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y A pered } NPW KOTOPOM U3-3a NaTONOrMYECKIMX
nerkux: M®, runepuyBCTBUTENbHbIN MHEBMOHUT, GUBPO3UPYIOLLIMI
capkounaos, M3J/1y naumneHToB ¢ 3a6oeBaHUeM coeanHUTENbHOM B ¢
TKaHW, PeBMaTOMAHbLIM apTPUTOM 1 Ap. ' o Py N npoLecc abixaHus

N3MEHEHUM B NErKMX HapyLlaeTCH

4ymTanTe Ha cTp. 15-19

D//ZO 000

— 10 pacYeTaM yYeHbiX, CTO/IbKO MALMEHTOB
C MAMOMNATNYECKUM IEeroYHbIM GrbPO30M
B Poccum

BCEPOCCUMNCKOE OBLLECTBO
PEOKUX (OPMDAHHDbIX)
3ABOJSIEBAHUI




O 3aboneBaHnK / UononaTUYeckmnin nerovHbln Gnbpos

4_7 yerioBek
w100 000 -

MPUMEPHO CTONbKO
nogen sabonesatoT
3TUM PeaKUM
reHeTUYeCKUM
3abonieBaHMeEM

Jlezounas anveeona

(om namumnckozo
alveolus, «<manenovxasn
nonocmov») — 3Mo noaan
vawa,

8 KOmopoi npoucxodum
2a3000MenH

IIpu 60ne3nu

A66€0.161 CMAHOBAMCS
MeHee INACMUMHBIMU

u npoHuuAEMoIMU 0N
KUcnopooa, nomomy umo
6 Mecmax noepexicoeHust
JezKux omxaaoviéaemcs
Konnazen

O 3aboneBaHuu

JIOBO «MIUONATUYeCKU» 03HAaYaeT, YTo

IPUYMHBI 60JIE3HH TOYHO He U3BECTHBL.

®u6po30M ke Ha3bIBAIOT ABJIEHNE, KOT/A

B CTEHKAX JIETOYHBIX JIbBEOJI Pa3BUBALTCA
TKaHb, CXOZJHas C PyOLOBOii. IIpOMCXONUT CBOEro
poza pybueBaHue B Jierkux. OTKIabIBasCh B CTEHKAX
anbBeoJ (IbIXaTebHbIX MeIIOYKOB), Gubpo3Hast TKaHb
3aTPyAHSET IOCTYIIEHNe KUCIOPO/ia B KPOBb. Jlerounas
TKaHb CTAHOBUTCS YTOJIEHHOH, TepsieT 371aCTUIHOCTb.
YeJI0BeK UCMBITHIBAET OZBIIIKY, YAYLIbE, YCTATIOCTh, EMY
OyKBaJILHO He XBaTaeT BO3AyXa.

IMockombKy pyOlieBaH¥e TerouHoii Tkauu (Gpubpos) mpu
NJI® siBnsietcst HEOOPATHMBIM MTPOLIECCOM, TO 3TO 3a60-
JieBaHue Hen3edumo. Ho mpu CBoeBpeMeHHO ArarHo-
CTHKe ¥ IPaBUJILHOM TaKTHKe JIEYEHHs er0 IPOrpeccrupo-
BaHUE MOXKHO B 3HaUUTEJILHOM CTENIeHH 3aMe/HTh.

ITo nocnefHNM JaHHBIM peru-
CTpa MalMeHTOB C UANOMATUYECKUM JIerOYHbIM Gpubpo-
30M, B Poccunt pacmpocTpaHeHHOCTh 3TOr0 3a60ieBaHuUs
cocTtasiseT okoyio 8—12 manuenToB Ha 100 000 Hacese-
Hus, a 3a6oeBaeMocThb — 4-7 Ha 100 000 HaceneHus.

D10 60JIe3HB MOKUJIIBIX, OHA TPAKTUYECKU
He BCTpevaeTcsi y Jiofielt Mosioxe 55 setr. Myx4uHbl 60-
JIeI0T HeMHOT0 vaite xeHIH. JI® oTHOCUTCA K Ipymie
3a60J1eBaHII UIMOTIATYECKUX MHTEPCTUINATBHBIX
nHeBMOHUiL. PoJib BocmasieHust B pa3BUTUM 3TOTO 3a601e-
BaHUS CYMTAETCS He3Ha-
yuTeabHOU. CunTaercs,
YTO B OCHOBE ITaTOreHe3a
JIeXUT HapylleHue Ipo-
1IeCCOB BOCCTAaHOBJIEHHUS
JIero4HOM TKaHU, B pe-
3yJIbTaTe KOTOPBIX B MeCTe
[IOBpeX/IeHNs1 JIerOYHON
TKaHU OTKJIaZbIBAETCS
koJutareH (6eJiok coenu-
HUTEeJIbHOU TKaHM), 4TO
JieJIaeT aJIbBeoJIbl MeHee
371aCTUYHBIMU U IPOHULIA-

O 3aborneBaHum / MononaTnyeckmnin nerovHbin ¢ubpos

5 cTyneHem CHMXXeHMS KayecTBa XXU3HU

MoBceaHeBHas ¥U3Hb

YxynlaeTcst huanyeckoe COCTOSHME: TPYOHO XOAUTb NO NECTHULE,
MbITbCSl, Ofl€BaTLCA, YOUPATLCS B KBAPTUPE 1 3aHUMATLCS APYruMU
MPOCTbLIMU HEOGXOAVMMBIMMW feNamu

Cturmatmusaumsa

MaumeHTbl YacTo coobuatoT o nNpobnemax

B Ny6nyHbIX mectax. OcobeHHo 3To

CBSI3aHO C NpUCTyNamu Kawns, B pesysbTare
Yero SIAM NPUHMMAIOT NaUNeHToB,
cTpagatowmx NP, 3a NHHEKUMOHHBLIX 6ONbHbIX

Pa6oTa u Kapbepa
OppblILwKa 1 ycTanocTb 4acTo
3acTaBnsoT JIIOAEN paHbLue
BbIXOAUTb HA NEHCUIO

OTKa3 OT NPUBbIYEK U X066U
B nepByto ouepenb OT Tex, KOTopble TPebyLoT
CDI/ISVILIGCKOVI AKTUBHOCTU,— OT NPOryJsiok,
CMOPTUBHbIX 3aHATUN

M3OJ1FILI,VIFI 7] I'IpOGﬂeMbI B OTHOLLUEeHUNAax
MockonbKy coumanbHas akTUBHOCTb 1 B3aMMOLAENCTBUE
C ApYy3bsMU, KOJeramm, CEMben yMeHbLIatOTCS, 4acTo
NosIBNSIETCS YyBCTBO OfMHOYeCTBa



CuMnTOMBbI / igronaTuyeckmnit erodHbln dprnépos

Npuonatnyeckum
NeroyHbit drn6pos3
NoYTU He BCTpe-
yaeTca y nogen
Monoxxe 55 net

[opaykeHHbie nerkue
VMHOrAQ COABHMBAKOT

C MefoBbIMM

COTAMM W HA3bIBAIOT
«COTOBbIMU». V13-30
HOpPYLLEeHMS MPOoLIeccoB
BOCCTQHOB/IEHMS
J1€r0OYHOM TKAHM

B MECTaX roBpexkaeHus
OTK/1QAbIBAETCS KO/IAreH

N

4

»

[aumeHTbl BbIHY XKOEHbI
MenneHHo nepexoamTb
K 60s1€€ rNaccMBHOMY
06pA3Y IKN3HMN

eMBIMH JIJIs1 KUCJIopozia. IMEeHHO Ha mporiece u36bITOYHO-
'O OTJIOKeHUS KOJITIareHa B JIeTOYHOM TKaHU BO3JelCTBY-
IOT COBPEMEHHbIe METO/IbI JIeueH st 60Ie3Hu.

