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3aKOHbI, KOTOpPbIE MOMOratoT

aw opy2 u napmHep,
cepoccutickoe obwecmaso
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. TaKOM BO3pacTe
acTo nposiBnseTcs
iaMonaTu4ecKni
1eroYHbIN GUBpPO3.
{aunHaeTca ofpllLKa,
lallIeHTbI KalUNsatoT,

IM TSXKENo JakTcs
br3YecKne HarpysKku,
1a)ke nogbemM

10 NecTHULEe

/IHTepCcTULUanbHble
3aboneBaHuS
nerkux (M311)

ONbllagd rpynna 3abon1eBaHMM 1 NaToNIOrM4YeCKmnX
DCTOSIHUN. I'Ipm HNX BO3HMKaeT 3Ha4vYnTeslbHOe
JpaXkeHne JIEFOYHOM TKaHU «VIHTepCTI/ILlVIVI»,

ICTO OBYCTOpPOHHEEe.

an‘-IVIHa naToJsziorn4yeckoro npotuecca
3aKJ/II04aeTCa B OT/IOXKEHUN KOlareHa B [blXaTe bHbIX
MelloYKax (aibBeonax), YTo HapyLlaeT HOpMasbHYHo
YHKLMIO ObIXaHMS.

PUBPO3 NNEerknx CTaHOBMTCS OMAacHbIM CIIEACTBUMEM
pPa3BUTUSA HEKOTOPbIX 60Me3HeN.

MpuonaTtuyecKkuin nerovHbiii pubpos (U1d)
ABNSieTCA OQHUM M3 caMblx onacHbix U3J1. MNpuymHa
€ro BO3HMKHOBEHMS NMOKa HesicHa.

MoaTeepAUTb AMArHO3 MOXXHO
c nomoubto BPKT - komnbloTepHoit ToMorpadum
BbICOKOIO paspeLleHus.

Tepanus cnoco6Ha cylecTBEHHO 3aMeINTb
nporpeccupoBaHve 3a6onesaHvs. «HUHTegaHUG6»
n «MupdeHnaoH» npensTcTBYIOT 06pa30BaHMIO
PUBPNOTMYECKONM TKaHU B NETKMX.

KucnopopoTepanusi U AUeTa npuMeHaioTcs Kak
YacTb NOMOLWN NaUunNeHTy.

O6paTuTechb B 06LeCTBEHHbIEe OpraHU3aLum -
TaM 3HaloT, KaK Nony4nTb HeoﬁXOﬂMMble npenapartbl
B CJIOXHbIX ciy4daax, MOMOryT NOCTPOUTb MapLpyT
nonyvyeHuna Tepannn.



OJaXx, AblXaTellbHblX MeLllOYKaX, OTKJ/1agblBaeTCA KOJ/J1areH —

OeVHNTENbHOW TKaHW. 13-3a 3TOro afibBeosibl CTAHOBATCS

JTACTUYHbBIMU, CHMXXaeTCd X NPOHNLAEMOCTb OJ14 KUCopoda.

1ad TKaHb 3aTpyOHAET NMoCTyrsieHne KMCropoda B KPOBb

HTEPCTULVERCITeRIETTR

oYatolas CTPYKTYpBbl,
Opble HaXoQsATCs Mexay
A7TbHOW MeMbpaHom

1Y XOHOCHbBIX My Tewn
13a/1bHON MeMbpaHom
YOVICTOro HAOTENMS.

1 UHTEPCTULNANBHBIX
OfleBaHUsIX BO3HMKaeT

apylueHve

3aBefytollas nabopatopuer
HacneACTBEHHbIX 6onesHen
o6bMeHa BellecTB PIEHY
«MefMKo-reHeTn4ecKunin
Hay4HbIN LLEeHTP WM. aKkaJeMunka
H. . BoykoBa», pyKOBOAUTEb

SkcnepTHoro coeeTa BOO3, A.M.H.

eMHad CTOPOHa»
erKnx

PCTULIMANbHbIE 3a601eBaHNs nerkux (U3J1

Jblias pasHopoAHas rpynna 3a6oneBaHuii
NOrMYeCcKnX COCTOSHUIA, KOTopasi XxapakTepuayeTcs
OCTPaHEeHHbIM U1, KaK MPaBuio, BYCTOPOHHUM
€HMEM TOM YaCTW NIeroYHon TKaHu, KoTopas

1eTCA UHTEPCTULMNEM.

AnbBeorbl, 6poHXUONbI U $PU6PO3

Bo MHOrunx cnyvasix B naTonornyeckunin npouecc BoBne-
KaloTCA CTEHKW anbBeON M GPOHXMON. Y HEeKOTOpbIX Ma-
LMeHToB 60ne3Hn nporpeccupyoT ¢ GopMMpOBaHUEM
$GMBPO3HOM TKaHM B NIErKMX, YTO BbI3biBaeT HeobpaTumoe
CHWMKEHME NTerovyHomn GyHKLUN.

HekoTopble N3J1 xapakTepusyloTcsi Nporpeccupyrowmm
neroyHeiM GnbPo30M. B aTOM cnyyae ncnonb3yoTcs Tep-
MUVHbI «nporpeccupytoee Gnbposmpyioliee MHTEPCTU-
LuManbHoe 3aboneBaHWe Nerkux» WM «nporpeccupyio-
LM NIeroYHbIn prbpos» (MId).



MexaHn3M pa3BuTuda
ero4yHoro ombpo3a

OH Ha4yMHaeTcs ¢ TOro, YTO B afibBeoflax OTKagblBaeTcs
KonnareH — 6efoK coeguHUTENbHOM TKaHW. IMeHHo

Ha rnpoLecc N3bbITOYHOrO OT/IOXEHWS KoNareHa

B JIEFOYHON TKaHW BO3[OENCTBYIOT COBPEMEHHbIE METOAbI
nevyeHns 60nesHN.

B yeM NpUYMHA NaTONOrMYECKOro COCTOSIHUSA?
M3-3a OTNIOXKEHMWsI KomslareHa B CTeHKax anbBeos, fblxa-
TENbHbIX MEeLIOYKax, OHW CTaHOBSTCS MeHee 3MacTuy-
HbIMW, CHWXAETCs UX MPOHWLAEMOCTb AN KUCIOPOAa.
®PunbposHast TKaHb 3aTPyAHSET MOCTYMNEHNe KUcnopoga
B KPOBb. YeNI0BEK He TOMbKO Npu 6ere, Ho Aaxe Npu o6bI4-
HOM ABWXeHUW (Xodb6e) HauMHaeT ollyuiaTe YCTanocTb,
OfblLKY, yAylibe. A ¢ TEeHEHMEM BPEMEHU TaKue SBNeHNs
NMPOUCXOASAT U MPU COBCEM HEBOSbLLION Harpyske.

Kak pasBuTtue nero4yHoro ¢pubposa

BNUSIET Ha nerkue?

INleroyHasi TKaHb TepsieT 3M1aCTUYHOCTb U CTaHOBUTCS
6onee ecTKOM B pesynbraTe pybueBaHUs TKaHeWn. 3To
W 3aTpyAHseT rny6oKoe AbixaHue. YMeHbLIAloTCs pasmep
1 €MKOCTb NErkux.

MO)XHO Nu Bbl1e4YUTb 60Ne3Hb?

[MockonbKy pybueBaHWe NerovyHon TKaHu, GrMbposnpo-
BaHWe, Npu MAMOMATUYECKOM NleroyHoM ¢ubpose (UI1P)
ABNsSeTCH HeobpaTUMbIM MPoLLecCcoM, TO 3To 3abonesa-
HVe Hensneymmo. Ho Npu cBOeBpPEMEHHOW AuarHocTuKe
1 NpaBUNbHOM TaKTUKe Tepanun ero NporpeccupoBaHme
MOXXHO B 3HaYNTESIbHOW CTEMEHN 3aMeaNnThb.
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ErovHad a/ibBeO/1aks

9TO0 rnonas YyaleBupHas

Mos0CTb, KOTOPas HaXxoauTCs

B NapeHxume nerkoro, rae
NpoucxoguT rasoobmeH. Ecnu
CTEeHKM aribBeos 3abmnBatoTcs
KONnareHoMm, TO TKaHb rnepecTaeT
ObITh 2712aCTUYHOWN, KUCNOPORY
TpyOHee B Hee NPOHUKHYTb

UpuonaTtuyeckuii -
O3Ha4aeT GpnbpOo3,
TOYHbIE MPUYUNHBI
pPa3BUTUS KOTOPOTro
He n3BecTHbl. CnoBo
«N1eroYHbI» rOBOPUT
O nokaumu ¢énbposa
B TKaHAX NIerkoro

aononarnyeckum
erovHbii dubpo3

Ao

W nporpeccupviowimm
erovHbii dnbpo3

JleroyHbii Gnbpo3 MoXXeT pa3BMBaTbCS MPU PasHbIX
3ab0/1eBaHMaX M No pasHbiM NpuYrMHaM. Yto Takoe
MAMONaTUYECKNIA NeroYHbii Gnbpos?

