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Cepreit KyueB: CKpUHUHT HOBOPC HO pacLUMPATDb



BUKTOP I't0ro

«Beauuatiwee 6 scusHu cuacmve —

Mo ysepeHHOCMb 8 MOM, UIMo Hac Abam,
A100mM 3a Mo, Ymo Mbl makxue, KaxKue Mol ecmb,
uAuU HecMOMpPA HA MO, YMO Mbl maxue,

KaKue Mbl eCmb».
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Hpuna MsacHukoasa,
npedcedamensv npas.reHuUs
Bcepoccuiickozo o6wecmea
opgannvix (pedxux)
3ab6oaesanuit (BOO3)

Jlexapcmaeen-
HOe oO0ecneue-
HUe MHO2UX
3a00.esaHull
oCcmanocs

3a 6opmom
opPharHHbLX
«cnacamenwv-
HbIX WLATONOK» —
noAyuumb
nomMownv
MO2Yym mo.avkKo
UHEAAUOBL

u ycumeau oaa-

H e3pocabim

3ATTIABHOE | 3

HY>KHa NOMOLLb

Tonvko Ha Bmopom-mpemvem decsamuaemuu
JHCU3HU 100U MO2YM Y3HAMDb, UIMO MAH#Ce10 OOAbHDL

Hoporue npysps! Ilepen BamMu odepeHON BBIIYCK KyP-
Hasa «RARUS: Penkue 6ose3nu B Poccun». OH yHUKAJIb-
HBIH, TaK KaK ITOCBSIIEH 0CO00H TeMe — peAKUM 00JIE3HIM
Y B3POCJIBIX.

Korzia roBopsAT 06 opdaHHBIX 3a00JI€BAHUSX, Yallle TPe/i-
craBinaOT pebenka. JleificTBuTesnpHO, 6ostee yem B 80%
CJIy4yaeB CUMIITOMBI IIOABJIAIOTCSA B IE€TCTBE. Ho 611ar0uap51
COBPEMEHHOU MeUIINHE JETU C PEAKUMH O0JIE3HIMU HKHU-
BYT, PACTYT, CTAHOBSITCS B3POCJIBIMU ManueHTamMu. Kpome
TOTO, €CTh 60JIE3HU, KOTOPhIE BOBHUKAIOT TOJIBKO Ha BTO-
POM-TPETHEM AECATUJICTUU XKU3HU.

VnyonaTuyeckuil JjierouyHbIil Gubpo3 U JlerouyHas apre-
puasibHasi TUIIEPTEH3UsA, MYKOBUCIIU/I03 ¥ MUeI0(puopos,
HEJIOCTATOYHOCTD aJibda-1-aHTUTPUIICUHA U JeDUITUT JIK-
30COMHOM KHCJIOU JINIa3bl, 6osie3nu ®abpu, T'omre u [Tom-
e — 3TO JaJieKO He TOJHBIH IMepedyeHb 3ab0JIeBaHUH,
KOTOPBIE MOTYT IIPOSIBJISITHCS Y B3POCBIX. IIal{MeHTHI HY K-
JIAI0TCS. B COBPEMEHHBIX Iperaparax u 3a60Te O CTOPOHBI
rocylapCcTBa TakK ’Ke, KaK U J[PyTHe KaTeropuu OOIbHBIX.

K coxanenuio, obecrieueHHOCTh JIEKapCTBAMM pasHasl.
Hanpuwmep, 60s1e3H5 ['ollle 1 MYKOBUCIIH03 BXOAAT B IIPO-
rpaMMy 77 BBICOKO3aTPaTHBIX HO30JIOTHUH, KOTOpast pUHAH-
cupyercsa u3 ¢enepasbHoro Orokera; 6ose3Hp Dabpu
¥ OJlHA U3 QOPM JIETOUHOH apTepUaJIbHON THITEPTEH3UU —
B IIEPeYeHb 24 PelKuX 00JIe3HeH, TakKe MMes: BO3MOXK-
HOCTb IIO/I/IEPKKU OI0/[?KeTOM. A BOT Zipyrue 3a601eBaHUSA
OCTajIuCh, YBBI, 32 OGOPTOM OpQAHHBIX «CHACATEIBHBIX
[UUTIONIOK», U HAJIeXK/a MOJYyYUTHh MHpenapar y OOJIbHBIX
OCTaeTcs, TOJBKO €CJIM TMAIMEeHT WMeeT WHBAJIMHOCTD
WJIN TPOKUBAET B OJTHOM U3 6JIaTOCOCTOSTETHHBIX TOPO-
noB Poccun... Takske ecThb IIpOoOJIEMBI ¢ OpraHU3aI[uel mo-
MOIIIY ¥ MapIIPyTH3aI[lel B3POCJIBIX MAI[UEHTOB B PETHO-
Hax. MBI Bce IOHUMAaeM, YTO IIEPBOE, UTO HYKHO CIEJIaTh
JUISL TIOMOIIIM, — OCO3HATh NPOOJIEMY M 3aTEM CTapaTbhCs
coo0111a ee pelmnTh, TaK 4TO OyZieM rOBOPUTH O Haubosiee
OCTPBIX BOIIPOCAX ¥ BOBMOKHBIX PEIIEHUSIX.

Tak>ke B 3TOM HOMepe MBI paccKakeM 0 TOM, YTO TaKoe UH-
¢opmMupoBaHHOE corsiacue u oYeMy OHO KpaiiHe HeoOXo-
JILMO, YTO TaKOe OMOMAapKephI U 3a4eM UX OIPeZeNATh, Ka-
Ky10 HHQOPMAIIUIO OHU [IaI0T BpauyaM U nanueHTaM. 1, kak
BCer/ia, B 5TOM HOMepe — HCTOPUHU NaI[MeHTOB U Bpadel,

Peakue
(opdannubIE)
3a0osieBaHUA
(anen. rare
disease, orphan
disease) —
3a00J1€eBaHKs,
3aTparuBawlIiue
HEOOJIBIIY IO
YacTh HOIYJIs-
nuu. MHOTHIE
penkue 3aboste-
BAHUSA ABJIAIOTCA
reHeTUYEeCKUMU
U COTIPOBOK/IAIOT
yeJIoBEKa

B T€UEHUE BCEH
JKUBHU, Jae
€CJIM CUMIITOMBI
MPOSIBJISIIOTCS

He cpa3y. MHorue
penkue 60y1e3HU
BO3HUKAIOT

B IETCTBE

7000

IPUMEPHO
CTOJIBKO PEIKUX
3a00J1€BaHUM,
110 OLIEHKaM
CIIEI[UAJIUCTOB,
CYIIEeCTBYeT

B MUpe

20NOAYUHBLIX
20p0o0dos

HUCTOPHUH JIIOZIel, KOTOpBIE BEPAT B yCIleX, MEAULIHY U ca-
Mux cebs1. 1 JefcTBYIOT. !