CMNTOMbDI

OHa BcTpevaeTcs IPaKTHYeCKH

y BCeX MallMeHTOB. DTO OAWH U3 KJIF0UEBbIX

CHMIITOMOB, KOTOPbI/ CUJIBHO BIIMSET HA

Ka4yecTBO XXU3HU U 001ee 350poBbe. CHavana
OZBILIKA 3aMeTHA ITPY OLIYTHMbIX QpU3MIECKUX HAarpys-
KaX, CO BpeMeHeM OHa CTAHOBUTCS IOYTH NIOCTOSHHBIM
CIyTHUKOM. [TalliieHThI OMUCBIBAIOT EPHOABI TKENIOH
OZBILIKY, KOTZIA OZIMH IIPHUCTYII KalUIA WM Jlerkas
¢dusnveckas akTUBHOCTD (HampuMep, 0OTUPaHKe B IyIie)
THIOJIHOCTBIO «COMBAIOT AbIXaHues. [TalieHThl BHIHYXe-
HbI Me/JIEHHO MepeXOIUTh K 6oJiee macCUBHOMY 06pasy
JKU3HU, CTAHOBATCS He B CUjIaX 00C/IyXuBaTh cebsi. DTO
HPUBOJUT UX K 3aBUCUMOCTY OT UCIIOJIb30BAHUA OO~
HUTEJILHOTO KUCJIOPOZA.

Bcrpeuaercst B 60sbminHCTBe cydaeB. OGbIYHO
OH CyXOH, pexxe IPOJYKTUBHBIN (C MOKpPOTOi). ITanieHThI
4acTO COOBIIAIOT, YTO He MOTYT KOHTPOJIMPOBATh HPUCTYIIBI
KallUIA, KOTOPbIe GbIBAIOT M3HYPAIOLIMMY, MeIIatoT cHy. Ka-
IIIeJIb IIPOBOLMPYIOT QU3KYeCKass aKTUBHOCTb, U3MEHEHUS
HOTOJIbl, Pa3TOBOP, CMeX, MacCUBHOe KypeHue. KpoBoxapka-
Hbe U IIOBbILIeHNe TeMIlepaTypbl He XapakTepHsl A NJIO.

CuMnTOMbI / onMonaTtuyecknii nerovHbln ¢nbpos

OKo0J10 10JIO-
BUHBI IIALIME€HTOB Ha3bIBa-
JIV ee OLHUM U3 Haubosiee
6eCIIOKOALIUX CUMIITOMOB,
CBSI3bIBAs €e C OJbIIIKOH,
KanuteM, Gu3ndecKon ak-
TUBHOCTBIO M YMCTBEHHBIM
HaTpsDKEHUEM.

ABJAIOTCS NaNbLBI B Gop-
Me GapabaHHBIX MaTI0YeK
Y HOT'TH B pOpMe YaCOBBIX
CTEKOJI, U3BECTHBIE BpayaM
KaK MIPU3HAKY JIbIXaTellb-
HOW HeIOCTaTOYHOCTH.
OTMeyqaeTcs CHIXeHne
Macchl TeJna.

| 4 60J1b — TOJIOBHAsA, B TPYIHOM KJIETKe, B MaJIbl[aX 13-3a

UX YTOJILIEHNS; «JIezounoe cepdue»,
K020a 803HuUKaem
JF CO CTOPOHBI JKeNyAOYHO-KUIIEYHOTO TPAKTA — namosozus npasvix
U3)KOra, TOIIHOTA, 3a10p; omadenoa cepdua,
MOoscem A6AAMbCA
)/ TPEBOKHOCTD ¥ JIEIPECCHSI KaK Pe3YJIbTAT KU3HK O00HUM U3 BO3MONCHBIX
c1IID. ocnoCHeHUTl
uduonamuyecxozo

1e204H020 ubposa

BosnesHp MOXeT pa3BUBaTbCA
C pa3JIM4HOM CKOPOCTBIO: CPABHUTEIBHO MeJJIeHHO,
ObIcTpO MK MoiepeMeHHO. TedeHue 3a60J1eBaHMs
MOJET CONPOBOXKAATHCSA 060CTPEHUAMY — TaK HA3bIBa-
10T yxyAleHue teyenuss UJI® c ycuneHneM OCHOBHBIX
CHMIITOMOB.

OHHM MOTYT pa3BUBATHCS CO BPEMEHEM.
K HUM OTHOCSAT JIETOYHYIO TMIEPTEH3UIO (IIOBBIIEHNE
ZIaBJIeHVs B JIETOYHON apTepHN), «JIerO4Hoe cepzes
(marosiorusi mpaBbIX OT/EJIOB cep/ia), amMmpu3semy (pas-
peXXeHue JIerOYHO TKaH!), TPOMOOIMOOIHUIO JIETOYHOH
apTepuH.
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Bone3ns moxcem
Ppa3eueamvcs no-pasHoMy:
Mednenno, 6vicmpo

Uau nonepemenHo

daKTopbl pycka / MaronaTuyeckmin nerouHsin ¢ubpos

dakTopbl pUCKa

puunHbl VJI® He N3BeCTHEI, HO YCTaHOBJIEH
psia GpakTOpoB pucka uiu GaKTOpOB, yCy-
ry6stiomux Tedenue 6ose3nu. Bonbias yacTb
13 HUX CBSI3aHA C [IeliCTBUEM BHeIHeH cpeJibl.

KypeHwne. [okasaHo, 4TO y KypPUJIBIIUKOB 60JIe3Hb
pa3BUBaeTcs CyLIeCTBEHHO vaie. IToka3aTens «bonee
20 mayex/neT»> (HanpuMep, BbIKypUBaHUe B CpeJIHEM
20 curaper B JieHb B TedeHre 20 JieT) 3HaYUTEIbHO yBe-
JINYMBaeT PUCK.

3arpAsHeHHOCTh Bo3Ayxa. C IOBBIILIEHIEM PHCKA
3a60J1eBaeMOCTH CBSI3aHbI PA3JINYHbIE BUBI NHTAJISLIH-
OHHOTO BO3/IeJICTBHSI Ha JIETKHe TOMUMO KypeHusi. K HuM
OTHOCATCA KaK mpodeccroHasbHble GpakTopbl (MeTasi-
JIn4YecKasi, [peBecHasi, KAMeHHasl IbUIb), TaK U OBITOBAs
IbLJb.

BupycHbie nHderumm. CerofHs UxX poJb CIUTAeTCA
HeyTOYHeHHOH. IToTeHIIMabHO B KayeCTBe IPOBOLIU-
pyromux $pakTopoB pacCMaTPUBAIOTCS BUPYCHI reprieca,
BrmreiiHa — bapp, renatura C, IUTOMerajJoBUpyCOB.

