu fedunuTom ASL, BEIPDaKEHHOCTb [A U YCTOMYHBOCTD
K IIUINEeBOMY 6enKy yayduiriach, CTeleHb JJOKa3aTebHOCTH
C.

KOMHUTUBHBIE ®YHKL NN

VHTeJIeKTyaIbHasl HeJIOCTATOYHOCTD JleTell, IIepeHeCIInX
B IIepH O/, HOBOPOKAEHHOCTU IMIIePAaMMOHHUEMUYeCKU M KpU3,
He BBI3BIBAeT COMHEHMU S, U3 26 BEDKUBIINX HOBOPOXKAEHHBIX
79% UMeJH 33[IeP>KKy UHTEe/JIEKTYaJIbHOTO PA3BUTUS U Cpell-
HU IQ 43. [Ipu mo3gHeM LebIoTe 25% (U3 59 ) ITALIIEeHTOB HMe-
JIM CpefHeTSDKEeNYI0O WIM JIETKYI0 YMCTBEHHYIO HeIOoCTaToY-
HOCTh. Haub6osblIee ITOBPesKIAIOIIEE TeHCTBHE OTMEUEHO IPU
IJIUTENIBHOM ['A BBIIIE 300 MKMOJIB/JI. B TO 5Ke BpeMsI KPaTKo-
BpeMeHHbIe [IMKOBbIe KOHLIEHTPALIMH [0 450 MKMOJIb/JI MOTYT
He OTPa3sHUThCSI Ha MHTEJIEKTYaJIbHOM Pa3BUTHH.
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370 I'PYIINA PEAKUX HAC/IEICTBEHHbIX 5OJIE3HEN OBMEHA, KOTOPbIE B TUITUYHbIX C/IYYAAX MPOABNAIOTCA Y HOBOPOMEHHBIX U TPY/]-
HbIX AETEA B ®OPME OCTPOIO METABOJINYECKOIO KPU3A, YIPOXAKLLEO U3HU PEBEHKA, MOC/IE BECCUMITOMHOIO NEPUOAA PO/ O-
MUTEJIHOCTbIO HECKOJIbKO JIHEV

Haberle u coaem. Orphanet Journal of Rare Diseases, 2018

CUMNTOMbI BOJIE3HU

TToBBIIIEHYE YPOBHS aMMOHUS B IIJIa3Me 10 TOKCUYHOTI'O YPOBHS YaCTO SIBJISIET-
CsI OCHOBHBIM ITPOSIBIIEHHEM MeTaboJIUuuecKoro Kpyusa, MOsKeT IIPUBECTH K >KH3He-
YIPOSKAIOIIMM HEBPOJIOTUYECKUM OCIOKHEHUSM U II03TOMY TpeGyeT MHTEeHCUB-
HBIX JIe4e6HBIX MEePOIIPUSITUM.

CBOeBpeMEHHas II0OCTAaHOBKA AUATHO3a M IIPOBeeHUe JIeyeOHbIX MEPOIIPHUS-
THUI SIBJISIOTCS CJIOKHOM 3aaueri 4j1s [IefUaTPoB 6e3 rmyboKUxX 3HAaHUM B 06/1aCTH
MeTaboInYeCcKUX HAPYIIEHUM ., B CTaThe IIPe/ICTaBIeHbl TPAKTUYECKIE PEKOMEH-
ALK, KOTOPble MOTYT [IOMOYb B BEI6OPe TAKTHUKU JIeYeHHUs TUIIepaMMOHHUeMU N
B PAHHUH I1epUOJ MeTab0IMYeCKOro KpH3a Y HOBOPOKAEHHBIX U AeTel I'PYLHOIO
Bo3pacTta c OA.

OnucaHo 6osee 65 pasnuduHBIX OA, ¢ 061 YacTOTOHM 1 Ha 3 @@ HOBOPOXK-
IOeHHBIX. HauvajapHBIe IMPHU3HAKU KM CHMIITOMBI META60IHMYECKON JeKOMIIeHCa-
LIUH — OTKa3 OT e[bl, PBOTA, 06€3BOKHMBAHUE U 3aTOPMOKEHHOCTh — SIBJISIFOTCS
HecrneUPUYHBIMU U MOILYT MMUTHDPOBATH APYyrue 3aboneBaHUsI, B YACTHOCTU
6aKTepHUaTbHBIN CEIICHC, CO34ABas JOIIOTHUTEIbHbIE TPYAHOCTU B YCJIOBUSX, KOT-
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Ia TpebyeTcsi 6BICTPAsl [UATHOCTHKA M BMEIIATEIbCTBO C LIeJIBI0 IIPeLOTBPATUTH
Pa3BUTHe HeOo6pPaTHMBIX HEBPOJIOTHYECKHX OCJIOXXHeHHH. IIoBBILIeHHEe YPOBHS
aMMHMaKa B KPOBU HEIIOCPeACTBEHHO BIMseT Ha HeBPOJIOTHMYeCKUe KCXOObl, a TU-
IIepaMMOHHEeMHS BBIIIE 200 MKMOJIb/J, KaK IIPAaBHUJIO, COIIPOBOKAAETCSI COHJIHMBO-
CTBIO U JIETApruel (HapyuleHHeM CO3HAHHUS).

Tpu OA, 115 KOTOPBIX Hanbosee XapakTepHbI MeTaboIHYecKye KPU3EI C TUIIe-
PaMMOHHEMHUEH: MIPOIIHOHOBAs anugemMus (I1A), MeTHIMAJIOHOBAS ALIHEeMUS
(MMA) u n3oBanepuaHoBas auugeMus: (MBA) BMecTe ¢ 60J1€3HBIO «KIIEHOBOTO CH-
porma» 4acTo 0603HAYAIOTCS KakK «KIaccudeckue» OA.

T'unepaMMOHMEMHUSI — BasKHOe KIMHHYeCKoe IIposBiaeHue ITA, MMA u MBA,
OfHAKO Heob6X0AMMO TakKe IIPMHHMATh BO BHUMaHHe APyrue MeTabonuyeckue
HapylLIeHUs, B YaCTHOCTH, allli/03, [I0SIBJIeHHe KeTOHOBBIX TeJl U JIaKTaT-allk/J03.
TunepaMMOHHEMUS He BCErga COmMyTCTBYeT mebroTy ITA, MMA miu MBA, HO y
6GONBIINHCTBA AeTelr OHA BO3HUKAET B IIepHOfie HOBOPOXKAEHHOCTU U B JaJIbHeH-
1IeM peLluANUBUPYeT IIPU MeTaboIn4eCcKHUX KpU3ax.

KJIMHUYECKAA KAPTUHA OPTAHUYECKUX ALMAEMUIA

BHe3aIlHoe pa3BUTHE SKM3HEYIPOXKAIOIEro COCTOSIHUS Y paHee 3[J0pDOBOr0 HO-
BOPOKIAEHHOI'0 — OCHOBHOM ITPHU3HAK HaC/IeCTBeHHOM 6071e3HH 06MeHa BellleCTB.

IIpu nebiooTe B IepUOA, HOBOPOKAEHHOCTH, TPYJHOE BCKAPDMJ/IMBAHUE KU
cMech Ha QoHe IIporiecca KaTaboar3ma IIociae POAOB IPUBOAAT K BOSHUKHOBEHUIO
MeTaboInyecKkoro Kpusa. Y 6oee CTapUIUX AeTel IPOBOLIUPYIOMUMU GaKTOPaMU
MeTaboIHYeCKHUX KPU30B, Kak IIPABUJIO, SIBSIOTCS COCTOSIHUSI C IIOBBIIIEHHBIM Ka-
TaboIM3MOM — TOJIOAAHME, PBOTA MIM MHOEKIUU C Ge6PUIbHOM JIUXOPAAKOH.
Ha 2-7 CyTKH I10CJIe POXKAEHUS Y HOBOPOKIAEHHBIX HapYIIaeTCs aIllleTUT, BO3HU-
KaeT PBOTa, 06e3BOSKUBAHUE, 3ATOPMOSKEHHOCTh, TAXUKAPA U U TUIIOTePMUSI, KO-
TODBIe IIPU OTCYTCTBUH JIeYeHU S MOTYT 6BICTPO IIPOrPECCHPOBATH JI0 AbIXaTEIbHOM
HeIOCTAaTOYHOCTU, KOMATO3HOI'O COCTOSHUSI U CMEPTH.

CnenyeT YYUTHIBATD, UTO 3THU CUMIITOMBI TaKKe HABGIIOAAI0TCs IIpU 60j1ee pac-
IIPOCTPAHEHHBIX COCTOSIHUSX, HAIIpUMeDp, HHOeKLUIX, 0 YeM Bpady TakKe CIefy-
eT IOMHUTS. [IpY HAIMYUU HEeBPOJIOTHYECKUX PACCTPOMCTB, 1abopaTopHas AUa-
THOCTHKA U1 UCKIIoUeHUs OA (BHOXMMUYECKUE ITI0KA3aTeNIH, YPOBEeHb aMMHaKa
B KPOBH) U CEIICHCA IOJI’KHA IIPOBOLUTECS OLZHOBPEMEHHO.,

ITociie IepuoAa HOBOPOXKAEHHOCTH, y AeTer ¢ OA MOTYT Ha6TI0aThCS : 3aIePK-
Ka Pa3BUTHS, HU3Kas IIpHbGaBKa MACCH Tejla, HApyIIeHUs] CO3HAHUS, MBIIIeYHas
OUCTOHUS, CyAOPOTH U OABUTATe/IbHBIe HapYIIeHUsI. MOryT IIPHUCYTCTBOBATh APY-
rue IPU3HAKU U CHUMIITOMBI OCTPOM MJIM XPOHMHYECKOMN JeKOMIIeHCAlIUU: IIoTe-
PsI Macchl (4acTo HabGIIOLAeTCS Y HOBODOKAEHHBIX), YTHeTeHHe KPOBETBODEHUS
B KOCTHOM MoO3Te ITpU [1A 1 MMA, a TakKe XapaKTePHBIH 3aIlaX «IIOTHBIX HOI» Y
IManueHToB c MIBA.

OWATHOCTUKA 3ABOJIEBAHUA

JU1st IpefoTBpallleHUsT HeBPOJIOTUUeCKUX OCIOSKHEHU, TedeHue ciaefyeT Ha-
YMHATh He3aMe[JIUTelIbHO, KaK TOJIbKO BO3HUKIIO IOof03peHHe Ha OA. Cienyer
B 3KCTPEHHOM IIODPSIIKE IIPOKOHCYIBTUPOBATHCS CO CIIEIIHATINCTOM B 0671acTH 06-
MEeHHBIX HADYIIeHUH, YTOOBI 06eCIIeU U Th Iapa/UIeIbHOE IPOBeeHYe JUATHOCTH-
YeCKUX U HAYJIBHBIX JTe4eOHbIX MEPOIIPUSITUH .,

[IpHU CTAaHAAPTHOM JIa60PaTOPHOM 06C/IELOBAHUU YaCTO BBHISIBISIOTCS MeTab0-
JIMYeCKUH allU/I03, YBeIUYeHe aHMOHHOM Pa3HHUIIbl, TUIIEPDAMMOHHNEMHS, KEeTO3
U JIAKTAT-auungo3. JuarHo3 OA CTaBUTCS IO pe3yabTaTaM 6MOXMMHUYECKUX aHa-
JIM30B: YPOBHSI OPraHUUYeCKUX KUCJIOT B MoYe, Al[MIKAPHUTHUHOBOTO HPOYUIISI U
AMHHOKUCJIOTHOTO IIPodUIs B I1a3Me (3TO UCCIeA0BAHME HEOOXOMMMO [IJIsSl HC-
KJII0YEHUS HapYUIeHUH I[IUKIa MOYEBUHBI). [UIMTEeIbHOCTh TUIIEPDAMMOHNEMUH,
HapyuleHHe KHUCJIOTHO-IIEeI0YHOro 6ajaHca B BHIe MeTAab0IHYecKOro aliuzo3a
(cHKeHUe PH U 6MKapboHaTa IIPU YBeTMUEHHON aHHMOHHOM pa3HUILIe), a TAKKe
JUIUTEIPHOCTD IIPEGBIBAHUS B KOME KODPEIUDPYIOT C IIOXUM HEBPOJIOTHYECKHUM
ucxonom. Y fAeTer IpyLHOrO BO3PAcTa 3TH HAPYLIEHUS JOKHBL ObITh CKOPPEKTH-
POBaHBI MaKCHUMAaJIbHO GBICTPO.
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[locne nepuoda HoBO-
poxcdeHHocmu, y demed
¢ OA mo2ym Habrodame-
cA3a0eprcka passumus,
HU3Kasa npubaska maccol
mena, HapyuweHus co-
3HAaHUsA, Mblle4Hasa ouc-
moHus, cydopoau u 08u-
2ame/ibHble HapyweHus

KnuHuyeckue nposasnenus
N 0CNIOXXHEeHUA

3agepiKa pa3BUTUA — TUMMYHOE KIMHUYe-
cKoe npossneHne OA, y 4acTu NaLUeHToB
HabnofaeTcs NporpeccMpoBaHne HEBPONO-
TMYECKOro HapyLIeHUs No Mepe B3poCneHus.
OA TatKe accoLMMpoBaHbl C OTAANEHHbIMU
CUCTEMHbBIMU OC/IOHEHUAMM B OpraHax,
noTpebAAIoLLMX MHOTO 3HEPrUK, Hanpumep,
ceppaue, NoYKu, rnasa, NoAmenyaoyHas
¥K€ene3a 1 KOCTHbI MO3T.
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TEPANUA METABOJINYECKOIO KPU3A

Brnuskanmas 3aada TepaluM — OCTAHOBUTH IIPOLIECCHl SHIOIeHHOIO KaTa-
6onr3Ma U 06eCIIeYUTh OPTaHU3M [OCTATOYHBIM KOJIHMYECTBOM 3HEPTHUH [
OAMeP>KAHUs aHAGOIUYEeCKUX DEAKIUM. [I0CKOIBKY aMHUHOKUCIOTH SIBJISTEOTCS
OCHOBHBIMM IIpeJlIeCTBeHHHUKAMU OpPraHU4YeCcKHUX KUCIOT, ClefyeT BPeMeHHO
IIpepBaTh IIOCTYIUIEHUE 6e/IKa BHYTPh (MaKCHMAJIbHO Ha 24-48 4dacoB). C LIeIbI0
YCKOPEHUS II0YeYHON 3KCKPEeLIMY KaDHUTHUHOBBIX 31 POB OPraHUYeCKUX KHUCJIOT
Ha3HA4YaeTCs TepaIlus KApHUTUHOM (PeKOMeHyeMas 1032 200 MI/KT/CYT).

CoryslacHO peKOMeHJAIMSIM [IeHCTBYIOIINX DPYKOBOACTB, Tepalus 6eH30aTOM
unu GeHUNOYTUPATOM HATpPUS PeKOMEeHIyeTCsl IIPU TUIIepaMMOHHEMUU He-
YCTAaHOBJIEHHOM 3THOJIOTHU (> 150-250 MKMOJIB/JI ¥ HOBODOXKAEHHBIX, 100-250
MKMOJIB/N y 60j1€e CTApIINX AeTeH), COITPOBOKAAIOIIENCS KIIMHUYECKON CHMIITO-
MAaTHKOM. DTU IIPernapaThl caeyeT C OCTOPOXKHOCTBIO KCII0Ib30BaTh Y ITALIEHTOB
C OpraHHUYeCKUMHU allUJeMUSIMH, IIOCKOJIbKY IIPpU ITA 1 MMA KOHLIEHTPAL M [J1y-
TaMMHA MOKeT ObITh CHUKEHA BCIEACTBHE HaPYIIeHUs PaboThl LIUKIa Kpebea.

N-kapbamoun-L-rmyraMaTr (KapriiymoBasi KHUciIoTa, Kapbarmio®) — cTabumib-
HBIM CHHTETHUYECKUIN aHainor N-aleTHIrayTaMmarta (KobakTop mepBoro dpepmeH-
Ta B IJUKJIe CHHTe3a MOYeBUHBI KOC-1 ) MOKET CTUMYJIMPOBATH IIEPBYIO PEAKIIHIO
LIUKJIa MOYEBUHBI U CHU)KAaeT KOHILIeHTPALIMI0 aMMUAaKa IIPU BTOPUYHOM TUIle-
PaMMOHHEeMUU, Pe3ylbTaThl ABYX PETPOCIIEKTHUBHBIX HAOGTIOAATEIBHBIX UCCIE0-
BaHUU U COO6IIEHUS 06 OTIEIPHBIX CIyYasX CBUAETEIbCTBYIOT O TOM, YTO KapIiIy-
MOBasl KHCJIOTa MOXKeT CHHKATh YPOBEHb aMMHMaKa B KPOBU Y HOBOPOXKIEHHBIX U
6omee cTapuux gerter ¢ IIA, MMA u UBA, He3aBUCHUMO OT IIpUMeHeHUs 6eH30aTa
unu GeHMnI6yTUpaTa HaTpus. KapriymoBas KHUCJIOTA PeKOMEHAYETCS IS jede-
HUS TUIIepAMMOHHEMHH HEYCTAaHOBJIEHHOM STHOJIOTHUH, COIIPOBOXKAAIOLIEMCS
KINHUYeCKUMU IIPOSIBIIEHUSIMU, a TAKKe BKIIOYeHa B eBPOIIeriCKoe PYKOBOJCTBO
2014 T. 110 JleyeHUIO ITA 1 MMA. VY allMeHTOB C TUIIepAaMMOHUEMUEN U TSIKeI0n
sHLedanonaTrel Ipu He3dPPeKTHUBHOCTU MeLUKAMEHTO3HOIO JIeUeHUSI BO3MOXK-
HO IIPUMeHeHHe reMOJHaIn3a.

ANUTENbHAA TEPANKNA

JloNITOCpOYHBble LelH JIeUeHMs ITallMeHTa C OPraHHWYeCcKOM alufeMHen —
IIpefoTBpallleHre MeTaboIMYeCKUX KPU30B, MUHUMU3ALUS OCIOKHEHUH, MOJI-
IepskaHHe HOPDMAaJbHOTO DOCTa YU Pa3BUTHUS pebeHKA. [IJIsT 3TOrO UCIIONb3YeTCs
TPOMHOM IIOAXOM: AHeTOTepaIlusi, MeJUKAaMeHTO3Has TepaIlus U IIOCTOSIHHOe
HabnIofleHHe C 11e/IbI0 BBISIBIIEHUS U JIeUeHU s BO3MOKHBIX OCTIO>KHEHUH, B YHCIIO
KOTOPBIX BXOJSAT IIAaHKPEATHUT, II0YedHas HeNOCTaTOYHOCTh, KapAHOMMOIIATHSI,
HapyIlIeHHUs CepAeyHOoro pUuTMa U OCTeOII0pOo3.

JlueTa c HU3KUM CofiepsKaHueM 6elIka — OCHOBHOM KOMITOHEHT JI0JITOCPOYHOM
Tepaluu IIpU Bcex Knaccudeckux OA. ITauueHTHI ¢ ITA uiu MMA Takoke JOJIXKHBI
JIOIIOJIHUTEJIBHO [101y4YaTh BUTAMHHBI, MUKPO3/JI€MEHTHI, JKMPBhl 1 aMHUHOKHUCJIOT-
Hble cMecH 6e3 IPeKypCcopoB. B GOIBIIMHCTBE CJIyYaeB MeOUKAMEHTO3HOe Jiede-
HUe BKIIOYAeT L-KaDHUTUH, BUTAMUH B12 (B BUe TUPOKCUKO6AIaMUHA ITPU B12-
3aBUCHMOM GopMe MMA) U ITepUoJUYecKUe KYPCHl aHTUO6aKTepUAIbHON TePAIIUHU
(HanmpuMep, MeTPOHUA30I0M) /ISl IIOAABIEHHUS KUIIeYHON MUKPOQIOPHI, IIPO-
IYLIUPYIOUIEH IPOIIHUOHOBYIO KUCIOTY. I[Ipu ITA MOKeT GBITH II0JIe3HBIM Ha3Haue-
HUe 1uTpaTta ( 7,5 MAIKB/KI/CYT), KOTOPHIA MOMKET CIIOCO6CTBOBATH JOCTHKEHUIO
KOMIIEHCAIIMM MeTaboJIN4yecKoro alujgo3a U IIOMNOJMHEeHUI0 Cy6CcTpaToB LIMKIIA
Kpebca. Ha doHe AT C HU3KUM CofiepsKaHueM 6eslka, IMallueHTHl ¢ IBA TakKe
IOJIKHBI IIOCTOSSHHO I10/1y4aTh JOIIOHUTENBHO IVIMLUH U KAPHUTHUH. [l1eTa C [0-
CTAaTOYHBIM KOJIMYECTBOM KaJIODUI, OrpaHUYeHHeM 6ejIka U IIepeYrCIeHHbIMU
BBIIIe N06aBKaMU I103BOJISIET NOCTUTHYTH OITHMAJIbHOM KOMIIEHCALIUU OOMeH-
HBIX HapyLIeHU M Ipyu OA, UTO BEIPaXKAeTCs B CTaOUIBHOM TeueHUU 3a60jIeBaHUs,
HecMOTpPS Ha COXpaHeHHe YMeDeHHOM rHIleDAMMOHHEeMUHU Y HeKOTOPBIX AeTel. B
Dsize CiydaeB IJIsl JOCTHKEHU ST KOMITeHCAIIM U Heo6X0MO HaJIOKeHUe racTPOCTO-
MBI — 3TO [103BOJIsIeT 06eCIIeYUTh JOCTATOYHYIO SHePreTHUYeCKyIo LIeHHOCTh PAI[Ho-
Ha 1 BBOJUTD ITHUTaTeIbHbIe CMeCH B HOUHOe BpeMs [Is IIpeoTBPallleHUs KaTabo-
JINYeCKUX PeaKkLnH,
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Kapanymosas kucnoma
pekomeHdyemcs 014 fe-
yeHus 2unepammoHuemuu
HeycmaHoB/ieHHOU 3mu-
o/102uU, conposoxda-
rowjelica K1uHUYeckumu
nNpoAsAeHUAMU, @ MaKxce
BK/IlOYEHA B esponelickoe
pPYyKoBOOCMBO 2014 2. NO

66

sneyeHuro A u MMA

bauxcatwasa 3adaqa
mepanuu — 0CMaHoB8UMb
npouyeccbl 3H002eHH020
kamab6osusma u obecne-
yums op2aHu3m docma-
MOYHbIM KOIUYECMBOM
3Hepauu 014 noddep-
HAHUA aHaboudeckux
peakyud
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Tpurrepbl, KIMHUYECKUE NPU3HAKU U CUMNTOMbI, GUOXUMMUYECKUE NPOABNIEHUS
meTabonuyeckoro kpusa npu A u MMA

KnuHnyeckue NpuU3HaKn

Tpurrepsi Broxumuyeckue nposBneHus
Y CUMNTOMBI

NHdbekuyms OTka3 oT efibl MeTabonuyeckuin aumnaos:
Jlnxopapka Psota pH<73

aHWOHHAs pa3Hula > 20 MMOJb/N
[lnnTensHoe ronofaHue 3aTOPMOXKEHHOCTb HuU3Kas koHueHTpauus HCO, nnn nsbbitok

OCHOBaHMWit < -5 MMONb/N
Nexapctea (Hanpumep, xumnotepanys, Cymoporu MoBblWweHMe KOHLEHTPALMK NakTaTa B KpoBU (>3 MMonb/n)
BbICOKWE [103bl FIOKOKOPTUKOWUAOB) MUnepaMMoHHemHs:
Onepauus u/unu obwas aHecTesns PaszgpaxuTenbHoCTb > 75 MKMOJb/1, CONPOBOXAAtoLLasnCca leKoMneHcauue

OcTpas TpaBma
BripaxeHHOe KpoBOTEYEHME

PecnupatopHblt npouecc
[Mnotepmus

C KNIMHUYECKMMUN NPOABIEHUAMU
> 200 MKMOJb/N, CONPOBOXAKOWAACA HAPYWEHUEM CO3HAHUA

. KeToHypusa
[Tcuxmueckuin ctpecc yp

M36bITouHOE NnoTpebnexne benka
dusmnyeckoe nepeHanpskeHue

Jerugpartayua

CHuxeHMe macchl Tena HeinTponeHus

TpombouuTOneHns

(> cneppl y rpyAHbIX fieTelt > +y feTeit)

CokpaweHus: HCO3 — 6ukap6oHat, MMA — meTunmanoHoBas auupemus, NA — nponuoHoBas aungemMus

HeycToiunBoe MeTaboIHuyeckoe PAaBHOBECHE MOKET GbITh HAPYILIEHO IIPU YIIOP-
HOHM DBOTe WIM DPELUAUBHDYIOIINX HHOEKLIUSIX, KOIAa HOTpeblIeHHe KaJTopUH
CHIKAETCsI, A SHepreTUdeckye IoTpe6HOCTH BO3PACTAIOT, YTO B UTOre BeeT K I10-
BBIIIEHUIO KOHLIEHTPALIMY aMMHaKa U PAa3BUTHUIO MeTaboIMYecKoro aljuio3a y He-
KOTOPBIX ITALIKeHTOB.

IIpu TsKRenblx popMax ITA 1 MMA c pellMIBAMHU CUIIePAMMOHHUEMUUN MOKET
65ITh 3GbEKTUBHOM JIUTeNbHAS TePAlHs KapIrilyMOBOM KHUCIOTOM. HemaBHO oImy-
6/IMKOBaHBI PE3yJIbTATHl IIPUMEHEHHUS] KaprIIyMOBOM KHCIOThI 5@ MI/KI/CYT) IIpO-
JOJKUTEIBHOCTBIO 7-16 MecsLieB Y 8 IMalueHTOB ¢ I1A unu MMA, y KOTODBIX B Te-
YeHHe [IPeJIIeCTBYIOIIEero rofa Habaoaanoch OT 3 40 11 MeTaboIMYecKUX KPU30B.