O
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RARUS PEJKWE BOJIESHU B POCCUIN
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3AIMNABHOE

U B3pOC/IBIM HYHa IOMOIIIb
Toavko Ha 6mopoM-mpemvem Oe-
CAMUACMUU HCUSHU AH00U MO2YM
Y3HAMb, YUMo MaHcen0 60AbHbL

OTKPbITbI BONPOC

Cepreii Kynes:

Pacwiupenue ckpuHuHea nozgoaum
uzbecams UHBAAUOUBAYUU U HAHU-
Hamb eueHue paHvule

oAn HOMEPA

RARE NEWS

Kask/1oMy X04eTcs KUTh...

8 mapo py6. docmue 8 2017 200y
Jdedbuyum pe2uoHabHbIX 6100x4cemos
no opgarHvim 3abosegarusam. Bo
MHO2UX Pe2UOHAaX NAYUeHMaM NPuxo-
dumces dobusamvca neveHus... 8 cyoe

| T

L m':m 3ApaBOOXpaHeHns CCCP

| bk [naBHOTO YipasaeHHs
SFascoxpanewns parogheromone.

AU’/ Mockemuen AM.

YCTAB

I GOBHMX TemMOBmIH

12 GombEEX Temofmwmeft /AET/ aBaercs odmecTBemHOR
3 co cratsoeft 49
POOCP & KefloTEyeT Ha OCHOBEHWE Eacrosmero Jeorasa.
ABT oOnefuEAeT Ha AOCDOBOBHEX HAUATAX GONSHAX, CTPALSKWAX o=
Mofmme!t B GOTO3HED EX pomuTenct E
Bpavefl, JYEHNX, CIEIMATECTOB APYTHX 06xacTefl SHemEfl, & TaKEe IDax-
e, XeJlanEX NOMOYh DadoTe Accommamum.
ABT cBoD

‘W(

nox CBOX BH=

GOpHEX OPraHOB.
2, Hexsn cOSNAHEA ACCOURAINE SBIAGTCA NDHBICYCHE® BHEMAHEA IO=

x
PaCOTHHKOB, YYeHHX K DelieHED NpOGNeM JeUeHE? B NPOJWIAKTHKE 3800-
JeBanus )DE JeveruA GobEEX, X

.
TOJNYYeHED MME OpHEHTa=
mEm, x S Gomsmix, ¢

3. Accommamus GONGHEX remofmimedt:

a/ TpEBNeRaeT K DadoTe B ACCOMMAIMM GONBHHX YKASSHHHX 3a00XeBa-
mult, ux pomurenefl, PONCTBEHHEKOB, ONEKYHOB, Bpavelf, CIGNEATHCTOB,
" . a Taxme BCeX rpaxiaH, WSHABKBIAX XeJaHHe Nowmorars padore AET ¢
HeJED SKTHEHOTO DOWEHES MONAINHCKEX, CONEATSHO-CHTOBHX H KPYTEX
‘Bompocos;

6/ TpelcTaBIAeT M SaWMAST WETEDCH GONBHX, CTPANANMEX TeModu-

Jmeft ® GONESHBD
\ M JSTOT ¥ UpemMymeCTB;
] s/

T="0C
: C

© HACYWEKX NOTPes:

=26

TAX B MpoGieMaX GOJNBEHX IIA PONEHEA BOSHEKAKMEX BONPOCOB;

MNAHDbI HA XXU3Hb
bparps 1o kposu

No/1(12)/ur0Hb/2018

PeOdxue 3aboaesaHun
83pocablx

NanonaTuyeckui
JIETOYHBIN (HPUOPO3:

KOorla HE XBaTa€ET

BO3/lyXa

JleroyHas apre-
puajibHaA TUnep-

TEH3UA

SKCNEPTHI

HeJlerkuii clieHapuu 715
JIETKUX:

CaMplit OTATYAONINI CHHIPOM

IPY JIETOYHOM apTepuaIbHOU
THUIEPTEH3UN CETOAHA — 3TO
AJIVHHBIN OI0pOKpaTHUECKUH

IILYThH OT-II0SBJIEHUS CUMIITOMOB
710 HavaJia Tepartiiu

RARUS PEJKUE BOJIE3HU B POCCHUU

WWW.RARE-DISEASES.RU
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CilyliaTh, IOHUMATh, CIIPALIA-
BaTh U pelaTh
HrngpopmuposarHoe 0o6po-
80/1bHOE co2aacue: Npaso na-
yuenma u 0013aHHOCMb 8PAUA

@

PECYPCbI
MoJteKyIbI-IIpe/icKa3aTeIbHUIIBI
Buomapxepwt cnocobHbL onpedeaums
6021e3Hb U NOMOUDb NeUEHUID

5 2 «HAI.I.I“JIE‘IAI.I.I“E *”
‘BPAYM BCETAA "‘
- ~ NOABAAPUBALOT»
~  Yrorakoe craTh Iia-
= _ [[HEHTOM C TSXKEJIbIM
- zaboneBanuem, lanua
MchyPOBa HCIBITa/IA
~Ha ce6e :

CioxHbIE pefikue 3a601eBaHUSA
CTaJT! CIOJKETOM MHOTHX CEPUH
3HaAMEHUTOro cepuaua. Ho He
Bce B GUIIbMe MOKHO BOCIIPH-
HUMATh KaK PEKOMeH a0

K JUATHOCTUKE U JIeUeHUIO

«Jlobpoe yTpo!»