R (ManonaTnYeckmnin 1eroYHbiri dropo3)EcaielelYile]:]

3aboneBaHue fierknx, KOTopoe NpoTeKaeT ¢ nporpeccu-
PYIOLMM NIErOYHBIM GUBPO30M, YTO NPUBOAUT K HapyLle-
HUIO QYHKUMK ObixaHWs. Cpean Bcex XpoHuyeckux WU3J1
(MHTepcTMUManbHbIX 3a6oneBaHusax) NP cuntaetcsa Ham-
60ree onacHbIM, C HanXyaLWwnM NPorHo3om. MiMetotcsa faH-
Hble O FEHETUYECKOM NpUpofe 3ToN 60Ne3HMN.

5



D (AporpeccupyoLmnii NneroyHbIN Gruopo3)Ekcirelelelerel

SIHWE, KOTOPOE MOXET BbITb CNEACTBMEM Pa3HbIX NMPUYUH. O
. o

MNP moxeT pasBmBaTbCca U npu gpyrmux U3J: Hanpumep,

npv Tak Ha3blBaeMOM rMNepYyyBCTBUTETbLHOM NMHEBMOHMU-

Te — 3a6oneBaHuK, KOTOpoe SABNAETCS ClefcTBMeM na- M6PO3 NEerkmnx
TONIOrMYECKOro BO3OENCTBUSA Ha NEeroyHyo TKaHb Mbinu, IBaeT crecTBMEM
copepyKalleli nnecHeBble rpubhbl, NTUYbE NepPo 1 NyX Un 3HbIX 3a60/1€BaHUA.
Lpyrve opraHuYyeckue UnM HeopraHuWYecKkue BellecTBa. nMonaTUYecKunia
MS1® BO3MOXEH KaK OCMOXHEHWe Mpu HEeKOTOPbIX peB- rOYHbIV GUBPO3 -
MaTuYeckux 3aboneBaHusX, HanpuMep MpU CUCTEMHOW MOe OrMacHoe U3 HUX

CKnepogepmumun, peeMatonagHOM apTpuTe. MoxeT cTaTb
nnocnencTeBneM TpaBM, XMpyprmieckKnx BMelaTeibCTBa.

TaknM 06pa3oM, NOHATME «MPOrPEeCCUPYIOLLMIA NEroYHbIN
$1bpPOo3» yKasblBaeT Ha MaTONOrMYECKUIA MPOLECC B NErKuX,
KOTOPbIV NPOSIBASETCS NPOrpPeccUpyoLNM NeroyYHbIM Gu-
6p0o30M Ha PpoHe Kakoro-nmbo 3abonesaHus, NpMBeLIero

K MOPa)KeHWIo neroyHom TkaHu. B otnnyne ot UITP npnynHy
M71® MOXXHO BbISIBUTb W MOBAUATbL HA MEXaHN3Mbl MPOrpec-
cupoBaHus prnbpoasa.

Obl ONpenennTb 60M1e3Hb, AaBanTe
npobHee 0CTaHOBMMCS Ha rpynnax CUMMTOMOB -
/I B KAKOM BO3pacTe OHW NPOSIBASIOTCS.
) MOMEe3HO 3HaTb POJUTENAM, B3POC/IbIM
IMIEHTaM, YTOObl UMETb HACTOPOXEHHOCTb
ONIe3HM 1 BOBPEMS MOAENUTbLCS CBOUMU
pocaMu C BpadyaMu.

BMOOU3MEHEHHb
anbBeo/bl -

ANONAaTUYECKUIN NTIEFOYHBIV HGNBPO3 nMeeT]
OJIOBO3PACTHYIO CNeLUVPUKY.

[] [] B kakoM Bo3pacTe npossnseTcs 60ne3Hb?
NIND - 370 601e3Hb MOXUIbIX, OHA NMPakKTU4eCKN He BCTpe-

- aflbBEOJIbl

[bixaTenbHast YyaeTcs y noger monoxe 55 ner.

DYHKLMS YeroBeKa ;—12 . 100 OOO

e HapyLIaeTcs: OH
A SN YyBCTBYET CNabocTb,

— - ?
_ . A S HOrHO3 pPacnpocTPaHeH My>KYUHBI UNTN YKEHLLUHDBI?
o} MGV co TOK KCNOPOAa, ero )cTU B Poccum nguonatum- My>KYMHbBI 6ONEIOT HECKOSIbKO Yallie XEeHLLMH.
> ¢ pybuamu 2 My4aloT NPUCTYMbI
Kalwns v gpyrue 2CKOr0 Nlero4yHoro puopo-
KPOBEHOCHbIN cocyp, B N e ——— nposiBneHns c6os
i i Ea PaGOTHI Nerkix , 0 [laHHbIM perncTpa 3apaseH nu yenosek c MNP (U1d)
LmeHToB ¢ UMD AN OKpYXalowmnx?
M306paxeHne NnpaBuibHO GYHKLNOHUPYIOLWNX MaTonornyecknin npouecc. NospexaeHHas -
OpraHosB. TkaHu anacTuYHble, 6e3 ¢)l/l6p033, TKaHb He crpaBnfeTcsd C obecrneyeHnem HeT’ nng Opr)KaDLuMX Takou naLu/IeHT He fABNseTcs 3a-

rasoobmMeH B Hopme GYHKLMM AbIXaHUS Pa3HbIM. KOHTaKT C HUM He NOoBbILLaeT PUCKUA 3aboneTsb.



Cturmatusauus
laumeHTbl YacTo coobLatoT
npobnemax B MNy6anNYHbIX
lectax. OcobeHHO n3-3a
alung loan npuHUMatoT

alIeHTOB, CTpagaloLWwmx
11D, 32 UHPEKLMOHHBIX
)OJIbHBIX W MbITAOTCS

T HUX OTCTPaHUTbCS

NoBcegHeBHas
XUN3Hb
'DYAHO XOAUTb

19Tb
‘2eHbeB
“HUWXXeHUs
(a4yecTBa
‘KU3HU

0 NIECTHULIe, MbITbCS,
B . o +$93 R
/60PKY B KBapTMpe OTKa3

OT NpUBbIYEK
N xo066u

3 epBYylo ovepedb

| 3aHUMaTbCA Opyrmmm
POCTbIMU OenaMun

............................................. T TeX, KOoTopble TpebytoT
bU3nYyecKon AKTUBHOCTW, —
T MPOrynok,

MOPTUBHbIX 3aHATUN

... B . - Usonauusa

- nnpobnembl

- Pa6ota 1 kapbepa - B OTHOLUEHUSAX
/XyplueHne Gusn4eckoro 10CKOJBbKY coumanbHas
OCTOSIHUS, YCTanocCTb, KTVIBHOCTb Y B3aUMO-

HIYKeHNe paboTocnocob- 1e/ICTBME C OPY3bAMU,

OCTM HaCTO 3aCTaBnAKT ornneramu, ceMben YMEHb-

)aHbLLe BbIXOOUTb LIaloTC4, YaCTO NnosABNdeTCA

a NMeHcuio YBCTBO OOQMHO4YeCTBa



ObpaTuTe BHUMaHUe

Ha CUMITTOMbI

OppliwkKa

3TO OOWMH W3 KMNIOYEBbIX CUMMMTOMOB, KOTOPbIN 3Hauu-
TeNbHO BNUSIET Ha O6Llee 300POBbE N KA4YeCTBO XMU3HW.
BcTpeyaeTca npaKTUYecku y BCex MaumeHTOB: AblxaHne
3aTpygHeHO, 1 3TOT CcMMNTOM nporpeccupyeT. CHavana
OfblLLIKa 3aMeTHa NPW OLLY TUMbIX PU3NYECKUX Harpy3Kax,
HO CO BPEMEHEM CTaHOBUTCH MOCTOSIHHBIM CMYTHUKOM.
Co BpemeHeM cTpapgatiowme WD BbiHYXOEHb nocTe-
NeHHO nepexofuTb K 6onee NaccUBHOMY 06pa3y XKU3HU,
a 3aTeM CTaHOBATCHA He B cusiax obcnyxueaTtb cebs. 31o
NPUBOAMUT N K 3aBMCUMOCTWN OT UCMOJIb30BaHUS JOMOMHU-
TeNbHOIro KUcnopopda 4Yepes cneumanbHylo CUCTEMY.

Kawenb

[MoCTOSIHHBIV Kallenb BCTpeyaeTcs B 60NbLUMHCTBE Crly4va-
eB. OBbIYHO OH CYXOW, pexe NPOAYKTUBHBIA, C MOKPOTON.
MpoBoumpyeTcs Kak PU3NYECKON aKTUBHOCTbIO, TaK U pa3-
rOBOPOM, CMEXOM, aKTMBHbIM W MacCCUBHbLIM KYypeHUEM.
[MauneHTbl YacTo COOBLLAIOT, YTO HE MOT'YT KOHTPONMPO-
BaTb MPWUCTYMbl Kallns, KOTOpble GbiBalOT N3HYPSAOLWNMUN
1 MeLlaloT CHY.

CHM)XeHue Macchbl Tena
TepFHOTCFl anneTuT U BecC.

YcTtanocTtb

OKO/10 NONTOBUHBbI NnauneHToB Ha3bIBaJZIM 3TOT CUMNOTOM O~
HUM N3 Hanbonee GeCI'IOKOFlLLl,VIX, CBA3blBadA ero ¢ oAblLl-
KOVI, KawnemMm, nodaeneHneM B pe3ynbrate ¢I/I3I/I‘-IeCKOI2 aK-
TUBHOCTU NN YMCTBEHHOIO Hanps>XeHud.
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Apyrue yacTbie NposiBNeHUs

CMnNTOMaMmn neroYyHoro ¢ombposa ABNASIOTCH TaKXe U3-
MeHeHus nanbLeB pyK. Hortesble panaHrn npnobpeTtatoT
PopMy HGapabaHHbIX NanoyeK, HOrTK CTaHOBATCS U30rHY-
TbIMM MO GOPME «4aCOBbIX CTEKOS».