Tepamnus KapriyMOBOH KHCIOTOM COIIPOBOXKAANACh 3HAUMUTE/IbHBIM CHIDKeHU-
eM TSDKeCTH U YHCIa MeTaboIuyeCcKUX KPU30B: Y TPeX ITalleHTOB KPH3bI ITpeKpa-
TUJINCH, Y OCTIBHBIX ITAIIEHTOB TSKeCTh KPH30B He TpeboBala TOCIIUTAIM3ALIUU.
Ony6IMKOBaH KIMHHUYECKUM CIydal ITallMeHTa, Y KOTOPOTO B TeYeHHe IIePBBIX
9 JIeT >KU3HHU HabII0aI0Ch 78 TOCIIMTAIM3ALIUE I10 II0BOY KPH30B — B CPeLHEM
7-10 IIOCTYIIJIEHU ! B CTALJMOHAD B IoZi. B 9-7IeTHeM BO3pacTe HauaTa HellpephIBHAS
TepaIlys KaprIlyMOBOM KMCJIOTOH B [l03e 10@ MI/KI/CYT C IIOCTIeAYIOUIMM CHHXKeHU-
eM JI0 5@ MI/KI/CYT 4yepe3 6 MecslieB. B HHTepBaJe OT 9 A0 15 JIeT SKU3HU ITallieHT
6BLT BCEO JIMIIB ABASKABI TOCIIUTAIN3UPOBAH I10 II0BOAY MeTab0IM4eckoro Kp1saa,
06a pa3a — Ha 1 ToAy JieueHUsI KapIriIyMOBOI KHUCJIOTOM . HabmioieHUs JJOKA3bIBAIOT
I1071b3Y OJIUTEIbHOM TepalluU KapIIIYMOBOM KUCIOTOM ITALIMEHTOB C TSDKeJIBIM Te-
yeHHeM ITA ¥ MMA U pellAUBHUPYIOIIUMHU 3IIHM304aMH THIIepAMMOHHUEMUH.

IIpu ITA mau MMA ¢ peLlUJUBUDYIOIINMH MeTab0IMYeCKUMU KPH3aMU WU
HeJOCTAaTOYHOM 3POeKTUBHOCTH AUeTHl U QapMaKoTepallUuM, TPAHCIIJIAHTALIHS
IIeYeHU MOXKET YMEHBIINUTh KOJTMYeCTBO TOCIIUTATIM3AIUN U YIYUIIUTh KauecTBO
>KM3HHU. Ilepecazika IedeHU MO’KeT CHU3UTb PUCK Pa3BUTUS HEKOTOPBIX OC/IOXKHEe-
HHM, B YACTHOCTH KapAHOMHOIIATHM; OFHAKO 3TO BMeIIATeIbCTBO He OKa3bIBaeT
HUKAKOT'0 BJIUSHHUS Ha PUCK HEBPOJIOTHMYECKUX UK 0QTAIbMOIOTHYECKUX OCIOXK-
HEeHUI 1, KOHEeYHO, CBSI3aHO C PHCKOM CMepPTeIbHOr0 Ucxoza. HeKoTOpeIM B3pOC-
JIBIM ITAlJMeHTaM C TEpPMHUHAJIBHOM CTaIMel [I0UeYHOM HeJOCTATOYHOCTH,, BEI3BaH-
HOM MMA, MOXKeT GBITh ITOKa3aHa TPAHCIIAHTALIHS [I0YeK.
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kunu MMA

lMpu maxcensbix popmax A
u MMA ¢ peyudusamu 2u-
nepammoHuemuu Moxcem
6bimb 3¢hhekmuBHoOL
dnumenbHaa mepanus
KapanymosoU Kucaomod.
HedasHo onybiukoBaHsl
pe3ysbmamsl NpuMeHeHUus
Kapa2aymosoU KUuciomel 50
me/ka/cym) npodosxcu-
mesbHOCMbIO 7—16 MecA-
yesy 8 nayueHmos c 1A
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HEMPO®UBEPOMATO 3:
OTPA;KEHUE
ITPOBJIEMBI B I'JIA34X

O KJIMHUYECKOM KAPTVIHE Y TUMTNYHBIX HAPYLLIEHUAX PASBUTUA MPU PA3/IMYHbIX TUITAX HEMPO®UEPOMATO3A — BEPA JINITKOBCKAS,
AHHA YUCTOIMPY/OBA, Y/IEHbI PABOYEN FPYIbI 110 HEMPO®WUEPOMATO3Y MPEOOM «COKO3 MNALMEHTOB U MALMEHTCKMX OPTAHN3ALMA
110 PEIKUM 3ABOJIEBAHVAM», ACCOLMATBI EBPOMEVCKON OPTAHU3ALMN NF PATIENTS UNITED

AxHa Yucronpyaosa

MITY «MAMW», B HacToALlee BpemA
cTtyaeHTka Moscow Business School.
B 2016 roay y nouyepu AHHbI Obin
avnarHoctupoBaH Heipodubpomaros
1Tna

Y3enku Jinwa

ERAs

TEHETUMECKOE OTKJIOHEHUE

HeripodubpomMaTo3, TaKKe M3BECTHBIM KaK 60JIe3Hb (CMHAPOM) PeKIMHIXA-
y3€Ha, IIPe[CTaBiseT CO60M reHeTHYecKoe 3a60jieBaHMEe, KOTOPOe, II0 PAa3HBIM
JaHHBIM, Ha6JII0JaeTCsl IIPIMEPHO Y 1 U3 2500-3500 HOBOPOKAEHHBIX JeTer. Bo3-
HUKHOBEHUE 60JIe3HU MOXKET 6BITh 06YCIOBIEHO HACIEACTBEHHBIMHU GaKTOPaMH,
a B psifie CJIy4aeB — CIIOHTAHHOM MYTal[Uel TeHOB. [eHbl, OTBETCTBEHHBIE 32 BO3-
HUKHOBeHHE HeHpodu6pomMaTosa, JIOKIHN30BAHbI Ha JIMHHOM IIeYe 17 XPOMOCO-
MBI 17q11.2, B KOTOPOM COLEP>KUTCS MHOOPMALIHsI, OTBEeTCTBEHHAS 32 CHHTe3 Hel-
podubpoMUHA U APYTUX 6€1KOB. [eH H®-1 BBICTYIAET KaK CYIIPECCOP OIIYXOIEBBIX
IIPOLIECCOB, a IIOTOMY B Pe3yJIbTaTe MYTALIMH HapPYyIIAETCS OGIIHUH UMMYHUTET K
BO3HUKHOBEHHUIO OITYXOJIEH, KOTOPHIE B GOIBIIMHCTBE CJIyYaAEeB SBISIOTCS L06POKa-
YeCTBEHHBIMHU.

IlepBBle YIIOMUHAHUS O LAHHOM 60JIe3HU BCTPEYAIOTCS B IuTepartype XIX B.,
KOT[Ia UPIAHACKUM XUDPYyprom Po6epTom CMUTOM B OT[EIbHYIO TPYIIITy GBI BbI-
JleJIeHBI [TALIMEeHTEI C OIYXOJISIMH Ha HePBHBIX TKAHSIX . BIIOC/IeICTBUU 3260/I1eBaHUe

6BIJIO OIIMCAHO B 1882 roZly B MOHOrpadUU HEMELIKOro I1aTojIoroaHaToMa ®puapu- Bepa JlunkoBckas
KaHamaar opuanyeckmx HayK, Maructp

Xa GOoH PexIMHIXay3eHa, KOTOPHILM OMKCAJI KIMHUYECKY0 KapTHUHY U IIaTOJIOTH- npasa KUTaMcKoro yHusepcuTera Fok-
YecKHe OCHOBBI IOSBJIEHUS HeMpodu6poM ([06pOKaYeCTBEHHBIX OITyXOJIEBBIX 06- KOHra, CTeneHb LIeHTpa nonutyeckux
Pa30BaHMI). B 1937 TOAY aBCTPHUICKUI 0DTaNBMOIOr Kapi JIMII OIIMCA Y3eIKH g:iﬁ:g;'ﬁ :gg’;iﬂf:i“cwﬂia'?g%?'
JInma (Lisch nodules) y manueHTOB ¢ HeHpodu6poMaTo3oM. B 1956 ToLy HCCIezo- aenenuns gedexronorun MU, aBtop
BaTeIb ®paHK Kpoys M ero KOJIJIETH BIIEPBhIE OIIPENeIUIN, YTO JaHHOe 3a60j1eBa- Hay4Hbix cTaTel
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HUe SBJISeTCS HacleACTBeHHBIM U IlepefaeTcsl IIOTOMCTBY B
50% ciay4aeB. B 1988 rogy HaljoHa/JIbHbBIe HMHCTUTYTHL 34pa-
BooxpaHeHwus CIIIA (National Institutes of Health Consensus
Development) IIpoBeIH IIePBYI0 KOHGEPEHIINIO 10 HeHpodu-
6pOMAaTO3y C LIeJIbI0 BEIPA6OTKY I10CIEL0BATENBHBIX KPUTEPHU-
€B ero JUArHOoCTUKU. I10 uToramMm KoHbepeHI[MU ObLUI IPUHST
JIOKJIaZi, B KOTOPOM BBIZEJISIIOCE 7 TUIIOB HelpodubpomMaTosa.

3 TUNA 3ABOJIEBAHUA

B HacTosillee BpeMsI B 3apY6esKHOM MIPAKTHKE IIPUHSITO
BBIJIENISITh 3 TUIIA 3aboeBaHUs: Herpodubpomaros I Tuma,
Herpodubpomaros Il TUIIa U NIBAHHOMATO3.

Ins yoobcTBa Heripodubpomaros I TuIla U Helpodu6po-
Mato3 Il Tuna ganee TakKe 6yAYT COKPALIEHHO MMEHOBATHCS
H®1 1 H®2 cooTBETCTBEHHO.

Hduazno3 Helipodubpomamo3s I muna moskem 6bimb nocmasneH
npu HAAUMUU coMemaHus dsyx u 6oAee cUMNMOMOB:

e IIeCTh U 60jIee IMSITEeH 1[BeTa «Kode C MOIOKOM», KOTOPhIE

TIOSIBJISIIOTCS B TeYeHMe IIePBHIX 2 JIeT SKU3HU
e HaJM4He ABYX U 60j1ee 06BIYHBIX HeHpodubpoMm, 1160 of-

HOM IIJIEKCHPOPMHOM HeHNPoPHOPOMBI;

e THUIEPIUTCMEeHTAlMsI B ITOAMBIIIEYHOM H/HJIKU [aXOBOM
06/1aCTAX;

* IJINOMBI 3DUTEIbHBIX HEPBOB;

e [1Ba u 6oee y3enka JIuima;

* JIOSKHBIM CYCTaB U APYTHe KOCTHEIE [IATOJIOTHH

e Hamuuyue Herpodubpomarosa I TUIA Y GIMKANIINX POJI-

CTBEHHUKOB.

YKa3aHHBIe CHMIITOMBI IIPOSIB/ISIFOTCS Y ITALIEeHTOB B pas-
JIMYHBIE [IePUOABI SKU3HHU U IIPAKTUYECKHU Ha BCEM €€ IIPOTS-
SKeHHUHU . YacTh U3 HUX GOPMUPYETCs B TeUEHUEe IIePBBIX IBYX
JIeT 5KU3HU, IPYTHeE K 5-7 ToAaM, U T.J.

I[IoMHMO CO6CTBEHHO KIMHHYECKON KapTHHBI 3a6oie-
BaHUS, OHO TaKKe MOXKET CTATh IPUYMUHOM 33JePKKHU pa3-

MeLULIVHCKIA pakypc

PEIIKUTTERHY PHAJ

7T
i
TMnepnurmeHTayms |
T |
W

BUTHUS, KOTHUTHUBHBIX HapyIIeHUN, OpobaeM IICHXOCO-
LUUIBHOTO XapaKTepa, HAapYIIeHUS KOOPDAWHALMHU U T.A.
BBIAENSIOT CJIeAYIOIIe OCHOBHBIE TPYIIIIBI HapYLIEHUM B
pa3BuTHU Ipu HO1, YaCcTO ABISIOUIMECS IPUYNHON HU3KOM
yCIIeBaeMOCTH HpPU OOyYeHUM: MOTODHBIE HAaBBIKHM; pede-
Bble HaBBIKM; ITHMChMO; IIaMATh, BHHUMAaHHE U MBIIIIEHHUE;
BU3YQJIbHO-IIPOCTPAHCTBEHHOE BOCIIPUSTHE; MPO6IEMBI C
IUIAaHUPOBAHUEM M OPraHM3allMel; IIPo6IeMBl C ITI0BeIeHHU-
€M U COLIMAJIbHBIM B3aHMOJEHNCTBHEM, BO MHOTHX CIIydasix
y HanueHTOB ¢ HO1 HabMIOZAIOTCS PACCTPOMCTBA AYTHUCTH-
yeckoro crekrpa (PAC) ¥ CHHAPOM AedULINTA BHUMAHUSI 1
TUIIepaKTUBHOCTHU (CABT), HerpecCHBHBIE U TPEBOXKHEIE CO-
CTOSTHUS .

HeripodoubpomaTo3 — He IIPUTOBOP, U CIAyYaeTCsI, UTO
JIIOAU C JAHHBIM 3260JIeBaHUEM >KHUBYT, COBEPLIEHHO He I10-
03peBasl 0 ero HaJu4YUU, II0KA He IIPOSIBUTCS KaKOM-TH60
Y3 KIMHUYECKUX CHUMIITOMOB, MHOT/A YK€ BO B3POCIIOM BO3-
pacTe. BMecTe C TeM, MHOTHE MTAIlUEHTH [IOCTOSHHO HaX0-
ISITCSL B 30HE PHCKA, ITOCKOJIBKY 3a60eBaHUEe HEH3IEUYHNMO
U MOMKET JaTh OCJIOKHEHHE B 0601 MOMEHT. MMeHHO IT0-
3TOMY BOIIPOC CBOEBPEMEHHOM JUATCHOCTHUKU U AOCTYITHOTO
MEeIUIIMHCKOTO 06CTY>KMBAHUS CTOUT 0CO6EHHO OCTPO, TakK
KakK MallMeHThl ¢ HO1 JOKHEBI ITOCTOSSHHO HAaGIIOJATHECS Y
JepMarTojiora, HeBpojora, opromena, opTaJIbMoOIOra, Kap-
IUO0JIora, OHKOJIOra, IICUXO0JIora.

K coxkaeHUI0, ceroHs rnanueHTam ¢ H®1 B Poccuu, oco-
6eHHO, B perrMOoHax, He TaK IPOCTO IIOTYYUTh KaueCTBEHHOe
MeIUIIUHCKOe 06CIYy>KUBAHUE B CUJTY TOr0, UTO He BCE BpadyH
MMEIOT O0JIBIIION OITBIT ¥ 3HAHUS B 06/1aCTH JaHHOTO 3a60s1e-
BaHUs. [IOHUMaHKe 0CO6€HHOCTEe! KIMHUYECKON KapTHUHBI
H®1 u ganpHelInee nu3ydeHue U 06001IeHMe OIIBITA B 3TON
chepe MOMOMKET 06ECITEYHTS JIIOASIM, CTPAAAOIIUM JAHHBIM
3aboneBaHueM, 6ojee KadueCTBEHHYIO IIOAJEPIKKY U YIIyd-
ITHUTh TeM CAMBIM Ka4eCTBO HUX JKU3HHU.
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JloXHbIN cycTaB

bosnee nodpobHyio
UHgopmayur o
pasnuyHeIX 8Udax
Helipogpubpoma-
mo3a, docmynHbix
memoaoax e4eHus,
abunumayuu u pea-
bunumayuu, a makxce
nocnedHux HoOBOCMAX
U cobbImusAX MOMXCHO No-
cmMompems Ha calime
neurofibromatosis.ru.
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Heripodubpomaros II TuIIa BCTpeYaeTCs peke, IIPUMEDHO YV 1 U3 50 00@ HOBOPOXK-
JIeHHBIX. MOJIeRY/IIPHO-TeHeTHYeCKIe UCCIIeN0BAHUS BIIBUIHN [IPUHITUIIHAIBHEIE OT-
JIUYYS B r1atoreHe3e HO1 1 HO2, KOTOphIe IIPEACTABIISIOT CO60M pa3Hble 3260/1eBaHUS U
TpebyroT auddepeHITNPOBAHHOIO0 KIMHUYECKOro rmoaxona. HO2 GopManbHO SIBISETCS
AyTOCOMHO-IOMHHAHTHBIM TeHeTHYeCKUM 3abosieBaHMeM. BosHUKamomue mpu HO2
OITyXOJIN SIBIISIIOTCS NO6pOKaueCcTBeHHBIMM, HO 6MOJIOrHyYecku 6ojee arpecCHBHBIMU,
yeM npu HO1.

Juazno3 Heiipogubpomamos II muna moskem 6blimb NOCHIABAEH NPU HAAUMUL COMEMAHUSA
d8yx u 6onee cumMnmomos;

e OITyXOJIX BOCBMOTO YePEITHO-MO3rOBOr0 HepBa (T.H. HEBPUHOMBI HJIH IIBAHHOMEI);
e MEHHHTHMOMaA HJIM UHEIE OIIYXOIH MO3I3;

* 3BOH B ylIaX (TMHHUT), yTPaTa CJIyXa U/WIN ITyX0Ta;

* IOsIBJIEHHe KaTapaKT B DPAHHEM BO3DacTe;

*  OIIYXOJIU CIIMHHOIO MO3ra;

e HapylIeHHe PaBHOBECHS;

e aTpodus MBIIIILI,

ITpu H®2 IpOHCXOAUT Pa3BUTHeE OITYXOJIel Ha BOCbMOM YePeIIHO-MO3TOBOM HEPBe U
BeCTHOY/ISIDHBIX HePBaX, YTO 3a4aCTYIO BbI3bIBAET [aBJIeHIe Ha CJIyXOBble HEePBHI U IIPU-
BOJUT K ITOTEPe CJIyXa, U JAHHAS YIPO3a COXPAHSIETCS Ha IIPOTSDKEHU U BCeH SKU3HU . Tak-
>Ke IIPUMEPHO B IIOJPOCTKOBOM BO3paCTe ITOSIBJISIOTCS: 3BOH B YIIaX, OHEMEHHe JIMLIA,
TOJIOBOKPY>KeHUe, HapyllleH e 6aJaHca Tella, XPOHUYeCKye FoJIOBHEBIe 601H. [Ipy HaIU-
YUY OITyXO0JIeH CIIMHHOI0 MO3ra BO3MOKHO OHeMeHUe APYTHUX YacTel Tela.

B TeueHMe ITOCIeNHIX HECKOIBKUX JIeT 3apyOesKHbIe YieHble BelyT AHCKYCCHIO O IIepe-
CMOTpe OUATHOCTUYeCKHUX KpuTepreB Hd2. B 4acTHOCTH, B OYePeIHOM pa3 HaMepeHHe
10 IIEPeCMOTPY 03BYUMBAJIOCh €T0 MHUIIMATOPAMU B paMKax MeXIyHapOogHOM KoHbe-
PEHLIMU 110 HeHPobH6POMAaTO3y, IIPOLIEIIEH 0CEHBIO 2018 rofia B ITaprke (PpaHIU).

1IIBaHHOMATO03, TAK’Ke MHOTZA UMEHYeMBIN HerpodubpomarTos 11l THUIIa, IIpeCcTaB-
JseT CO60OM KpalHe pefKoe reHeTHYecKkoe 3a60j1eBaHMe, BCTpedalolneecss C YaCTOTOM
IIPMMEDPHO 1 CIy4al Ha 1,7 MJIH YeJloBeK. BriepBrle JaHHOe 3a601eBaHMe 6BII0 OITHCAHO
y MalLIMeHTOB U3 SIIIOHUU, ¥ KOTOPBIX HA6II0AANCh MHOKECTBEHHbIE KOSKHbIE IIIBAHHO-
MBI, orryxony LTHC U Ipyrue HeBpOJIOTrUYecKre OCIOKHEHM S, OLHAKO B OTCYTCTBUE TU-
IIUYHBIX A1 HO KIMHUYeCKUX CUMIITOMOB,

B OCHOBHOM, TUIIMYHEIe 1 HO2 ¥ IMIBAHHOMATO3a LO6POKAYeCTBEHHbBIE OITyXOJIN
BBIPACTAIOT M3 T.H. IIBAHHOBCKUX KIETOK — IJIHAJIBHBIX KJIETOK, 06pa3yIOIIUX MHUEIH-
HOBYIO 000JI0UKYy HEpBOB. B clydae, KOrfja IIBAaHHOBCKHE KJIETKU HAYHWHAIOT 6eCKOH-
TPOJIBHO PACIIPOCTPAHSITECS, OHHU 06PA3yIOT CBOETO POZA KAIICYTy, KOTOPAask Ha3bIBAETCS
IIBAaHHOMOHM.

HecMOTps Ha TO, YTO CAMH I10 cebe MIBAHHOMEBI SIBIISIIOTCS JO6POKAUeCTBEHHBIMU,, UX
HaJIM4He MOXeT CTAaTh OIIAaCHBIM B CJIydasix, KOTZA HMX pa3pacTaHHe IIPUBOOUT K CHAB-
JIMBAHUIO HEPBOB, BO3HUKHOBEHHUIO XPOHUYECKUX 6O0JIEH, UTO 3a4aCTYIO0 0O0YCIIOBIMBAET
HEeO6XOAMMOCTh XUPYPrUUeCcKOr0 BMeIIaTeIbCTBA KIM IPUMEHEHUs OPYTrUX METOLOB
JIeYeHUsI. B YaCTHOCTH, XpPOHUYECKHe 60U y MMAllIeHTOB C IIBAHHOMATO30M SIBJISIIOT-
Cs1 IpeIMEeTOM YIJIyOIIeHHOTrO M3y4eHHUs B 3apybesKHOIM HayKe, IIOCKOJIBKY UX HaIHNYMe
KpariHe HEeraTUBHO CKA3bIBAETCS Ha KaueCTBe >KU3HU ITalleHTOB.
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MeauLIHCKMA

«PEJTKAA» HCTOPHA
B 3/[PABOOXPAHEHHUH CTPAHBI

OB OPTAHU3ALNN CUCTEMbI JIEYEHWNE PEJTKUX 5OJIE3HEV B PETUOHAX POCCHN
Y ©OPMUPOBAHUN CTPATETMN B OBJTACTU PEAKUX 3A5OJIEBAHUI — EJIEHA
KPACWJIbHUKOBA, 3SAMECTUTE/Ib TEHEPAJIBHOIO IMPEKTOPA MHCTUTYTA EASC

HA NYTU K 7 HO30J10TMAM

— [MarHOCTUKA U JeYeHHe PeJIKUX 3260IeBaHUN CTAIU AOCTYIIHBEL B KOHIIe
XX Beka 6yaromapsi pa3BUTHIO FTeHETUYECKOTO TECTUPOBAHUS U OMOTEXHOJIOTUH .
Jl0 3TOr0 MOMEHTA IaLIUeHTHI C PeIKOM 60JIe3HBI0 ITPOCTO IIOrubanu 6e3 BO3MOXK-
HOCTH IOJIYYUTH JUATHO3 U HEO6XOAUMYI0 MeUIIMHCKYIO IIOMOIIb.

B Mupe He CyIecTByeT YHHUBEPCAIBHOIO IIOAX0AA K Pa3BUTUIO JUATHOCTUKH,
JIeYeHUIO U JIeKaPCTBEHHOMY 06ecIledeHUI0 IAllMeHTOB C PeKUMHU 3a60jIeBaHU-
SIMU, KOTOPBIF MOKET 6BITh TUPAKUPOBAH, II03TOMY C MOMEHTA 3aKOHOLATEIbHO-
r0 3aKpeIUIeHUs MMOHATHUS «pefKoe (opbaHHOe) 3aboneBaHUue» Poccurickas defe-
paius co3maeT CBOIO «PefKYI0 UCTOPUIO».

BriepBble C PeAKUMH HO30JIOTHSIMU CHCTEMA 3APAaBOOXPAHEHHS POCCHUIICKOM
demepalluU CTOJNIKHYJIACh B 2006 T'OAy, KOIAa BO3HHKIA HEOOXOAUMOCTD BHIZEIIe-
HUS 3HAYUTENbHBIX QUHAHCOBBIX CPELCTB Ha IIPOrPaMMYy LOIIOIHUTEIBHOTIO JIe-
KapCTBEHHOTO obecrieueHus (JJ10).

Tloce aHanmM3a 3a4BOK Ha JIeKapCTBEHHEBIE IIpelapaThl B paMKaxX IIPOrpaMMbL
JJIO B 2006-2007 I'T. OBIIM BBISIBIEHBI 7 HO30JIOTUM, TPe6GYIOIINX IPUMeHeHUs
JIEKAPCTBEHHBIX IIPEI1apaToB C BHICOKOM CTOMMOCTBIO, B TOM YHCIIE 4 PeIKUX: 60-
se3Hb [om1e, MyKOBUCLIMI03, TUIIOOU3APHBIN HAHU3M, TeMOUIHS,

PEIIKUITERHY PHAJ

3KkcnepT

EneHa HOpbeBHa KpacunbHukoga.
3amecTuTenb reHepanbHoOro AvpeKkTopa
Nuctutyta EA3C, pykoBoauTens
LleHTpa usyyeHus n aHanusa npobnem
HapoaoHaceneHus, gemorpacdum n
34paBooOXpaHeHus
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MeONLIVHCK I

pakypc

PEIIKUTTEHY PHAJ

OEAEPAJIbHbIN PETUCTP

ITocne IPUHSATHS 21 HOSI6DSI 2011 T. ®eflepaIbHOTO 3aKOHA
Ne323-®3 «O6 OCHOBaxX OXPaHBI 3[0POBbs IPKAAH B PoCCHU-
ckon defepaliii» B 3aKOHOJATENbCTBE POCCHU IOSIBISIETCS
IIOHSITHe «pefikoe (opdaHHOe) 3ab6oieBaHUe» U GOPMUDPYET-
Cs CHCTeMa y4eTa MallMeHTOB, CTPaJaoIIUX KU3Heyrposka-
IOIIUMH U XPOHUYECKUMH IIPOIrPeCCUPYIOIIMMU PeIKUMU
(opbaHHBIMH) 32607I€BAHUSIMU, IPUBOAAIIMMU K COKpAlle-
HUIO IIPOAOJIKUTEIPHOCTH KHU3HHU IPaskKAaH MIM UX MHBa-
JIUHOCTH.

CospmaHue ®eepalbHOIO PETHCTPA U €r0 PerMOHAIbHBIX
CerMEHTOB 3aKJIaJblBaeT OCHOBY [JIS Pa3sBUTHUSI MeLULIUH-
CKOIM ITOMOIIM M JIBFOTHOTO JIeKaPCTBEHHOIO obecrieuyeHUs
MIallMeHTOB C PefKUMH 3a6071eBaHUSIMH, BKIIOUYeHHBIMHU B
IepeueHb. B mepuop 2013-2018 rr. defgepaJbHBIN PeTUCTP
[TAIIMEeHTOB C peKHUMHU KU3HEyTPOSKAIOIIN MU 3a6071eBaHUS-
MU BBIPOC C 9 278 YeJIOBEK [0 17 @15 (Ha 84%), a PACXO/bI DETH-
OHOB Ha JIbTOTHOE JIeKapCTBeHHOe obeclieyeHHe IIALIeHTOB
C peAKUM OUArHo30M — C 5,3 MJIPZ A0 19,4 MIPZA pybiiel co-
OTBETCTBEHHO (POCT Ha 266%).