RARUS PEJIKME BOJIE3BHU B POCCHUI WWW.RARE-DISEASES.RU



6 | OIKPLTEl BOMPOC

Cepeeit Kyues,

Jdupexmop Meduxo-2eHemuueckoz2o
Hay4HO20 YeHmpa, 2Aa8Hblil
8HEWMAamMHbLil cneyuaaucm

Nno MeOUUUHCKOL 2eHemuke
Munucmepcemea 30pasooxpaHeHus
P®, unen-xoppecnondenm PAH

«EcTb Takoe noustre patient
Jjourney. 1o “nmyTtemniecTsre naueHTa”
¢ HacJIeICTBEHHBIM 3a60s1eBanreM. OHO
MOJKET JIJINThCS TOIaMH, a NUHOT/IA U Jie-
CATUJIETUSMH. 3a4aCTyI0 OT MOMEHTA
MIPOSIBJIEHU S IIEPBBIX KJINHUYIECKHUX CUM-
IITOMOB JI0 YCTAHOBKH IMarHO3a IIPOXO0-
AT rozsl... Ho YeM paHbIlle MBI ITOJIyYUM
JIUarHO3, TeM GOJIBIIIE IIIAHCOB OKA3aTh
[TOMOIIb TTAI[UEHTY B CJIydasiX, KOTAa AJIs
3a00sieBaHUs pa3paboTaHO MaTOreHeTH-
YeCKOe JIEIeHre»

«MpblI 03KH/1aeM repeBoza Ha pHUHAHCHPO-
BaHue u3 (esepasbHOro GOKETA pac-
XO/IOB JIEYEHH S XOTsl ObI yacTu 3a00J1eBa-
HU#, BXOAAIUX B IEPEUEHb

“24 HO3OJIOTUA ...»

«Koria MbI cMOKeM BCeX HOBOPOXK IeH-
HBIX 00cJIe0BaTh HA 3a00JIeBaHUA, KO-
TOpbIe MOXKHO JIEYUTD, TO Oy/IEM IIpey-

MpeX/aTh HHBATUAU3AIUIO

U JIETaJIbHOCTD!»

No/1(12)/ur0Hb/2018

Pacwuperue ckpuHuHza

no360Aum mn3bexarTtb

UHBanNuan3sauun
u Hauamom 1 evHeHue

paHvwue

— YT0 camMoe BaKHOE MBI OKHIa€M OT
2018 rozxa? IlepBoe — mpoaoIKEHE
TOT'O, UTO CTAJIO BO3MOXKHBIM B IIPO-
IIIJIOM TOZTY, a UMEHHO OeCIIaTHOU
JINarHOCTUKY Ha HaCJIe/[CTBEHHbIE
3abosieBaHus. B 2017 rogy HoJIy4uTh
€e CMOIJIU Y3Ke 17 ThIC. IaIlTUEeHTOB.
Takue uccaeoBaHUs TPOBOJIATCS

B Poccuu Ha 6aze qByX yupex/ie-
HUU — MeINKO-reHeTHYeCKOro Ha-
yuHoro 1ieiTpa B Mockse u Tomckoro
HUVU meaunnHCKON reHeTUKHU. Brlian
BbIJIeJIeHbI (PUHAHCOBBIE CPEJICTBA Ha
MIPOBE/IEHUE TAKUX UCCJIEIOBAHUI.

BTopoe oueHb BaXKHOE — 3TO IPOPHIB
B IpU3HAHUU WHBATUAHOCTHU. [lamu-
€HTaM II0 [IeJIOMY Py PeiKuX 60-
JIe3He! Tenepb HET HEOOXOTUMOCTH
MIPOXOIUTH ITEPEOCBUIETETHCTBO-
BaHUeE KaXK/[bIH I'0J1: UHBAJIUTHOCTH
OyayT /laBaTh /IO COBEPIIEHHOIETHUS.
Kpome TOro, MHOTMM MalfieHTaM 10
60J1e3H 1M, KOT/Ia JIJIs1 yCTAHOBJIEHU S
WHBAJIUHOCTHU HYK€H IUarHO3,
HOBBIE ITPABUJIA ITO3BOJIAT U 710 (pefe-
PaJIBHOTO IIEHTPA JI0EXATH, U IPUOO-
peraTh, HalpuMep, JOTOJTHUTEIbHBIE
JIEKapCTBa, HU3KOOEJIKOBbIE POy K-
TBHI, B KOTOPHIX OHU HYK/JIAI0TCA. ITa
pabora 6b1y1a HaYaTa 110 OPYYEHU IO
MIPE3U/IEHTA, U YKe MTOSBUIIOCH T10-
CTaHOBJIEHHE MTPABUTEJIHCTBA.

U tperbe. MBI 0:ku/1aeM 1iepeBoia Ha
¢punancupoBanue u3 dpeaepaabHOTO
610/17KeTa PaCcXOZOB JIEUEHU I XOTS

OBl yacTu 3a601€BaHUMA, BXOSIIIX

B IIEpEYEHb «24 HO30JIOTHH».

Camas riraBHaA 3aj1adya — 3TO JHa-
rHoctuka. OTAeabHO 5 ObI BBIAEIHII
CKPUHUHT: MacCOBBIH (HOBOPOIK-

JIEHHBIX) U CeJIEKTUBHBIN (110 KJIH-
HUYECKUM MOKa3aHusm). [loromy
YTO KOTJIa MBI CMOXKEM BCeX HOBO-
POXeHHBIX 00cIen0oBaTs Ha 3260-
JIeBaHU S, KOTOPbIE MOKHO JIEUYUTD,
TO OyZeM mpeaynpeskaaTh HHBa-
JUAU3ANUIO0 U JIETaJIbHOCTh. UTO
KacaeTcs CeJIEKTHBHOTO CKPUHUHTA,
KOT/Ia YK€ MOSBUJIUCH KJIUHUYE-
CKHe CUMIITOMBI, TO 3/1€Ch JUaTrHO-
CTHKa T03BOJISIET PAHO MMOCTABUTH
JINarHo03, a 3HAYHT, PAHbIIIE HAYaTh
JIe4eHHe U MOJIYUUTH OT 3TOTO XOPO-
mui 9 dexT.

HeoHaTa IbHBIM CKPUHUHT TTPOBO-
JUTCS II0KA Ha IATh 3a001€BaHU .
U Hazno 5TOT 1epevyeHb, KOHEYHO,
pacuupsaTs. B 2017 rozgy 6110 Opy-
YeHUe IPe3U/IeHTA MOATh IIPE/IJIO-
JKEHWsI 10 PACIIMPEHUI0 HEOHATATIb-
HOTO CKPUHUHTA. MBI IPE/IJI0K TN
PaCHIUPUTHh CKPUHUHT C MATH 3200-
JsieBaHUH 710 33. OTMeUy, YTO UCIIOJIb-
30BaHMe METO/Ia TAH/IEMHON Macc-
crektpomerpuu (TMC) 03BOIHIO
OBl JIETKO ¥ HEZIOPOTO CKPUHUPOBATH
BCe HaceJIeHHe CTPaHbl. MbI mOCUu-
TaJIA, YTO IPUMEPHO 2000 JIeTer
Gy1aroziapsi TAKOMY €KerOTHOMY
CKPUHHUHTY MOIJIN ObI M30€KaTh NH-
BaJIUJIM3AIUH U IAXKE CMEPTU.