Hepepko B pesynbTaTe OCO3HaHWUS TSXECTU 6GonesHu
y NauneHTOB MOSIBNSIETCSH TPEBOXHOCTb U pa3BMBaeTCH
pernpeccus. B bygyuieM nm MoxxeT NnoTpeboBaTbCsH KOrHN-
TUBHO-MOBEJEHYeCKas Tepanus.

IlporpeccupoBaHue
3aboneBaHud

bonesHb MoxeT pPa3BMBaTbCA C pa3nw4H017|
CKOPOCTbIO — OT Me[fJIeHHOro Te4yeHunda
00 OpaMaTnvyecKku 6bICTpOFO nporpeccnpoBaHuA.

Ocno)HeHus

K HUM OTHOCAT JIErO4YHYIO rMnepTeH3nto (I'IOBbIUJeHVIe naB-
NeHVs B NeroYHor aptepuw), feroyHoe ceppue (matono-
r'Ms npaBbiX OTAENOB cepnu,a), TPOMB603MBONUIO NNErO4HOMN
apTepun. MOFyT pPa3BnBaTbCH CO BpeEMEHEM.

1



PaKkTopbl pucka 1P

JIeroyHor 4

ro kacaetcsa UJ1®, To HekoTopble Ntogm
>HETNYECKM MOABEPXEHbI MOBbLILLEHHOMY PUCKY
23BUTKA lerovyHoro ¢mbposa. Ho ycTaHOBMEHBI
ApYyrve NpyrHbl BOSHUKHOBEHUS TaKmMX
DCTOSAHUI.

FeHeTuyeckue pakTopbl

Y4yeHble yCTaHOBWIW, YTO HEKOTOPbIE My Tauun (Hanpumep,
reHa MUC5B) cBsi3aHbl C MAMONATUYECKUM JIEFOYHBIM GU-
6po30M.

KypeHue

[lokasaHo, 4TO Y KypubLUMKOB 60M1e3Hb pa3BMBaETCS Cy-
LecTBeHHO Yalle. [NokasaTenb «6onee 20 nayek x 20 neT»
3HauMTeNbHO YBENNUMBAET PUCK (BbIKYPUBaHUWE B CPEAHEM
20 curaperT B fieHb B TeyeHue 20 neT), NPMBOAUT K BOCMa-
NTEHWNIO 1 NOBPEXAEHUIO NIEFOYHOM TKaHW.

3arpsisHeHHOCTb Bo3ayXa

[MpomblwneHHoe BO3[ENCTBNE MOXKET CTaTb I'IpVIHVIHOVI pas-
OpaxKeHnda nerknx v noBbILLEHHOIo py6L|,EBaHI/IF| TKaHewn.
Takoe MHransiuMoHHoe BO3[EeNCTBME CBA3aHO B nepeyto
o4yepefb C Hpod)ECCMOHaanOIZ fedtenbHocTbio. Hanpu-
Mep, onaCcHbIMU MOTyT 6bITb acbecT, opraHu4yeckas nbisib
(MeTaﬂJ‘II/I‘-IeCKaFI, npeBecHadq, KaMEHHaFl), MUKpoYacTuubl
KpeMHUd, MeTannoB 1 opeBeCrHbl, Bpe4HbIX ra3oB.

10\
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-CTb NPEANOoIoXeHMe,

TO nHorga UI®d BosHUKaeT
13-3a rnonagaHus MUKpo-
'3P030/14, CofepKallero
KenyA04HbIN COK,

. AbIXaTenbHble NyTH

Pedoye

|
i}
o
&

lerkve yassumsl Ha cemenHble

3 HEKOTOPbIX lacnefaCcTBEHHble
Ipodeccusx, NyYav NPUXoanTCA
eb acbecT, Nbifb, 10 5%. [0ns ocTanbHbIX

s pefHble rasbl ,apMaHTOB 60Ne3HU
SbIBAKOT OMacHbI I0Ka HET TOYHbIX TECTOB

BupycHble nHpekumum

CerofHsi UX pofb cHYMTaeTCs HeyTOYHEHHOW. MNoTeHumnanb-
HO B KayecTBe MPOBOLMPYOLWMX PaKTOPOB paccMaTpu-
BalOTCH BUPYChI repneca, AnwrenHa - bapp, renatuta C,
LMTOMEeranoBupychbl.

FacTpoasodaranbHbii pednioke

I'Iona,anVle XXenyoo4yHoro cCcoka B nuueBofn, a uUHorga
B [AbIXaTeJibHble NMYyTU NOBbIlaeT PUCK o6pa303aH|/|ﬂ py6-
LLOB U pa3BnTUA NIN®. Takoe cocTossHME U3BECTHO MHOIMM
noaam, ero OCHOBHbIM CMMNTOMOM 4BNAETCA U3XKOora.

Apyrue npu4nHbl

MoxkeT npoBOLMPOBATLCA TpPaBMaMW, XUPYPruyecknMm
BMelaTenocTBamu. CaxapHbli AruabeTt B nocnegHne rogbl
cyuTaeTcs HesaBUCUMbIM paKkTopoM pucka UITP. AyTonm-
MYHHble 3a601eBaHNs TaKxXe ABNFIOTCA GaKTOPOM pUCKa:
npv HUX UMMYHHas cCUCTeMa aTaKyeT CBOM COBCTBEHHbIE
KNeTkn. HekoTopble neKkapcTBEHHble rpenapaTtbl MoO-
ryT BbI3blBaTb MHTEPCTULMANbHbIE 3a60NeBaHUs Nerkux,
B TOM Yuncre nerovHbii GMbpos, HanpuMmep nyyesas Tepa-
s M XmMMmoTepanus.



CTaHaBJ/INBaeEM

CuvmnTtombl TP He cneundmryHbl, NO3TOMY
)19 MTOCTaHOBKM AMarHo3a pellatollee 3HavyeHme
VIMeeT HaCTOPOXXEeHHOCTb CEMbU U Bpaya

B OTHOLLUEHUN BEPOSTHOCTU Pa3BUTUSA JIEFOYHOIO
drbposa. Kakne garHoCTUYECKUE TeCTbl HYXHbI
01 Bbigenenua NId (MNd)?

OcMoTp u c60p AaHHbIX
Hy>XHO BHMMaTeNbHO cobupaTh »anobbl, NCTOPUIO 3a60-
neBaHMs, NPOBOANTb ayCKYbTaLMIO Terkmnx.

UHcTpyMeHTanbHble MeToAbl UCCNenoBaHUs
PaHHee HanpaBneHwe Ha ¢yHKUMOHaNbLHOe obcnefosa-
Hue (cnnupomeTpust, AU dY3NOHHas CNOCOBHOCTb NErKMXx).

MoaTeepXaeHue guarHosa

Bcem ¢ nopospeHveM Ha WP TpebyeTcs npoBepeHne
KOMMbIOTEPHOW TOMOrpadun BbICOKOIO paspelleHus
(BPKT) opraHoB rpyfHoi KneTku.

[ononHuTenbHble 6o5ee goporne n 4yBCcTBUTENbHbIE Me-
TOAbl UCMONb3YIOTCH B ClyYasX, Korga npoBefeHHble 1c-
cnepfoBaHMs He NOMOI/IN B MOCTaHOBKe AMarHosa.
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BPKT aBnseTtcs
30/10TbIM CTaHOapPTOM
avarHocTukm UNo

11 TerOYHOro
$hrbpo3sa B LeIOM

~10%

y Takoro ymcna
nalveHToB
peHTreHorpadpus

He BbIABSET USMEHEHWI,
rnoaTomy niogsam

c nopo3speHnem Ha U1
He pekoMeHpyeTcs
NpoBOAUTL 0630PHYIO
peHTreHorpapuo
OpraHoB rPyOHON KNeTKK,
vcenepoBaHue bypeT
HN3KOMHGDOPMaTUBHBIM

MeToaunKu
nccrieaoBaHmnm

AycKynbTauus nerkux

[Mpy NpocnyLWmBaHNN NErkux ¢ MOMOLLbIO CTETOCKOMA Bbl-
CNYLWMBAIOTCA XPUMbl, HaNOMUHalOLWMEe 3BYK PacKpbITUS
TEKCTUNBHOM «JINMYYKM» UMW TPECK CXKMMaAeMoro B pyKax
uennodaHa.

AHanus Kposu

5€peTCF| KPOBb N3 BeHbl ON19 onpefesieHna aHTuten (He-
06X0AMMO A1 UCKOYEHUS peBMaTOJ‘IOFVI‘-IeCKOVI naTtono-
FVIVI) N PasIMYHbIX rnokKasaTenen BocrnaneHus.

PeHTreHorpacjpus

XoTsa 970 UccnegoBaHMe MOXKET He YKa3blBaTb Ha Hanuyme
WN®, oHO MO3BONSIET UCKIOYNTL HECKONIbKO 60Me3Hel
C MOXOXMMW CUMNTOMaMU. TUNUYHBIM CUMMTOMOM SB/ISA-
eTCcs ceTyaTblil PUCYHOK NErknx ¢ obenx cTopoH. Jlerkme
YMeHbLLAoTCS B 06beMe.