PETMOHAM HYXXHbl CPEACTBA

Ecnu B 2012 TOAy PacXoApl Ha JIBLOTHOE JIeKapCTBEHHOe
obecrieyeHue IMAIIMEHTOB C PeAKUMH 33a607I€BaHUSIMU CO-
CTaB/ISUIU 6% OT PerMOHAJIBHBIX PACXOLOB Ha JIBLOTHOE Jie-
KapCTBeHHOe obecIieyeHHe, TO B 2018 TOAY [0JISI PACXOLOB
Ha «pefiKye» BBIPOC/IA 0 20%. IIPU 3TOM B psifie PETHOHOB
B pa3bl IIPeBBICHIIA CPeAHUe IToKa3aTenu: TaMBOBCKast 06-
nacTth — 84%, Pectiybnuka UHryIeTHs — 67%, YAIMYPTCKast
Pecriy6nuka - 66%, AMypcKas 0671acTh — 65%.

HeobxonuMocTh obecriedyeHUs] JbIOTHBIM JI€KapCTBEH-
HBIM IIPENapaToM «PeJKOTO» IallMeHTa IIpUBeja K 6ecrpe-
LIeIEHTHOMY POCTY PaCXOZ0B Ha 3THU LieJIU B psilie Cy6beKTOB
B IIePUOJ 2013-2017 IT.: [IPUMODCKUN Kpal — 2 212%, Boi-
rorpajickas o6;1actb — 1 595%, KaM4YaTCKUM Kpal — 1 568%,
Pecrty6nrka KaJlMBIKUSI — 1 080%, Tamb0BCcKast 06y1acTh —
1 055%, YyBamckas Pecrybiuka — 992%, VBaHOBCKas 06-
JIaCTh — 937%.

K 2017 romy 22 peruoHa P® IpaKTUYeCKU IIOTHOCTHIO
3aKpBUIN IOTPe6HOCTh B GMHAHCHUPOBAHUU JIBTOTHOTO JIe-
KapCTBEHHOTO 06eCIleYeHUs «PeJKUX» IMAIJMeHTOB: ropoja
MockBa u CaHKT-IleTepbypr; AMypcKasi, BrafuMUDPCKas,
KocTtpoMckas, JIeHMHIpaAcKkass, Huskeroponckass, OMcCKas,
PocToBCKas, SIpociaBckasi obnactu; KpacHospckui, Ilepm-
CcKui, XabapoBCKUM Kpas; Pecriy6nuku BypsaTtus, KaaMbl-
kus, Kapemnusi, Mapun-31, MoppoBus, Caxa (SIKyTHs);
XaHThI-MaHCUHCKUH, IMano-HeHel k1 U HeHelL KUK aBTo-
HOMHBIe OKpYyTa.

IIpaKkTHKa PerHOHOB II0KA3bIBaeT, YTO CHUKeHUe fedu-
LIUTA JIEKAPCTBEHHOT0 06eCIieYeHUs MAl[MeHTOB C PeAKUMU
326071€BAHUSMH B CYOBeKTe HAIMPSIMYIO 3aBUCHUT OT pas-
BUTHSI PETHOHAJIPHONM HOPMAaTHUBHO-IIPABOBOM 6a3bl B 3TOH
chepe ¥ apryMeHTHUPOBAHHOTIO 3aIIPOCa CO CTOPOHBI OPraHOB
OXPaHBHI 3[IOPOBBS B aJ[peC PYKOBOACTBA PeTHOHA O GIOKET-
HOM OGUWHAHCHUPOBAHUU, [OOCTATOYHOM [JIsI DPeajM3alUuu
IIpaB IPaKIAH Ha JbIOTHYIO JIEKAPCTBEHHYIO IOMOIIIb.,

3aKkpeIrieHHe 06513aTeNbCTB I10 TbIOTHOMY JIeKapCTBEH-
HOMY obecIledeHUIO [TAIJMeHTOB C PefJKM MU >KU3HEeyTPOXKato-
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LIMMU 3260/IeBaHUSIMU 32 CY6BeKTaMHU PO CTano IPUYUHON
Pa3BUTHUS 85 «PeIKUX» PErHMOHAIBHBIX CLIeHAPHUEB, IIOPOH
He6JIaromony4yHeix. JebUuuT GUHAHCUPOBAHUS Ha YKa3aH-
HbIe LIeJIU B 2017 rofy B Pecriy6iuke MHTYIIETUSI COCTABUII
98%, BpsHCKOM 061acTu — 92%, Pecnnybnuke YAMYPTHUS —
84%, KabappmuHo-Bankapckoy Pecrnybnuke — 81%, Pecriy-
61uKe [larecTaH — 77,4%, CMOJIEHCKOM 0671aCcTU — 76%. I1pu
3TOM B CpefHeM AePUIIUT B PETHOHAX B 2017 FOLY COCTABUIL
28% OT IIOTPE6GHOCTH.

CNACATb «PEAKUWE» }XU3HU CTAJIO JOPOXKE

OcHOBHOe GOUHAHCOBOe 6peMst CHOPMUPOBAIU 1@ KHU3-
HEeYTPOXKAIOIUX PeAKUX HO30JIOTUI: IIapOKCHM3MaIbHas
HOYHasl remMorinobunypus (MapkuabaBel-MHUKeIN), ULHUO-
maTuyeckass TPOMOOLIMTOIIeHHUYecKass MIyprypa (CHHIPOM
DBaHCa), MyKomonucaxapuzo3ssl (tun 1, Tum II u tun VI),
TeMOJIUTUKO-YPEMUYECKUN CHUHAPOM, JIEro4YyHass (apTepu-
albHasl) TUIIEPTeH3Us (MAuoIlaTHudecKas) (IepBUYHAS),
HapylIeHus o6MeHa apoOMaTHYeCKUX aMUHOKHCIOT (Kiac-
cu4decKass QeHHUIKeTOHYpUSs, APYTrHve BUABL TUilepbeHUIA-
JIAHUHEMUH), IOHOILIECKUH aPTPUT C CUCTEMHBIM Ha4YaJIOM,
apyrue cOUHTOMUIUAO03bL: 601e3Hb ®abpu (Pabpu-AHAED-
coHa), HuMaHHa-IIuKa. PacXompl Ha JIbrOTHOE JIEKAPCTBEH-
Hoe obecrieyeHUe MAIMEeHTOB C STUMU HO30JIOTUSIMU B 2017
TOZy COCTABUIU 14,8 MIDH Py6ielt, Uiau 86% COBOKYIIHOTO
610KeTa Cy6peKTOB PO Ha 3TH Lienu. [Ipu 3ToM AedULIUT
buHaAHCHUPOBAHUS Ha JIeKapCTBeHHOe obecIiedeHMe JaHHOM
CPYILIIBI HO30JIOTUH B CPeHEM COCTaBHUII 46%.

denepanu3alusg JEeKAPCTBEHHOTO O6eCIeYeHUs] MISITU
SKU3HEYTPOSKAIOIINX pPeIKUX 3a60JeBaHUM C [IpeuMyllle-
CTBEHHO [IeTCKOHM Koroprou manueHToB (I'YC, IOAC, MIIC
tun I, II, VI) cokpaTuia COOTBETCTBYIOIINI PETUCTD Ha 12% U
IIpefoCTaBUiIa BO3MOXKHOCTD JIeUeHU S 3a cueT peflepaIbHOr 0
61015KeTa KasKOOMY IISITOMY pebeHKY, BRIIIOUeHHOMY B HEro.

IIpuHATOe defepanbHOe DellleHHe I103BOJIUT COKPATUTH
nebunuT GUHAHCHUPOBAHUS Ha JeKapCTBeHHOe obecrieue-
HUe B psifie Haubojiee He6GIArOMMOMYYHBIX PETMOHOB: Peciy-
61mKa MHrymeTuss — cokpauieHue nedUnTa ¢ 98% 10 20%,
BpsiHCKas 0671acTh — € 92% 10 22%, YAMYDPTCKas Pecriy6nu-
Ka — C 84% 1o 70%, KabapauHo-Bankapckas Pecriybnuka —
¢ 81% 10 36%, Pecriybnuka JlarectaH — C 77% A0 30%. OJHAKO
B psifie PeTMOHOB K 3-3a CIIeIUUKHU SIIUAeMUOJIOT U Y JKU3He-
YTPOKAIOIIUX PeAKUX 3a6071€BAaHUI U OTCYTCTBUS (MU He-
3HAYUTEIbHOI'0 KOJIMYECTBA) [TIAIIHMEHTOB C befepanrn30BaH-
HBIMHU HO30JIOTHUSIMHU CHUTYaLlM$sI, K COXKAJIEHUIO, OCTAHETCS
Hen3MeHHOM: CMOJeHCKas 0671acTh — COKpalleHue fedu-
LIUTa C 76% [0 74%, KapauaeBo-YepkeccKkass Pecriybnuka —
C64% 100 62%.

B cpenHeM ypoBeHb 06eCIIedueHHOCTH SKU3HEeHHO Heob6xo-
OUMBIMHJIEKADCTBEHHBIMUIIPeIlapaTaMUyIIAIIHeHTOB COKH 3-
HEeYTPOXKAIIYMU PeIKUMU 3a60/IeBAHUSIMU B 2017-2018 IT.
COCTAaBUJ 54%. PerHOHAMM C HaWMeHblIeH obecliedeHHO-
CTBIO CTANX: 3a6aMKaIbCKUM Kpal, PecriybnuKky TaTapcTaH,
WHrymertus, YOMypTckas U KabapauHo-Bankapckas. 31ech
JIeKAaPCTBEHHYIO IIOMOIIb II0JIY4alOT MeHbIle 1/3 Hy)KZalo-
LIUXCST «PeKUX» MAllMeHTOB. Heo6XoquMo IIPU3HATh, YTO
6e3 mepeHoca Ha defiepanbHBIN YPOBEHD 065132 TeIbCTB I10 JIe-
KapCTBEHHOMY 06eCIIeueHHUIO ITALIMEeHTOB C PeIKUMU 3a6071e-
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BaHUSIMHU HEBO3MOSKHO JOCTHUYb BRICOKHX ITOKa3aTesier obecrie-
YeHHOCTHU KM3HEHHO He0OXOAM MO JIEKAPCTBEHHOM TePATIHE .,
B rieprof 2014-2018 IT. B Pelepa/IbHOM DerucTpe >KU3HeYIPOsKa-
OIIUX PeAKHUX 3a00JIeBAaHUI CHUSKAETCS OO ITalleHTOB-Ze-
TeH, YTO, C OLHOM CTOPOHBI, SIBJISIETCS CIeICTBHIEM ITOBBIIIIEHHS
BBEDKMBAEMOCTH ITaLIMEeHTOB U IIepexofa X BO B3POCIYIO CETh, C
JIDYTOM CTOPOHBI, CBUETEIBCTBYET O HEJJOCTATOYHOM BBISIBILSIE-
MOCTH PEIKUX MALIEHTOB-IeTer. C pa3BUTHEM IIPOrPaMM He-
OHATAJIPHOI'O U CeJIeKTUBHOI'O CKPUHHUHIOB CJIeflyeT O>KUAATh
IIPUPOCTA ITALIMEHTOB.

BOIBIIMHCTBO >KU3HEYTPOSKAIOIINX ¥ UHBUIUAVM3UPYIOIIUX
PenKux 3a60/IeBaHUN MMEIOT YPOBeHb MHBATUAM3ALIMHU ITaIlH-
eHTOB 60J1ee 50%. I10 JaHHBIM CyOBeKTOB PO B 2016-2017 IT. B PO
10 IIPUYMHE PeAKOro 3a60/1eBaHUs YMEPIIH 315 YeJIOBeK, 13 HUX
73 — OeTHu.

JINLWb 15 PETMOHOB UMEKOT CUCTEMY AUCNAHCEPHO-AUHAMWYECKO-
ro HABJIFOAEHNA ANA PEAKUX 3ABONIEBAHUN

OOHUM 13 UHCTPYMEHTOB OLIEHKH 3$GEeKTUBHOCTU JIeKap-
CTBEHHOM TEPAIINU Y MAI[HeHTa C PeIKUM 3a60JIeBaHUEM SIBIIS-
€TCsI AUCITAaHCEPHO-IUHAMUYECKOe HabmomeHe. OJHAKO TOIb-
KO 15 PETHOHOB UMEIOT CUCTEMY JUCIIaHCEPHO-IUHAMUUECKOTO
Hab6IIOfEeHUS IS BCeX PEIKUX 3a60IeBAHUH U3 PETHOHAIBHOTO
repeyHsi. 80% CyObEeKTOB He MMEIOT TApUQOB Ha AUCIIAHCEPHO-
JUHAMHYECKOe HabIIoAeHe.

B 2018 roay B PO TONIBKO 10% MIALIMEHTOB C PeAKUMU 3a6051e-
BaHUSMHU HAIIPAB/ISUIUCH B delepaIbHble MEIUIIMHCKYIE Opra-
HU3aIIWH, 1/3 HALMEeHTOB He HAIIPAB/ISUTHCH AJISI OKA3aHUS CIIe-
LIUAJIU3UPOBAHHON U BBICOKOTEXHOJIOTMYHOM METUIIMHCKOM
TIOMOIIIY . JIeTH ITOJTyYaIX BCe BUABI IIOMOIIH Yallle, YeM B3pOC-
nble ( 84,7% Y 55,1% COOTBETCTBEHHO). Takie JaHHbIE TOBOPST O
HeO6XOOUMOCTU JaJIbHEeNIero GOpMUPOBAHMUS U COBEpIIEH-
CTBOBAaHUS CHCTEMBI HaOTIOAEHMS 33 300POBBEM ITALIIEHTOB C
PeOKUMHU 33a60/IeBAHUSIMHU .

AHayu3 TapuHBIX COIVIAIIeHU I CYOBEKTOB Ha 2019 IO YKa-
3bIBAET Ha TO, YTO MHOTHE PETHOHBI He HCIIONB3YIOT B pacuyeTax

MeULIVHCKIA pakypc

PEIIKUTTERHY PHAJ

Opl'aHVI3aLl,VIH CNCTEMDI NeYeHne pegknx 6onesHeil — 37O He
TO/NIbKO OAHa U3 Hanbonee CAOMKHbIX np06neM MeAuUUHbI U 34pa-
BOOXpaHeHUA, HO TaKXe CTUMYN ANnA pa3BUTUA B CTPaHe NepCcoHa-
I'IVI3VIPOBaHHOl7I mMmeanynHbl, UHHOBALMOHHOTO CbapMaLl,EBTVIHECKOFO
nponssoacTea un MeANLMHCKON HayKun B Lenom.

Mpu dopmrpoBaHuUM cTpaTerun B 06nacTv peakux 3abonesa-

HUI DOKYC BHUMAHNA HEOOXOAMMO HaNPaBUTb Ha KAYeCTBo U
NPOAOIKUTENBHOCTb HU3HM KAXKAOr0o PEAKOro nalneHTa, Ha
MHHOBALMOHHYI NepPCOHaNN31POoBaHHyto Tepanuio. YcnoBrem
(YHKLNOHMPOBAHNA MEAULMHCKOW MOMOLLN «PEAKOMY» NaLUeHTy
AOJIKHA CTaTb ee rapMOHK3aLMA CO BCEMU IeMeHTaMU CUCTEMbI
34paBOOXPAHEHNA B LLENOM.

[Ona pononuutenbHoit uHdopmaumu:
komitet2-2.km.duma.gov.ru/upload/site21/otchet_print.pdf

CTOMMOCTH 3aKOHYEHHOIO CJIydasl CTallMOHAPHOIO JIeUeHHUS
PEenKOro MarueHTa KO3QPUILIMEHT CIIOXKHOCTH JIEYEHMSI, a TaK-
SKe BBOIAT ITOHIDKAOIIHe KO3)PUIIUEHTHI, II03TOMY peajbHas
CTOMIMOCTb B CPE[HEM B 2 pa3a HHKE MAKCHMAaJIBHO BO3MOKHOM
CTOMMOCTH 3aKOHYEHHOIO C/Iydasl TOCITMTAIM3ALIUM DPEOKOro
60JIBHOTO.

HEOBXOAMUMO roCYAAPCTBEHHOE «OP®AHHOE» PErYJINPOBAHUE

HecmoTpst Ha ocoboe rocyapcTBeHHOe BHUMaHUe K 3peJIbIM
rPKAaHaM, OHO ITOKa He KOCHYJIOCh B3POCJIOTO «PeIKOro» I1a-
LIMeHTa, B pe3ynbrare MOITYIUTh SKU3HEHHO HEOOXOAUMYIO Jie-
KapCTBEHHYIO TEPAIIMIO ISl B3POCJIOTO MMAllMeHTa Ha IT0PSIOK
CJIO>KHee.

Ha 1 sHBaps 2018 roza obecriedyeHbl SKH3HEHHO Heo6XOmu-
MO¥ JIeKaPCTBEHHOM TepaIlheH 42% B3POC/IBIX [TALIMEHTOB U 62%
IeTeH.

JI71s1 IOBBIIIEHUS OCTYIIHOCTH ITaTOreHeTUYeCcKO Tepartuu
B 2019 IOy B IIpOrpaMmy obecriedeHHs] HEOOXOAMMBIMU Jie-
KapCTBeHHBIMU CPeCTBAMU GBUIM BKIIOYEHB! ITperapatsl It
JIEYEHUs JIETOYHOM apTepUAIBHON THMIIePTeH3UH, HUAUOIATH-
YeCKOHM TPOMOOLIUTOIIEHUYeCKOM ITyPIYPHl, UAHOIATHYECKOTO
JleroyHoro ¢pubposa.

B mepuon OpMHUPOBAHHUS CUCTEMBI MeAHLIMHCKOM IIO0-
MOIIY U JIEKAPCTBEHHOr0 ObecrieueHMs ITAlIMeHTOB C SKU3-
HEYTPOKAIOMINMU DeJKUMU 3260JIeBAHUSMU II0SIBHUINCH
«HOBBIe» pelKHe 32a60JIeBaHMS, HY>KZAIOLIHecsl B ToCyap-
CTBEHHOM «OP)AHHOM» PEryIMPOBAHUU : eDUIIUT JTH30COM-
HOM KHMCJIOH JIMIA3bl, UAUOIIATUYeCKU JIETOYHBIN $ubpo3,
MYKOIIOIHCcaxapuno3 IVA, xpoHHYecKkass TPoM603M60IH-
YecKasl JIeroYHasl TUIIePTeH3Usl U T.HA. Takue 3a60leBaHUS
MMeIOT PerHCTPHI TallMeHTOB, 3aPeriCTPUPOBAHHYIO Ha Tep-
puTOopHu PO 1eKapCTBeHHYIO TePAIIHI0, HO OHU He BHeCeHbI
B KaKkue-mu60 JIbrOTHBIE IIePeUYHU U IIPOrPAMMEI, II03TOMY
MalMeHThl MOT'YT IIOJYYUTh IbIOTHYIO IeKAPCTBEHHYIO Tepa-
IIHIO 323 CYeT 6I0/>KeTOB CyOBeKTOB PO TONBKO IIPH HATHYUU
UHBUIUIHOCTH,
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MeaULIHCKIM paKypc

MAPMAKOIKOHOMWYECKOE
HCCJIEJIOBAHHE
BOJIE3HH PABPH

MOZAENINPOBAHWE BAINAHWA ®EPMEHTO3AMECTUTE/IbHOW TEPATUN HA PASBUTUE
HU3HEYTPOXAIOLWMNX NCXOAO0B Y NMAUMEHTOB C OJIE3HbIO ®ABPU

BBEAEHUE

C 2001 T'. B MEAULIUHCKOM IIPAKTHKE IS JIedeHUs 601e3HU Pabpu (BD) HCIIomnb-
3YIOT CIelUdUUecKylo MIaTOTeHeTHYeCKyl0 GepMeHTO3aMeCTHUTENbHYI0 TepaIlHio
(®3T), KOTOpasl Ha HACTOSIIITUI MOMEHT CYHUTaeTcss Haubosee 30beKTHUBHBIM METO-
oM nedeHus: BO, B PO 3aperucTpUpOBAaHEBI IBA PEKOMOMHAHTHBIX GepMEHTHBIX
npemnapata ©3T [yis medyeHus ITalieHTOB ¢ BO:

e araicupasza anbda (Perutaran®, Shire), MMONMy4eHHBIM C UCIIOTB30BAaHUEM

KYJIBTHBHPOBAHHBIX Pr16P06IACTOB KOSKU UeIoBeKa;

e araicupasa bera (Pabpasum®, Cenzyme), IPOU3Be€HHBIH C IIOMOIIBIO TEX-
HOJIOTUU peKOMO6UHAHTHON JHK C HCIIONIB30BAaHHEM KJIETOK KUTAPICKOTO
XOMS4YKa.

O6a mpenapata s O3T coracHO MHCTPYKLUSIM 10 MeAUIIMHCKOMY IIDHMeHe-
HUIO IIpelHa3HaUueHBI JJ151 PeryISPHOrO II0XKH3HEeHHOT0 BHYTPUBEHHOIO BBeJeHHS.
Arancuiasa anbda BBOAUTCS BHYTPUBEHHO KAIleIbHO B Te€YEHUE 40 MUH. B 103€ 0,2
MT/KT MacChl Tejla 1 Pa3 B 2 HeJlelH. ATaJicHia3a 6eTa TakKe BBOAUTCS 1 Pa3 B 2 He-
JlesIv, HO B 03e 1 MI/KT U HayaJIbHAsi CKOPOCTh MHQY3UU He OJI’KHA IIPeBBIIIATH 15
MT/d, TIOC/Ie YCTAHOBJIEHUS TOJIe€PAHTHOCTH OHa MOSKET OBITh IIOBIIEHA.

B HaACTOSIIITHE MOMEHT 06a IIperiapaTa BIIIOYEeHH! B ItepeyeHb JKHBJIII U SIBIISIOT-
CS1 eUHCTBEHHOM 3aperuCTPUPOBAHHOM [TaTOreHeTHYeCKOH Tepanuelt st BO B PO,
BMmecre ¢ 3TUM O3T B PO II07y4YAIOT MeHee 50% IIallMeHTOB C JUAarHOCTUPOBAHHOM
B®, r1py 3TOM 6OIBIIMHCTBO M3 HUX HaXOAUTCS Ha TePAIIMU araJICHAAa30M anbda.

JaHHBIe 10 KIMHUYECKON 3PeKTHBHOCTH M 6e30I1acCHOCTH IperiapatoB 3T,
IIpeHAa3HAYEHHBIX IS JIeYeHUS HaI[eHTOB ¢ BO, 6p11u 060611eHbI B CHCTEMATH-
3UPOBaHHOM 0630pe Cochrane 13, BRKIIOYABIIEM CeMb KIIMHUUECKUX UCCIeOBAHUM.
ABTODBI JAaHHOT0 0630pa IIPUILIIH K BEIBOZAY, YTO O3T 110 CpaBHEHHUIO C I1a1iebo cTa-
TUCTHUYECKH 3HAYMMO BJIMSIET Ha SHIOTeTHAJIbHEIE JeII03UTHl ITI060TpHa03UIILIepa-
MUJZA, UYTO IIOATBEPsKAAET BO3MOKHOCTE BnusHus O3T Ha Iocienyomee pa3BUTHE
SKM3HEYTPOKAIOIIUX OCIOKHEHMM, a TakKke IIpefrionaraeT Gomnbiryoo 3¢deKkTHB-
HocTh @3T B cirydae 60j1ee paHHero ee Hayaia. [IOMHMO 3TOr0, 6bLIO IIPOJIeMOHCTPH-
POBaHO yIydllleHHe Ka4ecTBa KU3HU MAIMeHTOB 3a CYeT YyMeHbIIeHHs 60T,

Tabnuua 1. PyHKUMM pacnpeaeneHunii n 3HayeHus napameTpos,
MCMNO/b30BaHHbIE NPU MOAENNPOBAHNUM UCXOA0B.

JKcnept

Cepreit BanentnHoBuy Moucees

A.M.H., npodeccop, 3aBesyoLwmnn
Kadeapon, Bpay-peBmMatonor, AUpeKTop
KAMHUKK nmeHn E.M. TapeeBa
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Hamu 6bina nocmpoe-
Ha mamemamu4eckas
modesib, N03B0/AOUAA
paccqumams 4Uc/0
nayueHmos, y Ko-
mopbix npoucxodsam
HebsazonpusmHsbie
cobbImus CO CMOpPOHbI
cepdeyHo-cocyducmoli
cucmemsl U noyek,

8 3a8UCUMOCMU OM
CPOKa Ha3HA4YeHUs
npenapamos ®3T
nocne ycmaHosneHus
duazHo3a b® u onu-
mesnbHOCMU mepanuu
(HabnodeHus).