ATO IpeJIoKeHue ObLIIO TO/I-
Jlep:KaHo podeccroHaTIbHBIM
€000IIeCTBOM, TAITUEHTCKUMU OP-
raHusanusamMu, MUHUCTepCTBOM
3npaBooxpanenusa PO. Ho, k coxasie-
HUIO, TIOKa He IpuHATO. Ellle He Bce
MIOHUMAIOT, YTO COJlep:KaTh UHBAJIU-
Jla TOCYAapCTBY OOXOUTCS TOPa3/io
JIOpOKe, 9YeM MPOodUIaKTHPOBATH
TIOSABJIEHUE UHBAJINHOCTH. !

RARUS PEJKUE BOJIE3HU B POCCHUU

WWW.RARE-DISEASES.RU
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Ymo camoe 8axCHOEe Mbl 0IHCU-
daem om 2018 2o0da? Ilepeoe —
npodoiceHun GecnaamHoil
JuazHoCcmMuKu HA HacaedcmeeM-
Hble 3ab6oaesanusn. B 2017 200y
noayuums ee cmoz21u ydice

17 moulc. nayueHmos

CEPTEM KYLIEB,
2/1a8HbLl
sHewmammblil
cneyuaaucm

no meduyuHcKoll
2eHemuxe
MuHnucmepcmea
30pasooxpaHeHus
P®, 0.m.1.

TMOON HOMEPA | 77

Y nac nem podcmeennukoe
Haeepxy, NpoCcmo Mul 20 1em
Cepbve3Ho 3aHUMAAUCH ITMUM
deaom. Xoouau no kabunemam,
o6pawanucy 3a skcnepmmbl-
Mu 3axoueHuaMu. Imo 6viaa
KomaHnoHaa paboma — Haweil
opzaHuzayuu u epaueil

JIOB0Bb
HOBUKOBA,
douenm
Kxagedpot

IOPWIl XYNEB,
conpedcedamens
Bcepoccuiickozo
€o103a NnayueHmos,
npedcedamens
Bcepoccuiickoz2o
obwecmsa
cemopunuu

HATANbA
WAPEBA, )
3asedyrowasn
nabopamopuetl
UHMEeHCUBHOUL
mepanuu IHayuenm doasxcen sHamov
u OblxamenvHotl o ceoeil 601e3HU u pa3ou-
HedocmamouHocmu pamvesa 8 Heil ayuuie 2106020
HUH doxmopa. Hmenno mozda 603-
NYAbMOHON02UU ModicHO dsudceHue eneped. Pas-
®MBFA Poccuu, ymeemes, emecme ¢ 8paiom
K.M.H.

(5
4
94

10

EKATEPUHA
3AXAPOBA,
3asedyrowan
nabopamopuett
Meouxo-

NnYAbMOHOA02UU
@IIO Ilepgozo
Canxm-
Ilemepbypeckozo
MeOQUYUHCKO20
YyHusepcumema
umeHu

U. I1. Ilasnosa

Iloxa na ecex cpedcme He xeama-
em. U Hem mouHbix kpumepu-
ee, komy dasamuv, @ KOMY Hem.

Jlagams M04000MYy Hea068eKy uau
nodcuaomy? Tomy, y ko2o 6oavuLe
Uu3MeHeHUIl, UAU Y KO20 PAHHAR
cmaodusa?

( AJNIEKCAHAP
CGOJIOBbEB,
nayuenm,
Npaso3aUWUMHUK,
K.10.H.

Bpauu u uccredosamenu xomeau
0ObLl maxkozo udeaavbHo20 6uo-
mapxepa, Komopwilit dacm cmo-
npoyeHmMHo 00CMoBePHYI0 UH-
dopmayuro, xaxoe 3aboaesarue

Yy nayuenma, kax 6ydem npome-
Kamv, Kax ayuuie 6cezo 1evums
6ose3Hp...

2eHemuuecko20
HayuHo20 yeHmpa,
0.M.H.

Kax npasuao, nayuenmy Ha-
3HaUaOMmM uMeHHO 0dlCeHepukK.
Ho ecau édpyz om He20 naoxo,
mo 3ameHumMs npenapaim o4eHsv
cA0cHO... Bblieaem, epavu

He pukcupyrom nob6ouxu, nomo-
My wmo ne xomam. Ho no 3axo-
HY 06a3aHbL

RARUS PEJIKUME BOJIE3BHU B POCCHUU

WWW.RARE-DISEASES.RU
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0 Heu3aewumocmu
00o.1e3HU

8 bopvbe 3a HCU3HD
2paxdcOaHUHA U He Moxcem
ObLLMb NOBOOOM J0HCUOAMBCA
1emanbHo20 ucxooa

RARUS

Jloso0d

AB/ATNBLCA
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3 pelweHns JIeHnHcKoro
palnioHHOro cyaa ropoga

MBaHoBO no ncky rpaxaaHnHa
XXX, cTpagatoLlero Tﬂ)Keﬂj:IM

| XKUBHEYTPOXKAIOLLM

3aboneBaHveM, B CBA3N

© c oTkasom [13 B obecrieyeHnn ;
' NleKapCTBEHHbIM NpenapaToM,

Ha3Ha4YeHHbIM ITIO)KI('I3HeHHbIM / I o

'~ rokasaHusim J : |
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Kajcdomy
xouemcs

XWUTDb...

KOH®EPEHLINA | O

8 mapd pyb. docmue 6 2017 200y
dedpuyum pe2uoHanbHbLX
61002cemoe8 no opPaHHbIM
3aboaesavuam. Bo mHo2ux
pe2uoHax nayueHmam
npuxodumcs dobusamucs
/IeueHuUsl... 8 cyoe

Ele HECKOJIBKO JIET Ha3a/ O Cy-
IeCTBOBaHUM peaxkux (opdan-
HBIX) 3200/IEBAHUN 3HAJIU JAaXKe
JaJjieko He Bce Bpauu. CerogHsa

B 9TOM HaAIpaBJIeHUHU padoTa-
IOT y2K€ cepbe3HbIe 3KCIIEPTHHIE
mwromaaku. KiroueByro rogoByio
KOoH($epeHII N0 THUIIUPOBaJIHu
¥ IPOBEJIA O0IIECTBEHHBIE OP-
raHu3amumu.

LleHTpaJIbHBIM BOIIPOCOM OOCY 3K/ 1€e-
HUS cTajia mpobsema obecrieueHu st
JieKapCTBeHHBIMU mpenapatamu. O6
5TOM FOBOPHUJIM U TIPEJICTABUTETN
MEIUIMHCKOTO COO0IIEeCTBa, U IMalu-
eHThl. O0beM OO/ KETHBIX aCCUTHO-
BaHUl cy0ObeKTOB PP moka 3HAUU-
TEJIbHO HU’KE IOTPEOHOCTH.