MacTtpoasodaranbHbIv pedriokc,
WJIY TIOTIa/IaHKe XeJyJOYHOrO COKa

B MUILEBOJ], @ UHOTZIA B /ibIXaTeJbHble
IyTHU, 4aCTO CBA3BIBAIOT C pa3BUTHEM
NJI®. DTO COCTOSIHE U3BECTHO MHOTHIM,
OCHOBHBIM €r0 CUMIITOMOM $IBJISIeTCS
usxora. EcTh mpemnosioxeHue, 9to 3a60-
JieBaHue CBSA3aHO C II0NalaHueM XeJy-
JIOYHOTO COKa B JIeTKHe.

CaxapHbi AnabeT B OCNeAHYe TOAbI
CYUTAETCS He3aBUCHMBIM paKTOPOM
pucka NJ1O.

leHeTUYeckme dbaKTopbl. YdeHbie
YCTAHOBWIIM, KaKVe TeHeTHIeCKUe My-
TALUHY CBSI3aHBI C HANOMATUYECKUM Jie-
rouHbiM pubpo3om (MUCSB u apyrue).
Ha 01110 ceMeiHbIX, HaC/leICTBEHHBIX,
ciy4aeB GOe3HU IPUXOAUTCS 10 5%.

[narHoctuika / AMonaTuyeckuin nerouHbi pubpos

IlnarHocTtuka

MIMIITOMBI HAHOIaTHYECKOTO JIETOYHOTI0
¢$ubpo3a HecrenupUIHbI, HOITOMY TS
[I0CTaHOBKY /JarH03a pelaroliee 3HaYeH e
MMEIOT IOIOJIHUTE IbHbIE MeTOAbL. Bezymyo
POJIb MTPAIOT PA3JINYHbIE METOAbI BU3YaIM3aL1H JIETKUX.

ITareHTaM € IOJJ03peHNeM Ha NAMONATHIeCKHH JTerod-
Hblit GuUOPO3 He peKOMeH/IyeTCs: poBeieHre 0630PHOA
peHTreHOrpaduy OPraHoOB IPYAHON KJIETKU B CBA3M C ee
HM3KOi1 HHGOPMATHUBHOCTHIO. BceM 6ONbHBIM peKo-
MeHZIyeTcs IPOBeZieHre KOMITbIOTEPHOM ToMOrpaduu
BbICOKOTO pa3pemenus (BPKT) opraHoB rpynHOM KIIeTKH
IUIS OATBepxieHus fuarno3a NJI®. [JonoaHUTeNbHBIE
60J1ee ZOPOTe U YyBCTBUTEIIbHbIE METObI HCIIOIb3YIOT-
S B CJIOXKHBIX CITy4asiX, KOT/ia TPOBe/IeHHbIe NCCIIefioBa-
HYS He TIOMOTJI B IIOCTAHOBKE JIMarHo03a.

PenTtreHorpadma cama mo cebe He MOXKeT yKa3aTb

Ha Haymmaue UJI®, HO MO3BOJISAET UCKITIOYUATH HECKOJIBKO
Gose3Helt ¢ mOX0xuMK cumnToMamu. Ilpumepro y 10%
HalMeHTOB U3MEHEHHUS He BBIABNIAIOTCA BooOwe. Tu-
IMUYHBIM CUMIITOMOM SBJIIETCA CETYAThIN PUCYHOK JIer-
KuX ¢ 00eux cTOpoH. JIerkue yMeHbIIAIOTCS B 00'beMe.

BPKT — obsg3aTenpHoe UCCIe0BaHue IpY I0Zi03pe-
Huu Ha UJI®. OHa aeT 6osee TOUHYIO MHPOPMALIUIO
Y 1Ipy HeOOXOIIMOCTH TI03BOJISIET BEIOPATh MECTO ISt
6uorcuu. IIpoBOANTCS KOMIbIOTEpHAsT TOMOrpadus,
MHor/a TpebyeTcs BBeZleHe KOHTPACTHOTO BelllecTBa
BHYTpUBeHHO. Jlenatotcs ToHKue (MeHee 1,5 MM) TO-
Morpaduueckue cpesbl terkux. 3menenus npu UJIO

PeHTreHorpagusa
MO3BOJIAET UCK/IKOYNTL
HeCKosbKo 6o/1e3Hen

C MOXOXKUMI CUMITOMAMMU,
HO MAMOMNATUYECKINM
N1eroyHbIvt rbpo3 oHA
BbISIBUTb HE MOXKET

[




[narHoctuika / AMonaTuyeckuin nerouHbin pubpos

JleroyHasi TKaHb
yTosnuiaeTcs u TepseTt
3/1aCTUYHOCTb, MO-
3TOMY NoaABNSAIOTCS

oablilwKa, yayuibe,

yCTanocThb, oT ge-
duuuTta Kucnopoga
YyenoBeKy 6yKBaJibHO
He XBaTaeT Bo3fgyxa

»

DYHKLUNOHAIbHbIE
npo6bl 1IEMKUX — 3TO
HeTpaBMATUYECKNE

TeCTbI, KOTOPbIE MOMOrarOT
YCTAHOBUTb TAXKECTb
3a060/1eBaHMsA

Bpayuy 06pa3HO Ha3bIBAIOT
COTOBBIM JIETKHM, WJIH 13-
MEHEHVAMH JIETKYX IO THILY
«MeIIOBBIX COT», U3-3a MOSIB-
JIeHVIsI MHOKECTBA BO3AYLIHbIX
KUCT 107 [I7IeBPOH, TpUzao-
KX CTPYKTYpE JIETKUX CXO-
)KECTb C MYETMHBIMU COTAMH.

po-
Bogurcs, koraa KT He maer
yAOBIETBOPUTENIbHBIX pe-
3ynbTaToB. Hanbosee TOYHbIN
pe3yJbTaT [jaeT BUAEOTO-
paKockonuyeckas 61omncus
nerkoro (BTCB). ITponeanypa
IPOBOJMTCSA MOZ HAPKO30M,
4epe3 ZiBa HeGOJIBIINX pa3pesa
BBOZATCS MHCTPYMEHTSI A7 GUOICHY 1 BUIEOKaMepa.
OG6paser] TKaHU JIETKOT0 U3 04ara [opaXkeH!s, yTOUHeH-
Horo nput KT, Gepercst A7ist MUKPOCKOITIYECKOro 1CClie-
nosanus. Korga BTCB npoTtrBonokasana, IpUMeHSIOT

U Ipyrye BUAbI YTOYHSIONIEH AUaTHOCTHKY — TPaHCOPOH-
XUAJIbHYI0 OMOIICHIO JIETKUX C IPUMeHeHrneM GPOHXOCKO-
na — npubopa, BBOAUMOTO Yepe3 JbIXaTelbHble MyTH, UC-
CJIeJoBaHYIe KJIETOYHOTO COCTaBa GPOHX0AIbBEOJISIPHOTO
JlaBaXka, KOTZla B JIeTKKe BBOJUTCS HEUTPaJbHbIM PacTBOP
(TIpu ero MOMOIIY NOJIYYalOT «CMBIBBI» C IOBEPXHOCTH
OPOHXOB, KOTOPbIE OTHPABJIAIOT HA UCCTIEIOBAHUE).