NapameTp ﬂ“”"'::-m:::r:?”"“:‘:}um Dcnomuenns co cToponbi nodek [ | KomBuewposannelil nexon / Combined
Parameter ey % i Renal complications oulcome i
Cardiovascular complications 3 ;
Pannee Ha4ano Omoxisisioe PanHes Havano Oucvaunce
Haano ©3T/ Hayano ©3T / .
Ipynna/ Group | ®3T/ Early start Delayed start of @3T / Early start Delayed start of bes ©3T / No ERT ®3T/ With ERT
of ERT ERT of ERT ERT
Pacnpeneneie / BeiiGynna/ Famia/ Gamima Beiibynna/ | Morropmansroe / | SxcnoHeHumansHoe / | SxcnoHeRLnansroe
Distribution Weibull : : ma Weibull Log normal Exponential { Exponential
Shape 0,565 5_',53_'0 0.3?5_ 4,331 0,025 0,013
Scals 376,085 217 354,702 2,004 0,000 0,000
q 0,000 -0,340 0,000 0,000 0,000 0,000

34

N°g // 2019



Kakux-11u60 JaHHBIX, KOTOPble YKa3bIBaJIU 6Bl HA CTATHU-
CTUYeCKU 3HAa4YMMOe IIPeBOCXOACTBO OJHOIO M3 IIpeliapaToB
ons @3T, mony4deHo He 6bUIO.B CHTY OTPaHHYEHUN AU3alHA
PKH, B YaCTHOCTU UX KPATKOCPOYHOCTH, IOJIS IIOATBEP>KOEHUS
BnusiHUS ®3T Ha pa3BUTHE OCTIOKHEHHUH 1 BEIKUBAEeMOCTD I1a-
LIMEeHTOB Heo6XOLMMO IIpOBefleHHe JJIUTENbHBIX KOTOPTHBIX
UCCIIeIOBAaHU, B TOM YHC/Ie Ha OCHOBAHUU PETUCTPOB. B paMm-
KaX OMHOT0 M3 TAKUX UCCIeMOBAHUI 289 B3POC/IBIX ITAI[IEHTOB
M 22 IAl[MeHTa JeTCKOT0 Bo3pacTa ¢ B®) 6110 IT0KA3aHO CTATHU-
CTUYeCKU 3HAUMMOe II0JIOKUTEIbHOE BIIUSHHUE OJIUTEIbHOrO
npueMa periapatoB ®3T Ha CHUKeHHe YPOBHS TUIIepTPOPHUU
JIEBOTO JKETY0YKA (OIleHHUBAJIACh HA OCHOBAHUU H3MEHEeHUS
HHEKCA MaCChI JIEBOTO JKeIyA04YKa) U YIyUIlleHHe [I0YeYHOM!
byHKUIUU (OLleHMBaIach Ha OCHOBAHUU H3MEHEHUSI CKOPO-
CTU KITY60YKOBOM QMIBTPALIUY U PUCKA IIPOTEUHYPUH).

CTaTHUCTHUYeCKU 3HAYUMBIX PA3IMYUN MeXKAy IPYyIIaMU
MALMeHTOB,I0JIYYaBIINX aTrajCUAa3y aabda M arajcupasy
6eTa, BBISIBJIEHO He 6bUIO. B HMCCIeIOBAaHUM, CPABHUBABIIEM
Pe3yJIbTATHL 5-JIeTHEro JIeYeHUs araicuaa3on anbda 740 mna-
LIMEHTOBL C ONY6IIMKOBAHHBIMU AAHHBIMU JIJISI TIALIMEHTOB,
He nony4daromux ®3T, 6bUI0 ITOKA3aHO 3aMeJjIeHHe YXYIIIIe-
HUS QYHKLIUU I[10YeK U PAa3BUTUS TUIIePTPOPHHU JI€BOTO SKely-
[O4YKa y [IALIKeHTOB, II0JIy4aBIIUX TePaIluio. TakoKe OIS 3TUX
MAIMEeHTOB GBI HIKEe PHUCK PA3BUTHUS KU3HEYTPOSKAIOIIIX
OCJIOKHEHHUM, a ITPOSOJIKUTENIBbHOCTh KU3HU 3HAYUTEIBHO
BBIIIIe (MeOHaHa 77,5 JIET Y MY>KUYKH, [I0JIYYaBIINX TEPAIIUIO,
10 CPAaBHEHUIO C 6@ TOaMH y He IIOJIYYaBUIMX TEPAIIHIO)
(puc. 1). Eme omnuH aHanmu3 6a3sl JaHHBIX FOS moxasan, u4To
paHHee Hauyano O3T arancuzgasor anbda mocie MaHudecTa-
LMY CUMIITOMOB B® (MeHee 24 Mec.) 6bUIO CBSI3aHO CO CTATH-
CTUYEeCKU 3HAaYUMO MEHBIIEH YacTOTOM HeO6JIArOIIPUSITHBIX
COBGBITUMI CO CTOPOHEI CepAEeUYHO-COCYLHUCTOM CUCTEMBI U II0-
4YeK II0 CPAaBHEHUIO C OTIO0XKeHHBIM Haudanom ®3T 24 mec. U
6oree rocie MaHU(eCTallMH CUMIITOMOB B®): OTHOCHUTEID-
HBII puck (OP) — 0,48 95% HOBEPUTENbHBIN HHTepBal (1)
0,38-0,70 1 OP @,54 95% [JU ©,37-0,79 COOTBETCTBEHHO @ (pHC.
2-3).

MATEPWUAJIbI U METO bl

HaMu 6bl1a IIOCTpOeHa MaTeMaTH4ecKasi MOJAenb, IIO0-
3BOJISIFOIIAS. PACCUMTATh YMCJIO [IAIIMEHTOB, Y KOTOPHBIX IIPO-
UCXOISAT HeOJIArONpPUSATHBIE COOBITHSI CO CTOPOHBI Cepred-
HO-COCYUCTOM CHUCTeMBl U I10YeK, B 3aBUCHMMOCTU OT CPOKa
HasHaueHUs IperiapatoB @3T 1ocje YCTaHOBIEHUS AUarH03a
B® U IINUTENBbHOCTU Tepanuu (HabmomeHus). LI IocTpoe-
HHS MOJEJIH U KMCII0Nb30Banach rmporpaMma EXCEL 13 mmakeTa
Microsoft Office (Microsoft, CIIIA) U cpefia CTAaTUCTHYECKUX
BBIYUCIEHUHN R (GaKy/IbTET CTATUCTUKY YHUBEPCUTETA Memb-
6ypHa, ABCTpaIus).

B OCHOBe MOZEIHU JeXKAT OIyOINMKOBAHHBIE JAHHEIE O Ya-
CTOTEe Pa3BUTUS OCIOKHEHUN CO CTOPOHBI CepAeYHO-COCYLHU-
CTOM CUCTeMBI U IT04YeK B 3aBHCUMOCTHU OT AJIUTeNbHOCTH O3T
y MaLMeHTOB C PAaHHUM M OTJIOKEHHBIM HadaJIOM Teparku
arajcupgasol anbda IIoC/Ie YCTAaHOBJIEHUS AuarHosa BO. [o-
IIOJTHUTEIPHO HAMU 6blIa PACCYUTAHA BEPOSITHOCTD HACTYIIIe-
HHSI KOMOMHUPOBAHHOTO HUCX0Za (CMepTh, HHCYJIBT, OCJIOSKHE-
HHSI CO CTOPOHBI C€PJIeYHO-COCYJUCTON CUCTEMBI MM I10YEeK)
[LJIS TIALIEeHTOB ¢ BO, Iony4danmux 1 He II01y-YaoluX arai-

MeULIVHCKIA pakypc
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Ta6n|/|u,a 2. Y1ncno naymeHToB C OCIOXHEHUAMM CO CTOPOHbI
Cep,U.GQHOCOCy,ElI/ICTOVI CNCTeMbl C MOMEHTA Havyana Ha6l'HO,U.eHI/|ﬂ.

Yucno
Topbi | MpunospHem | Mpw patiiem :
B Mopeni / uapqanu ®37/ naal:anre ®3T/ Zﬁ%“;;::‘::?u:;:
Yearsas | Latestartof | Early start of
modeled ERT ERT number of prevented
complications
2 39 19 0
3 47 23 )
L 52 2 =25
: 56 30 26
6 59 33 D7
g 64 37 =%
8 66 39 o7
10 68 41 o7

cupasy anbda, Takke Ha OCHOBAaHUU OIYOIUKOBAHHBIX pe-
3yJIBTATOB JAOJITOCPOYHOT0 HAGIIOAATEIBHOIO UCCIIeA0BAHMS .

AHAJIOTUYHBIX OITy6JIMKOBAHHBIX IAHHBIX JJIST aTJICUIA3HI
6eTa HalaeHO He 6bUI0. [|JIs IIOCTPOEHHS MOMEIH Ha OCHOBA-
HUU OLIMPPOBAHHBIX ONYOIHKOBAHHBIX KPUBBIX BHIKHBAEMO-
CTHU (0 BpeMeHU HaCTYIUIeHUS U3y4aeMOro COOBITHS) B Cpeie
CTATUCTUYECKUX BBIYMCIEHUN R GbUIM PEKOHCTPYHPOBAHBI
HHIUBUAYAJIbHbIE JAHHBIE IS MalleHTOB ¢ B® U ITOCTPOEHHI
HapaMeTpUYecKue MOAeNu GQYHKIIUN BBDKHBAEMOCTU 24,25.
COOTBETCTBHE II0JTYUeHHBIX MOJIe/Ie BBKMBAeMOCTU KPHUBBIM
BBIKMBA€MOCTH, TIOJTYYeHHBIM B HCCIIEIOBAHUSIX, MOKHO OlLle-
HUTH I10 IPEACTABIEHHBIM I'paduKaM (CM. PUC. 1-3 ). MeTomH-
Ka PacyeToB IIpHBeAeHA B GopMysiax 1-11. KOHKpPETHBIE BHIBI
pacrpeneneHus sl KaKAOro M3y4aeMoro MCX0o4a GbUIM BhI-
6paHbl Ha OCHOBAaHUH HATMYMS CTATUCTHUYECKOM 3HAUNMOCTH
I1apaMeTpOB pacrpeneneHus (Tabm. 1).

[Ipy MOIENUPOBAHUM BBIKUBAEMOCTH 6e3 KOMOHUHHPO-
BaHHOI'O MCXOJA Yy IalueHToB ¢ B®, mony4yaromux ®3T, 1o
CPaBHEHHUIO C ITallMeHTAMM, He IMIOJYYAIOU[MMU TepaIHio,
6bUI BRIOPAH HECKOJIBKO OTIMYAIOLIMICS IIOAXON. BBRIKMBae-
MOCTb 6e3 M3y4aeMOro UCXOAA IJIsI TPYILIIHI [TALIEeHTOB, He I10-
nyvaromux O3T, 6pU1a CMOAETHPOBaHA HA OCHOBAaHUHY KPHUBOH
BBIDKMBAeMOCTH TaK, KaK 6bIJIO OMIMCAHO BhIIIE. FICXOMHO 3TU
JaHHbIe OBUTH IOJYYEHBI [JIs1 TPYIIIIBL ITALIMeHTOB, [IOTyYaB-

Ta6nmua 3. Yncno naumeHToB C OCIOXHEHUAMMN
CO CTOPOHbI MOYEK C MOMEHTA Havana Ha6mo,quM;|

. Yucno
[ 0] Mpu nosatem | Mpu paniem
B Mofienu / lt:'iane @37/ uagani @37/ I:mmef“ﬁ:
Yearsas | Latestartof | Early startof number of prevented
modeled ERT ERT complications
1 18 10 -8
2 28 15 -13
3 36 19 -16
4 41 23 -18
5 45 26 -19
6 49 29 =20
T 52 32 =21
8 55 34 =2
9 57 36 21
10 59 38 =
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IUX IUtalebo B UcCaenoBaHUU Banikazemi, 87% B rpymme co-
CTaBJISUIH MYKUYHMHBEI, B Koropte FOS (monmyuaBiue ®3T) moss
MY3KUMH ObIA 3HAUUTEIBHO HIKE — BCETO 48%. [I0CKOJIBKY
M3BECTHO, YTO ITPOrHO3 B® [is >KeHIIHH 60j1ee 6GIarompu-
SITeH, YeM JJIS MY>KUMUH, B HaIlllell MOZEIU [JIsi CPAaBHEHUS
6BUTU HCIIOJIB30BAHBI JAHHBIE 10 BRIXXKKMBAEMOCTH TOJIBKO IS
MY3KUMH K13 KoropTel FOS. Tak Kak B IyGIHKALIUY GBIIA IIPH-
BeleHa KPUBasi BBIKMBAEMOCTHU IJIs1 BCeM KoropThl FOS,Hala
Mogenb 6pUIa ITOCTPOEHA Ha ITPHUBENEHHOM YacTOTe KOMOHUHU-
POBAHHOI'O MCXOMa Y MY>KUHH 26% II0CJIe 2-JIeTHero Iepuoga
Tepaluuy) U IIPeAIIONoKEHUM, YTO BEPOSITHOCTh JAHHOIO HC-
XO0[la OCTAeTCSI BCe BpeMsl OLMHAKOBOM M He 3aBUCUT OT IIPO-
IOJIKUTEIBHOCTH TEPAITHU (TO eCTh 6BUIO HCIIOIB30BAHO 3KC-
[IOHEHIIHAJIFHOE PaCIIpefeieHue).

TOpU30HT MOZEIHMPOBAHUS COCTABUII 10 JIeT [JIS OLIeHKU
4HCIa HeGIAroNPUSTHBIX HCXOJOB Y ITAlIMEHTOB C PAHHUM
U 11o3gHUM Hadaysiom O3T. [I1 OLleHKM YHC/Ia UCXOOO0B Y I1a-
LIMEeHTOB, MOJYJYaIOIIUX 1 He Imonydanmux O3T (araicumasy
anbda), 6bUI BEIOPAH FOPU30HT 5 JIET, TAK KaK PeaIbHBIH [I€PH-

[ins pacyeta BEpOATHOCTU CEPAELYHO-COCYANCTBIX M MOYEUYHbBIX OCI0XK-
HeHUI y nauneHToB ¢ B npu paHHem Havane ®3T 6bina ucnonb3oBaHa
topmyna 1: SurvFunc = Exp (-A*ty),

rae SurvFunc — 370 BEPOATHOCTb HAXOXAEHUsA B COCTOAHUM; t — Bpems;
A\ — napameTp, onpeaenstoLmnii MaclwTab pacnpeneneHus, paccunTbiBa-
towniics no popmyne 2: A = exp (-scale*shape),

raoe A — napamertp, onpefenstowmin hopmy pacnpeseneHuns, paccymTbl-
Batowuiics no dopmyne 3: A = scale.

BepoATHOCTb OCNIOXKHEHWUI CO CTOPOHbI CEPAEYHO-COCYANCTON CUCTEMbI
y naunenToB ¢ B® npu otnoxeHHom Havane P3T 6bina paccymtaHa no
topmyne 4: SurvFunc = 1 — HopmPacnp ( (log(t) — p) / o),

rae SurvFunc — 310 BEPOATHOCTb HAXOXAEHUsA B COCTOAHUM; t — Bpems;
Y — napameTp, onpegensolmnii Macltab pacnpegeneHus, paccunTbiBa-
fowmiica no opmyne 5: A = shape, rae 0 — napametp, onpezensowum
thopmy lpacnpeneneva, paccuuTbiBatoWwuminca no hopmyne 6:

o =scale.

Pacuet BepoATHOCTM OCMIOKHEHMUI CO CTOPOHbI NOYeEK Y naymeHToB ¢ b®
npu oTnoxeHHom Havane ®3T npoBoamnca no hopmyne 7:

SurvFunc = 1 — HopmPacnp ((log(t) —A) / y), rae t — Bpems; A — na-
pameTp, onpeaenstownii MaclwTab 10OrHopManbHOro pacnpeseneHus,
paccuuTbiBatolwuiica no dopmyne 8: A = shape, rae y — napametp,
onpegensaoWwni hopmy pacnpeseneHuns, paccumtbiBatowuiics no dop-
myne 9: A = scale.

Pacyer BepOATHOCTU KOMOGMHUPOBAHHbBIX UCXOA0B Y NaLueHTos ¢ bO,
nonyyawwmx u He nonydatowmx ®3T, nposoauncsa no hopmyne 10:
SurvFunc = exp (-A*t),

rae t — Bpems; A — napametp, onpeensouuin macwrad N1orHopmanbHo-
ro pacnpegeneHus, paccunTbiBatoWminics no popmyne 11:

A = exp(-shape).

Ta6nuua 4. Y1cno KoMGMHUPOBAHHBIX MCXO0B
(cMepTb, MHCYNLT, CEPAEYHOCOCYANCTbIE N MOYeY-
Hbl€ OC/IOXHEHUSA) C MOMEHTA Hadyana HabnoaeHus.

Fogbl . | Mauwentsl | MpepovBpalyeHHble
B Mogent / gasllﬁmﬁ:; Ha ®3T / cuﬁ:tma /
Years as without ERT Patients with Prevented
‘modeled ' ERT outcomes
1 26 14 -12
2 45 26 =18
3 59 36 -23
4 70 | 45 =25
5 83 53 -25
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ol HabIIoeHUsl, Ha OCHOBAaHUHU KOTOPOT'O CTPOMJIACH MOZEIE,
6bUI 3HAUYUTEIBPHO KOpOUe, YeM B HCCIIeOBAHUM, H3ydaB-
1IeM HCXOZBI B 3aBUCUMOCTH OT BpEMEHU Hauajla TePAIIUHU,
Hcxonsl MOAEIUPOBAINCH ST YCIOBHOM KOTOPTHL B 100
YyeJI0BeK. B ITOCTPOEHHBIX MOJEISAX AJIS KasKAO0r0 rofa HaXox-
JEeHUS B MOJIE/IU OIIPEeIsIOCh YK CIIO ITALIeHTOB, Y KOTOPBIX
Pa3BMINCH M3y4YaeMble SKHM3HeyIPOsKAIOIIHe HUCXOOBI, U pac-
CYMUTHIBAIACEH PA3HULIA MEKAY CPABHUBAeMBIMU I'PYIIIIAMU.,

PE3Y/IbTATDI

B pe3ynbTaTe MOIEIHNPOBAHUS OBUIM PACCUUTAHO YUC-
JIO MALIKMeHTOB C B®, y KOTOPBIX Pa3BUJIUCH SKU3HEYIPOXKAI0-
IIKe OCJIO’KHEHUS B 3aBUCHUMOCTU OT CPOKA Hadala Tepariuu
araicugason anbda (Tabnm. 2-3.) B Tabnule 4 IpencTaBIeHbI
II0JIly4eHHble HaMH De3yJIbTaThl JOIIOJHUTEIBHOIO MOMEeNIU-
POBaHUSI, B KOTOPOM CPAaBHUBAJIKMCh MCXOABI OIS IIALIKEHTOB,
II0JIY4YaBIINX aTICHAA3y ajbda U He MOMy4aBIIUX IIpeliapa-
ThI ®3T. Kak BUIHO 13 Ta6GIHIIEI 2, paHHee (B [IepBHIE [Ba FofAa
TI0CJIe TIOSIBJIEHUST CUMIITOMOB) Ha3HaUYeHMe arajCH/Iasbl ajib-
da mo3BONSET AOIIOMHUTENIBHO IIPeNOTBPATUTh He6Iarompu-
SITHBIE CE€PeYHO-COCYLUCTHIe COOBITUS V 26,9% ITALIEHTOB B
TeyeHUelo jieT npoBefeHus ®3T.

Takke paHHee Hadawio 3T I103BOJISIET [OOIOIHUTENb-
HO MPEeNOTBPATUThH HEeO6JIATONPUSTHBIE ITOUYEYHBIE COGBITHS
y 20,8% MalleHTOB B TeYeHHUe 10 JIeT Tepanuu. Clenyer oT-
METHUTh, UTO II0 Pe3yJabTaTaM MOJEJINPOBAHUSI 4ACTOTA He-
6JIACOTIPUSITHBIX COOBITUI CO CTOPOHBL CEPAEYHO-COCYAUCTON
CHCTeMBI U I104YeK PA3/IN4aeTCs B IPyIIIax [MALIKMeHTOB IIpU-
6JIM3UTENIBHO B 2 pa3a, IIPU 5TOM JaHHAS TeHIeHIUS 6oiee
BBIDa’KeHa B I[IePBLIe 5 JIEeT.

Pe3ynbTaThl MOJENINPOBAHUS, IIPE[CTaBIeHHbIe B TabIU-
1ie 4, TI03BOJISIOT CAENIaTh BBIBOJ, O TOM, YTO Ha3HAYEHUe araji-
cuzasel aibda B TeUeHHe 5 JIeT [103BOJIseT IIPpefOTBPATUTh UH-
CyJbT, CEpLEYHO-COCYAUCTRIE, II0UYeUHbIe OCIOKHEHUS, UIN
CMEepTh Y 25% IIAL[UeHTOB.

OBCYXXEHUE

B pe3ynbTaTe MOJEIHMPOBAHUS GbUIO ITPOAEMOHCTPHUPOBA-
HO, 4TO ITpoBefeHre ®3T B TeYeHUe 5 JIeT MOXKET COKPATUTD
YHCI0 SKM3HEYIPOSKAIOIIUX OCIOKHEHUM Yy MalMeHTOB C B®
Ha 25%. Taroke 6BII0 ITOKA3aHO, YTO PAaHHee Ha3HAUYeHUe IIpe-
napatoB @3T (B TeueHUeE ABYX JIET II0CJIe TIOSBIEHUS CUMIITO-
MOB) [103BOJISIET 3HAYUTEIBHO YIYYIIHUTh UCXO/bI ITALIIEeHTOB
¢ B® U [OOIOJIHUTENBHO (II0 CPaBHEHUIO C 60jiee ITO3OHUM
HavyaJIOM TEpaIIMH) IIPeAOTBPATUTb OCHOBHBIE OCIOKHEHUS
6osee, YeM y 20% HalueHTOB. CYyLIeCTBYIOT OCHOBAHUS IIO0-
JIaraTh, YTO TIOMUMO CHHKEHUS YaCTOTHI HEGIArOIIPUSTHBIX
COGBITUM, TaKKe 6yZeT HabIIOZaThCS ITOBBHIIIEHHE KayecTBa
SKM3HU MAI[MEHTOB, B T. Y. 3a CYET CHUKEHUS 6OJIEBBIX OIILY-
IIeHUH.

CnenyeT OTMETUTD, UTO B HAIlIEM UCCIEJOBAHUU MBI BbI-
HYKIEHBI 6BIIM OMMPAThCSI HA JAHHBIX 3apPYOEsKHBIX PEeru-
CTPOB, a POCCHUMCKas IIOMYJISLIMS MOXKET 3HAUUTEIbHO OT-
JIMYAThCS M3-32 ropasfo GOJIBIIEro YMciIa MAlEeHTOB C yiKe
Pa3BUBIIUMUCS OCIOXKHEHUSIMU, B TOM YHCJIE H3-3a IO3HEH
IIOCTAaHOBKHM JUarHo3a.

B HacTosIIee BpeMsI CYILIeCTBYIOT OUeBUAHBIE CJIOSKHOCTH,
CBSI3aHHBIE C HECOBEPIIEHCTBOM IIPOLIeCCA BBISBIEHUS ITAIIU-
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eHTOB — IIPOsIBIIeHU s B® IIpU OTCYTCTBHUHU OCBELOMJIEHHOCTU
03260/1€BaHUU JIETKO IIPUHSTH 32 CUMIITOMBI HHBIX 3a60J1eBa-
HU. TakUM 06pa30M MOXKHO IIPEAII0NIAraTh, YTO MHOTHE I1a-
LMeHTHI ¢ BP B PO He MMeIOT YCTAaHOBJIEHHOIO JUarHo3a U He
II0Iy4YaloT aieKBATHOIO JledeHUs . [JJIs COBepIIeHCTBOBAHUS
poliecca JUArHOCTUKY U YBeJIMYeHHU s JOIU TalleH TOB, 3a-
601eBaHMe Y KOTOPHIX BBISBISETCS Ha PAHHUX CTagUSIX, He-
06X0IMO ITOBBIIIIEHHE OCBEAOM/IEHHOCTH Bpaueli o b,

IIpo6ieMa BeLeHUS ITALUEHTOB ¢ B® B PoccHU CBsI3aHa C
LIeJIBIM PSIIOM IIPUYMH, Cpelu KOTOPBIX — HU3KAsl OCBELOM-
JIEHHOCTb Bpauel IepBUYHOTrO0 3BeHa 0 60e3Hu ®abpu, CBs-
3aHHAS C 3TUM IIO03[0HSS OUATHOCTHUKA, OTCYyTCTBHE eLUHOK
MapUIPyTU3ALIUU Ha PEerMOHIbHOM U defepasbHOM YPOB-
He. PeKOMeH/J0BaHHas B PefilepalibHBIX LIeHTPax Tepanus B
YaCTO OCIIapUBAETCS JIU60 He BBIIIONHSIETCS B perHOHAax, UTO
MOKET 6BITh CBSI3aHO C HEJIOCTATKOM ITOHMMAaHUS ITPO6Ie MBI
BO U nedULTUTOM PETHOHIBHBIX OIOKETOB.

IIpuMep C PSAOM APYTHUX PeIKUX, XPOHHYECKUX LOpOro-
CTOSIIIUX 326071eBaHU, BRKIIIOUEHHBIX B 2008 T'. B [IPOrPaMMY
«7 HO30JIOTHUM», PAaCUIMPEHHYIO B 2018 T, ellle Ha IISITh 3aboie-
BaHUH, IOATBEPKAAET, UTO JOCTYII K JOPOTOCTOSIIEH, HO 3¢-
(PEeKTUBHOM MaTOTeHETUYECKOHM TepaIlMU MOKHO YIYYIIUTh,
nepeHecss GUHAHCUPOBAHUE JIeKAPCTBEHHOI0 obecIieyeHUs
Ha QenepanbHBIN yPOBeHb, B HACTOsAIIeM MCCIeLOBAHUU He
IIPOBOAWIMNCH HU OLIeHKAa 3aTpaT Ha IIpoBefeHue O3T, HU
cpaBHeHUe 3aTpaT Ha 3T c HCIIONb30BAHUEM OLHOILO WUIH
OPYroro mperapara B CUIy TOTO, YUTO 3aTPaThl HA TEePAIIHIO BO
MHOI'OM OIIpefeISIF0TCS. MacCOM Tejla MalyeHTa. Tak, y Halu-
€HTOB C MacCOM Teja OT 52,5 A0 7@ KT 3aTPaThl 3a [0, TePAIIUU
araycuaal3on anbda COCTABAT 11,12 MIIH DybOien!, a araiacu-
Ja3ol 6eta — 9,62 MIH py6eli. B To >ke BpeMs y IallMeHTa
C Maccou Tena 6ojee 70, HO MeHee 87,5 KI' MeHee 3aTPaTHEIM
SIBJISIETCSI UCIIONBb30BAHME arajcuaassl anbda: rof Tepanuu
6ymeT CTOUTH 13,91 MJIH II0 CDABHEHUIO C 14,43 MJIH Dy6JIeH.
IIpYU Ha3HAYEHUU arajICUaa3kl 6eTa.