BPKT

Mpn nopospeHun Ha UIIP aTo obsizaTenbHoe nccnepo-
BaHVe, KoTopoe faeT 6osee TOYHYIO MHPOPMaLMIO 1 Npn
HeobXxoAMMOCTU NO3BOJISET BblbpaTb MECTO A8 61oncumn.
B pesynbrate Takoro uccnepgoBanus npu UIN® B nerkmx
BUOHbI M3MeHeHUs. Bpayun obpa3HO HasblBalOT UX «COTO-
BbIM JIErKMUM»: U3-3a MOSABJIEHUS MHOXeCTBa BO3AYLUHbIX
KUCT CTPYKTYpPa JIErKnX CXoxa € NYeIMHbIMU CoTaMun.

Buoncus nerkoro
MpoBoguTcs, korga BPKT He paeT yOoBneTBopUTESbHbIX
pe3ynbTatoB. CyLecTBYOT pa3nnyHble MeToAbI.

1e0TOpaKoCKoMnuyeckasa bmoncusa nerkoro
[MpoBoguTCca 4Yalwe nop Hapkos3oM. Yepes gBa wunm Tpu
HebonbLMX paspesa B MOMOCTb FPYOHON KIETKN BBOASAT-
CS BUOeoKamepa U MHCTPYMeHThl angd buorncun. Obpasey,
TKaHW NEerkoro 13 o4yara nopaxeHus, YTOYHEHHOro Mpu
BPKT, 6epeTtcs gnsg MMKPOCKOMNYECKOrO UCCNefoBaHuS.

O[], TPaHCHPOHXMaNbHOM BUOMNCUMN NErKNX
Yawe ncnonbayetcs B gnarHoctuke He UII®, a gpyrmx
MHTepCTUUManbHbIX 3aboneBaHui nerkux. [llpouepypa
NPOBOANTCS C MPUMEHEHUEM a - npubopa,
BBOAMMOro 4epes pfplxaTenbHble nyTu. [lpy TakoMm
MCccnegoBaHNUM BO3MOXHO B3§Tb  MPOMbIBHbIE  BOAbI
6POHXO0B (TaK Ha3blBaeMbl 6POHX0aNbBEOSIAPHbIN flaBax)

ONa OONOJIHUTENbHOIo NccnegoBaHUA.

{probuorncmsa - coepemeHHas MoaudMKauMa MeToda
TpaHCObpOoHXManbHoW 6uoncun. buontaT nerkoro 6epyT
yepes BPOHXOCKOM MEeTOAOM MIHOBEHHOW 3aMOpPO3KU
yyacTKa NeroYHOM TKaHW: Bpay MnoslyyaeT [OCTaTOYHbIN
Ons nccnepoBaHus obpasel 6uonTaTa.

SMOMCUSA NErkKuX MoXkeT

TaTb ellle OAHUM Ana-
HOCTUYECKUM UHCTPY-
1eHToM. MpoBoguTCcs,
orfa KoMrnbloTepHas
oMorpabus BbICOKOro
)aspelleHnsa He aana
)e3yNbTaToB

aunbonee
@)XHble MoKasaTenu
nUupomMeTpumn

PYKEJ

)OpCUpPOBaHHas
(N3HEHHast EMKOCTb
SrKUX

DEJT

Ollasd eMKOCTb NIerkmx

DPBI1

6beM GOPCUPOBAHHOIO
5I[,0Xa 33 OfHY MUHYTY

JLCO

10C06HOCTb AP PY3nn
130B B NIErKUX

LR
iII L

®DyHKUNOHabHbIe NPO6bI IErKUX

OTO HeTpaBMaTWUYHble TEeCTbl, MPW KOTOPbIX MaLMeHTa
06bIYHO MPOCAT COBEPLUNTb HECKONIbKO aKTUBHbIX BblOO-
XOB B TPy604KY annapaTa.

MO3BONSAIOT OLUEHUTb KayecTBO (YHKUMM [ObIXaHUsA, TH-
YKeCTb COCTOSIHUSA U MPOBOANTbL OLLEHKY B AUHAMUKE, KOH-
TPONMPOBaTh TeYeHVe 3a60/1eBaHNS, OTPaXkas USMEHEeHUe
CBOWCTB JIerKMX Mo Mepe MporpeccrpoBaHns 601e3HM.
Takune TecTbl PEKOMEH0BAHO NPOBOAUTb PErynsapHoO Ans
CBOEBPEMEHHOI KOPPEKLUMY Tepanmu.

CriMpoMeTpus (Cnvpo - AblxaHue, MeTpus — usMmepe-
HVE) — MeTof, NO3BONALLMI OLLEHUTb 06bEM BAbIXaeMOro
1 BbIObIXa€MOro BO3/1yXa, a Tak)Xe CKOPOCTb €ro MpPOXOXK-
[EeHVS Mo ObIXaTeNbHbIM My TAM.

®DYHKLUUOHaNbHbIE TeCTbl NErKUX
OnpepensioT, HaCKONIbKO XOPOLWO (GYHKLMOHUPYIOT ner-
Kne, n3Mepsst 06bEM NErkmMx U NOTOK BO3[yXa B HUX U U3
HWX, @ TaK)Xe CKOPOCTb MPOXOXXAEHMS ra30B Yepes 1eroy-
Hble MeMbpaHbl.
ddY31MOHHasa CoCOBHOCTb JIEFKMX MO MOHOOKCU-
YIrnepofa — Mmepa CnoCobHOCTU ra3a nepexoanTb U3
anbBeOs Yepes anbBeONSPHbIN SNUTENUI U KanunnspHbIn
3HOOTENNM B 3pUTPOLMTDI, MHaYe roBops, 3pHEKTUBHOCTb
TpaHcrnopTa KUcnopopda 13 anbBeos B KDOBOTOK.

BpoHxoBaCKynspHbIA aBax

C nomolLplo He6oMbLIOW TMBKON TPY6KK (BpoHXocKona)
6epyTcs 06pasLbl KNETOK U3 HUXKHEN YacTu Nerkux (anb-
BEOS) O/ UCCNefoBaHuS.

Topakockonu4yeckasi 6uoncus nerkoro

© noMoLlblo cneunanbHbIX UMHCTPYMEHTOB, BBEOEHHbIX
BHYTPb pr,D,HOVI NMonocTun, cpe3aeTca Heb6onbLon Yy4acToK
NIero4yHom TKaHW, HaKJladblBaeTCcsd aBTOMaTUYECKUI LLOB
TUTAHOBbLIMU CKOBGaMU Oonga repMeTn4HOCTMU.



MenMKaMeHTosHaﬂ
epanvsi®

[1o HepaBHero BpeMeHu cUTyaums C NevYeHnem
1 OMonaTUYecKoro nerovYHoro pubposa beina
KpalHe HeyTelunTeNbHOW. BONbLMHCTBO METOA0B
Tepanuuy 6110 HeadOEKTUBHO, a HEKOTOPbIE He
TOJBKO MIOXO0 YAy4Llanm COCTOSHME, HO MO
[JaXe yXyaLWmnTb TeYeHe 1 NPOrHo3 60n1e3Hu.

CyuwiecTByeT i1 cerofHs KayecTBeHHas Tepanua?
[a, B nocnefHue rofbl cTaHAapThl Tepanuu 3aboneBaHus
04YeHb N3MEHUNNCh. XOTS MOKa Bbl1EYNTb NEroYHbIn du-
6p03 HEBO3MOXHO, TEM HE MEHee MOXHO CYLeCTBEHHO
3amMef/InTb NporpeccrupoBaHme 3abosieBaHNS C MOMOLLbIO
aHTMPUBpPOTUYECKOW Tepanuu. ITO npenapaTtbl C AoKa-
3aHHbIM fercTBMeM, onpasfaBluve cebs. CerogHa MMeH-
HO 3TV HOBblE CPECTBa BANGAIOT Ha NnpoLecc pybLeBaHus
B NeroYyHoOM TKaHW. [locne OKoH4YaTeslbHOW MOCTaHOBKW
guarHosa Bpad cneunann3npoBaHHOro UeHTpa onpene-
nseT HeObXOAMMOCTb Ha3HaYeHs, KOHKPETHbIN Npenapat
n ero 0o3npoBKy.
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B 2021 rogy
Orny6MKOBaHbl KNUHU-
4Yeckve pekomMeHgaLumm no
1D, B KOTOPBIX YKasaHo,
4TO PYTUHHOIO Ha3Ha4yeHus
KOPTUKOCTEPOULOB

1 X KOMBUHaUWM

C MIMMyHofernpeccaHTamMu
He pekomMeHayeTcs

HuHTepgaHu6™

AHTUPUBPOTUYECKMI NpenapaT, KOTOpbIM OencTByeT
Ha MexaHW3Mbl 06pa3oBaHUs PY6LIOBON TKaHW (HMBPO3)
B JIEMKNX, TEM CaMbIM CYLLECTBEHHO YMeHbLUas U36bIToY-
HbIM CMHTE3 KonnareHa.