IIOMOTal0T
YCTaHOBUTb TSKECTb 3a00JIeBaHUSA 1 KOHTPOJIUPOBATD
€ro TeueHe, OTPaXKas U3MeHEeHIe 3JTaCTUYECKIX CBOHCTB
JIETKYX II0 Mepe IPorpeccupoBaHus 60ye3HU. DTO He-
TpaBMaTHYHbIe TECTHI, IPY KOTOPBIX MalleHTa 0ObIYHO
HPOCAT COBEPIIUTD HECKOJIbKO aKTUBHBIX BBIZIOXOB

B Tpy6ouKy anmnapata. HanGosee BayXHbIMU TTOKa3aTe-
JIAMU ABNAIOTCA GpOPCUPOBaHHASA XKU3HEHHAS eMKOCTh
nerkux (OXKEIT), obmas emxocts sterkux (OEJT), 06bem
¢dopcupoBaHHOrO BbIZI0XA 32 0iHY MuHYTY (ODB1),
croco6HoCTh uddy3un razos B nerkux (DLCO). Takue
TeCTbl PEKOMEH/I0BaHO ITPOBOJUTD PEryJIAPHO JIS CBOEB-
PeMeHHO KOppeKI1Y IPOBOAUMOM Tepaluy.

INeueHne / MaronaTuyeckuin nerouHbin pubpos

0 HeZIaBHET0 BPeMeHH CUTyallus
C JIe4eHHEeM NAVOIaTUIECKOTO
JIeroyHoro $pubpo3a Obla KpaiiHe
HeyTemuTeabHOU. HekoTophie

METO/bl, [IpeZyIaraBInfecs: paHee, He TOJIbKO

IJIOXO IIOMOTaJIH, HO IOPO U yXyZAIIann

TeueHVe ¥ NPOrHo3 60Jie3Hu. B mocienHue

TOZIbI CTAaHAAPTHI TEPANKY 3a060JIEBaHUA

OYeHb U3MEHWINCh. TaK, pyTMHHOE Ha3Haye-

HYe KOPTUKOCTEPOU/IOB U X KOMOUMHA-

IIW¥ C UMMYHOZIeITPeCcCaHTaMy CerofHA

He PeKOMEeHIyeTcsl.

MegukaMeHTO3Had
Tepanud

[lo HenaBHero BpeMeH! GOJIbIIMHCTBO IPUMEHSIEMBIX
MeTO/I0B Teparuu 66110 ManodddextisHo. B 2021 roxy
omy6IMKOBaHbI KJIMHIYecKue pekoMeHamuu mo NI,

B KOTOPBIX yKa3aHO, YTO PYTHHHOE Ha3HaYeHUe KOPTHKO-
CTEPOMZOB U MX KOMOMHALME ¢ IMMYHOZIe[IPeCCAaHTAMK
ceronHs He pekoMeHzyeTcA. [IpernapaTaMyl ¢ JOKa3aH-
HBIM JIefiCTBYEM, OIPaBaBUINMU cebsl, CETOAHS MOXHO
Ha3BaTh TOJIBKO HOBbIE CPEZICTBA, YMEHbIIAIOLIVE IPO-
1ecc pybLeBaHys B JIETOYHO! TKaHM, JPYTUMH CIOBAMY —
aHTUOPOTUUECKE TIPerapaThl.

- aHTuUOPOTUYECKUII Mpenapar,
KOTOPBIH /leficTBYeT Ha 06pa3oBaHue PyOII0BOiA TKAHK
(¢ubpo3) 1 MexaHU3MbI BOCIIaJIeHHs B JIETKUX, @ TAKXKe
CHIDXAeT CHHTe3 KoJllareHa. BblIo okas3aHo, 4To py
IIpreMe MOXeT 3aMeZJIATbCS IPOrpeccupoBaHye 6oies-
HHU, CHI)KAThCs 4acToTa obocTperuil. «HunTenanun6»
IPYHUMAETCA [iBa pa3a B ieHb. Jluapes, pBoTa, CHIXKEHHEe
Macchl TeJia U anmeTuTa — Haubosiee 4acTbie MO6OYHbIE
3¢ dekThl. BOPOTHCS € HUMU TOMOTAIOT BpeMeHHOe
CHIDKeHYe [I03bl W TIpepbIBaHYe JIeYeH s, a TAKXKe
CUMITOMAaTHYeCKas Teparys.

CraHAapTbl Tepanm
3060/1€BAHMSA O4EHb
m3meHunnce. Cerof-
HS npenapaTamm

C AOKA3AHHbBIM Aevi-
CTBMEM MOXKHO HQ-
3BATb TO/IbKO HOBbIE
cphencTBa, KoTopble
YMEHbLLAOT rpo-
uecc py6LesaHmsa

B 1ErOYHOM TKAHMW —
AHTUPUOPOTHUYECKINE
npenapaTsi

% 0

™
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lOpuanyeckme acnekTbl / MianonaTuyeckuin nerodHsii brubpos

DroT aHTUOPOTUYECKHUI Tpenapar
neiicTByeT Ha 0Opa3oBaHue pyO1OBoii TKaHU (PUHPO3)
Y MEXaHHM3MBbI BOCIIAJIEHUS B JIETKHX, CHIKAET CHHTE3 KOJI-
narena. [Toz eficTBHEM JIeKapCTBa y NALMEHTOB 3aMe/iIst-
€TCs1 IIPOrPecCUpoBaHie 60JIe3HHU, 3aMEeIJISIeTCs CHIDKEHIE
o6bemMa BO3/[yxa, KOTOPBII MOXXET BIOXHYTb YeJIOBeK,
CTAHOBHTCS TIPOLLE /IBIIIATh, YMEHbIIAETCs] CMEPTHOCTb.

Jns nopepxkaHust HeobxoxumMoro a¢dexra Tpebyercs
TATEeIbHBIN, I0XKM3HEHHbIH preM. Cpezu H060YHBIX
a¢pdektoB «I[IupdeHrnoHa» — MOBBIIIEHIE YYBCTBH-
TEJILHOCTH KOXXH K COJIHIIY, [IO3TOMY JIETOM CJIefiyeT
OTpaHNYKBATH IPeObIBAHMUE IO €r0 HPSIMbIMH JIyIaMH.
B03MOXXHBI PACCTPONCTBA MHUIEBAPEHNUS, BKIIIOYAs TOLI-
HOTY u uapero. O HUX HeOOXOAUMO COOBIIATh JiedalemMy
Bpauy, U IOKTOP MO/ICKaXKeT, KaK 00JIerdyuTh Mo6OvHbIe

3¢ deKThI.