TakuM 06pa3oM, ITPU OTCYTCTBUU J0KA3aTENbHBIX JAHHBIX
0 KIMHHUYECKOM IIpeHMMYIeCcTBe OLHOIO MM APYroro Iipe-
raparta Jiedal[ui Bpad AO/KeH WUHAWBUAYAJIbHO BBIOMPATH
mpenapar mjis nauueHTa. [IpoBeaeHue O3T, Kak U JII060r0
IPYroro IaToreHeTUYeCcKOIo jieueHUs IIpU OpPaHHEIX 3260-
JIeBAaHUSX, TpebyeT 3HAUUTENbHBIX PHUHAHCOBBIX 3aTpPaT, KO-
TOpPble B HACTOSIIIIUIM MOMEHT BO3JIO’KEHBI Ha OrpaHHUYEeHHbBIe
peruoHaabHble 6I0KeTH . Kak CIefACTBHeE, OIS MHOTHX MallH-
eHTOB C B® orpaHu4YmnBaeTcs AOCTYI K ®3T, 4YTO IPUBOLUT K
TOMY, YTO TepaIus eCIM U HAa4YUHAeTCsl, TO CO 3HAUYHUTeIbHBIM
OIO3JaHHEM, KOTrAa ee LIeHHOCTD ISl MallkeHTa CHUYKAETCS.
IIpu 3TOM C/lefyeT OTMETUTh, YTO IIOCKOJIBKY GOJIBUIMHCTBO
MaLMEeHTOB ¢ BD SBISIOTCS TULIAMU TPYLOCIIOCO6GHOr0 BO3pac-
Ta, BT. Y. B BO3PACTe [I0 40 JIeT, 3a7ja4y obecriedeHUs JOCTYyIIa
MALIMeHTOB K JIeYeHHI0 MOXKHO OTHEeCTH K CTpaTerrn4yecKUM
33a4aM CHUCTeMBI 3[paBOOXpaHeHUs PO,

3AKJIOYEHUE
PaHHee Hadano pepMeHTHO3aAMeCTHUTEIbHOMN TepalluH y
MallMeHTOB C 60y1e3HpI0 Pabpu ITO3BOJISET CYIIECTBEHHO 3a-
MeJIMTDb Pa3BUTHE Y HUX TSDPKENBIX, SKM3HEYTPOXKAIOIIUX OC-
JIOKHEHUH, YBeJIMYUTD IIPOA0JIKUTENIBHOCTD U ITOBBICHUTD Ka-
YeCcTBO UX XKHU3HU.

MeULIVHCKIA pakypc

PEIIKUTTERHY PHAJ

PUCYHOK 1. BEPOATHOCTb OTCYTCTBMA KOMOMHMPOBAHHOTO UCX0AA
B 3aBUCMMOCTU OT AAaBHOCTW HabNtOAEHNSA Y NALWEHTOB, NoJyYato-
WKMX 1 He monyYalowmx hepmeHTo3amecTuTenbHyto Tepanuio (O3T).
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PucyHoOK 2. BepoATHOCTb OTCYTCTBMA OC/IOXHEHMWIN CO CTOPOHBI
CepAeYHO-COCYAMCTON CUCTEMbI B 3aBUCUMOCTM OT JABHOCTU Ha-
61t04eHUsA Y NALMEHTOB C paHHWUM (0 2 €T C MOMEHTa NOCTaHOBKM
AMarHosa) v nosgHum (2 roga u Nosxe) Hadanom pepmeHTosame-
ctutenbHoit Tepanuu (®3T).
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PUCYHOK 3. BEpOATHOCTb OTCYTCTBUSA OCNOMHEHUI CO CTOPOHBI MOYEK
B 3aBMCMMOCTY OT 4aBHOCTU HabN0eHNA y NALMEHTOB C paHHUM (10
2 1eT C MOMEHTA NOCTaHOBKM AnarHo3a) 1 no3gHum (2 roga v nosxe)
Hayanom epmeHTo3amectutenbHom Tepanuu (G3T)
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Bce pacyeTbl OCHOBAHbI Ha 3aperuCTPUPOBAHHBIX UHCTPYKLUMUAX MO Me-

an

UWHCKOMY NPUMEHEHUIO NpenapaToB U LieHax B NepevyHe XU3HEHHO

Heo6X0ANMbIX 1 BaXKHEMWNX NeKapCTBEHHbIX NpenapaTos, 6e3 yyeta
Toprosbix Hag6asok u HJC.



PEI[HI/HU/I @yPHAH MeOMLIVHCKA pakypc

HPUMEHEHHE

HEPCOHA/IM3UPOBAHHBIX
TEXHOJIOT Y JIJTA OIITUMHA3AIIANA
JIEYEHHA TAIIHEHTOB
C HE3ABEPIHIEHHBIM
OCTEOTEHE30M

FOCYAAPCTBEHHAA ITPOTPAMMA POCCUNCKOW ®EAEPALIMN «PA3BUTUE 3/]PABOOXPAHEHNA»,
YTBEP/JEHHAA TOCTAHOBJIEHVEM [IPABUTEJ/IbCTBA POCCUNCKOWN ®EAEPALNN OT B
26 IEKABPA 2017 T. N 1640 «OB YTBEPY/IEHUN TOCY/JAPCTBEHHOM TPOTPAMMbI POCCUNCKON
PEAEPALMNN «PA3BUTUE 3JPABOOXPAHEHWA» (C UBMEHEHUAMM, YTBEPXKAEHHbIMU .
[TOCTAHOBJ/IEHWEM TPABUTEJIbCTBA P® OT 18 ABI'YCTA 2018 I. N 970 «O BHECEHUWN N3MEHEHUN
B HEKOTOPbIE AKTbI [TPABUTE/ILCTBA POCCUVCKOW ®EAEPALNN»)

AHHOTALINA

HacTosimass MeqUITMHCKASL TeXHOIOTHUS «[IpUMeHeHUe ITIepCOHATU3UPOBAH-
HBIX T@XHOJIOTHM [JJISI OIITUMH3ALMU JIedeHUs ITallMeHTOB C He3aBepIIeHHBIM
ocTeoreHe30M» pa3paboTaHa A ONTHMHU3ALUU JIedeHHUsI GOJIIBPHBIX C He3aBep-
LIeHHBIM ocTeoreHe3oM (HO) ¢ MCIIONIB30BaHMEM ITpellapaTta IPyIsl 6ucoocdo-
HaTOoB ([ITaMUAPOHAT) B T.4. y HALIMEHTOB JEeTCKOT0 Bo3pacTa. Ha doHe mpoBogu-
MOTIO JIe4eHHUs OTMedaeTcs yAy4lleHHe COCTOSHUS MAallMeHTOB: IIpeKpallleHHe
WU BBIpOKeHHOe ocnabneHue 60jer B KOCTSIX, ITOBBIIIeHMHe QU3NUYECKOM ak-
THBHOCTU, YMEHBbIIIeHHe KOJIUYeCcTBa I1epeIoMOB. Koppensuu BEIPaskeHHOCTH
sbdexTa neveHUs [IM C TSSKeCThIO U TUIIOM 3a6071eBaHUsI 06HAPY>KEHO He 650,
Hicrionb30BaHHEe TeXHOJNOTHMHU II0KA3aHO Y IMAL[MeHTOB C PAa3MUYHBIMHU THUIIAMU
He3aBepIIeHHOTO0 ocTeoreHesa (mpexxzae Bcero I, II, III, IV) B Bo3pacTe 1 roga u
cTapuie. I peasiM3alluy JAHHONM MeLUIIMHCKOM TeXHOJIOTUU IIPOBeeHO He-
CKOJIBKO 3TAIIOB HCCIENOBAHMUS:

1. ®opMUpOBaHUe BbIGOPKU GOJIBHBIX [JIs1 IPOBeleHUS IeueOHBIX MePOIIpU-
ATUHN

2. JledeHUe 6ONBHBIX, ONIpefeleHHe 3QPeKTUBHOCTU IOA00PaHHON HHAUBH-
LyaJnbHOMN Tepanuu

Bcero B ucciegoBaHUe GbII0 BKIIOUEHO 15 ITAIIMEHTOB JeTCKOTO BO3pacTa,
CTPafAIONIUX He3aBepIIeHHBIM OCTeoreHe3oM. IlomaBisiouiee GOIBIIMHCTBO
60onbpHBIX UMenH I, III xau IV, Bo3pacT 607bHBIX COCTABHII 1 TOJ U cTaplue, IIpo-
JIOJIKUTEIBbHOCTD 3260/1eBAaHUS B CPeTHEM COCTABHMJIA OT 1 FOJia 10 19 JIeT

Tsi>ReCTh 3a60/I€BAaHUS Y IALIMEHTOB BADhUPOBAJIA U IIPEKe BCeTo OIIpesesisi-
JIach TUIIOM 3260j1eBaHUsI. OCHOBHBIMU >Xajl06aMU Y BCeX ALIMEHTOB / KX POIU-
Tesler ObIIU PeLIAUBHUPYIOIIHe IIepeIoMbl, 06YCI0BIeHHbIE 3TUM AedopMalluu
KOCTeH (IIpeske BCero IJIMHHBIX TPY6YaThIX KOCTEIH HOT), YTO IIPHUBOJIUIIO K CY-
LIeCTBEHHOMY OFPaHUYeHHUI0 PM3UUeCKON aKTUBHOCTH Y MHOTUX IIAIIMEeHTOB.
VY 4acTH MMalHueHTOB TaKKe OTMeYaIMCh OCCAITHU. [lepes HasHayeHHeM [TaMu-
IPOHATa BCeM MallMeHTaM IIPOBOAMINCEH OOIIUIM KIMHUYECKUN U 6HoXUMUUe-
CKHUM aHaIH3bl KPOBHU, B T.4U. OIpefeNsIcS YPOBeHb KaabLusg, dochopa, Mar-

38

Memooduueckue perkomendayuuno meouUUUHCKOI MEeXHOA0UL

JKcnepT

HazapeHko Jliogmuna NMasnosHa,

LOKTOP MeAMLMHCKMX HayK, npodeccop,
3acnyxeHHbln Bpay P®, 3amectutens
AMPEKTOPa No Hay4yHou 1 neyebHo
pa6ote HAN meanuUMHCKOR reHeTuKkm
Tomckoro HUML, pykosoautens
nabopatopuu HacneaCcTBEHHON NaToNOrMn
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PRI QY PHAT

HUS, KUIHUS U BUTaMUHA D. C L1ebI0 KOHTPOJIS IIOKa3aTelell KPOBU (YPOBEHb
SPUTPOLIUTOB, JIEHIKOLIUTOB, TPOMOOILIUMTOB, IIelo4HOM pocdoTasrl, UMMYHO-
r1no6ynuHOB A,M,G U BBISIBJIEHUS TUIIePKATbIIMHAEMUN) AaHATHU3Bl KPOBU ITPOBO-
JUIIKUCh U 110 OKOHYAHUS Kypca Tepalluu.

Wcr1o/1b30BaJICS BHYTPUBEHHBIN IIYTh BBeJeHUS IIperapara. PacyeT 03Bl
«[TaMHUApOHATa» IIPOBOJMIICS C y4eTOM BO3pacTa U MacChl pebeHKa.

Kypc 1edeHUs IOAOUPAJICSI UHAUBUAYAIBHO U COCTABUII OT 4 Pa3 B OJ WK
2 pasa BTIOJ 3 AHSA IIOAPAL,.

Ha doHe mpoBOAMMOTIO JedeHHS Y BCeX ITALKeHTOB OTMedYalach II0JIOXKU-
TeJlbHAas OMHAMMKA ysKe II0CJIe IIePBOTO Kypca JIedeHMs MCYe3JIH II0JHOCTHIO
Uy ocnabnu 601K B KOCTSIX. B KauecTBe IINTEIbHO eHCTBYIIero 3odexTa Mbl
HabMI0faNy CHUKeHHe KOJMHMYeCTBA IIePeIOMOB, yBelIndeHHe GU3UYeCKOH aK-
THUBHOCTHU pebeHKa.

Pa3paboTaHHAsl TeXHOJOTHSI 0OGOCHOBBIBAET PAllMOHAJIPHOCTh Ha3HAUYeHHUS
IlaMmuapoHATa y MALlMeHTOB 4eTCKOI0 BO3pacTa, CTPALAIIINX He3aBepIIeHHBIM
octeoreHe3oM I, 111, IV TumoB. OTHOCUTENBHO GBICTPOE PA3BUTHUE IIOTOKUTENb-
HOTO AEeMCTBUS IIpeliapata Ha doHe yMepeHHBIX IT060YHBIX 3ddeKTOB MOXKeT
CI10CO6CTBOBATh 3HAUUTEIBHOMY ITOBBIIIeHUI0 30GeKTHUBHOCTH JIeKapCTBEHHOM
TepallMy He3aBepIIeHHOI'0 OCTeoreHesa. DTO IIO3BOJIMT B IIOCIAEAYIOIIEM IIpe-
JOTBPATUTH UM CTJIAUTD TSIKeJIble MHBAIUAU3UPYIOLIHe [I0C/IeICTBUS 3a60I1e-
BaHMS, 3HAYUTEJIbHO YIYYIIUTh KA4YeCTBO U IIPOJOJIKUTEIBHOCTD JKU3HU ITaLlU-
€HTOB, YTO, KaK CJIe[ICTBUe, 6yeT UMeTh 3HAUU MBI 3KOHOMUUYEeCKUN 3ddeKT.

MacmTtab HOBH3HB TeXHOJIOTUM 1 — HOBAsI OTPacjaeBasl TeXHOJIOTUS B MUDe
(OTKpBITUS, M306peTeHUs), 2 — HOBas TEXHOJIOTUS IJIsl OTPACIU B CTpaHe, 3 —
HOBAasI TEXHOJIOTUS ISl YUPEeKAeHUSI-UCIIOTHUTEIS)

YPOBeHb HOBU3HEBI TEXHOJIOTUH 1 — PaJUKAIbHAS, 2 — YIYUIIAIONAs)

MeTop 0Ka3aHUsI MeJHULIMHCKOM IIOMOIIU 1 — MHBAa3UBHBIMN, 2 — HEMHBA3UB-
HBIN)

UHbopMaLUs 0 BHEAPEHUN MEeIUIIMHCKON TeXHOJOIUU BHeADeHa B Jieueb-
HO-AUATrHOCTUYECKUH ITpoliecc [eHeTUYeCKON KIUHUKYU HUY MeqULIMHCKOM re-
HeTHuKH ToMmckoro HMMI] (aKT BHELPEHUS Ne 11 OT «1@» OKTSIOPS 2016 T.)

BBEJEHUE

He3aBeplieHHBIHN ocTeoreHes (HO) — 3TO KIMHUYECKU U TeHEeTHUYECKU TeTe-
POreHHOe Hac/lIeACTBEHHOe 32a60/IeBaHUEe COeIUHUTENPHOM TKAHU, BCTPeYarole-
ecsl B Pa3JIMYHBIX CTPaHaX C PA3IMYHON PaCIIPOCTPAHEHHOCTHIO OT 1:10000 [0
1:30000 HacejleHUs. B HacTosllee BpeMsI OIIKMCAHO 11 KIMHHU4Yeckux ¢opm HO,
HacJlefyeTcs I10 ayTOCOMHO-JOMUHAHTHOMY U ayTOCOMHO-PeLleCCUBHOMY THUILY
(Zhang ZL,, 2012; Swinnen F.K., 2009; Bodian D.L.,2009. CIiopaguyecKue CiIy-
yau, 06yCIOBIeHHbIe MYTaLUIMHU de Novo 5-7%), KaK IIPaBHUJIO, OTHOCSIIHECS KO
2 WJIU 3 TUIIY OITMCAHEKI B IUTepaType (Benusiené E., 2003; Venturi G.,2006. Te-
HeTUYeCKUM J1eDEeKTOM B 9% CIIydasx 3a60IeBaHUS SIBISIOTCS MYTALMH B IBYX
reHax koyuiareHa I tuma — o1 teru (COLIAL u a2 tenu (COLIA2. OcTalIbHBIE 10%
cny4aeB 3a60eBaHUS 00yYCIOBIEHBI MYTALUSIMU B reHax GepMeHTOB 61OCHHTe-
3a Ko/tareHa (Barnes A.M. ,2010; BeckerJ.,2011;).

K OCHOBHBIM KJIIMHHYECKMM IIPH3HAKaM He3aBEepIIeHHOIO0 OCTeOoreHesa OT-
HOCSITCS IIOBBIIIIEHHAS IOMKOCTb KOCTEM, rofybble CKIepbl, HU3KUI POCT, CHU-
SKeHHe ciyxa, gepopMalus KOCTeH CKejleTa U aHOMaIUU AeHTHHaA (Katajka et
al., 2007; Lib et al., 2007. KonuuecTBO I1€peIOMOB, CPOKH UX BO3HHUKHOBEHUS
3HAYUTEJIPHO BAPBUPYIOT — OT 1 B 1-2 TOAA [0 15-20 U 60jiee B TOJ, a CPOKU Ma-
HudecTalluu OT 20-1 HeJlelIM BHYTPUYTPOOHOIO PA3BUTHUS [0 2-3 FOAA SKU3HU.
Hawubosee JIerKue U pacipocTpaHeHHbIe GopMbl HO 06yC/IOBIEHHI IPEXKAEBpe-
MEHHOM OCTaHOBKOM KOZOHOB MU AePeKTOM, BOSHUKAIOIINM IIPU CIIJIAMCHUHTe
PHK, 4TO BefeT K HapyIIeHHUIO ocTeob1acTaMu 6HOCKHTe3a | TUIIA KoJyIareHa.
B pe3ynbTaTe 6uocHHTe3a AedeKTHOro KojjareHa y nanueHToB ¢ HO dopmupo-
BaHMe KOCTHOIO MAaTPUKCA HADPYIIAETCS, IIPU 3TOM H3MeHSeTCs 6alaHC MeXAY
pe3opbuuer 1 GOpMUPOBAHHEM KOCTU B CTOPOHY ITpeobiafaHus pe30opOLUU.
W3BEeCTHO, YTO B HOpMe, BO BpeMs pocTa pebeHKa mpeobnasaeT GopMUpPOBAHUE

Onpepaenexuns, o603HaYeHus,
COKpalleHus, KnyeBble C/0Ba:

COLIA1 — l'eH KonnareHa | Tuna — a1 uens
COLIA2 — l'eH KonnareHa | TMNa — a2 uenb
HO — He3saBeplueHHbIn ocTeoreHes

PHK — Pu6oHyknenHosas Kuciota

[MTH — MamuapoHat megak

KntoyeBble cIoBa: He3aBepLIEHHbIN OCTe-
oreHes, NamMMApOHaT, ETCKUI BO3pacT,
BHYTPVMBEHHOE BBE/IEHIE, NleYeHune, no-
604Hble 3thheKTbl, A03bl, 3D DEKTUBHOCTD



1 PaKypC

PEIIKUTTEHY PHAJI

KOCTHOM TKaHH, YBeJIHUUYHNBAIOTCSI 06b€M U IIPOYHOCTb KOCT-
HBIX Tpabekyi. IIpu HO 60iiee TOHKHe ITIepPBUYHBIE TPabeKy-
JIBI PA3PYIIAIOTCS, YAaCTUYHO 33 CYeT HEYCTOMYKUBOCTH KOJI-
JlareHa U, BO3MOXKHO, 13-3a 6ojee BEICOKOTO, YeM B HOpMe,
bu3nuecKkoro HaIpsKeHUsI BHYTPU KOCTH, KOTOPOe CTUMY-
JIUPYeT OCTEOLIMTHl K aKTHUBU3ALMU JIOKAJIBHOTO peMoje-
JIUPOBAHUS, YTO [eIaeT 3TU YUACTKHU YSI3BUMBIMU JIJISI MU-
KpPOTpelIMH, Bce 3TH MeXaHMU3MBI MOTLYT CIIOCOGCTBOBATH
HapYyLUIeHUIO IePBUYHOM TPabeKyISIPHON CTPYKTYPhI KOCTHU
U, TaKUM 06pa3oM, JenaTh ee elle 6onee cnaboii. [103TOMY
y pactyuiero pe6eHka ¢ HO TOHKMe KOCTH C HapyUIeHHOH
TPabeKyIsIPHOU CTPYKTYPOM, TOHKUM KOPKOBBIM CJIOEM U C
BBICOKUM yYDOBHEM PeMOJIeJINDOBAHUS. B pe3yibTaTe 3TOr0
BO3HUKAIOT AedbopMalllM, a TakKKe YBeJIHYHUBAETCS DPUCK
IIepeloMOB.

Oiis nmedeHus HO B TedeHMe [JUTEIbHOIO BPeMeHU
KCII0JIB30BaJIaCh TOJIBKO CHUMIITOMATH4YeCcKass Tepamus,
HaIlpaB/JeHHas JHUIIb Ha KOPPEeKIUIO OCJIOKHeHUM 3a60-
JIeBaHUS (XUPYypruueckasi KOppeKuus gedopmaliuii KOHeu-
HOCTEM M II03BOHOYHHKA, OPTONEefHYecKas IIOAJepsKKa,
dusuorepanus u Op.). M3 MeIUKAMEHTO3HBIX METOZOB
JIeYeHUSs] AKTUBHO IIPUMEHSINCh BUTAMUHOTePAINHUs (BU-
TaMUHBL A, D, C), HCII0JIb30BAHHE MHUKPO3JI€MEHTOB (KaJIb-
LIMH, MAarHUH, GocaTsl U AP.), TOPMOHOB (3CTPOreHOB, aH-
IPOTEHOB, KUJIBLIUTOHHHA U AP.). [ oberueHus 6omei
Ha3HAaYyaJauCh aHANbIeTHUKU . HeCMOTPS He IPOBOJUMOE Jie-
4YeHHe MTALlMeHTHl B II0ABIs0IeM GONBIINHCTBE CIy4YaeB
CTAHOBUJIMCh MHBAJIUJAMHU C CYL[eCTBEHHBIM OFPAHUYEHU-
€M KadecTBa KHU3HHU.

«IIaMUIPOHAT» OTHOCUTCSA K IpyIie 6ucdocdoHaATOB —
IIpernapaToB, BIUSIONIMX Ha Pe30pOLIMI0 KOCTHOM TKAaHH.
JIHuTenbHOE BpeMs OCHOBHBIM ITOKAa3aHHEM [JIsI HazHade-
Hus 6ucdocHoHATOB 6BUIU JIeUeHUEe U IPOOUIAKTHKA 3J10-
KauyecTBEHHBIX HOBOOOPA30BAHUI KOCTHOM TKAaHU (IpEXKAE
BCEr0 MEeTACTATHYEeCKoe mopakeHHe). OJHAKO B KOHIIE 20-
ro ¥ Hayaje 21-T0 BeKa 6BUIM IIPOBEIEHBI MCCIeNOBAHMUS,
KOTOpHIe [OoKa3alu 3P eKTUBHOCTh MCIIONH30BAHUS OHC-

dochoHATOB y MALIKEHTOB C He3aBepLIeHHBIM OCTeOreHe-
30M. Ha cerogHSIIHUNM OeHb JAaHHAs IPYIIIIa IIpernapaToB
aKTHUBHO MCIIOJb3YyeTCs MJIs JedeHUs HO Ha TeppUTOPHUU
CTpaH AMEPHUKHU U EBpPOmIHI (B T.4. B CTPaHaX OBIBIIETO
CHT). OgHaKO 0 HACTOSIIEro MOMEHTA OCTAIOTCS BOIIPO-
CBI I10 CPOKAM JIeYeHHU s, UCIIO0Ib30BaHUU UHAUBULYAIBHO-
ro II0AXO0Aa K TepalluU IIPU Pa3lIMYHBIX TUIIaX HO mmpexxae
BCero y AeTel pa3HbIX BO3PACTHBIX IPYIIII.

TakuM 06pa3oM, CTAHOBUTCS OYEBUAHBIM, YTO Ha CO-
BPeMEHHOM 3Talle Pa3BUTUS HEO6XOOMMO UMETh I10AXOMbI
K JIeYeHUI0 6OJBHBIX C PeIKUMU HACIeICTBEHHBIMHU 3a60-
JIeBAaHUSIMU, K KOTOPEIM OTHOCUTCS HO.

Ilenp: COBepIIEeHCTBOBAHUE METO/LOB JIeUeHU [IaljeH-
TOB C He3aBepIIeHHBIM OCTeOTeHe30M.

OBJIACTb MPUMEHEHUA

MenguIMHCKAs TeXHOJIOrUs pa3paboTaHa sl OIITHUMU-
3al]MU [TaTOTeHeTUYeCKOM Tepalliy He3aBePIIeHHOI0 OCTe-
oredesa I, III, IV THUIIOB y IalLlMeHTOB LETCKOrO BO3pacTa,
c rmoMmo1npio «IlTaMmuapoHaTta». Mcronb3oBaHUe «IlaMHApO-
HaTa» I03BOJISET JOCTUTHYTh GBICTPOTO ITOJIOSKUTEIBHOTO
sbdekTa (B T.4. OTHAIEHHOr0), II03BOJISISI CHU3UTh YaCTOTY
WU OTCPOYUTH CPOKHU PAa3BUTUS OCIOKHEHUN HO u cyle-
CTBEHHO YJIYUYIINTh Ka4YeCTBO >KU3HHU IIAlIIeHTOB.

HOPMATUBHbBIE CCbUIKU

B HacTofIeM [OOKYMeHTe MCIIOJb30BaHBI CCBIIKU Ha
HOPMAaTUBHBIE JOKYMEHTHI:

1.ITpuka3 MuH3apaBa Poccuu 0T 30.12.1993r. N 316 «O
JanbpHeNIIeM pa3BUTHU MeAUKO-TeHEeTHUUYeCKOM CIIYsKObL
MUHUCTEPCTBA 3APaBOOXpPaHEeHUs] PoccUMCcKoM defnepa-
LIMKI»

2.PefepaIbHBINA 3aKOH OT 21.11,2011 Ne 323-®3 «O6 oCHO-
BaX OXPaHBKI 3[I0POBbS I'PasKAAH B Poccurickor deepalium».,

3.IIpuka3 MuH3ApaBa POCCUH OT 15.11.2012 N 917H «O6
yTBep>XKXAeHUU Ilopsiika OKa3aHUS MeSUILIMHCKON ITOMOIIU
6O0BHBIM C BPOKAEHHBIMU U (MJIN) HACIeACTBEHHBIMU 3a-




60/eBaHUSIMU» (3aperucTpUpPOBaHO B MuHIOCTe Poccuu
21.12.2012 N 26301

4.TloctaHoBIeHUe [IpaBUTenbCTBa Poccuiickon Penepa-
LMY OT 15 UIOHS 2009 T'. Ne 477 «O6 yTBep>kKAeHUU [IpaBUI
eJIOIIPOU3BOCTBA B defepabHBIX OPraHax UCIIOJIHUTEb-
HOM BJIACTU».