[encTene: 6bIN0 NOKasaHo, YTo Ha GoHe neyeHns «HUH-
TefaHMboM» MOXeT 3amMefnsiTbCs NnporpeccupoBaHue
60one3Hn, CHMXKaTbCs YacToTa 060CTPeHU, a Npu anu-
TeNbHOM MNpUMeHeHun «HWHTepaHub» crnocobecTByeT
YMEHbLUEHUIO PUCKA CMEPTU U YBENUYEHUIO NMPOJOIMKN-
TeNbHOCTU XXWN3HU NnaumeHToB ¢ U,

[Npumenenre: npyuHMMaeTCca ABa pa3a B [ieHb.

[No6ouHbie addexThl: gnapes, pBOTa, CHMXEHWE MacChl
Tena v anneTuTa SBASIOTCA Hanbonee YacTbIMU MOBOYHbI-
MK abdekTamu. OgHako B nofaBnstoweM 60oMnbLMHCTBE
cny4vaeB 3TO SABMEHUS NErKOW WU YMEPEHHOW CTeneHu
BbIPaXXEHHOCTU N KOPPEKTUPYIOTCSH MyTeM cobniofeHus
OMeTbl, CUMNTOMaTUYECKOW Tepanmen n KoppekLumen o-
31POBKM NpenaparTa.



MupdeHnpoH™

3TOT aHTUHMBPOTMHECKNI NpenapaT TakXe NpensTcTBy-
€T pasBMTUIO PYBLIOBOI TKaHN B Nnerkux (bnéposa).
[encrtene: npu QNUTENbHOM MPUMEHEHUU npenapart
CNOCOBCTBYET 3aMefJieHUI0 nporpeccupoBaHng 6ones-
HW, YMEHbLUEHWNIO CKOPOCTWU MOTEPU NErOYHON YHKLMM,
YMEHbLLEHUIO PUCKa CMePTH.

[Mpumenenne: npenapat rNpuHUMaeTca 3 pasa B [€EHb,
[03a nocTeneHHo HapalmBaeTCcs A0 Tpex Kancyn Ha npu-
eM. ins nogaepxaHunsa HeobxoguMoro adpodekTa TpebyeT-
CS ANNTENbHBIN, MOXXM3HEHHbIN NPUEM.

[MpenapaTt NpoTUBOMNOKa3aH, eCnn NaLueHT KYpUT.
[NoGoyHble adbdexTrl: cpean HUX — GoToCeHCMbunmsaymsa
(noBbIWEHWE YYBCTBUTENBHOCTU KOXM K COMHLY), MO3TOMY
NeToM crneflyeT orpaHu4mBaTh npebbiBaHWe NOA, ero nps-
MbIMW fly4aMu. BO3MOXHbI pacCcTpoONCTBa NULLeBapeHus,
BKJIOYasa TOWHOTY M Aanapeto. O HUX HeobxoanMo coob-
waTb flevaleMy Bpady, U JOKTOP NOoJCKaxeT, Kak obner-
YnTb NOBOYHbIE 3D DEKTHI.

Kak f0/ro Hy)KHO NPUHUMAaTb
aHTUPUGpoTUYecKylo Tepanuio (ADPT)?

Tak Kak NHTepCTUUManbHoe 3aboneBaHne aBnsaeTcs Xpo-
HUYECKUM, TO flaHHYIO Tepanuio B Cny4ae Ha3Ha4YeHnsa He-
OGXOD.I/IMO NMPUHNMAaTb MOXXU3HEHHO.

YTo penaTb B cny4vae HexenaTtesibHbIX ABIEHUA?

CamMo no cebe nMob6o4yHOe OEMNCTBME MOXET BO3HMKaTb
BOO6GLLe nocne noboro npenaparta. ECnv nossBUNUCh He-
xenatesnbHble ABMEHUs, HEOBXOAMMO cpa3dy obpaTUTbCH
K Nneyvalwemy Bpady. He pekomMeHagyeTcs caMOCTOSATENbHO
U3MEHSATb PEXUM NMpmuemMa aHTUPUOPOTUYECKONW Tepannu.

Kak ocyuiecTBnsieTcs KoppeKuus Tepanmm?

[ns KOHTPONSA Hap HexenaTtenbHbIMU SBNEHUAMU Cyle-
CTBYET HECKOJIbKO NMOAXOAO0B, KOTOPbIEe MOrYT UCMOMb30-
BaTbCs OTAENIbHO MU BMeECTe: KOPPEeKUUs AUeTbl, Npu-
MEeHeHMEe CUMMTOMATMYECKOM JfIeKapCTBEHHOM Tepanuu,
CHWXEHMEe [03bl UM BPEMEHHOEe MpepbiBaHNe aHTUOW-
B6poTnYecKom Tepannu.
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«HHTegaHno6»

1 «pdeHngoH» 3aMegnaoT
nporpeccrupoBaHmne
VIANOMaTUYeCKOro JIerO4HOro
brbposa. 3TK NnpenapaThl
[OOCTYMHbI NaunMeHTam

V)

B Poccuu noka TonbKo

v «HuHTegaHnba» nMeeTca
3aperncTpmpoBaHHoOe
rnokasaHue gng npMMeHeHns
aHTUGUBPOTUYECKOIrO
nleYeHns Npu gpyrux
3aboneBaHNAX Nerkmx

C Nporpeccupyowmm
Iero4YHbIM G1Bbpo30M,

He oTHocAwmxcsa K UNd

ECI HY)KHO CHU3UTb
KICTTIOTHOCTb XenyfaKa,
VNHFMBUTOPBI MPOTOHHOW
MOMTIbl CHUYKAIOT BbIpaboTKy
YKENY[,0YHOWN KUCTIOTI,

a aHTauWObl HeNTPanuaytT
KICTIOTY B XenyaKe

50-56%"

(o]
BbDKMBaEMOCTb
nauyueHToB ¢ 1P nocne
TpaHcnnaHTaumn. Cama
e onepauns B cuny
BO3pacTa cTpagatoLwmx
NID v gpyrux npobnem
CO 3[,0POBbEM MOXET
ObITb peKoMeHJoBaHa
HebosbLWOoMY Ynucny
naLneHToB.

* CtaTucTuka no BceMy
Mupy 3a 5 net.

HeMeaukKaMeHTo3Has

[MomMumo NlTeKapCTBEHHbIX NpernapaToB
OOMONMHNTENBbHO CYLWeCTBYIOT
M HeMeOMKaMeHTO3Hble MeTOo[bl TIe4YeHUS.

OnutenbHasa KucnopopoTepanus

MpUMeHeHVe KUCNOPOAa YBeNWYMBaeT YCTOMYMBOCTb
K HarpyskaMm. Takoe nevyeHne peKoMeHAYT Mnpu cylie-
CTBEHHOM CHWKEHWUW YPOBHS KUCIOPOAa B KPOBMU.

TpaHcnnaHTaumus nerkux

3TO cnoxHas ornepauusi, KotTopas TpebyeT TwaTenbHon
OLIEHKN BO3MOXHOCTM €e MpOBefeHUs Y KOHKPEeTHOro
nayueHTa. TpaHcnNaHTaLnsa MOXeT 6bITb peKOMeHAoBaHa
TOJIbKO NPU OTCYTCTBUM BPa4yebHbIX MPOTUBOMOKa3aHUMN.
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YTO HY)XHO NOMHUTb O KUCJIOPOAHOM Tepanuu

-~ McnonbayeTcsa Ansg nevyeHns HU3Koro YpOBHS KMCNOpPO-
fa | runokcemMum B KpoBW, YTO BbI3BAHO Py6LIEBAHMEM

-~ AMBYNaTOpPHO Ha3HavYyaeTCcs JOMNONHUTENbHO Mpu GUsn-
YeCKMX Harpyskax 1 B MOBCeOHEBHOM XM3HN

> Yepes HOCOBYIO KaHIOMIO U NINLEBYIO MacKy

INeroyHas peabunurtaums

3 PEKTUBHBI MHCTPYMEHT MOBbILLEHNS KAYECTBa XXU3HU —
cneumanbHO paspaboTaHHas nporpaMma YnpakKHeHUn
LNSi Nofen ¢ XpOHMYeCKMMM 3aboneBaHnsMuU nerknx. OHa
BKJIIOYaeT AblXaTesbHble, a3PO6HbIe 1 CUTOBbIE TPEHNPOB-
KU, obyyatoLme nekumm 1 NCUXonornyecKyto NoMoLLb.

O

[lpaBuna gueTsbl

Kakoi pauyoH NnMTaHnua Heo6XoAMM Npu Npueme
aHTUdMBpoTMYECKON Tepanun? HyxxHa nn gneta
1 0OSDKHA NI OHa BblTb MOCTOSIHHOM?