Kak nony4ymntb MHHOBALUMUOHHDbIE
JIeKapCTBa, KOTOpPble He BXOOAT
B CTaHAaApPTbl NeveHUd

M NbroTHble nepe4vyHu

aLVIeHThI JOJDKHBI 3HATh CBOM [IPaBa, KOTOPbIe

JlaHBI 3aKOHOaTeNIbCTBOM Poccun. Odury-

aJIbHO JIH0ZIel, cTpafaoiux Gpubpo3om

JIETKUX, B Halllel cTpaHe Jiedat GecruiaTHo. DTo
Kacaetcsl ¥ IMarHOCTUKY, U IPeJOCTaBIIeHNUS TIperapaTos.
Kpowme TOro, maryeHTs! ¢ AUarHO30M «MAHONATHIeCKUH
JIerouHbli GUOPO3» MOMAAAOT B 0COOYI0 KaTErOpHio —
UX JIedeHHe Peryaupyercs 4acTbio 3 cratek 44 denepaib-
Horo 3akoHa N2 323-®3 ot 21 Hos6ps 2011 r. «O6 ocHo-
Bax OXpaHbl 3710pOBbs rpaxkaaH B Poccuiickoit @ezepa-
[UK». DTa CTaThs KACcAeTCsl KU3HEYTPOXAIOLINX U XPOHHU-
YeCKUX MPOrPecCUpyIOINX peakux (opdaHHbIX) 3a6071e-
BaHWI, NPUBOJALINX K COKPALIEHUIO IPOZIOJIKUTENIBHO-
CTY XM3HY IPAXXJaH WIN UX UHBAJUAHOCTY. IIpK aTOM
PeIKMMU CUMTAIOTCA 3a601eBaHNA, KOTOPbIE UMEIOT
pacrpocTpaHeHHOCTh He Gosiee 10 ciydaeB 3a60eBaHus
Ha 100 TbIC. HaceneHus.

tOpuamnyeckme acnekTbl / ononatnyeckmin nerouHbin Grubpos

Crivicok Takux penkux (opdaHHbix) 3a60-
neBanuii popmupyercs Munsapasom PO u nybiukyercs
Ha opUIMaIbHOM caiiTe BeOMCTBA.

pa3paboTaHHbIe /st
UJIMONATUYECKOrO0 Jlero4Horo pubposa Poccuiickum
PecrnupaToOpHBIM OOIECTBOM U COITIACOBAHHBIE C HAY4-
HbIM cOBeTOM Mun3zpaBa P®. ViMeHHO B COOTBETCTBUU
C 3TMMU KJIMHUYeCKUMH PeKOMeHJalAMU IPOBOJUTCS
neyenue VIDJIL. B nocnenHeii Bepcuy peKOMeHaLui,
KOTOpbIe ony6srKoBanel B 2021 rofy, K npernapaTam
¢ I0Ka3aHHOW 3 PeKTUBHOCTHIO TIPH JIeYeHUH OTHOCATCA
TOJIBKO 71Ba Tipenapara — «Hunrenauu6» u «Ilupdenu-
non». O6a npenapata BxozasaT B JKHBJIIIL.

PerenTsl nanyeHTaM BhIMMCHIBAET YIaCTKOBBIHA Bpad

B IIOJIMKJIMHIKE [0 MECTY JKUTEJIbCTBA WX ITYJIbMOHOJIOT
CIIeLMAIN3UPOBAHHON KIIMHUKH. DTO [IeJIaeTCs exxeMe-
CSTYHO — Ha HeOOXOZIMMOE KOJIMYeCTBO yIIakoBoK. K co-
JKaJleHHIo, caMa mpolieiypa obecredeHust 601bHOTO Jie-
KapCTBOM SIBJISIETCS] OUeHb JTUTENIbHOM, TAK KaK 3asIBKH
Ha CJIe/IyIOLIMEi FOJI 3aLKIIAIOTCS B HAYasle Ipe/blyIe-
ro. IloaToMy Tak Ba)KHO BOBpeMs BBISIBUTE 3a00JIeBaHIe,
peryJisipHO HabJII0AAThCs BpadaMu 110 MECTY KUTEIbCTBA,
OCEIaTh KOHCY/IbTATUBHbIE IPUEMBI B CIIELAAIN3UPO-

BaHHBIX YUPEXAEHUSIX PerroHa.

epeyeHb penkmx
(oppaHHbIX)
3060/1eBAHMM

«KnnHmyeckme
pPeKoMeHAALMMN.
aunonartmnyeckim
N1€roYHbIV prbpo3»

PevenTbl BbIMACHI-
BAET y4ACTKOBbIN
BpQY B MOANKIIN-
HuKe o MecTy
YKUTEIbCTBA M
My 1IbMOHOI0I
crneumanm3npo-
BAHHOM KITUHMKM.
310 fgenaercqa
exxemMecsyHo —
HaQ Heobxoammoe
Konmn4ecTBo yra-
KOBOK
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HemennkameHTo3HOe neyeHne / MiomonaTtnyeckni nerodHbin Gnbpos

y

Kucnopod - ewe oono
«JIeKapcmeo» npu
uduonamuueckKom

nezounom ubpose.
On nomozaem syvuwe
nepenocums Hazpy3xu

HeMeagnkaMeHTO3HOE
eyeHue

JTUTeJIbHad Kncnopopnortepanu4a.

ITprMeHeHVe KUCJIOPOZA YBEINYHUBAET YCTOM-
YMBOCTb K Harpy3KaM U, BO3MOXHO, BbIKHBae-

Mocts npu UJI®. Takoe nedeHre peKOMeHIY-
I0T IIPY CyIIeCTBeHHOM CHIKeHUH yPOBHA KMCIOPOZa
B KPOBHU.

TpancnnanTaumsa nerkmx. DTo CI0KHas onepanus,

B Halllell CTpaHe OHa MMPOBOAUTCA HedacTo. CunTaeTcs,
YTO TaKas ollepauys Hy>XHa, Hanpumep, koraa Ha KT ectb
KapTHHA «COTOBOTO JIETKOTO» MJIK KOrZia pOopCcHpOBaHHAS
JKM3HEeHHasi eMKOCTb JIETKUX 3a ImoJiroza nazgaet Ha 10%.
MupOoBO# ONBIT IOKA3bIBAeT, YTO MOCJIe TPAaHCIIIaHTallu|
JIETKUX NATHIIETHAA BBDKHBAEMOCTb GOJIBHBIX C MU~
OTaT4YecKuM JIerouHbIM Gprbpo3oM coctaeisieT ot 50

710 56%.

JerouHan peabunurauma. DTO crelyaibHO pas-
paboTaHHas IporpamMma yinpaXHeHu# isl Jo/iel ¢ Xpo-
HUYeCKUMHU 3a60y1eBaHUAMY JierKux. OHa BKJIIOYAeT
IbIXaTesbHbIe, a3POOHbIe U CUIIOBbIE TPEHUPOBKH, 00y4a-
IOIIMe JIEKIIUH 1 ICUXO0JIOTUYECKYI0 TIOMOIIb. DTO 3¢ dek-
TUBHBII MHCTPYMEHT MOBBIIIEHNs KaUeCTBA KU3HU.

MomMoratoT npu 6onesH
crieumanbHbie abixaTe
TPEeHNPOBKU

MapLpyT npenapata / Mononatmuyeckui nerodHsiin Grbpos

YTOo genarb;
Korga AnarHos
YCTAHOBJ1EH

War 1 Bpaye6HbIn KOHCUITUYM

YKemnaTenpHO NOTYyINTDb Ha3HAYEHHE JIeKaPCTBEHHOTO
npemnapaTa B ¢penepanbHON MeUIIMHCKON OpraHm3a-
1uu 1o npodutio 3abosieBanus. PeleHue o Ha3Have-
HUU JIOJDKHO ObITh 0POPMIIEHO peliieHreM BpadebHO
komuccuu (nanee — BK) munu koHcunnyma Bpadeit
(nanee — KB). B ciyuae nonyuyenust KB B penepanbHoit
MeJJUIIMHCKO! OpraHu3alliy OH MOXeT OBITh IPOBeleH
JVCTAHIVIOHHO (TeJleMeUIIMHCKUAIN KOHCUIUYM).