5.IOCT P 1.4-2004 «CTaHAapTH3aLus B Poccurickon de-
nepanuu. OCHOBHBIE II0JIOSKEHU SI»

6.TOCT P 1.5-2004 «CTaHgapTU3aL U B Poccurickon de-
gepauuu. CTaHZAPTH HALlMOHA/IbHBIEe Poccuiickon defe-
pauuu. IIpaBuiaa IIOCTPOEHUS, U3JIOXKeHUSs, 0pOpMIIeHUS
U 0603HAYEHU SN,

7.TOCT P 1.1.003-96 «O61mue TpeboBaHUS K IOCTpOe-
HUIO, HU3JI0KeHHUI0 U 0QOPMIJIEHHIO HOPDMATUBHBIX U Me-
TOOUYECKHUX OOKYMEHTOB CHCTEMBI TOCYLapCTBEHHOIO
CAaHUTAPHO-3IIUAEeMUOJIOIHYeCKOr0 HOPMUPOBAHHUS. PyKo-
BOJZICTBO».

8.I'OCT P 8.563-96 «I'ocymapCTBeHHas CUCTeMa CTaHAap-
THU3aluu Poccuiickon Pepmepanuu. IIOpsAoK pa3paboTKu
TOCyLAapCTBEHHBIX CTAHAPTOBY,

9.TOCT P 8.010-99 «I'ocymapcTBeHHAs cUcTeMa obecrie-
YeHUSs eJUHCTBA U3MePEeHUN. MeTOOUKY BHIITOJTHEHUS H3-
MepeHUM. OCHOBHBIE I10JI03KEHUSI» .

NOKA3AHMA
TlaniMeHTHI, CTpajaloliye He3aBepIIeHHBIM OCTeOreHe-
3oM I, II, IIl ¥ IV TUIIOB, B T.4. LeTH B BO3pacTe OT 1 TOLAa.

NMPOTUBOMNOKA3AHUA

OTHOCUTENbHBIMU ITPOTUBOIIOKA3AHUSIMU JJIsI IIPUMe-
HEHUS Pa3paboTaHHON MeIUIIMHCKOM TEeXHOJIOTUU SBIISI-
FOTCSI COCTOSIHUSI, COIIPOBOXKAAIOIIMECS CHUKeHHUEM YPOBHS
KaJIBLIUS B KPOBU, TSDKeIoe HapylleHHe QYHKIIMU IIOYEK.
B CBSI3U C BO3MOXKHBIM TePAaTOTeHHBIM JIeMCTBHEM Ha IIOJ,
He PEeKOMEH[I0BAaHO HCIIONB30BAaTh AAHHYIO MeEATEXHOJO-
THIO IpU 6epeMeHHOCTH U JIAaKTALIUHU .

[1pu IMJIAHUPOBAHUU OCTEOTOMHHU CJIeAyeT BO3[ePsKaTh-
Cs OT HCIIONB30BAHUS Pa3pabOTAHHON MeATEeXHOJIOTHHU B
TedyeHUe 4-6 MecslieB.

MeTonMKa IIPOBEJEHUS TEeXHOJIOTUM «IIpUMeHeHUs
IIePCOHAIIM3UPOBAHHBIX TEXHOJIOTHH IS OINTHMHU3ALUU
JIeYeHU s MTAIMeHTOB C He3aBePIIeHHBIM OCTEOTeHe30M»

MOCNEAOBATE/NIbHOCTb
TEXHONOIMKN

YUUTHIBasl, YTO B [I€PeUYEHb ITIOKA3AHUH JJIsS HUCIIO0Ib30-

BaHUSA «[IlaMUAPOHATA» HA TEDPUTOPUU POCCHUU He BXOLUT

OCYILECTBJIEHUA  MEAULMHCKOMN

MeULIVHCKIA pakypc

PEITKUITERY PHAJL

HUCIIONIb30BaHUe IIDH He3aBepIlIeHHOM OCTeoreHese, Ha3Ha-
YyeHHe JAaHHOIO IIpellapaTa LOJIXHO ObITh 0J06peHO KoMu-
TeTOM II0 3THKe MeJUIIMHCKOTO yupexxaeHus. Kpome Toro,
C KOKABIM K3 DOAUTENIeH Ilepel, Ha3HAYeHHEeM [aHHOIO
JIeKAapCTBEHHOIO BellleCTBa, DPEKOMEH[O0BAHO IIPOBOLHTH
noapobHyIo 6ecefy C OIIMCaHUEM IIPeMMYIIeCcTB JeYeHUs,
BO3MOKHBIX IT0604HBIX 3¢ deKToB IIperapaTta. OT BceX po-
LUTeel OOJIKHO OBITH II0Iy4eHO 06pOBONbHOE MHOOPMU-
POBaHHOe corjiacue.
Ilepen Ha3HadeHHeM «IlaMHApOHATa» BCeM IallHeH-
TaM IIPOBOAUTCS OOIIUHM KIMHUYECKUN U 6UOXUMHUYECKUHI
aHANMM3Bl KPOBHU, B T.U. OIIPEEJSIeTCSI YPOBEHb KIbLIUS U
BUTaMuHa D. C 11e71b}0 KOHTPOJIS II0Ka3aTeler KPoBH (ypo-
BeHb 3DUTPOLIUTOB, JEHMKOLIMTOB, TPDOMOGOLIMTOB U BHISB-
JIEHUS THUIIOKUIBLIMPMEMHUN, HapyuleHUsT QYHKIIUY [10YEK)
menouyHon docdaTtassl, amuaasel, CO3, HB U CEIBOPOTOY-
HOro sKeine3a. [lepedrcieHHble aHATH 3Bl KDOBU IIPOBOASTCS
U 10 OKOHYAaHHU KypCa TepaIlhu.
Pacyetr mo3el «IlaMHOpoHaTa» IIPOBOLUTCA C YUETOM
BO3pacTa U Macchl pebeHKa. YacToTa BBeIEHUS IS KasKA0-
ro pe6eHKa nmomo6paHa UHAUBUAYAIBHO.
OLeHKY 5 OeKTUBHOCTHU TePaIlkU B T.4. IIPOBOJSIT C I10-
MOIIBIO PeHTTeHOJIOTUYeCKUX MeTO/0B.
MaTepHalIbHO-TeXHHUYECKOe obecriedeHHe HOBOM MeJlH-
LIMHCKOM TEeXHOJIOTHU IIpeAIlojaraeT MCIIOJb30BaHUeE Clle-
[YIOIIero paCXoJHOTO MaTepuana:
e OrmpefeneHHe YPOBHS KaJbLIUMSI U BUTAaMHKHa D, Ie-
nouyHoM docdaTassl, amuaassl, CO3, HB U CHIB.XKe-
Jle3a B CBIBOPOTKe KPOBM Ha AaBTOMATHUYECKOM GHOXU-
MHYeCcKOM aHanu3aTtope «Konelab 6oi»;

» KOHTpOJIbHBIE CBIBOPOTKH GUPMEI «DiaSys Diagnostic
Systems» (TepMaHus)

* peHTreHOrpadHusg ;

e NeHCUTOMeTDHS;

CMUCOK UCNOJIb3YEMbIX IEKAPCTBEHHbIX NPEMAPATOB:
«[lamuppoHaT» Mefak (Pamidronate medac). KoHILleH-
TPAT A1 IPUTOTOBJIEHUS PACTBOPA A1 HHOY3UM 3 MI/MII;
dmakoH (bIaKOHUYUK) 20 M, ; Kog EAN: 4037353000087,
Ne JICP-006190/08, 2008-08-04 oT Medac (TepMaHus); IIPo-
uspoputens: Impfstoffwerke Dessau-Tornau GmbH (Tep-
MaHUs)

OCJIOXXHEHUA U CNOCOBbI UX YCTPAHEHUA
B0O3MOXKHO pa3BUTHe ITI0604YHBIX 30 PeKTOB IIPHU BHYTPU-
BEeHHOM MCIIONIb30BaHUHU «IlaMHuApOHaTa». IlepBasi UHOY-
314 IIpeltapaTa MOKeT COIIPOBOKIATBCS OCTPOM peaKlHer

Cxema NnpMmeHeHUs NamuAPOHOBOI KucioTel y Aeteil (Plotkinet et al., 2000),

Mo.qmbuu.uposauuaﬂ B reHeTUYeCKOM KIIMHUKe

Bo3pact Jos3a

YacToTa BBEAEHUA

MeHblue 2 net 0,5 MI/KI B 1eHb TPU NOCNAEAYIOWNX AHSA

Kaxpable 3 mecaua

2-3roaa 1 MI/KT B AieHb TPU NOCIeayoLnX Hs

Kaxpbie 3 mecaua

Crapuwe 3 net 1 Mr/Kr B AeHb TPU NOCNeAYLWnX JHA,

MaKCMManbHas 4o3a 60 Mr/feHb

Kaxpble 3 mecaua
nnn 6 mecaues

Vi



MeONLIVHCK I

pakypc

PEIIKUTTEHY PHAJI

Ha BBeJeHHe — JIHUXOPaJKOM, PBOTOM, ChIIIbI0. CHMIITOMBI
[IpeMMYILIeCTBeHHO BO3HUKAIOT B II€PBbIe 12-24 Yaca U CHU-
MAIOTCSI aHTHUIIHMPeTHKaMH. OTMedaeTcs Takoke SPUTPO-,
JIEHKO- 160 TPOMOOLIUTOIIEHUS B IIepBble 2-3 CYTOK. Ilo-
CKOJIBKY I10CJIe Ha3HaueHHUs IIM MOsKeT Pa3BUThCS THUIIOKAJIb-
LIMeMHUs, IIOCTOSIHHO Heo6XoAHUM 1ab0opaTOPHBIM KOHTPOJIb
YPOBHS Ka/IbIIUS B CBIBOPOTKE U BOCIIONIHEHUeE ero gedUuInuTa
COOTBETCTBYIOILIEN AMEeTON U IIperapaTaMu. IIoKa3aHO Tak-
>Ke Ha3HayeHMe BUTaMHKHa D.

Taroke HeOOXOOUM CHCTeMaTHYeCKUM KOHTPOIb QYHK-
LIMM II0YeK, TaK KaK MMEIOTCS OT[eJbHBle COOOIIeHUS O
DPa3BUTHUU I[I0YEYHON HEeNOCTATOYHOCTH IIPU [JIIHUTEIbHOM
neyeHuu [IM. He pekoMeHyeTcsa Ha3Ha4vaTh [IM ysKke 3a He-
CKOJIBKO MecCslleB [0 3allJIaHMPOBAHHOM OCTEOTOMHUH, II0-
CKOJIBKY OTMeYeHO HeKOTOpoe 3aMe[jieHHe CPaCTaHHUS KO-
CTH.

IIpy pa3BUTHUU BBHIIIEONIMCAHHBIX I1060YHBIX 3ddeKToB
Ha IIpUeM IIpeliapaToB — OTMeHa IIperapara. I[Ipu rpoBefe-
HUMU TepallUuU HAIIUM ITalleHTaM ObIIM OTMeUYeHbI CIelyIo-
mue mob6ouHsle 3¢deKTh: rUIIepTepMUs, JIUXOpazKa, 601K
B KOCTSIX ¥ MeJIKMX CyCTaBaX, yCUJIeHUe (J1aboCTH, IIOBHIIIe-
HUe IoKa3aTenerl COD, MOBBIIIEHHE aMMIA3bl, CHUKEHUe
II0Ka3aTeel reMorino6MHa U ChIB.JKejle3a B KPOBU, KOTODbIe
He IToTpe60oBaIv OTMEHBI TEPAIIU Y HJIU CHUKEHUS T03EI «I1a-
MHJIpPOHATa», T.K. Ha BTOPBIe CYTKU COCTOSIHKIE HODMAaJIK30-
BBIBAJIOCH, a [TI0KA3aTelH KPOBU IIPUXOAMIN K HODMe Ha 7-10
CYTKH.

Bce malMeHTHl 3aKOHUYWIU IUIAHUPYeMble 3TAIlbl Jieye-
HUS.

Pe3ylIbTaTOM Tepaluu B KIUHUKe HUVMT 6bUTH

* CHIMKeHMe YPOBHS Ca 10 2,3 MMOJIB\I;

* yMeHblIeHUe KOJIHUYeCTBa I1epeIOMOB;

e yMeHblIeHUe 60JIeH B KOCTSX U CYCTaBaX;

* CHIDKEHHE YDOBHS IIeNOYHOM docdaTasel (YTO CBU-
JleTeJIbCTBYeT 06 YMEeHBIIeHUH aKTUBHOCTH BOCITAIU-
TeJIbHOTO IIpOoLiecca);

e yJIy4llleHMe YPOBHS JKU3HU, IIOBBIIIeHHe QH3UYeCKOM
AKTUBHOCTH MAIlMEeHTAa U COLIMAJIM3ALUs ero Ajisi 06-
1ecTBa.

B 2015 rofy B KIMHHKe HA6IIOAAINCE 17 NTALIHEHTOB, KO-
JIMYeCTBO FOCIIMUTAIM3ALIUNI COCTABUIIO 36 CIy4daeB IJIsl 3STUX
[IalIMEeHTOB,

B 2016 rogy HabII0A4AIO0Ch 16 MTAIIMEHTOB — 28 C/Iy4YaeB ro-
CIIUTAIM3ALUH.

3AK/TFOYEHUE

Hacrosimas MeOUIIMHCKAas TeXHOJIOrUsl «IIpuMeHeHIe
[IePCOHAMM3UPOBAHHBIX TEXHOJIOTHUHM [Ig OITHMHU3AI[UK
JIeYeHU s ITALIMeHTOB C He3aBepIIeHHBIM OCTeOTeHe30M» Pas-
paboTaHa I ONTHMM3ALIMU JIEYEHUs MAI[MEeHTOB C He3a-
BEPUIEHHBIM OCTEOTE€HE30M C HCIIOJIb30BaHHEM IIperapara
rpymmsl 6ucdochoHaTor («I[IaMHUAPOHAT»), B T.4. y MaLlH-
€HTOB JIeTCKOro Bo3pacTa. Ha ¢oHe IPOBOAMMOrO JIeUeHUs
OTMeYaeTcsl yIydIleHHe COCTOSIHHS ITallMeHTOB: IIpeKpa-
LIeHMe WU BBIPKeHHOe ocnabneHue 60jell B KOCTAX, I1O-
BhIIIEHHE GM3UYECKON aKTHBHOCTU DebeHKa, 3HAUYUTENb-
HOe YMeHbllIeHHe KOJIHWYecTBa IIepelloMOB. Koppensinuu
BBIPaKEHHOCTH 3P deKTa sedyeHus [IM C TSDKeCThIO U TUIIOM
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3aboneBaHUsl OOHAPY>KeHO He Obl10. MCIIONb30BaHMUE TeX-
HOJIOTMM II0KAa3aHO Y IallMeHTOB C PAa3IWYHBIMHU TUIIAMU
He3aBepIIeHHOr0 oCcTeoreHe3a (mmpeskae Bcero I, 11, III, 1V) B
BO3pacTe 1 rofia u crapure. Pa3paboTaHHas TeXHOJIOTHUS 060-
CHOBBIBAeT PALIMOHAJIBHOCTD Ha3HauyeHUd «[laMugpoHaTa» y
IMaLlMeHTOB LEeTCKOTO BO3pacTa, CTPAJAMINIMX He3aBepllIeH-
HBIM ocTeoreHe3oM I, III, IV TumoB. OTHOCUTENIBHO GBICTPOE
Da3BUTHE II0JIOKMTEIBHOIO AeMCTBUS IIpernapata Ha doHe
YMEpPEeHHBIX IT060YHBIX 3PPEKTOB MOMKET CIIOCO6CTBOBATH
3HAYHUTE/JIbHOMY IIOBBIIIEHUIO 3QPeKTUBHOCTU JeKapCTBEH-
HOM TepaluU He3aBepIIeHHOI'0 OCTeoreHe3a. DTO II03BOJIUT
B IIOC/IEAYIOIeM IIPeNOTBPATUTb MM CLIIASUTh TSSKeJIble
WHBUIUAWU3UDYIONIHE II0CIeACTBUS 3a60jIeBaHUs, 3HAYU-
TEJIbHO YIYYIIKWTh KAa4eCTBO M IIPOAOJIKUTEIbHOCTh SKU3HU
[IallMeHTOB, YTO, KaK CJlIe[CTBUe, 6ymeT MMeTb 3HAUYMMBIN
SKOHOMMYECKUM 3PdeKT.

BUBJINOTPA®UA

Bubnuorpaduueckre AaHHbIE METOJUUYECKUX PEKOMEH-
Jalni 10 IIPUMeHEeHUI0 HOBOM MeQUIIMHCKON TEXHOJIOTHH,
HAyYHBIX ITY6IMKALIWI, CBI3aHHBIX C PA3paboTKOM JaHHOM
MEeAUIIMHCKOHM TeXHOJIOTHUH (IPU HATUYNH):

1. dunumoHoBa M.H., Hasapenko JI.Il., MyxadeBa
B.B.IO CmupHoOBa M.H., Pyako A.A. IIppuMeHeHHe IIaMUPO-
HAaTa B JIeYeHMe He3aBepIIeHHOr0 oCTeoreHe3a. MegUIINH-
CKas reHeTUKa.2015 Neg., C.61

2. TpeboBaHUS K MeSUIIMHCKON OPraHU3alllM, B KOTO-
PYIO 6YAET OCYIIeCTBISTHCS BHEIPEHHE TeXHOIOTUHU .

Hanuuue MUIEH3UU HAa OCYLIeCTBIEHHE MeIUIIMHCKON
JIeSITEIPHOCTH C YKa3aHUEM I1epeduHs paboT (YCIyr), COCTaB-
JISIIOLIMX MEeIUIIMHCKYIO 1esITeNIbHOCTD, [JI51 OKa3aHUS:

e IIEPBUYHOM CIIELHAIIM3UPOBAHHON MeIUKO-CAHUTAP-

HOM ITOMOIITH

e CHelMUAIM3UPOBAHHON MEeJUIIMHCKON IOMOIIH;

* BBICOKOTEXHOJIOTHYHOMN MeJUIIMHCKON [IOMOIIH .

B CTAllMOHAPHBIX YCIOBUSX U B YCJIIOBUSX AHEBHOTO CTa-
LIMOHAapa. JI0/KHA BKIIIOYATE B Ce651 TPOPMIAKTUKY, AUATHO-
CTHUKY U JiedeHUe 3a60JeBaHUN U COCTOSHUM, TPebyIoIUX
HUCIIONb30BaHUS JIa60PATOPHBIX METOLOB MCCIeOBAHUS, a
Taroke MeIUIIMHCKYIO peabrINTAIUIo 110 ITPOUIII0 TPaBMa-
TOJIOTUS U OPTOIIeMsI, TeHEeTHKA,

TPEBOBAHUE K KAQPOBOMY COCTABY
MeaULIMHCKAsT TeXHOJIOTHUS IIpeflHAa3HadyeHa AJIs [Iefua-
TPOB, BpaueMl-TPaBMaTOJIOIOB-OPTOIIEeIOB, FeHeTHUKOB Mel-
LIMHCKUX YUYDEXAeHUN reHeTUYeCcKoro U TPaBMaTOI0T0-0p-
TOIleHNYeCcKOro poduis.

TPEBOBAHUA K OCHALLEHUIO U UHBIE TPEBOBAHUA, HEOBXOAMU-
MbIE ANA YCNELWWHOIO BHEAPEHUA TEXHOJIOTUX 3A NPEAENAMU
OPFAHU3ALMN-PA3PABOTYUKA TEXHOJIOTUN

J7nsi BHeODeHMs TeXHOJOTMU HeobxonuMa 6HOXU-
MuUecKkasi jaabopaTopus, II03BOJAIONIASI IIPOBECTH aHa-
N3 IIOKasaTeler MMKPO3JIeMeHTHOIO COCTaBa KpPOBU
(RaIPIMH U BUTAMHH D) M OTCIEXKUBATh I10KAa3aTenU
byHKUKK 1To4eK. [ KOHTPOIS 3POeKTHUBHOCTU JIedeHUs
1L1e1eco06pa3sHO HAUINYMe DeHTTeHOJIOTHYeCcKOro eHCUToMe-
Tpa.
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MeauuUHCKoe obo3perie

rPHH KY/LJIAMU:

HBIE IIPEIIAPATBI
H OCTAHYTCA

PHOPHTETE»

EPUYM» [TOJIYYNTIA PETCTPALMOHHBIE YJOCTOBEPEHNA HA [IBA OP®AHHBIX IEKAPCTBEH-
Y POCCUNCKUX NMAUNEHTOB ECTb HAAEMX/A 10J1Y4ATb JIEHEHWNE KAYECTBEHHO M1 B CPOK.
1A» AMUTPUN KYAJIAV TTOAE/INIICA C HALUMMU YUTATESIAMU CBOUM B3I71IA[J0M HA PEAKNE
TBA V1 PACCKA3AJ1 O 1IAHAX PA3BUTNA B 3TOM HATPABJIEHN

Inypa3um® — nepBbIt OTEYECTBEHHbIN 0 KOMMNAHUW «TEHEPUYM»
61oaHanor UMurtoLepasbl, KOTOpbIA Mo-
KEeT NPUMEHATLCA KaK AN1A NeYyeHns B3poc-

NIbIX NaLMeHTOB, %aK n netei. PaspaboTka Komnauusa «[eHepuyM» — 9TO BeAylias poccuiickas 6uodapmareBTHIeCKas KOM-
oTeYecTBeHHOro 6roaHanora MMMl epa- i _
361, 110 33aaHMio MpaBATENbCTE PD, Benach MaHus, OPUEHTUPOBAHHAA HAa pa3paboTKy U CepUITHOE IPON3BO/ICTBO AUATHOCTHUYE
KoMnaHuen «feHepuym» € 2013 roga. CKHUX CHCTEM U JIEKAaPCTBEHHBIX IIPENapaTOB AJIA JedeHUus ophaHHbIX, HHOEKIINOH-
Knmutnyeckne nceneposatng, npo- HBIX U OHKOJIOTUYECKHX 3a60JIeBAHUHN, PACCEAHHOTO CKJIep03a, MH(papKTa MHOKap/a
BeAEHHbIe B MOJIHOM COOTBETCTBUM C

MEXAYHapPOAHbIMM Tpe60BaHMHMM B U HUHCYJIbTA, a TaKXe ABJIAIaACA IIPOU3BOAUTEJIEM IIperapara «I[I/IaCKI/IHTeCT@)»
OTAENEHNM OpdaHHbIX 3aboneBanuii lo- JUIs1 AUAaTHOCTUKYU TybOepkysesa. B coctaB komnanuu «I'eHepuyM» BXOJHUT IIE€pPEJO-
cyAapcTBeHHoro Hay4Horo MeAULIMHCKOTo " - 6

LieHTpa emaTonorun & Mockse, nokasanm, BOH IIEHTP HCCJIEZIOBAHUH U Pa3pabOoTOK U MPEeANPUATHE C IIOJHBIM IIUKJIOM IIPOU3-
4YTO poccuiicKas paspaboTka NoNHOCTbIO BozicTBa. B HacTos1ee Bpemsi kommnaHus «[eHepuyM» 3aHATa pa3dpaboTkoii 6osee 30

COOTBETCTBYET OPUTHHANbHOMY Mpenapary,
B TOM YMciie B 061acTh 3hHEKTUBHOCTM 1
6e3onacHocTu. JIeKapCTBEHHBIE TIpenapaThl AJIs IePeJOBOU TepPaIuu.

HWHHOBAIIMOHHBIX IIpEIapaToB, BKJIK4YadA q)epMeHTI)I, MOHOKJIOHAJIBHBIE aHTUTEJIa U
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B MHHUCTEDCTBE 3IPaBOOXPaHeHHUsI POCCHY 11 MapTa 2019 rofAa 6L 3aperUCTPH-
POBaH 6HM0aHAJIOT «DKyIHM3yMabar,. [JJAHHBIM IIPeIlapaT UCII0Ib3YeTCs s TePAIN
opbaHHBIX 3a60/IEBAaHUI — [TaPOKCH3MAIBHOM HOYHOLM reMorinobunypuu (ITHT) u
ATUITUYHOIO TeMOITUTHKO-YPEMHYECKOr0 CHHApoMa (al'YC). YHHUKAIBHOCTh pa3pa-
60TaHHOI'O POCCHUIICKOrO IIpeliapaTa COCTOUT B TOM, UTO B 80% C/Iy4aeB OH IIPeIOT-
BpalllaeT [I0KK3HEeHHbBIM JUAIN3 U B 90% CJIy4aeB — MUHKDOAHTHOIIATHIO,

CorJIacHO IPOBeIeHHBIM HCCIeOBAHUSIM, POCCUICKUE aHAJIOT II03BOJIMJI CHU-
3UTh PUCK CMEPTH ITALIEHTOB Ha 80% Y 3HAUUTEIBHO YIYYIINUTh KAYeCTBO UX SKU3-
HH.

ITHT u al'YC SBISIOTCS XPOHHYECKH ITPOTPECCUPYIOIIMMU OpPaHHBIMU 3360-
JIEBAHUSIMHU, KOTODPEIE BJIEKYT 3a COOOM COKpallleHHe IIPOLO/IKUTEIbHOCTH SKU3HU
U HEMHUHYEMYIO HHBUIUAU3ALIMIO. KpoMe TOro, OHU SBJISIIOTCS CAMBIMHU BBICOKO-
3aTPaTHBIMUM pPeIKUMU 3a6071eBaHUSIMHU. B 2018 rogy B POCCHU TOCYyLAPCTBEHHEIE
PaCcXombI Ha 3aKYIIKY «Ky/IH3yMaba» COCTABUIU 8,3 MIIPA, pybieti. B 2019 roxy, 61a-
rogapsi BHECEHUIO IIPABOK B IIPOrPAMMY «12 BHICOKO3aTPATHBIX HO30JIOTH», CTAIO
BO3MO>KHO LIeHTPAJIM30BaHHOe obecrieueHye aureHToB ¢ al'YC IIperapaToM «JKy-
Ju3yMab». JIrogu c 3a6oneBaHueM ITHT BEIHYKIEHBI 06pAIaThCS 32 IIOMOIIIBIO K I1a-
LIMeHTCKUM OPTaHM3aALMSIM HIH CAMOCTOSITEIPHO OIVIAYNBATh JIeYeHHUe.