Heckospko nudp. Peasnpras noTpeob-
HOCTb (I)I/IHaHCI/IpOBaHI/IH II0 Imamu-
€HTaM, IIOIIaBIIUM B PETUCTP, CO-
cTaBJIsIeT 47 MJIpA pyO., B TOM YucIIe
27 MJIpZ py0. — TeM, KTO y2Ke IIoJIyda-
eT Tepanuio.

JIuib 30 peruoHOB CMOIJIH obecIie-
YUTh JIEKAPCTBAMH «PEIKUX» AU~
eHTOB (0aHHble 2016 200a. — Ped.).
OnHaKo U CyObEeKTHI-IIEPEIOBUKH /10~
OMBAIOTCS TAKOU CUTYAITUH C TIOMO-
B0 CAMBIX PA3HBIX KCTOUHUKOB:
denepanpuble TpancdepTsl, 6y1aro-
TBOPUTEJIbHBIE CPEJICTBA, aJZ[pecHast
IIOMOIIIb OT IIPOU3BOAUTENEN. B Ipo-
LIJIOM TOZAY AeUITUT PErnOHATbHBIX

6I0/12KETOB TIpeBbICU 8 MJIp pPyo.,

U 3TOT 3a30p YBEJIMUUBAETCH.

B 2017 rogy TOJIBKO TPETH CYOBEKTOB
obecrieunia JIO/iel mpernaparaMmu

B HEOOXOAMMOM 0O0'beMeE.

B ka»x/1oMm BTOpOM peruoHe u 6oJiee
MaIMEeHTHI BBIHYK/IE€HBI ObLIN 00-
palaTbcA 3a IOMOIIBIO B CyAbl. Bo
MHOTHUX PETHOHAX CyZieOHbIE HCKU —
5TO e/1Ba JIX He eINHCTBEHHBIH CIIO-
co0 mosryuuTh jieduenue. Ho ecth pe-
THUOHBI, TJIe CEMbH, JTaXKe PO BCe
cy/ieOHbIe HMHCTAHIIUY, HE MOTYT I10-
JIYYHUTD MOJIOKEHHOE T10 Cy/Ie0HBIM
pemerusam. [1o ciioBam mpeacTaBu-
TeJiel O0IIeCTBEHHBIX U ITPaBO3a-
IUTHBIX OPTaHU3AINH, B UHUCJIE Ta-
Kux npumepos Tarapcran, HuxHUM
Hosropon.

OO011iee MHEHE SKCIIEPTOB: YacTh
HauboJiee 3aTPAaTHBIX HO30JIOTHH

u3 «IlepeyHs 24» HY>KHO IlepeHe-
CTHU C peTUOHAJIBHOT'O YPOBHA Ha (e-
JIEPAJIBHBIH, TO €CTh B (heJIePaIbHYIO
MIPOTPAMMY «7 BHICOKO3aTPATHBIX
HO30JIOTHUH ». ATO MO3BOJIUT yCTPa-
HUTH [IEPEKOC MEeX/Ty TapaHTUAMU
JULS TTIAIIUeHTOB U3 JIBYX PA3HBIX IIPO-
rpamMM — HaJle’KHOU deiepabHON
(«7 BBICOKO3aTpaTHBIX HO30JIOT U »)
U PUCKOBaHHOU pernoHayipbHOH («I1e-
PEYEHb 24»).

ITo MHEHUIO YUaCTHUKOB KOH(pe-
peHIuY, HY>KHO O0ECIIEUnTh PaB-

Bcepoccuiickas
koH(pepeH-

nua «Peagkue
6oJIe3HU: 1ua-
THO3, JIEUEHUE,
JKMBHb» MPOIILJIA
IpU IO/ JIEPIKKE
Bcepoccuiicko-
ro obIecTsa
opdaHHBIX
(penxux) 3aboe-
BaHwui, Beepoc-
CHUICKOT0 COI03a
MaIUeHTOB

B paGore
KoH@epeH-
MU NPUHA-
JIM yyacTue
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JKCIIEPTOB

25

peruoHoB
Poccuun

RARUS PEJIKME BOJIE3BHU B POCCHUI

WWW.RARE-DISEASES.RU



I RARE NEWS

Cepeeil
Kyuee —
O0.M.H.,
dupexmop
OI'bHY
«Meduxo-
2eHemuueckuil
HayuHbLiL
yeHmp»

Examepuna
3axapoea —
O0.M.H.,
npedcedamens
aKCNepmHo20
cosema
Bcepoccutickozo
obwecmsa
OpPaHHbLX
(pedxux)
3abonesaHuil

I'rasHble
eoNnpocwHL:

e 3aKOoHOOQ-
meaLCcmaeo

8 cdhepe pedxux
3a0o0.1esaHull

* NPOOAEeMBL
JouazHocmuxu

e 00ecneueHue
AeKapcmeeH-
HbIMU Npena-
pamamu

* NOYUEeHUe
UHBAAUOHOCTNU

HBIH, CUCTEMHBIH II0JX0/ K obecIie-
YEeHHIO 10 PA3HBIM 3200JI€BaHUAM,

a 17151 9TOTO OIPEJIEIUTh KPUTEPUHU
1 opsiiok hopmupoBanus [lepedss
JKUBHEYTPOKAIOIINX U XPOHUYECKUX
MIPOTr'PECCUPYIOITUX peaAKuX (opdaH-
HBIX) 3a00JIeBaHU .

Eie onHa TeMa — OTCTaBaHUE B pa-
6ote HaJ mepeuneMm. Hanpumep, /iis
HEKOTOPBIX pesikuX 6osie3neit (60-
Jie3Hb [ToMIIe, HeJIOCTATOYHOCTD
asnbda-1-aHTUTPUIICUHA, TeDHITUAT
JIN30COMHOM KHCJIOH JTUTIA3bI, H/TH-
ONaTUYECKUU JIETOYHBIN (GUbdpo3,
XpOHUYEeCKUH MuenoGubpos) yxe
MTOSIBUJIACH U 3aPETHCTPUPOBAHBI HH-
HOBAI[MOHHBIE TTPEapaThl, HO 3a-
6oJ1eBaHUS ellle He BKJIIOUEHBI B Tie-
peueHb. Pe3ysbTar — 3TO JIUIIAaeT
MAIEHTOB BO3MOXKHOCTHU IIOMOIIN
CO CTOPOHBI BIO/[?KETOB.