[neTa MOXeT Urpatb CyLLECTBEHHYIO POJb B IeYEHUN Ana-
pewn, NCKYasa NPOAYKThl C BBICOKMM COfiepXaHneM xumpa
W KNeTYaTKU, MOSIOKO Y MOJIOYHbIE MPOAYKThI (AeduumnT
naKTasbl MOXKET 6bITb BbI3BaH MOBPEXAEHNEM CITIU3NCTON
060/104KK), OCTPYIO MULLY, afKorosib, MPOAYKThI, coaep-
Xallme KopeuH, HekoTopble GPYKTOBbIE COKM (Hampumep,
C/IMBOBBIN MMM anenbCUHOBbIN). HUKe NMpuBeaeHs! NuLLesble
M OMeTunYecKmne peKomMeHpaumm B 3aBUCUMOCTU OT HeXe-
naTesnbHbIX SBMEHUA CO CTOPOHbI XXeNyAOoYHO-KULLIEYHOro
TpakTa (Faverio P et al. Nutrients 2020;12:1131; Proesmans
VLJ et al. Lung 2019;197:551-8).
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Korpa 6onesHb
rnporpeccupyet

1 pa3BmBaeTCcs
NoCcTOosiIHHas
rUroKcemms, aTo
MOXeT rnotpeboBaTb
NOCTOSHHOM Tepanuu
KNCNopoaoMm

Ouapes

Mopaep)KuBamTe XOpoLWnn BOAHBIN
6anaHc, noTpebnss He MeHee
3 IMTPOB XMAKOCTU B A€Hb

Mcnonb3yliTe NpocTble Cnoco6bl
NPUroTOB/IEHUS — Ha Napy,
3anekaHue 1 rpunbs

Mcnonb3ayinTe Cbipoe oNIMBKOBOE
Macno aKCTpa-Knacca gnga npugaHunsa
BKYyCa nuie

d)pyKTbI AOJ/HKHbI COCTaBNATb
He 6onee 2-x Nopuunii B ieHb
M BbITb OYULLEHHbIMU OT KOXYPbl

EwbTe 6060BbIE B BUAE KpeM-cyna

CnepyiTe Wwapswen gueTe,
HanpuMep BRAT (6aHaHbl, puc,
A6n04HOE niope, ToCT)

Kak NnpoTMBOCTOSATb HEMPUATHbBIM NPOABI€HNAM

TowHoTa 1 pBoTa

XWOKOCTb Nyulle NUTh Nocne efbl,
a He BO BpeMs npvema num

ElbTe 4acTo 1 He60bLUMMU
nopumsaMu. MeaneHHo v TIwaTenbHo
nepexeBsbiBaiTe NuLLY

MycTb Bala efa bygeT cnerka
npmnpaBneHHon, He CNInWwKoM
apOMaTHOM, HeXMPHOW, 6e3 coycoB

YnoTpebnaiite cyxme NnpoayKThl,
TaKue KaK cyxapW, xNne6 n neveHbe

OrpaHuybTe Unun n3berarte
HanMUTKOB C KO(beVIHOM, MOCKOJIbKY
OHW MOTYT YCUNNTb TOLWIHOTY

EwWwbTe, KOraa Bbl rONOAHbI, YTO6bI
n36exaTb OTKasa oT efpl

YacTo nevite Hebonbluoe
KONMYECTBO XMAKOCTYH (HacTom,
HPYKTOBbIE COKM)

)‘KVIAKOCTVI W MArkue, cnerka tensble

MoTeps annetuTta

EwbTe yacTo 1 HebonbnMn
nopumsamMm

MuTaiitecsb, Korpa nosenseTcs
anneTuT, He JOXMAAACh 06bIYHOrO
BPEMEHM Npuema NuLLm

MpUaepPKMBaNTECH TPEX OCHOBHbIX
npnemMoB NuLKn B fieHb (BGBTpaK,
06ef 1 YXKWH), NepeKycbiBas MeXay
npuemMamu nmwmn

I'IepeKbel AO/MKHbI COCTOATb U3
BbICOKOKaNOPUIiHbIX MPOAYKTOB

He neiite »mnaKocTv 4o v/vnu
BO BpeMd efibl, TaK KaK OHV MOTyT
BbI3BaTb YYBCTBO CbITOCTU

EwbTe oBoLWM, cCONPOBOXAASA UX
CbIpOM, SifiLlaMu, KypuLiei, MsicoMm,
daconblio, KyKypy30/ B KOHLe efpl

V36eranTe HU3KOKaNOPUNHBIX
NPO/YKTOB, TaKMX KaK 0BOLM,
canatbl 1 6yNbOHbI

n/vnu xonoaHsle MPOJYKTbl MOTYT
nepeHoCUTLCA Nyudlle, YeM ropsymne:
dpPyKTOBbIE COP6ETDI, KPEMbI, XKEene

raSI/IpOEaHHbIe HanUTKn (KOﬂa,
COf0Basi U T. N.) MOryT 061erynTb
XKenyao4HO-KuLeYHble CUMNTOMbI

Mosoko 1 ero NnpoussogaHbie (orypr,
PUKOTTa, HEXXMPHbIE ChIPbl) BHOCAT

B PaLVOH HEO6XOANMbIE
nuTaTenbHble BeWecTBa

[o6asnsaiiTe B N1y MM6UPbL 1K
MSTY, COO6LMB BPayy O BO3MOXHOM
OfiHOBPEMEHHOM npueme
aHTMKOarynsHToB
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MapLupVyT noayyeHus

Ao

eKapCTBEHHOU

[Uar 1. Monyunte pewweHne BpayebHoro
KOHCU/IMYMa UK Bpaye6Ho KoMUccUm

[Mpn HasHayeHUW NeKapCTBEHHbIX NpenapaToB 3TOT LWar
He sBnseTca obssaTenbHbiM. OgHaKo ecnn B MefuLMH-
CKMX OpraHuMsaumax No MecTy XUTeNbCTBa NauneHTa cy-
LLIeCTBYIOT COMHEHUS B nogbope Tepanun, To KOHCUINYM,
B TOM uncne depeparnbHbii, ABASETCH BaXKHbIM LLAroMm,
YTO6bI 3aLLMTUTL NPaBa NaLMeHTa U NOMOoYb BpayaM.
XenatenbHO NONy4YUTb HasHavyeHVe NeKapCTBEHHOro
npenapaTta B MeAULMHCKOM OpraHuvsaumn, cneumannam-
pytoLencs no npodunto 3abonesaHus.

PeweHne o HasHavyeHUUM [OMKHO 6blTb 0dOpMMAEHO
pelieHneM BpadebHomn kommccum (BK) nnm koncunm-
yma Bpaveii (KB).

Mpn HeobxoaMOCTU A1 NONyYeHUs peKoMeHAaLnn Mo-
ryT 6bITb MPOBEAEHbI ANCTaHUMOHHaSA (TeneMeanLMHCKasn)
KOHCYNbTaLMA WU KOHCUTUY M.

[lar 2. O6paTUTeChb B CBOIO NONIMKJIMHUKY
O6paTuTech ¢ Npocbbol O pelleHnn Bonpoca o6 opra-
HU3aLun Tepanun B NMOJTIMKITIMHUKY MO MECTY XXUTenb-
CcTBa. Ecnn Bbl MMeeTe NPOTOKON WUAM BbINMUCKY U3 Mpo-
Tokona BK/KB deaepanbHoi MeaULMHCKOM opraHn3aLmm
C Ha3Ha4YeHWeM IeKapCTBEHHOr0 NpenapaTa, BaXHo npu-
O6LWMTb KOMWUIO 3TOr0 AOKYMEHTa K MEAULMHCKON KapTe
B MONNKIIMHMKE NO MECTY XUTeNbCTBa.

NMucbMeHHOe 3asiBrieHne B MONIUKIIMHUKY

OHo 6yfeT NonesHo, eCnv UMEKTCS COMHEHUS, YTO Tepanus
6ypeT opraHmsoBaHa. K nMCbMeHHOMY 3asiBNIEHMIO MPUIIo-
XuTe Konuio peleHnsa BK/KB dpepepanbHoi MeAULMHCKOM
opraHmsaumm.
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3TN topuguyeckmne
pekomMeHgaunm
rpefHasHayeHsbl

07151 nauMeHToB

C yCTaHOBJIEHHbIM
OViarHosom
VIHTEPCTULMANBHOIO
3a6051eBaHus Nerkux -
c VNP, runepyyBCTBU-
TeNbHbIM MHEBMOHUTOM,
brbposnpyowym
CapKOMA030M,

N3]y naumeHTOB

c 3aboneBaHnEM
COeaNHUTENBbHOMN
TKaHW, peBMaTougHbIM
apTpUTOM M gp.

llar 3. MpoiAanTe KOHCYNbTaLMIO MyNbMOHOOra

K TakoMy creunanucTy Bac LOMKHbI HanpaBuUTb, YTO6bI
NoATBEPAUTb AMArHO3 M Ha3HauYNTb NpenapaT. ATO MOXeT
6bITb KOHCY/bTaLMS y [1Y/IbMOHOJI0Ora, crneunanmanpyto-
Lierocs Ha guarHocTtuke v nevyeHun U3J1, nnny rnaBHoro
crieyunanucTa - nynbMoHosora (TepaneBTa) pervoHa.

[ar 4. TepaneBT NONUKAVUHUKU UHULUUPYET
nposepeHue BK

BpayebHass KOMUCCUS MOMUKIMHWUKM MO MECTy Mnpu-
KpenneHus naumeHTa npuHMMaeT peLlleHne 0 HasHavYeHUn
npenaparta [Ji9 opraHusaumn Tepanuu. Ee nposepeHune
OOIMKEH NMHULMMPOBaTL Ball TepanesT. [ToMHUTE, 4TO OC-
HOBaHWI ONS 3TOro y Hero ABa: UM Ha OCHOBaHUW PeKo-
MeHAauMn/HasHayeHns oT rMaBHOro cneyvanucTa-nynb-
MOHOMOra rno MecTy XUTeNbCTBa NaumeHTa, UM BTOpon
BapWaHT — Ha OCHOBaHWK pelueHns BK/KB depepanbHoii
MefVLMHCKOV opraHM3anmu.