B Mupe IieHa TOZJ0BOT0 Kypca TePAIIMK MOXKeT JOCTUTATh $700 THICSY ( 45 MIIH
pybiert), B POCCHM CTOMMOCTD JIEUeHHS OGHOTO ITallleHTa ¢ [IHT B oA COCTaBISIA
OKOJI0 26-27 MJIH pybieti, ¢ al'YC — OKOJIO 35-37 MUIH pybiieli. BHoaHaJIor [0S Ha3Ba-
HHeM «DJIHU3apHsi», CO3AAHHBIN POCCHUICKOM KOMIIaHUel «[eHepuyM», 6yAeT cTo-
WUTb Ha 25% JiellleBjle OPUTMHAIBHOIO IIperapara.

Ha OpOoTSDKeHUHU MSTH JIET KOMIIaHUeN «[eHepruyM» Beach pa3paboTka 6ro-
aHajora «JKynIu3yMaba». MHUIIMATHUBY CO3NAHUS IIpelapaTa IloanepsKal MuH-
nmpomTopr Poccuu. B RoHTeKcTe ['ocriporpaMmel «@apMa-2020» Cy6CUANPOBATINCH
Pacxoppl, CBSI3aHHBIE C Pa3pabOTKOM MeIMKAMEHTa. biaromaps HCIIO0Ib30BAHHUIO
3bbERTHBHBIX METOIOB XPOMATOrPAPHUUECKOM OUMCTKU U IIPUMEHEHHIO COBPEMEH-
HOM KJIETOYHOM IIIaTOOPMBI, «NIHM3apUsI» 0671aaeT BEICOKMM YPOBHEM 6e30I1acHo-
ctu. HccnenoBaHue MOATBEPAMIIO KIMHUYECKYIO 3GeKTUBHOCTh U 6€30I1aCHOCTh
CO3[AHHOIO IIperiapaTa. TOMY CBHUETENbCTBYeT I10JIyYeHHOe PerrCcTPALIOHHOIO
yzocToBepeHUs (JIII-005395 OT 11.03.2019 rofAa) C YCTAHOBJIEHHEM IIPeIeIbHOM OT-
IIYCKHOM LieHbI IIPOM3BOAUTEISI — Ha 25% HIDKe IIperapaTa «CoIHpHCy.

CpezncTBa, IIONyYeHHBIE OT PeUIM3aliui IIPOeKTa, IIpefHa3HaA4YeHbl I Pa3BU-
THSI POCCUIICKOM 6M0dapMaLIeBTUKY U ITOIIOTHEHMUS OI0/IKETa CTPaHEL. [10sBIIeHHe
Ha PBIHKe [TIepPBOro B MUpe 6HroaHaIora «KyIru3yMaba» CIIoco6CTBYeT 06ecriedeHUI0
MIALMEeHTOoB C 3a6oneBaHusaMU ITHI u al'YC 6e30macHbIM U 3¢bGbeKTUBHEIM IIpelia-
paTtom.
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«FeHepuym» paspaboTan HOBbI pe-
KOMOMHAHTHbIW Npenapar «nypasum»
AnsA neyeHus 6onesHu Mowe, KOTOPBbIi
OyAeT AOCTYNEH POCCUIACKUM NaLUeHTam
nocse 3aBepleHNA KINHUYECKNX Uc-
cneaoBaHum.

Bone3Hb MNowe — HacneacTBeHHOe 3a-
60neBaHue, KOTOpPoe pa3BUBaETCA B
pe3ynbTate HeJ0CTaTOYHOCTU thepmeHTa
rnoKouepebpo3naasel. Cpeaun npossne-
HUi1 3a60/1eBaHNA OTMEYAIOTCA pasHble
CMMNTOMbI, BK/ItOYAKOLWMe 3HaYUTENbHOE
yBeNnYeHne pasmepoB CeNe3eHKN n
neyeHun, CHMKEHME KonnyecTa dop-
MEHHbIX 31€MEHTOB KPOBM 1 NOpaxeHune
KOCTHO-CYCTaBHOM cucTembl. Pacnpoctpa-
HEHHOCTb 3a60/1eBaHNsA COCTaBNAET 1:50
000.

«[nypasvm» — 3T0 npenapar Ans 3ame-
cTuTenbHOM thepmeHToTepanuu 6onesHn
lowe, KOTOPbIA KOMNEHCUPYET HYHKLU-
OHaNbHYI HEAOCTAaTOYHOCTb GeTa-rntKo-
uepebpo3npassl. PerynsapHoe BBegeHue
npenapara no3BoAseT COXPaHMTb
KayeCcTBO XM3HW NAaLMEHTOB HA BbICOKOM
YPOBHE 1 He LONYCTUTb pa3BuUTMA 6ones-
HUW. «[Nypa3um» ABNAETCA 6UOAHANOroMm
npenaparta «Llepe3um», KOTOpbIi BbiMy-
CKaeTcsA hapmaleBTMYeCcKOo KomnaHuen
Genzyme (CLUA). Ha nepsom 3Ttane
KNMHWYECKNX UCCNEeL0BAHUI U3yYeHa
6e30macHOCTb U hapMaKOKMHEeTUYECKME
cBoWcTBa «[Nypasnma», NpoaeMOHCTPH-
poBaHa UX aHaN0rMYyHOCTb CBOMCTBAM
3apybexHoro npenapara.

Bo Bpems BCTpeYM KOMaHAbl MCCNef0Ba-
Tesen ¢ nayuveHTamu 6b110 06bABNEHO O
Hauane cieayLlero atana KAMHUYeCKUX
nccnepgoBaHui «fnypasuman. B atom mc-
CNleaoBaHUM NPUMYT y4acTUe NalumeHTbl C
60ne3Hbio Mowe 1 TMNa.

«Ham Bcem He06X0AMMO 0CO3HATbL Bax-
HOCTb 3TUX KMHUYECKUX UCMbITAHWI 1

Ty NepCneKTUBY, KOTOPYIO OHU OTKPbI-
BalOT, — 06paTMNach K NaLuMeHTCKOMY
coobuiectBy EneHa JlykuHa, foKTOp
MeJMUMNHCKUX HayK, npodeccop, 3aBeay-
0L asn Hay4YHO-KANHUYECKUM OTAENeHnem
opdaHHbix 3a6onesaHuit Fematonoru-
YyecKoro HayyHoro LleHTpa MuH3apaBa
Poccuun. — Cenyac peyb Mget o Tom,
yT06bl 06€CNEYNTL NALMUEHTOB C 6ones-
Hbio FolWe npenapaTom 0TeYeCTBEHHOIO
NPOM3BOACTBA B paMKax rocyaapCTBeH-
HOM NPOrpamMmbl UMMNOPTO3aMeELLEHUSA.
CoBceM HelaBHO Mbl MOCETUAN KOMMaA-
HUto «F'eHepuym» 1 yBUAENN TamM Camoe
coBpemeHHoe 060pya0BaHNe MUPOBOTO
YPOBHS, MONOAbIX YYEHbIX, KOTOPbIE
MONHOCTbIO YBIEYEHbI CBOEN paboToi,
NPOW3BOACTBO, BBICTDOEHHOE MO €BPO-
NnencKum ctaHaaptam. [osaTomy y Hac Het
COMHEHUW B Ka4yecTBe OTEYECTBEHHOTO
npenapara.

HakaHyHe BcTpeun ¢ naymeHtamu Enena
JlyknHa coBeplunna 03HaKOMUTENbHYIO
noesaKy B 61MoTexHonapk «FeHepuym».
Kpome Hee B noe3fKe yyacTsoBanu
lOpuii Kapaces, npe3uaeHT obuie-
CTBEHHOW OpraHu3alun naLMeHToB C
60ne3sHblo Mowe, [leHnc benskos, ncnon-
HUTENbHbIA gupekTop «Cot3a nayneHToB
1 NaLMeHTCKUX OpraHn3aumui no peaknum
3a60seBaHNAM» U NaLNEHTbI C 60e3HbI0
lowe. B XxoAe NoOe34KM COCTOANNCH BCTpe-
4M C Npe3nAeHTOM rpynnbl KOMNaHWm
«FeHepnym» AnekcaHgpom Lycrepom n
reHepanbHbiMm gupektopom 3A0 «leHe-
puym» imutpuem Kyanaem.
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Tekct: CBeTnaHa lMetpoBa

— Jmumpuii AHamoAbesuH, Kakue accouuauuu y 6ac cknaobléaromics 6 céasu co cA080CO-
4emaxuem «pedkue 3a601e6aHUA»?

— Penkue, HO MeTKHe., OTHOCHUTeNbHO QHUHAHCOBOr0 6peMeHU 15l CTPaHk!L. U co-
OTBETCTBEHHO, I1€PBOe >KeJlaHHe IIPU paboTe C 3TOM TPYIIIIOHN IIPerlapaToB — BO3MeH-
CTBOBaTh Ha GMHAHCOBYIO COCTABIISIONIYIO, CHU3UTh LIeHY, CAeIaTh UX 6oyiee JOCTYII-
HBIMU [IS TTAI[eHTOB. YTO6BI OCBOGOAUBIIIKECS CPELCTBA MOIJIM IIOMOYb JIIOSIM
I10JIy4aThb JIEKAPCTBA B APYTUX [PYIIIIAX.

— Kakue peaabHble uHCmMpymMeHmibl 015 31020 ecib?

— Bo-I1epBbIX, paboTa I10 IIOTHOMY LIHKIY. 9TO BO3MOKHOCTH BIIHSTH Ha cebecTo-
MMOCTH BIIPSIMYIO. DTO COGCTBEHHBIE KIETOUHbIe 6AHKM, COOCTBEHHBIE KIETOUHBIE
JIMHUM. STO CIIELIUAINCTEL, KOTOPble 3aHUMAIOTCS PeIKUMU 3a60/IeBaHUAMU. [1a, B
eIMHHUYHBIX 5K3eMIUISIPaX 3TO HeBBITOJHO. HO eCiu IIPOAYKTOB HECKOJIbKO, 3TO AaeT
BO3MOXKHOCTB OIITUMHU3KMPOBATh 3aTPAThI U IIPEJCTABUTh IIPOAYKT JOCTYIIHEE I10 LieHe
10 CPAaBHEHMUIO C 06pa3LiaMy, UMEIOIIHMMUCS Ha PhIHKE,

— Pacckakume, noxkaayiicma, 06 opdannom nopmeene komnaHuu «Cenepuym»,

— J1o mekabps 2018 roga B 7 B3H 6bUI0 YeThIpe OpPaHHBIX ITperiapara, 1 KOMIIa-
HUS «[eHepuyM» CIIPDaBHJIACh C IIe€peYHeM, BXOZSIIMM B 3TOT CIIHCOK. I1epBBIM —
mpenapart «CoMaTponuH» («PacTaH»), Y TpU IIperiapaTa AJis JIeueHUs BceX Tpex GopM
reMoQUINU.

«eHepuyM» Ha CerOOHSIIIHUM JIeHb — eIUHCTBeHHass KOMIIaHUs B MHUDe, KO-
Topasi AenaeT Bce TpU daxkropa. Ecinu 6epeM 60i1e3Hb [ollle — 3TO B IIEPBYIO OYepenb
HMHUIIIIOLIepasa. B 2019 rony B IIpeiiBEPUU MeKAYHAPOAHOrO [IHS PeaKUX 3a601eBa-
HUN MuH3ApaB PO 3aperucTprpOBaIL IIEPBHIN POCCUHICKUE 6H0aHATIOr KMUTIIIOLIe-
pasel — «[J1ypa3um». MBI 3TO BOCIIPUHMMAaeM KakK HOBBII 3Tall Pa3BUTHS HAYUHBIX
OCHOB ITPOMBILITIEHHBIX GMOTEXHOJIOTUM. Beib MMeHHO Pa3paboTKU TeXHOJIOrHde-
CKROM IIIIaTGOPMBI AJ1s1 IPOM3BOACTBA UMUIIIOLepa3sl B CIIIA IT03BOIMIN B KOPOTKHE
CPOKM ITPOM3BECTH ITPOPHIB B Tepartnu 6oe3Her ®abpu u [lomme, Bone3Hs [o1ne, Kak
caMasl pacIipocTpaHeHHas U3 60JIe3HeH JIM30COMaIbHOIO HAKOIUIeHU I, CTaIa MoJie-
JIBIO OTPA6OTKY 6330BBIX ITOAXON0B K IIPOM3BOJCTBY TepalleBTUYeCKUX S3H3UMOB. MBI
yBEPEHBI, UTO O>KMAAHHS POCCUICKUX IIAIMEeHTOB C 60e3Hblo omle 6yAyT OIlpaBaa-
HBI, [IOCKOJIbKY Ha BCeX 3Tallax MCCIeJOBaHU S IIperaparT [1I0Ka3bIBaJjl [T0JIHYIO0 5KBUBaA-
JIEHTHOCTb ODUTMHAJIBHOMY JIEKapCTBEHHOMY CPeJICTBY.

IIpOM3BOACTBO IIOJIHOTO ILIMKIJIA, BKIIOYAsl CYOCTAaHIIMM, OPraHM30BaHO BO
BrmaguMHUpcKoy obnacTH. LleHa 3a YIaKOBKY POCCHICKOIO JIeKApCTBa IIOYTH Ha
20 00 py6iIer MeHbIle CTOMMOCTH 3aIIafHOro Iperaparta. Eine oguH opbaHHBIN
IIpenapar, 3aperkuCTPUPOBAHHEBIN HAMU B 2019 FOAY — «DJIM3apHsi». ITO 6HOaHAIOr
«Conmupucar, «3KyIHN3yMab» IIPUMeHSIeTCS [Is JIeUeHUsI JBYX CAMBIX 3aTPATHBIX Op-
baHHBIX 3260/1€BAaHUH — ATUIIMYHOI'O [Fe MOJIUTHKO-YPEMHUYECKOro CUHApPoMa (al'YC)
U [IapOKCH3MAJIBHOM HOYHOM reMOIJIOOHYPHUHU.
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WuTtepBblo cneynanucta

leHepanbHbi aupekTop AO «TEHEPNYM»
Omutpuin Kyanai:

— B npepasepun [IHs peaknx 6onesHen,
28 cheBpans, Mbl C FOPAOCTbIO MOXKEM CKa-
3aTb, YTO C perncTpaluen oTe4ecTBeHHOM
MMUrAoLepassbl B CTpaHe HacTynaeT HOBbIN
3Tan pasBUTUA HAYYHbIX OCHOB MPOMbILL-
NEHHbIX 6MOTEXHONOTWIA.

ObuiecTBeHHble opraHusauum «Coto3s
naumeHToB ¢ 6ose3Hbto Mowe» 1 «Coto3
nauveHTOB M NALMEHTCKUX OpraHu3auun
no pefKkum 3aboneBaHUAM» NPUBETCTBYIOT
NosB/IEHNE B CTPaHe POCCMINCKOro 61oaHa-
fnora umuraLepasbl, CCbiNasach Ha No3u-
TUBHOE MHEHME NALUEHTOB, MPUHMMABLINX
yyacTue B uccnesoBaHum.

[lo cerofHAWHEro AHA XN3Hb POCCUNCKUX
nauneHToB ¢ 6one3Hbto [oLie NONHOCTbIO
3aBucena oT NOCTaBOK UMMOPTHbIX Npena-
partos. MNosBAeHNe poccuitckoro buoaHano-
ra umurioLepassl o6nerynt uHaHcosoe
6pems rocyaapcTea v Aact BO3MOXKHOCTb
nauveHTam yBepeHHO CMOTpeTb B 3aBTpall-
HWi1 AeHb, He onacasch 3a ceoe byayuiee!
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— Bocnpusamue poccuiickux AeKapcmeeHHbIX Npenapamos noKa cA0KHO HA38aMb NoNo-
JKumeabHbiM. Kak 60 epaue6HoM, mak u 8 nayueHmcKom coobujecmee omuouleHue K Aekap-
cmeam, npoussedeHHbiM 6 Poccuu, npedszamoe. Kak npeodonemb 3mu crmepeomunbi?

— 3amnagHble KOMIIAHUY He IIPOCTO TaK IIOJIYYMIU TOT YPOBEeHb IIPU3HAHUS U JI0-
BepUsi, KOTOPBIM OHU MMEIOT Celyac I10 BCeMy MUDY, B TOM YHCJIe U B PoccUU. ITO
JleCSITUIeTHsI perlyTallIOHHOM pPaboThl. 3aBOeBATh 3TY JIOSIIBHOCTb MOSKHO TOJIBKO O
HUM ITyTeM. OH HeM3MeHeH: TIIATelIbHO PaboTaTh C MeIULIMHCKUM COODIIeCTBOM,
6BITH OTKPBITBIM C ITALIMEHTCKUM COOOIEecTBOM. Y HAaC eCTh TPALUIIHS eSKeroqHbIX
CecCHM C HAllMeHTCKUMU OPraHU3al[UsIMU, IZe MBI He IIPOCTO ITOKA3BIBA€M CBOU
HapaboTKU, HO U 33JlaeM KOHKpDeTHbIe ITPAaKTHUYeCcKye BOIIPOCH! MTalyeHTaM. Eciu,
CK2oKeM, MBI IIAaHUDPYyeM Ty HJIN UHYI0 GOPMY BBIITyCKa, YA06HA JIM OHA BaM, eClIU
Heyno6Ha, TO YeM. JTa 06paTHAas CBS3b KParHe BasKHA 06eHM CTOPOHAM.

— A ecmb AUy poccuiickoil papmpl cobcmeeHHble npeumyuiecmea? iau Haw ydea — 8e4HO
6b1mb 8 nodmacmepbsx y Eeponbl u AMepuku U moAbKo d020HAMb 3anadHbIX KoAe2?

— OCeHbI0 2018 rofia MBI IPUHHUMAIHN y4acTHe B KOHIpecce 10 pefKUM 3a60eBa-
HHSIM, KOTODPBHIM IIPOXOAUI B BapcenoHe. MITOT IAKOHUYHBIN K MHOTOO6EIAIOII NI
[t Hac: Poccuist BXOOUT B TPOMIKY CTPAH MUpPaA, KOTOPble UMEIOT COGCTBEHHOE ITPOH3-
BOZICTBO 151 OPQAHHBIX IIPEIIapaToB. DTO OFPOMHOe IIPDEeHMYIIECTBO. ViMesl ero, Mbl
MOsKeM BO3[IeHICTBOBATh Ha LleHY, a, CJIefOBaTe/IbHO, PeryJINPOBaTh U MHOTHE ADY-
THe acIIeKThI JOCTYITHOCTH OpdaHHBIX ITpellapaToB. M obecrieduTs IalikieHTaM 6oiee
KOMIIIEKCHOe JledeHHe K3-3a TOT0, UTO JlaeM He TOJIBKO IIPSIMYIO, HO U COIIyTCTBYIO-
LIIYIO TEPAITHIO HAa OCBOGOAUBIIIHIECS CPELICTBA. BTOpOe BasKHOE ITPEUMYIIeCTBO — G-
30CTh ITPOU3BOACTBA K IALIeHTY. IIpu 10608 BO3HUKIIEHN TPYAHOCTH HIN PeIIOPTH-
POBaHHOM HeraTHUBHOM 3ddeKTe, PeryisiTop MOKeT BO3EeHCTBOBATh Ha IIPUUUNHY
MaKCHMJIBHO OII€PATHUBHO. MM U3MEeHUTb XaPaKTEPHUCTHKY, eCJIU 3TO ObIBaeT Heob-
XOAVIMO TIAI[MEeHTaM — CKOPOCTb O6PATHOM PeaKkLMU. TO KPariHe BASKHO, M BSKHO,
YTO BHYTPHU CTPAHbI MBI MOKEM 3TO JAe1aTh 3bbeKTUBHO U 6BICTPO.

— Boabuwoii npo6aemoil — u opdparHble npenapamepl 3decb He UCKAIOMEHUe — ocmaemcs
Haauque demckux gopm nekapcme. Ecmb Hadekda Ha ee peuieHue?

— B 11060%1 HO30JIOTHH, KOTOPOM MBI 3aHHMMAaeMCsI, eCTh IeTCKUH BOIIPOC. A eCTh
DS IIperapaToB, KOTOPhIe IIPUMEHSIIOTCS TOJIBKO Y AeTel. U eciiu, HAIIpUMep, B3SITh
KOHLIEHTPALIMM COMATPOIIMHA, MBI OTPAbaThIBaIM XapPaKTEPUCTHUKHU lieleHaIlpaB-
JIEHHO JJI51 CO3MAHUSI IeTCKOM GopMbl. CIIelIHaIbHO AJISl STHX LieJIel COBMECTHO CO
IIBEHMIIAPCKOM KOMITaHUeH pa3paboTany yIo6HBIH AeBaic. [IPEUMEeHHUMBIA HMEHHO
[UIS HaIel CTpaHbl, To ecTh IJIsT HAC IeTCKUe JO3UPOBKU He SIBJISIIOTCS YeM-TO HC-
KJIIOYUTEIBHBIM, TPeOYIOIIUM JOIIOTHUTENBHBIX YCHUIUM, TO 0OBIYHAS IPAKTHKA.
EAVHCTBEHHOe, MBI 5TOMY 0co60e BHUMaHUe yAeIsieM C TOUKH 3peHUsI IPUOPUTH3a-
LIMM BHYTPeHHUX IIPOLIeCCOB. [IeTH B IIPHOPUTETE.

— Kozda peub udem o Hauane pa6ombl HA0 HOBbIM NPOJYKMIOM, N0 KAKUM KpUmepusm ebl
npuHumaeme peweHue?

— IlepBbIl KDUTEPUH — ITOPTPENbHOCTh. ECIM, HAalIpUMep, MBI 3aHHUMaeMcCsI Op-
$aHHBIMU [IpelapaTaMu, OHU CTAHOBATCS IIPHOPHUTETOM. K HOBBIE IIPOAYKTHI BKIIIO-
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YaIOTCSI B 3TOT IIOpTdenb, He IIPHUHOCS
IIDU STOM [JOIIOJIHUTENIBHBIX 3aTpart.
BTOpoiT — GUHAHCOBBIE IIAPAMETPHI.
Ecnmu 1mopTdenbHOCTh COGNIOfIEHA, TO
GUHAHCOBEIE TapAMETPHL COIIYTCTBYIOT
TOMY, YTOOBI IIPOEKT ABUTAICS. U OBU-
rajicst 6bI1CTpo. TpeThe: COOTBETCTBHE CO-
BpPeMeHHBIM TPeHZaM. MBI UX BULUM Ha
BeJyIIMX MUPOBBIX KOHI'DECCaX U TYT 5Ke
BCTpaMBaeM B HaIIU GHM3HeC-IIPOLeCChI.

— TonbKo 5% pedkux 6onesHeil ce200HA 6
mupe umerom AeveHue. Bbl 20moebl naxamo
3my yeAuHy — paspabampieamp npenapamot
945 HOBbIX HO30N02Uii?

— 3[ech MOXKHO HUATH ABYMS IIyTSI-
Mu. [IepBBIF: HET TOTO, Yero HeT. MEI
TOBOPHUM O Ka4eCTBeHHOM JUATHOCTUKE,

— A duazHocmbl 2080psam HaoGopom; 3a-
4em ebiasAaMmb 3a60nesaHue, ecAu dna He20
Hem AedeHus. To ecmb, noayuaemcs 3am-
KHymbLil Kpye. Ecmb cnoco6 e2o npeodonemb?

— OueHb OPABUIBHBIM Borpoc. U
MBI CaMM IO 3TOMY KpYI'y XOAunu. B
HUTOTe OTKPBUIM B KOMIIAaHUU OTHe/leHHe
OUATHOCTHUKU., ECIM MOAXOHOBI K Jjede-
HUIO TybepKysie3a y Tebs ecTb, ThI [IOHHU-
Maelllb MeXaHHU3MBbI JeHCTBUS, BOT Tebe
rUGpUAHBIN  6enoK, «JUAaCKUHTECT»,
KOTOPBIFT AUATHOCTUPYeT 3a60jIeBaHUe,
Ecnu, HampuMmep, OIS JiedeHUs: Goses-
HU Tolle MBI JejlaeM HMUIJIIOLIepa3sy,
TO MeTOJ, CYyXUX IIITeH MBI ceidyac OT-
pabaTeiBaeM y cebsi. OTO NeHMCTBUTENb-
HO OYeHb B3aMMOCBSI3aHHEBIE Belmu. U,
nMes1 CO6CTBEHHYIO [IHMATHOCTHUYECKYIO
CIIY>K6Y, MBI MOXKeM JIETKO ITOACTPOUTh-
Cs TIOA, TeKYIIMM ITOopTdenb: Ihe ymeeM
IHAarHOCTUPOBAaTh, CTPOMM TepaIleBTU-
4yeckyio 6a3y, rfje uUMeeM TepalleBTHYe-
CKy10 6a3y — JocTpauBaeM JHATHOCTHU-
Ky. 9TH [Ba [I0Apa3/ielleHUs OPraHUYHO
PaboTaIoT B CTPYKTYpe KOMITAHUHU .,



PEJIKUITC Y PHAJT

3aKoOHOL4AaTEeNbCTBO

BAIIIE SAROHHOE IIPABO

B 2019 F0AY AEVICTBYET PA/] HOBbIX 3AKOHOAATE/IbHbIX U3MEHEHWV B COEPE 3ALUNTBI [PAB MALMEHTOB C PEKUMMN
3ABOJIEBAHVNAMM. HANBEOJIEE BAYXHBIE U3 HUX MYBNKYET «PEAKUM }YPHA/»

Mun3dpaeom Poccuu menepb paccmampuearomcs 3asaexu,
mpe/icTaByeHHbIe cyobekTamu PO, Ha IpeIMeT 060CHOBAHHOCTH 3asIBJIEH-
HBIX 00'bEMOB JIEKapCTBEHHBIX IIPENapaToB, IPU HEOOXOAMMOCTH KOPPEKTH-
PYeT UX, COIJIaCOBBIBAET C BEBIHECEHHEM COOTBETCTBYIOIIETO PEIIEH .

Mun3dpae Poccuu 0633aH ocyuiecmenasms MOHUIMOpUH2 08u-
JCEHUA U YHema 1eKapcmeeHHbIX Npenapamos 6 cyosexmax P®.

B cayuae eble3da 601bH020 3a npedeasvt meppumopuu cyoesex-
ma P®, B KOTOPOM OH ITPOKMBAET, HA TEPPUTOPHIO APYTOro cyobekTa PO Ha
CPOK, He ITPEBBIIIAIONTUH 6 MeCsAIEB, €My OPraHU3yeTCs Ha3HAYeHHeE JIeKap-
CTBEHHBIX IIPENapaToB HA CPOK IIPHieMa, PaBHBIN CPOKY €ro Bble3za, Jubo,
YUYUTBIBAs CPOKH TOHOCTU MMEIOIIUXCSA OCTATKOB JIEKAPCTBEHHBIX IIPEa-
paToB, obecreyeHre TAaKOro OOJIFHOTO JIEKApCTBEHHBIMH IIpenapaTaMyu Ha
COOTBETCTBYIOIIUH CPOK.