Tak:Ke B 4HCJIE IEPBOOYEPETHBIX 3a-
a4 — OOHOBJIATH KJIMHUYECKHE pe-
KOMEHJAI[M U I10 JIEUEHH 0, C/IeJIaTh
MapoipyTu3danuio aJjis ranueHToB

C peIKuMHU OOJIE3HIMU.

A BOT 11p06J1eMbI TIOMOIIIH IO HEKO-
TOPBIM OO0JIE3HSIM CBSA3aHBL... ¢ Pop-

No/1(12)/ur0Hb/2018

MyJIHPOBKOU. iponaruyeckas jie-
TOYHAs apTepPHAIbHAS THIIEPTEH3HU A
U XpOHUYeCcKas TPoMO0sMOoTIde-
CKasi JIETOUHAS TUIIEPTEH3U S — IPU-
Mep IPOTHUBOPeYns MeXAY (popmy-
JIUPOBKOM opaHHOTO 3a00J1€BAHUS

B «IlepeuHe 24» ¥ IPU3HAHUEM TOJIb-
KO OTHOU U3 ero (popM ophaHHOH. ITO
BEJIET, 110 CYTH, K TUCKPUMHUHAI[UN
IpaB HEKOTOPBIX TPYIIII AI[UEHTOB:
OJTMHAKOBO Ts?KeJIble 3a00JIeBaHU S
HMMEIOT Pa3HYIO CTEIEHb JIOCTYITHOCTH
K YKU3HEHHO BasKHBIM JIEKapCTBaM,
[ATOT€HETUYECKOH TePATIHH.

T'eHEeTHKU CUUTAIOT, YTO TaKxKe 60-
Jiee TOCTYITHOU JJOJI’KHA CTaTh Tua-
THOCTHKA — IIPOTPaMMBbl MacCOBOTO

U CeJIEKTUBHOT'O CKDUHHUHTA Ha Ha-
cJIe/ICTBEHHbBIE O0JIE3HU HYKHO pac-
HIIUPUTH U COBepIIeHCTBOBaTb. Kpome
TOTO, 3Kcr[ep'rm CUHTAIOT, YTO HY)KHO
paspaboTaTh CUCTEMY aKKPEeIUTALIUU
MOJIEKYJISIPHO-T€HETHYECKUX J1ab0-
paTopuii, YTOOBI OHU MOTJIU YUaCTBO-
BaThb B IIOMOIIIY ITAaTUEHTaM C DEIKH-
MU 3360JIeBaHI/IHMI/I, B TOM 4HHUCJIE 3a
cuet cpezictB OMC. !

Texcm: Auna Jlabypuesa
®omo: Baadumup Axcenos

RARUS PEJKUE BOJIE3HU B POCCHUU
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No/1(12)/ur0HB/2018 KOHCDEPEHU,MQ

Yuacmnuxu evicmasxu no3Haxkomuaucs ¢ giomonpoexmom Beepoccuiickozo obwecmaa opgartblx 3a60re8aHull,
nocesWeHHbIM 0emsam ¢ pedKumMu 2eHemu1eckumu 601e3HaMU

o w T

Buvicmynaem conpedcedamens Becepoccuticko2o cor3a KoHgepenuyus obsedutua epavell, nayueHmos u ux
nayuenmos fAn Baacoe cembll, IKCNepmos
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MJIPA PY6.

TaKasi CyMMa aCCUI'HOBAHHUI HEOOXOIH-
Ma TeM, KTO y’Ke 3aperuCTPHPOBAH KaK
opbaHHBIN MAIUEHT

MHeHUe 9KCIIEPTOB — YacTh Haubosiee
3aTpaTHBIX HO30JI0TUH U3 «Ilepeunsa 24»
HY?KHO IIEpEHECTH C PETHOHAIBHOT'O
YPOBHSA Ha deJiepabHbIH. DTO ITO3BOTUT
YCTPAaHUTH IIEPEKOC B rapaHTHAX obecrtie-
YeHU s [TalleHTOB JIEKAPCTBAMHU

KJTHOUEBbLIE YYACTHUKKN
KOH®EPEHLIAW

KOpuii JKysieB — conpejceziatesb
Bcepoccuiickoro corwsa marueHToB,
npejcearesib Beepoceuiickoro
ob1ecTBa reMmoduInn

An Baacos — conpencenarens Bee-
POCCHUHCKOTO COI03a AI[UeHTOB

HNpuna MacHukoBa — npejcejia-
TeJIb IpaBJieHus Becepoccuiickoro
obmectBa opdaHHbBIX (PeKUX) 3a-
OoJieBaHUI

Cepreii Kynes — /1.M.H., JTUPEKTOD
OI'BHY «Menuko-reHeTH4ecKni Ha-
VUHBIH IEHTP»

Jlapuca ITomoBuY — A.M.H., TUpPEK-
TOop HCTUTYTA SKOHOMUKU 37IpaBO-
oxpanenua HIY BIIID

Eaena KpacuJbHUKOBaA — PyKOBO-
JINTEJIb lIeHTPpA N3yUeHUs U aHaIn3a

No/1(12)/ur0Hb/2018

11po6JsieM HapoZloHACEIeHH A, IEMO-
rpaduu u 3apaBooxpaHenus VHcTu-
tyTa EA9C

Hean IlorocsaH — 3aMeCcTUTEND
rpejcemaresisi IpapseHus Beepoc-
CUHCKOTO 0011ecTBa OphaHHBIX
(penxux) 3abosieBaHU I

Exarepuna 3axapoBa — J.M.H.,
TIpeice/IaTe b SKCIIEPTHOTO COBETA
Bcepoccutickoro obiecTBa opdaH-
HbBIX (peaKux) 3ab01eBaHUI

Jenuc Kocresio — npeacTtaBuTesb
EURORDIS (EBpomneiickas opranu-
3aI1ys MaIUeHTOB ¢ peIKUMU 3200-
JIEBAHUSIMHU)

Haraapa BoJakoBa — k.10.H., UH-
CTUTYT 3aKOHO/IaTEJILCTBA U CPABHU-
TeJILHOTO I paBoBeieHus nipu [IpaBu-
TeabCcTBe PO

Haraaspa Ilyruao — j.10.H., 8-
CTUTYT 3aKOHOJIaTeJIbCTBA U CPABHU-

RARUS PEJKUE BOJIE3HU B POCCHUU

WWW.RARE-DISEASES.RU
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TeJILHOTO I paBoBeieHu s Tipu [IpaBu-
TeabcTBE PO