O npaBuIax NPOBe/IeHUH TeJIeKOHCHIIyMa BbI MOXKeTe
y3HaTh 10 TesepoHy ropsiueit tuHum Beepoccuiickoro
obmiectBa penkux (opdantbix) 3a6osneBanuii (BOO3).
ITpy Ha3HaYeHNY JIeKapCTBEHHBIX IIPerapaToB 3TOT Mar
He sABIsieTC 06513aTenbHbIM. OfHAKO eCyi B MEIULIUH-
CKMX OpPraHMU3alUAX 110 MeCTY XUTeIbCTBA IallMeHTa
CYILLIECTBYIOT COMHEHHUS B IOAOOPE Tepamuu, TO KOHCH-
JIMyM, KaK IIPaBUJIO, SIBJISETCS BaXKHBIM IIIarOM, YTOOBI
3aIUTUTD [TPaBa MAlMeHTa U TOMOYb BPadaM.

War 2
MonukKNMHUKa opraHusyeT ne4yeHume

OGpaTuTecs ¢ MPocbOOii 0 peleHUH BOpoca 06 opra-
HU3ALUY TepPAINY 110 JIEIEHHIO BaIlero 3200 1eBaHus
B IIOJIMKJIMHIKY 110 MECTY JXUTeJbCTBA. Eciin BB nMeeTe
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3natime 2nasnoie
ropuduuecrkue
Odoxymenmot,
Komopsimu eam
2apanmupoeano
obecnevenue
JleKapcmeeHHbIMU
npenapamamu

IIPOTOKOJI WJIY BBIMKCKY U3 IPOTOKosa BK/
KB denepanbHOi MeIULIIMHCKON OPraHN3aluN
€ Ha3HaYeHHeM JIeKapCTBeHHOTO pernapara,
BaXXHO NPUOGIIUTE KOMHUIO 3TOTO JOKYMEHTa
K MeJULIMHCKOH KapTe B MOJMKJIMHUKE 110 Me-
CTY XKUTeNbCTBA. EC/I MMeIOTCS COMHeHus, 4To
Tepamnus BaM OyZeT OpraHu30BaHa, TO JyylIe
06paTUTECh B MOJIKUKINHUKY € HUCbMEHHBIM
3asaBJeHHeM. K HeMy Takxe IPUIOXKUTe
komuio penrenus BK/KB denepanbHoii Menu-
LVHCKOM opranu3anyu. Eciu ecTb BOIPOCHI
TI0 OAITOTOBKE MACbMEHHOTO 3asBJIeHNs,

BBl MOXKeTe 00PaTUThCSA 3a IOMOLIBIO 110 TeJle-
¢dony ropsueit muanu BOO3.

ITpoiinuTe TIaBHOTO CIIELMAINCTA — MyJIbMOHOJIOTA
(Tepanesta) perroHa. K HeMy Bac HanpaBAT [ IOA-
TBePKZIeHH s JMarH03a U Ha3HayeHwus [perapara.
Hanpasnenue odopmiisieTcss BpauoM I10 OIIpe/ieIeHHOH

dopme.

OH fentaet 370 Ha ocHoBaHuu pertennst BK/KB dene-
pasIibHOM MeJMLIMHCKOM OpraHr3aliy 1 BBIIUCKYU C PeKOo-
MeHJaluAMY /Ha3HaueHreM OT [JIaBHOTO CIeLyaIic-
Ta-NyJIbMOHOJIOra II0 MeCTy MPOXUBaHUS, eC/IY Bbl Ha-
MPaBJI/IUCh K MyJIbMOHOJIOTY. BpaueGHas Komuccus
MOJIMKJIMHUKY 110 MeCTy IpUKpeIlieHrsl IPUHUMaeT
pellieHre 0 Ha3HAYEHUU TIpenapara /ijisi OpraHu3aluu
Tepanuu.

B HekoTOpbIX cyObekTax PD mpoBenenus BpaueGHOI
KOMICCHY C Ha3HaYeHVeM JIeKapCTBeHHOTO IIperapara
He TpebyeTcs. JIekapcTBeHHAs Tepamus OpraHu3yeTcs
Ha ocHoBanu# peiennst BK/KB denepanbHoit Mesiu-
LIUHCKOY OpraHu3aluy U BHIIUCKY C PeKOMeHalusAMu,/
Ha3HayeHVeM OT IJIaBHOTO CIel[laInCcTa-1yIbMOHOIOra
TI0 MeCTy IIPOXKUBAHMS.

MapwpyT npenapaTa / Mononatmyecknin nerovHblin Gnbpos

TTocJe MOJIOKUTETILHOTO pellieHust BpadeOHO KOMUCCHY
TOJIMKJIMHIKA HAIIPaBJIseT 3asIBKy Ha 3aKyIKy [perapara
B MUH37IpaB (KOMUTET, ierlapTaMeHT) cybbexta PO.
MO>XHO ZIOTIOJTHUTEIIHO OTHPABUTD 3a5BKY B PEIVOHab-
HbIIl MUH37IPaB CAMOCTOATEJIBHO. J[7151 3TOTO HYXHO
06paTUThCSA € NUCHMEHHBIM 3asIBJIEeHUEM B OJMKJIMHUKY
TI0 MECTY JKUTEJIbCTBA C MPOCHOOi COOBIIUTE ATy U HOMEp
3asBKU, HAIIpaBJIeHHO! TOJIMKJIMHUKOW B MUH3/IPaB
cyonekra PO. Tlocsie nosy4yeHus MMCbMEHHOTO OTBETa
OT IOJIMKJIVHYKY HY)XHO HallPaBUTh MCbMO B MUH37IPaB
cyobekta PO ¢ mpocb60ii opraHn30BaTh TePATHUIO.

Jns1 nauueHToB Ge3 rpynibl HHBATMIHOCTH.
Pexomenayem obpatutbest B BOO3, 4T0ObI MONyYUTh
Pa3bsICHEHWsI 110 BAlIEMY KOHKPETHOMY CJIy4aro IO BO3-
MOJXHOCTY GeCIIaTHOTO JIeKAPCTBEHHOT0 0becreyeHusl.

Ha kaxnoM sTare, 0COGEHHO B ClIy4ae 0TKa30B,

BbI MOJ)KeTe 00paTUThCS 3a OMOII[bI0 /KOHCY IbTaliek /
HO/I/IePKKO¥A 10 BOIPOCaM MOJIyYeH!sT UHBATUJHOCTH,
COLIMAJIbHONM Y MeAUIIMHCKOU ITIOMOIIY, B TOM YHCJIe
JIeKapCTBEHHOro obecreyeHus, Bo Beepoccuiickoe obe-
ctBo penkux (opdanHbix) 3ab6oneBanuii (BOO3):
www.rare-diseases.ru

Bcepoccurickoe
06LLEeCTBO peaKmx
(oppaHHbIX)
3a6onesaHu (BOO3)
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MapuwpyT Tepanuu / MononaTnyeckmnin nerovHbiin ¢ubpos

MapLpyT NoslydeHUs NeKapcTBeHHOM Tepanuu

opraHM3aumMm o HasHayYeHUn npenaparTa

Bpaue6Hasa komuccusa
(KoHCKNINYM)

TenekoHcunuym
(ecnu ouyHas koHcyNbTa-
LM HEBO3MOXXHa)