Pacnopswicenuem IIpasumeascmea PP om
10.12.2018 2, N2 2738-p yTBEp:K/IeHbI B HOBOU pe-
JIaKIIMH CJIEYIOIIHE JOKYMEHTBI:

» IlepeuyeHp HEOOXOAWMBIX M Ba)KHEHUIIUX JIEKap-
CTBEHHBIX Ipenaparos (ganee JKHBJIII) aist me-
JIUIIMHCKOTO MPUMeHeHus Ha 2019 rox (IIpuio-
skeHue No1).

OH fomnoJiHeH 38 JieKapCTBEHHBIMH IIpernapaTraMu
U 2 HOBBIMH JIEKAPCTBEHHBIMU (OpMaMH IJIs yiKe
BKJIFOYEHHBIX B 3TOT IlepevyeHb JIEKAPCTBEHHBIX IIpe-
naparos. Beero nepeuens ?KHBJIII Ha 2019 roz BKJIIO-
YaeT 735 JIEKADCTBEHHBIX IIPenaparoB (B 2018 romy
66110 699 JIEKAPCTBEHHBIX ITPENIAPATOB).

» IlepeveHb JIEKaPCTBEHHBIX MIPENIAPATOB JJISI Me-

JUIIMHCKOTO NPUMEHEHUs, B TOM YHUCJE JeKap-
CTBEHHBIX MPENAPATOB /JIA MEAUITHHCKOTO MIPH-
MEeHEHU 1, HA3HAYaeMbIX 10 PENIEHUI0 BpaueOHbIX
KOMUCCHI MequIuHCKuX opranusanwii (IIpusto-
sxerne NO 2).
IlepeueHs JleKapCTBEHHBIX IIPENApaTOB, IPeHA-
3HAYEHHBIX JIJIs1 00eCIIeYeHN JINII, OOJILHBIX Te-
ModuUINeld, MyKOBHUCIUZAO030M, THIIO(DH3APHBIM
HaHU3MOM, 00Jie3HbI0 [ollle, 37I0KAYeCTBEHHBI-
MU HOBOOOPa30BaHUAMU JIUM(OHTHOM, KPOBET-
BOPHOM U POJICTBEHHBIX KM TKaHEH, pacCesTHHBIM
CKJIEPO30M, a TaKJKe JIHI] IT0CJIe TPAHCIIJIAaHTAIIIH
opraHoB u (vin) TkaHew (I[Ipunoxenue N2 3).

Tax>ke yTBepKJleH MUHUMAJIBHBIA aCCOPTUMEHT
JIEKapCTBEHHBIX IIPENIAPATOB, HEOOXOIUMBIX JIJIS OKa-
3aHUA MeAUITUHCKOH omonry. ([Ipuwioskenue NO 4).

IlepeueHb JIEKAPCTBEHHBIX IPENAPATOB AJIsA 00e-
CIIeYeHU s OT/AEJIbHBIX KaTeTOPUH I'pask/IaH JIOIOTHEH
27 JIeKapCTBEHHBIMU IIpenapaTamMy, 3 HOBBIMHU JIEKap-
CTBEHHBIMH (HhOpPMaMH JIJIsI Y?K€ BKJIFOUYEHHBIX B 3TOT
TepeYeHb JIEKAPCTBEHHBIX IIPENapaToB.

IlepeueHb TOPOTOCTOAIIUX JIEKAPCTBEHHBIX IIPEIa-
PaTOB JIONOJIHEH 1 JIEKAPCTBEHHBIM IIPEIapaToM.

B MuHUMAaJIBHBI aCCOPTHMEHT JieKapCTBEHHBIX
MPENapaToB, HEOOXOUMBIX JIJISI OKA3aHUSI METUITAH-
CKOU TIOMOIITY, JONOJTHUTEIHHO BKJIIOYEH 1 TPOTHUBO-
BUPYCHBIU JIEKAPCTBEHHBIN ITPENapar.

IIpunATHIE pellleHN s HallpaBJIeHbl Ha Pean3alliio
(enepasbHBIX3aKOHOBOT12a1PeNA2010T0AaN261-O3
«06 obpareHuY JIEKapCTBEHHBIX CPEZICTB», OT 21 HO-
s0ps 2011 roga N2323-D3 «O6 0cHOBaX OXpaHBI 3/10-
poBbs rpaxkzaH B Poccuiickon Penepanuin» B YaCTH
obecrieueHNs1 Tpask/1aH JIEKapCTBEHHBIMU ITperapara-
MM, BKJII0OUEHHBIMU B niepeuenb KHBJIII, u rocynap-
CTBEHHOTO PETYJIMPOBAHUSA IIEH HA 3TH JIEKAPCTBEH-
HBIE IIPenaparsl.




3aKoHOOaTeNbCTBO

07 anpeas 2019 200a ecmynua 6 cuay «Ilopsadok
HA3HAUEHUA AeKaPCMEEHHbLX Npenapainos, Hopmut
peuenmypHbuix 61aHK08 HA eKapcineéeHHble npena-
pamvt, nNOPA0okK 0HopMmaeHUA OAHHBIX PeUEeNINYPHBLX
61aHK08, UX Yyuema u XpaHeHUus» yTBEPXKAEHHBIN [Ipu-
Ka30M MUHHUCTEPCTBOM 3/ipaBooxpaHeHus Poccurickoii dese-
paIlyH OT 14 AHBapsA 2019 I. N2 4H.

ITopAZIOK COAEPIKUT CIIEYIOLIIE HOBOBBEAEHHS:
BO3MOKHOCTh Ha3HAYEHHs JIEKADCTBEHHBIX IIPENapaToB
¢ opopMIIeHHEM HA PENEnTypHOM GJiaHKe B hopMe DJIeK-
TPOHHOT'O JIOKyMEHTa C UCIOJIb30BaHHEM YCUJIEHHON KBa-
JTUGUIUPOBAHHON 3JIEKTPOHHOHN MOAIUCH METUIIMHCKOTO
paboTHHKa;

Ha PELENTYPHBIX OJaHKaX Tenepb pa3pelieH0 YKa3bIBaTh
TOJIBKO (haMIJIMIO M WHUIUAJIBI NAl[MeHTa W JIeYalero
Bpaya. PaHee B penientypHoM 6Gs1aHKe Tpe6OBaIOCh YKa3a-
Hue noaHbix @10. Kpome 3TOr0, BMECTo Bo3pacTa mamueH-
Ta, TENEPb HEOOXOIMMO YKa3bIBaTh JaTy poxaeHus. Coot-
BETCTBYIOIIIe U3MEHEHHsT BHECEHBI B Oy1aHKu NO 107-1/y,
No 148-1/y-88;

pelenThl Ha JIEKapCTBEHHBIE IpenapaThl JJId IPaxi
HMMEIOIINX IPAaBO Ha GECIIATHOE MOJIyYEHHE JIEKAPCTBEH-
HBIX IIPENapaToOB WJIM IIOJIyYeHHE JIEKADCTBEHHBIX IIpe-
[IapaToB CO CKU/AKOMH, TeNepb MOXKHO 0(OPMJIATH TOJIBKO
Ha 6;1aHKax N2 148-1/y-04 (0);

[IPY Ha3HAYEHUH TOTOBOTO JIEKAPCTBEHHOTO IIPEapara Jo-
3UPOBKY TENEPh MOKHO YKa3bIBaTh B COOTBETCTBUU C UH-
CTpyKIuei o npuMeHeHnio. TpeboBanue 06 06s13aTesb-
HOM 0GOPMJIEHUHU TBEP/BIX U CHIIYYHX (hapMcybcTaHIui
B rpaMMax (MUJITHINTPAX/KAIJIAX AJIs1 XKUAKUX ITperapa-
TOB) TENEPH KACAETCS TOIBKO BBIIICKHU IIPENAPATOB HH/IN-
BU/IyaJIbHOTO UBTOTOBJIEHHUA.; - K JIOIIyCTUMBIM K HCIIOJIb-
30BAHMIO JIATUHCKUM COKPAIEHUAM, HCIOJIb3YIOIUMCA
B 0()OPMJIEHHUH PELIENTOB, 100aBJICHbI HOBBIE JIEKAPCTBEH-
Hble ()OPMBI, HAIIpUMEp, TaAKHE KaK «adP030JIb», KTPAHC-
JlepMaJIbHas TEPAIIEBTUYECKAsI CUCTEMA», «CIPEH», «Kall-
cyJia» U pyTHe.

Ha PElENTypPHBIX OaHKax NC 107-1/y Telephb paspeleHo
BBINKCBIBATH TOJIBKO OZAHO HanMEHOBaHME Iperapara, oT-
Hocsmerocs ATX K aHTHIICHXOTHYECKUM CpesicTBaM (KOp
ATX — No5A), ankcuonutrkam (NO5B), CHOTBOPHBIM U ce-
nmatuBHBIM cpeacTBam (N05C), antumaenpeccantam (NO6A)
U He HO/JIeXKAINEro MPeAMETHO-KOTUIECTBEHHOMY YUeTy
(myHKT 14 nmpukaza NO 403H), 11 10 TPEX HauMeHOBaHUI
apyrux JIC, He oTHeCeHHBIX K 3TUM ATX.




PEJIKUITC Y PHAJT

3aKoOHOL4AaTEeNbCTBO

C 07.01.2019 ecmynua 6 cuay PDedepanvHwvlit 3aKOH om
27.12.2018 N? 511-P3 «O éHeceHUU U3MEHEeHUIl 8 OMOeAbHbLE
3axoHodameavHble akmbt Poccuiickoilt Pedepayuir», KOTOPHIi
PACIINPHII IEpeYeHb BU/IOB TOCYJAapPCTBEHHOTO KOHTPOJIS 32 06palieH -
eM MeIWIIMHCKUX u3zenuii. HoBIlecTBOM sBJIsIETCS NPOBeAieHHe KOH-
TPOJIBHBIX 3aKYIIOK JIEKAPCTBEHHBIX IMPENapaToB JJIsl MEAHIIMHCKOTO
MIPUMEHEHHS B LEJIAX IPOBEPKU COOIIOAEHHS CyObeKTaMK 00pAIeHUs
JIEKAPCTBEHHBIX CPE/ICTB, OCYIIECTB/ISAIOIIMMHA PO3HHYHYIO TOPTOBJIIO
JIeKapCTBEHHBIMU IIPEapaTaMu /IJIs1 MEAUIIMHCKOTO IPUMEHEHH I, Ipa-
BUJI OTIIYCKA JIEKAPCTBEHHBIX [TPENIAPATOB /ISl MEAUIIHHCKOTO TPUMEHE-
HusA 1 (WIK) 3anpera npofaku GanbcrudUInpoOBaHHBIX JIEKAPCTBEHHBIX
CPEZCTB, HeZOOPOKAYECTBEHHBIX JIEKAPCTBEHHBIX CPEACTB M KOHTpA-
(haKTHBIX JIEKAPCTBEHHBIX CPEZICTB.

ITocmanoseHuem IIpasumeascmea
Poccuu om 3 HOa0pa 2018 2. N? 1323 yT1-
Bep:kZieHb! [IpaBuiia ¢GopMUpOBAHUA IEpeUHS
JIeKapCTBEHHBIX CPEZCTB, 3aKyIIKa KOTOPHIX OCY-
IECTBJIAETCA B COOTBETCTBUH C UX TOPTOBBIMU
HANMEHOBAaHUSIMH.

PaccMoTpeHHe BOIpoca 0 BOBMOXKHOCTH BKJIIO-
YeHHsI JIEKAPCTBEHHBIX CPEJICTB B IIEPEUEHb JINO0
HCKJIIOUEHU S JIEKADCTBEHHBIX CPEJICTB U3 Ilepey-
Hf Telepb OCYyIIeCTBseTC MeXBeIOMCTBEH-
HOU KOMUCCHEH 110 BOIIPOCAM OXPaHBI 37I0POBbS
rpakZjaH, IOJIOKEHUE U COCTAB KOTOPOU yTBEPK-
JaroTca MuHMCTEPCTBOM 3/IpaBooxpaHeHus Poc-
cutickoit Penepanuy 1o 3asBKaM GUBNYECKUX U
IOPUANYECKUX JIHI (PaHEE TAKMMU ITOJTHOMOYH-
siMu ObLIa Ha/leJIeHa TIO{IKOMFICCHSI II0 BOIIPOCaM
obpalieHnsi JIEKapCTBEHHBIX cpefcTB IIpaBu-
TEJILCTBEHHOH KOMMCCHH II0 BOIPOCAM OXPAaHbI
37I0POBBS TPAK/IAH).
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coLmanbHbIi pakypc

3BE3/IOH

JABHO V3BECTHO, YTO 5bICTPEE BCEFO FOTOBbI [IPUVITV HA TOMOLLb TE, KTO CAM MEPEXWJT
TPYIHOCTU. UMEHHO [TO3TOMY CPEJIN OPGAHHbIX MTALIMEHTOB TAK MHOIO OBLECTBEHHbIX JEATEJEN,
AKTUBHbIX HEPABHOAYLLIHbIX IKOAEN, KOTOPBIE [JAXE [TPY CO5CTBEHHbIX C/IOMHOCTAX HAXOAAT CUJIbI M
BO3MOMHOCTV [TOMOTATb [IPYITIM. AHHA HOCAY — O/ZIHA U3 TAKUX. TPUYEM, B EE CEMBE 3TO YXKE TPAANUNA

y

Hemopusa Aunst Hocau: 60aesny Dadpu

HEONPEAENEHHOCTb

Tellepb OHa 3HaeT — Yy Hee 6one3Hs Pabpu. EN 31 rof.
JuarHo3 3aQUKCHUPOBAIM IIECTh JIET Ha3ajg. [0 3TOr0 CeMbs
SKHJIA B HEM3BECTHOCTU. TaKOBa V3K CyAbba peAKUX IallHeH-
TOB — opbaHHEbIe 607Ie3HU TeM U CI0KHBI, YTO JAaske JOKTOpa
He BCer/a MOTYT UX JUAarHOCTUPOBaTh. M MalleHTHl XOAST I10
BpayaM MHOTO JIeT B IIOKCKaX PellleHus CBOUX ITpobieM. B ce-
Mbe Hocad 5TH IIOMCKU PACTSHYINCE Ha 54 rofa. [1aBa ceMbH
Ceprett Hocau Bce BpeMs 6oen. Y Bpauu He MOIJIU IIOHSTD

NPUYUHY. «CTaBUIH Jaxke OUATHO3 «PAaCCeSHHBIN CKIEPO3»
U Oenany Oaske ITyIbC-TePAIIHIon, — PACCKa3bIBaeT AHHA 06
oTIIE.

B 1990 romy cempsa Hocau 13 YKpauHBL Ilepeexasa B Mo-
cKBy — CepreX BacHJIbeBUY TOTJA IIOCTYIIMII B ACIIUPAHTYDPY
MOCKOBCKOI'0 SHepreTHU4ecKoro HHCTHUTYTa. BOIU B pyKax U B
HOTaX — OJUWH M3 IPU3HAKOB 60sie3Hu ®abpu — MIPOAOIIKa-
JUCch. HO HECMOTPS Ha 3TO, OH MHOTO U IIJIOLOTBOPHO pabo-
TaJ. BRI Ha4aJIbHUKOM OTAENa CHUJIOBOM 3JeKTPOHUKHU Ha
3aBojie. 3aHHUMAJICS HAyKOM — Y HEro eCTh HeCKOJIBKO ITaTeH-
TOB Ha COGCTBEHHBIE M306peTeHus. 3AIMUTHI KAaHAUIATCKYIO

52

ouccepranup. [JuarHo3 «6one3Hp ®abpu» eMy IIOCTABUIH,
KOTZla HCIIONHUIIOCHh 54 rofa. IIockonbKy 3aboiieBaHMe Te-
HeTH4YecKoe, BO3HUK BOIIPOC 060 MHe. MBI BMecTe I10eXalH
K npodeccopy 3aKISI3UHCKON. «EMy OOBSIBIIN OUATHO3, A I
IIOIIIA Ha 06C/Ief0BAHUE», — PACCKA3BIBAET AHHA CEMEHHYIO
HCTODHIO.

Jla, IpUHSITH IIPOUCXOJsIIee eH 6bUI0 HerrpocTo. CHavana
OHa OTPHILIAJIA CBOIO 60JIe3Hb — CTApAJIach O HEHM He JyMaTh,
He FTOBOPUTD, He YYaCTBOBAJIA B IAIIMEeHTCKOM OPTaHU3aI[UHU.
«TONMBKO KOTZA OTLIA He CTajo, s1 IIpoulIa o6CaefoBaHUS [0
KOHIIa. MHe moTpe60BajIoCh IATH JIET Ha TO, YTOOHI IIOHSTh
U IIPUHSTBH, YTO S TOXKE OTHOIIYCh K KATETOPUU «PeLKUX» JII0-
Ier», — rOBOPUT AHHA Hocay.

PAZIOCTb NPEOAIOJIEHUA

Ka3zasmoch 65, YCTAaHOBIEHUE AUATHO03a [10CIe TAaKUX JOJ-
TUX TIOMCKOB JAeT IIOBOJ HECKOJIbKO PaCCIabUThCI U BBILO-
XHYTb, TaK KaK Telepb eCTh YeTKUM, MMOHSITHBINA aJTOPUTM
nmerictBuil. Ho myist opbaHHbIX [IALIMEHTOB, KaK [IPABUJIO, KOH-
CTaTalUs UX PESKOTO CTATyCa — 3TO TOJIBKO HAaYasIo 6OJIBIIOTO

N°g // 2019



U TPYLHOTO IIyTH, B KOTODOM TIJIaBHBIM CJIOBOM CTaHOBHUTCS
«b6oprbar. IIpeomoneTh COOCTBEHHBle HEeMOIIU, IIPeoAoJieTh
06IIeCTBEHHYIO CTUTMY, IIPEOZOJIeTh CTeHY YHMHOBHUYBETO
paBHOAyIHs B 60ppbe 3a IIOJNIOKEHHBIEe I10 3aKOHY JIeKap-
CTBEeHHBIe ITperaparThl. JlekapcTBa [yt OpbaHHBIX TAlLIeHTOB
B GOJIBIIIMHCTBE CBOEM CTOST HeJeUIeBO, U YNHOBHUKHU IIOKY-
MIAIOT UX C 60JIBIION HEOXOTOM, BCEMU CHJIAMU UIIYT CIIOCOOBI
3TOTrO He JelaTh. «B Hamel sKU3HU H0sIBUIICS COI03 MMallHeH-
TOB U MAlLlMEeHTCKUX OPraHMU3alUM 10 peAKUM 3a601eBaHU-
siM. C IIOMOIIBIO CIIELIMAIKCTOB 3TOM OpraHM3allM MBI Ha-
YaJIU I10JTy4aTh JIEKapPCTBO», — PACCKA3bIBaeT AHHA.

A y>ke Bckope Ceprert Hocad u cam cTan 4acTbio Coro3a—
KOHCYJIbTUPOBAJI ITALIMEHTOB, IIOMOTaJl COBETOM, IIOJePsKI-
BaJ U nof6aipuBal.

Ceprest Hocada He CTaJI0 HECKOJIBKO MeCsILieB Ha3al: OH
YMEP OT MHCY/IbTA. «[IJIsI MEeHS OTel] HaBCerAa OCTAHETCS IIPU-
MepOM CHJIBHOTO YeJ0oBeka — HeCMOTDSI Ha TPYLHOCTH, Ha
penKkoe U OCTAaTOYHO TsDKeJloe 3a60/1eBaHMe OH CMOT JOCTUYb
GOJIBIINX YCIIEXOB B SKM3HH, KOTOPHIe He BCErAa JOCTYITHBI
JlaoKe 3MO0POBBIM JIIOASM», — JIeJIUTCS MBICSIMU 104Yb Cepres
Hocaua.

CMEWWTDb NOBUTb

CeMBbs IIsT HEro CTaJIa CTep>KHeM, KOTODBIM He JaJl CIIo-
MaThCsl. «MBL BCe Mamy IOALEePsKUBAIU. sl HAc 3TO GbUIO
IIPOCTO IIPOXOKAEHUE IIYTH BMeECTe», — IIPOJO/IKAET AHHA
Hocau.

— A Kakoil cosem 6bl 6bl danu om cebs ceiivac nayueHmam, Ko
Mmak ke, KAK U ébl, umeem duazHo3 «6onesnb Pabpu»?

— He 60sTbcs! He onycKaTh pyKu! Kaskablil YeloBeK 0Co-
6eHHBIN, Y KOKIO0I0 CBOM ITyTh. PafyHTeCch SKU3HU U CIIELIUTE
JII06UTB!

BOJIbLUKE NJIAHbI

Y AHHBI Hocad fiBa 06pa3oBaHUsl — QHUIIONOr U YIIPaB-
JleHel]. BTOPOI AUIUIOM IO CIIELIMIBHOCTU «YIIpaBJIeHUE B
TOCCTPYKTYypax» OHa monydria B MTMMO. Ceriuac pabora-
eT B MEeXAYHAPOLHON KOMIIAHUM — OTBeYaeT 3a HaIlpaBile-
HHe TPy6OoIIpOBOAHEBIX ccTeM. OHA, KaK U OTell, Hay4uIach
CJ1el0BaTh >KU3HEHHBIM MHTepecaM, IIPeofoeBaTh HaC/le[-
CTBEHHYIO 60yie3Hb. TBepZo IIaraeT K OCYLIEeCTBIEHUIO MeU-
THI.

— Mosi camas 6osbIlias MeyTa B >KU3HU — CO3[]aTh CEMBIO,
ponuTh pebeHKa, — TOBOPUT AHHA, — S IIPeKPAacHO ITOHU-
Malo, YTO Ha IIYTU K 3TOM MeUTe MHe ellle ITpefCTOUT MHOIO
TPyZHOCTer. OGHUM M3 BOKHBIX MOMEHTOB 6yIeT COOOIIUTh
MoeMy 6yayIieMy CITyTHUKY SKM3HU 0 Moel 60yie3HU. Kak oH
oTpearupyet? He cekpeT, YTO MHOTH e HbIHeIlIHHe MY>KUHHBI
He TOTOBHI K TPYAHOCTSIM. IIOTOM IIAaHMPOBaHUE U POXKJe-
HUe pebeHKa. B MOeHt CUTyal[UMU 3TO IOTpebyeT MHOTO TPY-
Ia ¥ OTBETCTBEHHOCTHU. IIPeICTOUT MHOTO 06CIeMOBaHUM,
KOHCYIBTALIMU C BpadaMu. Ho s1 ONTUMMUCT. I He IPUBBIKIA
C[ABaThCSI HU IIPH KAKUX YCIOBHSIX! TO BCETrO JIMIIL ONUH U3
3TAIIOB MOErO IIyTH, MOUX 0CO6eHHOCTel. Hanuuure 601e3HU
B CeMbe He OTMeHsIeT CaMy >KM3Hb U JOCTIDKeHUs B Hell. U fa,
51065132 TeNBHO 6Yy IIPOAOJIKATE BCIE, 32 IIAIIOH O6IIeCTBEH-
HYIO0 paboTy — 6yay IeTUThCSI CBOH HCTOPUEH C IallMeHTaMU
U IIOMOTATh TeM, KTO B MO€H ITOMOIIY HY>KIAeTCs!»

—

¢

3aboneBaHnaM”»:

Ny Hac 3mo nony4aemca!

PEIHIT Y PIIA

HdeHunc benakoB, UCNONHUTENIbHbIN
auvpektop «Coro3a naumeHToB U na-
LLMEHTCKUX OpraHn3auuni no peaKkum

— Xu3Hb opgaHHbIX nayueHmos 8 Poc-
cuu HesepoAMHoO c10xcHA. MHoxcecmso
npobsem, Ha4UHAsa om 1eKkapcmseHHo-
20 obecneyeHus 00 Kakux-mo 6bImoBbIX
sonpocos. To, Ymo 300poBoOMy 4esose-
Ky Kaxcemcsa mesnoysto, camo coboll pas-
ymerowumcs, 014 Hawux nayueHmos
UHoz20a oka3bisaemcsa Henpeodoaumol
cmeHol. EQuHcmBeHHbIl cnocob ¢ Hell
cnpasumsca — nomozams dpyz opyey.
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FNABHAR

Boe qedcTBitA =

PEKOE

&3 YouTube

q) Monwtika cerogna: Po

NOANMCATLCA

&= BuicTynnesue Anexcen KypuHxoro 8 Focgyme. MNpuasis K 3 AHETORNR Wapui

[AenyTaTam NPUHATSL hefepancHy NporpamMmy s

G Mocxaa 24

NOANWCATRCH

@ ceroama

MOAMMCATECH

*Al - Pegeuit™ WCTOpMK QETei C KBEHUNBHBIM MOMONATHHECKMM € Hovoctn va Nepaon K
ApPTPUTOM

NOANWCATLES

+  Pynop MockE

NOANWCATECH

Pegkoe TB — nepeoe B Poccuu oHnauH-meneBugeHue, NOCBAWEHHOE pegkum
3abonesaHuAM. OHO NpegHasHa4YeHo gna Bpayvel, CmMonkHyBWUXCA C pegkum
guazHo30M, gnAa nauyueHmos, komopble xomAm OonbWwe y3Hamb O CBOEM pPeg-
kom 3aboneBaHuu, u gnAa obwecmaa B UENOM, Begb pegkumMu 3abonesaHuAMU
cmpagaem 3HauvumenbHbIU NPOUEHM HAceNeHUsR.

Pegkoe TB — amo dbakmuuecku uHcmpykuua gnAa »kKu3Hu nioged, CBA3AHHbLIX C
pegkumu 3abonesaHuAMU. Mol pacckassiBaeM 000 BCex HioaHcax pegkux namo-
nozud, Mel NnokaseiBaemM CUMNMOMbI, Komopble gomkHel HACMOPOXKUMb Bpaya,
HakoHeu, Mbl CHUMaeM ODULECMBEHHbIE MEPONPUAMUA, NOCBAWEHHbIE pegkum,
4YmoObl OpdaHHbIE NAUUEHMbI 3HAMNU, YMO OHU HE OgHU.

MognucskiBaumeck Ha KaHan PEOKOE TB, nomomy 4mo cmonkHymbCcA ¢ pegkum
3abonesaHuemMm Moxkem kaxkgelU.

Redkoetv.ru
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