Hpunaa BuTkoBckasa — 3asezyomasn
OpPraHU3alMOHHO-MEeTOANYeCKUM
otaesioM 1o neguatpun HUU opranu-
3aI[UU 3/IpaBOOXPAHEHU U MeUITUH-
CKOT'0 MeHeJ[’KMEeHTA JleapTaMeHTa
3/IpaBOOXpaHeHus I. MOCKBBI

Esena BesisamioBa — ri1aBHBIA
BHEIIITATHBIH CHEI[UAUCT [0 MeJU-
IIUHCKOU reHeTHKe, I. OpeHOypr

Ousbra Jlenkas — k.M.H., PKY «I'b
MC3 o . MockBe» MunTpyza Poccuu

NPEACTABUTEJIN MNAPTHEPCKMNX
OBLLECTBEHHbIX OPFTAHU3ALUH

Mapuna Tepexosa — MOO «Co-
JelicTBHE UHBAJIUIAM C J€TCTBa
¢ 6oJs1e3HbI0 ['olIe 1 UX CeMbsIM»

Hpuna UcaeBa — MOO «ITomomnib
0GOJIBHBIM MYKOBHUCITH030M»

Muxauna Kysaenos — MBOO «/lo-
pora K > KUu3Hnu»

Esena XBocTHKOBA — LIEHTD I10-
MOIIY manueHTaM «I'eHom»

Tarpana Ilamypuraa — MOO «/lo-
Bepue»
®oup «Cunyipom Bunbsmca»

MNPEACTABUTENW NALNEHTCKMX
rPynn no PEAKWAM 3AG0JIEBAHNAM

Jlerounasi apreprasibHasi TUIIEPTEH-
3us (JIAT), XTJIT, uguonaTudyecKkui
JIETOUYHBIN (PUOPO3, HEAOCTATOUYHOCTD
A-1-aHTUTPUIICUHA, MYKOIIOJIUCA-
XapHU103, aXOHPOILIa3usi, 60JIe3Hb
Humanna—Iluka (tun C), runodoc-
daraszus, 7epUnUT JIU30COMHOMN
KHCJIOH JINTIa3bl, HEHPOIH/IOKPHUH-
HBIE OITYyX0JIH, 00J1e3HB J[f0IIeHHa,
ceMelHasl TUIIEPX0JIeCTEPUHEMU I,
CUHAPOM PeTTa, MUTOXOHIPHAIbHbIE
6osie3Hu, cuaapom [llBaxmana—/lai-
MOH/Ia U JP.

KOH®EPEHLINA

MJp/ PYo6.

TaKOHM CyMMBI B 2017 TOAY JOCTUT
JlebUIUT PErnOHATBHBIX OI0/IKETOB
110 opdaHHBIM 60JIBHBIM. BO MHOTHX
peruoHax nanueHTaM IPUXOAUTCA
JI06UBaThCSA JIEYEHU ... B Cy/ie

RARUS PEJIKME BOJIE3BHU B POCCHUI

WWW.RARE-DISEASES.RU
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No KPoBU

Tpw naypeHTa ¢ remomunnen
oborHanm NCTopuro

Ha 30 net. OHM co3nan
OOLLECTBEHHYO OpraH/3aLuto

B CTpaHe 6e3 3akoHa 00
OOLLIECTBEHHbIX OPraH3aLmsX.
OHa 1 cTania OTnpaBHOW TOYKOW
NosBMIEHNSA BCepoccumckoro cotosa
NaLMEeHTOB — CerofHs CaMoro
BJIMATENIBHOIO MaLVEHTCKOIo
coobLlecTtBa B Poccum

PEJKHWE BOJIEBHU B POCCUH WWW.RARE-DISEASES.RU
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Yaen komuccuu npu npesudexme
Poccuu no deaam uneaaudos.

YseHn obwecmeeHHo20 cogema

no 3awume npas NayUeHmMos npu
®GedepanvHoil caydicbe no Had3opy
8 cdhepe 30pagooxpaHeHus.

YaeH ObuecmeeHHOU naaamowl
20poda Mockeul.

HomuHuposaH Ha 38aHue «/Iyvwuil
son0Hmep» BeemupHoil ghedepayuu
2emogunuu 3a akmueHyo pabomy

8 cmpanax CHI.

Haepasicden nowemHoit epamomoii
Munucmepcmsa 30pasooxpaHeHus
P®, nouemwoil epamomotl
DedepanbHoll cayxicobl N0 HaA030pY
8 cghepe 30pasooxpaHeHuUs:

U COYUANbHO20 PA38UMUSL.

BPATBA 10 KPOB 1 15

Opuit Arexcandposuu 2Kyaée — opucm,
conpedcedame.b Becepoccullickoz2o coro3a
obuwecmeerHblx 06veduHeHUll NAUUEHMO8,
conpedcedameb cosema oo6uecmaeHHbLX
op2aHu3ayuil no 3auuime npas nayueHmMos
npu Munucmepcmae 30pasooxpaHeHus

P®, npe3uderm obuwepocculickotil

b6.1a2omeopume.vbHoll obuecmeeHHotl

opeaHu3auuu uHeaaudos «Bcepoccuiickoe

obwecmaeo cemoduauu»

IOpuii JKy1€B — ApKUH IpUMep TOro, KaK YeJIOBeK, JIH-
IIEeHHBIH IIaHCA Ha )KU3Hb, MOJKET He TOJIBKO BBIXKUTD, HO
Y peaIn30BaTh YHUKAJIBHBIH IIJIaH — CO3/1aTh O0IIeCTBEeH-
HYI0 OpraHU3aI1Io B cTpaHe 06e3 3aKoHAa 00 00IeCTBEH-
HBIX OPraHU3AIHUAX, a IOTOM 00'be/ITUHUTH IPYTHE Opra-
HU3AIUH U I03BaTh MUHUCTPA.

Takas GoJipliasi ccTeMa, Kak 3/IpaBOOXPaHEHUe, He MO-
JKeT OBITh IPOCTOH. 3/1eCh IIEPECEKAIOTCS MHOXKECTBO (pu-
T'Yp BJIMSIHUSI U UHTEPECOB, IedUIuT U 60J1b, Ipodeccu-
OHAJIBHBIM SHTY3HAa3M H KECTKOEe aIMIHUCTPUPOBAHUE.
Ho 3T0 nmo-nipesxHEMY MECTO, I/Ie IAIOT U CIIACAIOT )KU3Hb.
U yiiTu Henp3s.