B HekoTopbix cybbekTax PP npoBepeHna BpavyebHOM
KOMWUCCUW C Ha3Ha4YeHWEM JleKapCTBEHHOIO npenapara
He TpebyeTcq. JlekapCTBEeHHas Tepanug opraHnsyeTcs
Ha ocHOBaHWK pelueHnst BK/KB depnepanbHoi MeouumH-
CKOW opraHusaumm U/unm BbIMUCKN C pekoMeHaaumsamm/
Ha3Ha4YeHMeM OT rMaBHOro creunanucTa-nynbMoHosora
Mo MeCTy NPOXMBaHUS.

lar 5. lenaloTcA 3asiBKa M 3aKynKa npenapatTa
3TO KacaeTcs U Tex, Y KOro MMeeTcs rpynna UHBanuMgHo-
CTWU, U TeX, Yy KOro Takoro craTtyca HeT. [locne Monoxu-
TeNbHOro pelleHns BpayebHOM KOMUCCUMM MONUKINHUKA
HanpaBnsieT 3asBKY Ha 3aKynKy npenapaTa B MVWH3ApaB
(komuTeT, penaptameHT) cybbekTa PO.

MOXHO [OMONHUTENBHO OTNPAaBUTL 3asBKY B pervoHasb-
HbIi MMH3[paB CaMOCTOSTENbHO. [N 3TOro HYXHO 06-
pPaTUTLCS C MUCbMEHHbIM 3asiBNIeHUEM B MOMUKIMHUKY MO
MecCTY XUTe/bCTBa C NPOCb6OM COObLWMTL faTy U HOMep
3asBKM, HanpaBieHHON NONNKINHNKOW B MUH3[PaB Cy6b-
ekTa P®. Mocne nonyyeHns NMMCbMEHHOro oTBeTa OT Mo-
JIUKIIVHMKW HY)KHO HamnpaBuTb NMUCbMO B MUH3LpaB Cy6b-
ekTa P® ¢ npocb60i opraHn3oBaTh Tepanuio.
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Kak nony4mTb nekapcTBo?
KapTa ons nauueHTa U Bpaya

lonyuynTe pelleHne B pepepanbHON MeaULMHCKOM
opraHMsalyum 0 Ha3HavyeHuM npenapara

TepaneBT NONUNKINHUKK MO MEeCTY XUTenbCTBa OO/MHKEH
MHNLUMMPOBaTb NpoBegeHmne BpaqeGHon KOMMNCCUn

OcHoBaHus
ANs peleHus

BpayebHas komuccus

TenekoHcunuym /
€CNN 04YHas KOHCYNbTauus
HEeBO3MOXHa

Bpaue6Hasa komuccus /

KOHCUIINYM BbIMNCKY U3 pelleHns.
Konwuio AOKYyMeHTa
npenocTtasndeT

B MOJIMKNNHUKY

p _@
MaumneHT 6epeT

PelleHune BpayebHoOM Bbinncka
MpuHMMaeT pelueHne KOMUCCUU [ KOHCYNbTaTUB- C pekoMeHgaumsmu /
O Ha3Ha4YeHWW npenapaTa Horo coBeTa depgepanbHoOn HasHa4yeHneMm

L5 OpraHv3aumm Tepanum MeaMLMHCKOM opraHusaLum OT NynbMoOHoOOra

A A ~

M0 MECTY XUTeNbCTBa
HasHavaloT npenapat, opopMASIOT pelueHme

@ 3TOT aTan He obs3aTesnieH, HO MOMOXeT fOKa3aTb MECTHbIM Bpayam,
4YTO BaM HeO6XOﬂI/|M VMMEeHHO 3TOT npenapat

3anvwmTechk Ha NpmMeMm K TepanesTy

TepaneBT HanpaBnseT MynbmaHonor Odopmnsiet
K nynbMoOHonory > noaTeepXAaeT AnarHos HasHaueHue
M HasHayeHWe npenapaTa LOKYMEHTOM

ObpaTtutechb B MOJIMKITMHUKY MO MeCTY XUTeJibCTBa
C I'IpOCb6Ol7I MHNUMNPOBATb Tepanuio

Ob6palaeTcs K nevaleMy
> Bpayy A8 Nony4eHus
npenapaTta

()

Tak bygeT HagexHee!

MuweT 3asBNeHne Ha UMs
rnaeeBpaYa NoJIMKANHUKA -

B HeKoTopbIx cybbekTax PO Tepanus opraHnayeTcs TObKO Ha OCHOBaHUK pelleHns pepepanbHom
MeANLMHCKOWM OpraHn3aLmmn 1 JOKYMEHTOB OT [M1aBHOIO NMy/IbMOHOMOra No MECTY XUTENbCTBA

©

[onVKNMHYKa HanpaBnseT 3as8BKY Ha NpenapaT
8 MuH3gpae / [lenapTaMeHT cy6bekTa PO

MuH3gpae / lenapTaMeHT

3 paBoOOXpaHeHus
cybbekTa PO

Ocyuectenser
3aKynKy npenapara

Mucbmo
13 NONNKINHUKIN
yxoauT B MUH3ppaB

@ MauneHT MMeeT NpaBo OTMNPaBUTb 3asiBKY B PervoHasbHbIi
MWH3[paB CaMOCTOATENbHO

ObpalyaeTcs C MMCbMEHHbIM 3asBNEHNEM HanpasnseTt nMcbMo B MUH3paB Cy6'beKTa P®
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B NONMUKITMHUKY NO MeCTY XXUTeJIbCTBa C I'IpOCb6OPI C I'IpOCb6OI2 OopraHmMsoBaTb Tepanuio
coobWwmTb [aTty 1 HomMep 3adaBKU, Hal'lpaBJ'IeHHOIZ

NOSIMKIIMHUKOW B MUH3[paB cy6bekTa PP
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\
ECJIN JIeKapCTBa

1 CINUMCKaX HE 3Ha4YaTCH

Moay4YnTb MHHOBALMOHHbIE NIEKapCTBa,
Oopble He BXOOAT B CTaHAAPThl Ne4eHus
>FOTHBIE NMepeydHn? MauneHTbl JOMKHbI 3HaTb
M rpaBa, KOTopble AaHbl 3aKOHOA4ATENIbCTBOM
CTpapatowmx Gprnbpo3oM nerkmx B Poccum
3aKOHY neyvaT becnnatHo. 9TO KacaeTcs
NarHOCTVIKU, N NPpefoCcTaBeHns
apCTBEHHbIX NpernapaTos.

Kak nonyuutb peuenTt Ha npenapat?

PeuenTbl BbiNWCbIBAET YYaCTKOBLIM Bpay B MONUKINHUKE
Mo MecTy XUTeNbCTBa UAN NYNbMOHOMON Creyuann3npo-
BaHHOW KJIMHUKN. ITO AenaeTcs eXxeMecs4yHo — Ha Heob-
Xo[MMoe KONMYeCTBO YNaKoBOK.

K coxaneHuto, cama npouepypa obecrneyeHns 60nbHO-
ro NeKapcTBOM SBISIETCS OYEHb AJNIMTENbHOM, MOCKOSb-
Ky 3asiBKM Ha cnepylowui rop sawuwialoTcs B Havane
npepbigywero. NMoaTomMy Tak BaHO BOBPEMS BbISIBUTb
3aboneBaHue, perynspHo HabnopgaTbCs BpayaMum no mMe-
CTY XXWUTeNbCTBA, MOCeLWaTb KOHCYNbTaTUBHbIE MPUEMbI
B CreumanmanpoBaHHbIX YHYpeXAeHNAX permoHa.

Kakasi ctaTba pefepanbHOro sakoHa

BaM nomoraet?

[MomMMMO 06WMX rapaHTUi NaumeHTbl ¢ gunarHosom UN®
nonagalwT B OCOBYI KaTeropuio — UX Tepanus perynm-
pyeTtcs 4, 3 ctatbu 44 dpepepanbHoro 3akoHa N2 323-93
oT 21.10.2011 . «<O6 ocHoBax oxpaHbl 300POBbSA FparkaaH
B Poccurickon ®epepaumm». dTa CTaTbs KacaeTCs KU3He-
YrPOXaloLMX N XPOHMYECKUX NPOrPeCCUPYIOLLNX PEAKNX
3aboneBaHVi, NPUBOASALUNX K COKPALLEHUIO MPOAOIHKN-
TENbHOCTU XU3HU FrPakaaH Uin K UX UHBaNMAHOCTH.

lepeyeHb
enKknx (opdaHHbIX)
aboneBaHU

09

>OKUMU CHUTAKOTCA
boneBaHus, KOTOpble
1€l0T PacrnpoCTpPaHEeHHOCTb

10:100 000

celrieHnda

JIMHNYECKne
)eKOMeHaauuu.
|ovionaTU4ecKuin
eroyHbI Grbpos

3aKOHbI OJ19 ne4YyeHuns

VIHOrAa nevynT He TONbKO npenapart, HO U 3aKOH.

Ecnu Bbl 6ygeTe 3HaTb 3aKOHOAaTENbHbIE
OCHOBaHUA o6ecrne4vyeHus npenapaTtamu
NaLUEHTOB C MANOMNATUYECKUM NEro4YHbIM
puUbpo3om, To MonyYeHMe Tepanumn cTaHeT
npotye n 6esbapbepHee.