HasHnauatoT npenapat, 0hopMAsAoT peLleHne

Bo3bmMuTe peuleHue B peagepanbHON MeaULIMHCKOM

MauneHT 6epeT BbIMMCKY
13 peleHusi. Ee konuto
OH MOTOM MOXET Npeno-
CTaBUTb B NONUKIVHWNKY
1 MySIbMOHOJIOTY MO Me-
CTY XUTENbCTBA

™

OT1oT 9Tan He obsi3aTesieH, HO MOMOXXET JOKa3aTb MECTHbIM Bpayam,

4YTO BaM HEOOXOAMM UMEHHO 3TOT ripenapar

IIET PN 3anuwmntecb Ha NpUeM K NyJibMOHoOJIOrY

MynbmoHoNor (Mo MecTy XXUTesbCTBa)

MoaTsepxxaaeT AvarHos, HasHavyaeT npenapar

OchopmnseT HazHaye-
HVE OOKYMEHTOM

)

O6paTnTech B MOMIUKINHUKY MO MECTY XXUTesbCTBa C Npocb6om

WHUNUMnMpoBaTb Teparnuio

¢

YCTHO npocut o npenapa-
Te nevalero Bpaya

. T

MNaupneHT

@

MuweT 3asBneHne Ha nms
rnaBHOro Bpa4a nonn-
KIIMHUKN — TaK 6yp,eT

HapexHee! /I\

MapuwpyT Tepanuu / ononaTtnyeckmnin nerovHblin Gubpos

1T TepaneBT MOMUKIIMHUKU MO MECTY XXUTENIbCTBa AO0/HKEH
MHULUMMPOBaTb NpoBeAeHMne BpayebHOM KOoMUCCUmn

BpauebHasa komuccus

MpyHUMaET pelueHne
0 Ha3HaYeHUn
npenapara gns
opraHusauum Tepanum

N

OcHoBaHusA NN peLueHns

PelieHne BpayebHom
KOMUCCUWN/KOHCYIbTaTNB-
Horo coBeTa denepe-
anbHOM MEANLIMHCKOMN
opraHusauum

Bbinncka

C pekomeHzaumnsamm/
Ha3HauyeHnem

OT Ny/SibMOHoOJIora

B HekoTopbix cybbekTax PO Tepanusi opraHn3yeTcsl TOSIbKO Ha OCHOBaHU
peLueHvsi hefepasibHOV MeANLMHCKON OpraHn3aLum N JOKYMEHTOB
OT r1aBHOIO r1yJIbMOHOJI0ra 1o MECTY XUTe/IbCTBa

IIETN MonunKnMHMKaA HanpaBAgeT 3asdBKY Ha NpenapaT B MUH34paB
(koMUTET, AenapTaMeHT) cy6bekTa PO

MonuknunHuka

/N

MnceMo 13 NOANKANHNKIN

Munspgpas PO

npenapar

MuH3gpaB Ha3HavaeT

1
1
1
H yxoauT B MnH3apas
1
1

lNayneHT nmeeT npaso OTNpaBUTb 3asBKy B peri NOHATLHbIN MUH3paB

CaMOCTOSITe/IbHO

ObpatyaeTcsi ¢ MMCbMEHHbIM
3asiB/IeHNEM B MOSINKIINHUKY
10 MECTY >XXWUTE/IbCTBA C poCckbbow

Co0b6LYNTH JaTy v HOMED 3asiBKU,
HarpaBaeHHOU MOSINKIINHUKOMN
B MuH3ApaB cybbekTa PO

Hanpasnsiet nucbmo B MuH3apaB
cybbekta P® ¢ npocsbon
opraHu30BaTh Tepanuo
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MonesHble AOKYMeHTbl / M AnonaTuyeckmini nerouHsin dpubpos

»

MeauumnHcKkme
PABOTHMKIM OOA3AHbI
HA3HQYATb 1eKap-
CTBEHHbIe nperna-
pQaThl B Nopsaxe,
KOTOPbIV YCTAHOB-
71eH YMO/THOMOYEH-
HbIM ¢penepasibHbIM
OpPraHoOM UCrOTHM-
Te/IbHOW BAACTM

Mone3Hble
OOKYMEHTDI

3aKoHOoaaTelbHble OCHOBAHUSA

obecrneveHUs npernapatamm

naumeHToB C nomnornatTnyeCKnm

Nero4HbIM GrbpPo30M

B coorserct-
Buu ¢ 4. 1 u 2 ct. 19 deznepanbHoro 3akona ot 21.11.2011
N2 323-®3 «0O6 0cHOBaxX OXPaHbI 30POBbS TPaXK-
naH B Poccuiickoit @eznepanui» rapaHTHPOBAHO TIPa-
BO Ha MEJIMIMHCKYIO IOMOIIb: KXl IMeeT ITPaBo
Ha MeJIUIMHCKYIO IOMOLIb B TApaHTHPOBAHHOM 00beMe,
OKa3bIBaeMylo 6e3 B3MMaHKA IUIaThl B COOTBETCTBUM
C MPOrpaMMO¥ TOCYaPCTBEHHBIX TAPAHTHIA HECIIATHOTO
OKa3aHUA IpaxkaHaM MeULMHCKON TOMOIIH.

MMEIOT IPaBOo Ha JIbIOTHOE JIeKAPCTBEHHOe obecrievueH e
BCeMH HeOOXOJMMbIMHY JIeKapCTBEHHBIMY TIperapaTaMu

B COOTBETCTBUY C IOCTAHOBJIEHVEM TIPaBUTENbCTBA PD
oT 30.07.1994 N2 890 «O rocynapcTBeHHO! NOAZEPKKe
Pa3BUTHA MeAULIMHCKON [TPOMBILUIEHHOCTU U YIy4dlleHUn
obecrieveHus HaceJleHUs U YUpex/IeHUi 37[paBooxpaHe-
HUA JIeKapCTBEHHbIMU CPeJiCTBAMU U U3JleNIUSIMU MeZin-
LIMHCKOTro Ha3HadyeHusa». Ecim manuent ¢ UJI® umeer
VMHBAJIUHOCTb 1-11 Uiy 2-1 TpyIl, y Hero ecTb IpaBo

Ha obecriedeHue 3a cuet O10/KeTa perroHa.

MMEIOT [PABO Ha JIbTOTHOE JieKapCTBeHHOe obecrieyeHue
JIeKapCTBEeHHBbIMU TIpenapaTaMy, BKJIIOUeHHbIMU B Iiepe-
yeHb JKHBIJIII — %u3HeHHO HeOOXOAUMBIX U BAXKHEMIINX
JIeKapCTBeHHBIX NIPeNapaToB, KOTOPbIY yTBePXK/eH paciio-
psoxeHreM npasutenberBa PO or 12.10.2019 N2 2406-p.
B Hero BKJIIOUYeH JieKapCTBeHHbI npenapaT «Hunreza-
HUO» B COOTBETCTBUH €O cT. 6.1. um. 1 4. 1 cT. 6.2. pene-
pajnbHOro 3aKoHa ot 17.07.1999 r. N2 178-®3

«O rocyjapCTBEHHOM COL[aIbHON OMOIIN».