I'IpaBo Ha IbrotHoe
NneKapcTBeHHoe obecnevyeHue

®depepanbHbIli 3aKoH oT 21.11.2011 roga N2 323-®3
«O6 ocHOBax OXpaHbl 3A0POBbs rpaXkgaH B Poc-
cuickon Pepepauum»

Kakaplii rpaykaaHuH MMeeT NpaBo Ha MeAULIMHCKYO
NoMOLLb B rapaHTUPOBaHHOM 06beMe, OKa3dbiBaeMyto 6e3
B3VMaHMs NNaThl B COOTBETCTBUW C NPOrpaMMmoli rocypap-
CTBEHHbIX rapaHTUn 6ecnnaTHOro oKkasaHus rpaxgaHam
MeaULMHCKOM noMolm (cTaTbst 19, yactn 1u 2).

Kakune AOKYMEHTbI Ba)XXHbl AJ19 nNosly4yeHunsa
6ecnnaTtHoro u KBaﬂMq)VILIMpOBaHHOFO neyexHus?

Crincok peakux (opdaHHbIX) 3a6oneBaHnit popmMmupyeTtcs
MuHsgpaBoM PP 1 ny6nmKyeTcs Ha calTe BeOMCTBa.

KnnHuyeckne pekomeHpaumMm ans nanonaTuyeckoro ne-
royHoro ¢mbposa paspaboTaHbl PoccuickuMm pecnupa-
TOPHbIM O6LLECTBOM WU COrnacoBaHbl C Hay4YHbIM COBETOM
MwuH3apgpaBa P®. IMEHHO B COOTBETCTBUMN C 3TUMU KITUHU-
YeCKMMWN peKoMeHZaunsamMm nposoanTcs neveHve U,

B nocnepgHen Bepcun pekoMeHpauui, KoTopble ony6nu-
KoBaHbl B 2021 rofy, K npenapartam c JokasaHHoW apdek-
TUBHOCTbIO MPU NNeYEHNN OTHOCATCS TOJbKO ABa — «HUHTe-
AaHno» n «MnpdennpoH». Oba nekapcTBEHHbIX NpenapaTa
BxoaaT B XXHBJII.



MocTtaHoBneHue npaButenbcTea PP ot 30.07.1994 r.

N2 890 «O rocypgapcTBeHHOM NOAAEPIKKE Pa3BUTUS
MefULMHCKOM NPOMBILLIIEHHOCTU U yNny4dlleHnn obecne-
YeHUs HaceNleHUs U yUYpexxAeHUn 3apaBoOOXpaHeHns
JNIeKapCTBEHHbIMU CPeACcTBaMU U N3[enmamMmu MeguLuH-
CKOro HasHa4yeHus».

OeTu-uHsBanupbl u uuBanuabl | u Il rpynn nmetoT npaso

Ha NbFrOTHOE NNeKapCcTBEHHOE obecrneyeHre BCeEMU HEOBXOAMMbIMU
JIeKapCTBEHHbIMU NpenapaTamu.

Ecnu nauneHT c UN®P nmeeT MHBaNNAHOCTbL 1-14 unu 2-1 rpynn,

Yy Hero ecTb NpaBo Ha obecneyeHne 3a cyeT blof)KeTa permoHa.
AeTu-uHBanupabl u uuBanuabl 1-1, 2-i u 3-i rpynn MMeloT Npaso
Ha NbroTHOE NleKapCTBEHHOE o6ecneyeHne NeKapCTBEHHbIMMU
npenapaTtamu, BKIOYEHHbIMU B NepeyeHb XXHBJIM - »Xn3HeHHO
HEeOo6X0OUMBbIX U BaXXHENLLNX NeKapCTBEHHbIX NPenapaToB, KOTO-
pbI yTBEPXAEH pacnopshkeHneM npasutenbcTea PP ot 12.10.2019
N2 2406-p.

B Hero BK/OYeH NleKapCTBEHHbIV NpenapaTt «HWHTeaaHn6»

B COOTBETCTBUM CO CT. 6.1. M N. 14.1cT. 6.2. pegepansHoro

3akoHa ot 17.07.1999 ropa N2 178-d3 «O rocynapCcTBEHHOM coum-
anbHOM NOMOLLN».

0653aHHOCTU MeAUNLIMHCKUX YYPEXAeHUIM 1 Bpaya
Mo Ha3Ha4YeHuIo JieKapCTBEHHbIX NpernapaToB
®depepanbHbii 3aKoH oT 21.11.2011 roga N2 323-d3 «06
OCHOBaXx OXpaHbl 300POBbS rpaXgaH B Poccuiickon
depepaunmn»:

OpraHn3oBbIBaTb M OCYLLECTBNATbL MEANLUHCKYIO OeATelIbHOCTb
B COOTBETCTBUU C 3aKOHOAaTeJIbHbIMU N UHBIMW HOPMaTUBHbLIMU
npaBoBbIMW akTaMu Poccuiickoi Pegepaumm;

obecneymBaTb NPUMEHEHWE paspeLleHHbIX K HeMy B PD ne-
KapCTBEHHbIX NMpenapaTos (HaNoOMHMM, YTO K Tak1M npenapatam
OTHOCUTCSH NNeKapCTBeHHbIN npenapat «Baprated» (MHH «HuHTe-
[aHn6») (cTatbs 79, 4. 1, MyHKTbI 2 1 5).

®depepanbHbIli 3aKoH N2 323-P3 oT1 21.11.2011 roga

«O6 ocHoBax oxpaHbl 300POBbS rpa)XaaH B Poccumnckom
depepauumn»

0693blBaeT MEAULMHCKMX PabOTHMKOB HasHavyaTb NlIeKapCTBEHHble
npenapaTbl B Nopsanke, KOTOprVI YyCTaHOBJ/1€H YNO/ITHOMOY€HHbIM
depepasnbHBIM OPraHoOM UCMONHUTENbHOM BRlacTu (cTaTbs 73, 4. 2,
n. 4). o6aBuM, 4To ceiyac AeNCTBYET NOPSAOK Ha3HaYeHUs ne-
KapCTBEHHbIX MPenapaToB, YyTBEPXAEHHbIV NPpUKasoM MuH3fpaBa
Poccuu o1 24.11.2021 N2 1094 H.

obLlecTBeHHblIe

1 CTONKHYMMCh C BOMPOCAaMU UMM OTKasamu,
orycKaiTe pyKu — HaliAnTe 0B6LLECTBEHHYIO
aHn3auuio

ceoccmﬁcme 06LLECTBO)
BAKNX (opdaHHbIX) 3a6051eBaHN

psaYvasa MMHUS
7800 20106 01
/ww.rare-diseases.ru

A0

HononHuTenbHbie pecypchbl
EBponeiickas opraHnsaums no pegKnum

3aboneBaHuaM - Eurodis
vww.eurordis.org

MeXxpyHapoaHbI nopTan o pefkux 3aboneeBaHmsx
1 opdaHHbIX TleKapcTBax
vww.orpha.net

The NGO Committee for Rare Diseases
ww.ngocommitteerarediseases.org

Bcepoccuiickumin coto3 naumeHToB
yww.patients.ru
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orbIT

2012 rog — co3gaHo no nHuumMaTnee

POCCUICKMX MaLUEHTOB U UX CeMeN

1aclutab

55 pervoHoB Poccum
63 pefkue 6onesHun

OTPYyAHUYEeCTBO

MUHUCTEPCTBO 3apaBoOOXpaHeHns PO
PervoHanbHble opraHbl 3gpaBOOXpaHeHUs
MuHMCTepCTBO TPyAa U coumanbHOM
3awnTel PO

PocapgpaBHagsop

KomuTeT no oxpaHe 300poBbs
locypapcTBeHHOW fymbl PefepanbHoro
co6paHusa Poccuiickot Pepepaumm
PrBHY «MefanKo-reHeTU4ecKnin HayYHbI
LLeHTp 1M, akagemuka H. . boykoBa»
KpynHble depepanbHble 1 pernoHasnbHble
cneyvann3MpoBaHHble MEAULNHCKUE LIEHTPbI

BTOpPUTET

YneH Eurordis — EBponeiickoi opraHnsauum
no peaknm 6onesHsM

YneH Rare Diseases International (RDI) —
MexayHapoaHol opraHusaumm

no pegKuMMm 60ne3Ham

OCCUUN BaXKe

YneH coBeTa no 3awmTe npas NaumMeHToB
npu MuHsppase PO

YneH coBeTa no 3almTe npas NaumMeHToB
npu PocappaBHaf3ope

YneH aKcnepTHOro coBeTa No peaKMMm
{opdaHHbIM) 3a6oneBaHNsM KOMUTETa

Nno oxpaHe 300poBbs [OCyfapCTBEHHON
aymbl @C PO

PervioHanbHble NpeAcTaBUTENU SBASIOTCS
YrneHaMm pasnnNYHbIX COBETOB MPpU opraHax
3gpaBooxpaHeHns u MC3 B pervoHax PO

1POEKTbI

Hay4HO-3KcnepTHbIV coBET

LLikonbl ns nauMeHToB 1 Bpayen

XypHan «Pepgkune 6onesHn B Poccumn» — RaRus
«PepKas cTpaHa» - MHK/O3MBHOE
coo6LecTBO NaLMeHTOB, AUarHoCTOB,
Bpayel n Bcex [obpbix niogen

MepBas pefkas NMHUA ANs NaLMEHTOB
(ropsumit TenedoH) 8-800-201-06-01

ww.rare-diseases.ru
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