O6a3aHHOCTM yupexxaeHun / M amonaTuyeckmin NerodHbin ¢prubpos 21

0O693aHHOCTU MeOULIMHCKUX
yupexxgeHum u Bpada

Mo Ha3Ha4YeHUIo

NeKapCTBEHHbIX NpenapaToB

B cootBeTCcTBUM Cc M. 2 M 5 4.1 cT. 79 denepanb
3akoHa oT 21.11.2011 N2 323-d3 «O6 ocHOBax o»
300POBbSA rpayaaH B Poccuinckon denepally

MepuuyHCKas opranusa-
v 06s3aHa;

OpraHU30BbLIBATh
Y OCYILeCTBIISTh
MEZIULIUHCKYIO JIesTeb-
HOCTb B COOTBETCTBUU

C 3aKOHOZIATeJILHBIMU

Y MIHBIMU HOPMAaTHUBHBI-
MM [TPAaBOBBIMH aKTaMU
Poccuiickoit @enepa-
UH;

obecrevynBaTh mpume-
HEHUe pa3pelleHHbIX

K HeMy B P® jekap-
CTBEHHBIX [IPENapaToB,
K KOTOPBIM OTHOCHTCS
JieKapCTBeHHbI! ITpena-
pat «Baprare¢»> (MHH
«Hunrenanu6s).

TTonoxenusim. 4 4. 2 ctT. 73
dezepanbHOrO 3aKOHA

ot 21.11.2011 N2 323-®3
«06 0CHOBaX OXPaHbI
3/]0pOBbs IpaXxzaH B Poc-
cuiickoit Deneparui» 065-
3bIBAIOT MEIMIIMHCKUX pa-
6OTHMKOB HAa3HAYaTh
JIeKapCTBEHHbIE Tpemnapa-
ThI B IOPSiZIKe, KOTOPBIN

YCTaHOBJIEH YIIOIHOMO-
4eHHBIM QelepabHbBIM
OpraHOM KCIIOJIHUTEeIbHON
BJIACTH (Ceifyac neicTByer
HOPSIZIOK Ha3Ha-

JeHHsI JIEKapCTBEHHBIX
IIpenaparoB, YTBEPKeH-
HbI prKa3oM MuH31paBa
Poccun ot 24.11.2021

N2 1094n).

Bawwu
NMOMOLUHUKU

MHorue ciydau Tpedy-
10T UHAVBUZYaJIbHOTO
aHamM3a. 37ech MoJIe3HO
06paTuThes B 00MIECTBEH-
Hble opranu3anuu. OHn
IIOMOT'YT:

IIOJIYYUTD JIEYEHHUE;

MOBBICUThH HMHPOPMHU-
POBAHHOCTb O PELIKUX
60J1e3H1AX;

ZI0OMBATHCS TIPOZIBLKE-
HUS 3aKOHOJATe/IbHBIX
VMHULIMATYUB B 00J1aCTA
op¢aHHbIX 3a60JIeBAHMIA.

Caiit Bcepoccuiickoro
ob1ectBa peakux (opdaH-
HbIX) 3a00JIeBAHII WWW.
rare-diseases.ru fact Bam
JOTOTHUTEBHY0 HHPOP-
MalUIO O ZeSTebHOCTH
0011eCcTBEHHO! OpraHM3a-
LM ¥ O PeKuX 3aboie-
BaHUAX. TaM xe, B apxuBe
xypHana «<RARUS. Penkue
6o1e3Hu B Poccruy,

BbI MOKeTe HaliTU MHOTO
aKTyaJbHbIX MaTepHaIOB
1o Teme opdaHHbIX 3a60-
JIeBaHUI U JIeATEIbHOCTH
otpacnu. Ha caiite pasme-
IeHbl KOHTAKThI ropsyen
svHuY 1 popma 06paTHO#
CB$13H, YTOObI HAUCATh
nucbMo B BOO3.

Apxus xypHana «<RARUS.
Penxue 6ose3uu B Poc-
1971563
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eBpoIelickas opra-
HU3aLUA 0 PEAKUM
3aboseBaHuAM, 00b-
eIUHAIOIAA [alyeH-
TOB C Pa3IMYHbIMU
opdanubMu 3a60e-
Banusamy, EURORDIS,
www.eurordis.org,

Y3HaTb 6onblie / MianonaTuyeckmin nerouHbin dbrnbpos

MeX/IlyHapOZAHBIi Top- The NGO Committee
TaJ 0 peaKux 3abose- for Rare Diseases,
BAHUAX U OppaHHbIX www.ngocommitte
JIeKapCcTBax erarediseases.org,
(The portal for rare

diseases and orphan E =]

drugs),

www.orpha.net,

MPO®ECCNOHAJTIbHAA KOMAHOA MEONUMNHCKNX SKCIMEPTOB,
CMNMEUMATMCTOB MEOVA U PR
MOMOXKET B NMOATOTOBKE KAYECTBEHHOW MEOVAMPOOYKLNN

(] 2 ]

Hap 6polutopon
paboTanm

BcepoccHiicKoe 001IeCTBO peKHX
(opdannbix) 3a6oeBaHUId

VpuHa MsicHuKoBa — npedcedamens
npaenenus

ExareprHa 3axapoBa — pykogodumens
Drcnepmmuozo cosema, d.M.H., npogeccop

Hens IorocsiH — 3amecmumens npedceda-
mens npaeneHus

Ok 0]

R
O] O]

o}

Bcepoccuiickuii coto3
HaIeHTOB,
www.patients.ru.

pyf
\Er PEJKOE ATEHTCTBO

Estena 3aBbsnoBa — pyxogodumens
Meduasvinycka

«IIpuHT ATenve» — dusaiin u donewamuas
nodeomosxa

BMECTE C BAMU Mbl UOEM K TOMY, KTO XXAOET NOMOLLUA

Awnnpeit Kytbun — dusain 06n0xcku

VpuHa YenenkuHa — pedaxmop-koppexmop

RaRusMedia@yandex.ru




@ opaHHbIX

Q4 .
3aboneBaHui

COTPYOHUYECTBO

MPOEKTDbI

POCCUWN BAXXEH KAXXObIN!

2012 rof — co34aHo Mo UHMLMaTUBeE
POCCUNCKMX MALMEHTOB U X CEMEN

MWHUCTEPCTBO 3ApaBooXpaHeHus PO
PervoHanbHble opraHbl 34paBOOXPaHEHUS
MUHNCTEPCTBO TPyda U CoLManbHOM 3amnTbl PO
Poc3ppaBHagsop

KomMuTeT no oxpaHe 340poBbA
[ocynapcTBeHHOM AyMbl DefepanbHOro
cobpaHmna Poccuinckon degepaumm

DPreHY «Meamko-reHeTUYeCKUM Hay4YHbIN
LEeHTP UM. akageMuka H. M. BoukoBa»

KpynHble denepanbHblie 1 pervoHanbHble
crneyuvanm3npoBaHHble MeauLIMHCKUE LeHTpPbI

Hay4Ho-3aKcnepTHbIN coBeT
LLIkonbl ANS NaLMeHTOB N Bpayen
YXypHan «Pegkue 6onesHn B Poccumn» / RaRus

«PepKag cTpaHa» — UHK/I03UBHOE coo6LLecTBO
NauMeHToB, AUAarHOCTOB, Bpayen
1 Bcex fobpbix niogen

MepBasa peakas NMHUA ANA NALMUEHTOB
(ropsunm TenedpoH) 8-800-201-06-01