CTymuTb Ha 3TO 10Jie OUTBHI U He cOekaTh, HE OHO Je-
CATUJIETHE UMETH CHJTY U BBIIEPIKKY, UTOOBI, ITPEO0JIE-
Basi CBOIO COOCTBEHHYIO 60JIE3Hb, B3BAJIUTH Ha IIJIEYH €Ille
PIOK3aK C UyKoi 6eioi... Tak OTTaunBaTh UCKYCCTBO Ma-
HEBPAa, YTOOBI HAYUUTHCS PEIIATh HEPA3PEIINMOE, BOe-
BaTh U JKUTh B MUPE. BbITh KOHCTPYKTUBHBIM U TOBOPUTD
[IPSIMO, OTCTYIATh U IT06ek1aTh. Teprers U He TePIETh,
CBOPAYMBATh U U/ITH BIIEDPE/L...

Ha Takoil HempoCTOH MaXMaTHOU JIOCKE CTOUT CETO/I-
HA purypa npasoszamurauka B Poccun. F0pus XKyné-
Ba, KOT7]a-TO BCETO JIUIIb MTAI[UEeHTA, CETOHA MOXKHO
Ha3BaTh OJJHUM U3 CaMBIX BJIUATEJIbHBIX II€PETOBOPIIU-
KOB OT JIMIIA TAIJHeHTCKOr0 co00IecTBa ¢ MEAUIIMHCKON
BJIACTBIO.

B Hem YKHUBAIOTCA JIeJ] U IIJIaMsA: JIOTUKA IOpUCTa U YyB-
CTBa Y€JIOBEKA, YbA X»XU3Hb — 3TO IIPAaBO, KOTOPOE HAZ10

erne 3auTUThL. CTOsI HA Kpalo, B CeMb JIET OCBauBaJI Iep-

BBIe KOCThLIH. OH U CErogHs IIpOAOJIZKAET UATH BIIEPEN.

«B TO Bpema

513 pasa B HeJe-
JIIO e3/1UJ1 B KJTH-
HUKY Ha Tepa-
MHI0, ¥ OIVH U3
Moux "OpaTbeB
10 KpOBH'"' TIpe/I-
JIOJKHJI CO3/1aTh
00111eCTBO...»

«fI Torma yuus-
s Ha I0pU/iuye-
ckoM (axysbTe-
Te, ¥ Oyyias
npodeccus Bo
MHOTOM IIOBJIHSI-
Jla Ha peleHue —
XOTeJI CO3/1aTh
o0beqHEHNE,
KoTopoe OBl 3a-
HIUIIAJI0 Malu-
€HTOB»

RARUS PEJKWE BOJIESHU B POCCUN

WWW.RARE-DISEASES.RU
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Bcepoccuiickuii cox03 NaIHeHTOB:

« corpyaanyaet c OOH

* OpraHusanuu Becepoccuiickoro cornsa
MaIUeHTOB 00J1a/Jal0T KOHCYIbTATUBHBIM
crarycom ECOSOC u BXoJAIT B KOMHUTET He-
IIPaBUTEJILCTBEHHBIX OPraHU3AIUH 110 PeJi-
KUM 3200JIeBAHUSM

«Anzpeit IBaHOBUY ellle 30 JIeT Ha3a/
CMOT YBUZIETh 32 HHUIIMATHBOU MaI[HeH-
TOB CTPATeruio Oy yIero»

«Korzia MbI 00beUHAINCH, 3TO ObLIa
€/IMHCTBEHHAsI BOBMOKHOCTD CIIACTHUCH»

«BosibHBIE TEMODUIIHEH YL U3 6OJIH-
HUI[: YUCJIO TOCTUTATU3AIUN CHU3UIIOCH
B CpeZJHEM B 4 pasza»

KOHTPPEBOJIIOLINOHEPOB
HE OBHAPY)XXEHO

— IOpuit Arexcandposun,
Ko20a-mo ébl 6bLAU NPocmo
O00HUM U3 MUAAUOHO8 NaYU-
eHmoa. A ce2o0Hn bt Audep
KpYynHoz2o 006seduHeHun na-
YUeHMcKux opzaHusayuil
eceit Poccuu. Kax eam yoa-
0Cb Npoiimu «u3 nyHKkma
A e nynxm b»?

— Jla, 51 caM CTPaiato TSAKEJIBIM TeHe-
THYeCKUM 3a00JieBaHEM — reMOodu-
Jied. A HavaJIics yTh B 1989 rozy.

B To Bpems 51 3 pa3a B HE/IEJTIO €37UJT
B KJIMHUKY Ha TEPATIUIO, U OJTH U3
MOHX «OpaTheB IO KPOBU» IIPEJIJIO-
JKHJI CO311aTh OOIIECTBO.

Hac, "HUIIHATOPOB, OBLIIO BCETO
TpPOE, U IIPAKTUKHU CO3MAHMA TAKUX
OpraHu3aIUil B CTPaHe He ObLIO.

He 0ObL10 masxe 3akoHa 00 o01e-
CTBEHHBIX 00bequHEHNAX. 1 TOrma
s1 mmottres1 B JIEHUHCKYI0 OUOJIHOTEKY,
yuTas nocranoBienre CoBHapKoO-
Ma...

MeHnee ueM 3a T'0J] MbI OPTaHU3AIHIO
cospanu. [IoMmHIO, KaK Ha yupenu-
TEJILHOM COOPaHHUU 5 XOTS U C YJIbIO-
KO, HO cripocuJt: «HeT jiu v, 3a-
MeIIaHHBIX B KOHTPPEBOIIOIMOHHOMN
JIeSITeJIbHOCTH? »

— A 3auem maxoit gonpoc?

— Taxkoti mporie1ypel TpeboBaiu
TOT/IAIIIHIE 3aKOHBI 1930-X TO/IOB...
TToMHI0, KOT/1a 5 XOZ[UJI 110 Kabu-
HeTaM MOCTOPHCIIOJIKOMA C COTJIa-
COBaHMEM OpraHU3AI[UH, OJJUH U3
YMHOBHUKOB cKka3zas: «4Uto ke Gy/ier
B CTPaHe, eCJIU Kask/1ast 6oIsTaKa
CO3/1aCT CBOIO OPTaHU3AIHIO!»

— CobcmeeHHo, ce200H A Yaice
MONHCHO OMEemnums Ha €20 60-
npoc... Iloayuaemes, 8vt onepe-
Jduau epemsa Ha 30 nem?

— f Torma yYusIcs Ha Ipuanie-
ckoM (pakyJibTeTE, U OyAyIIast
npodeccusi BO MHOTOM ITOBJIUSAIA

Ha pelleHre — XOTeJ CO3aTh 00b-
eIMHEeHNe, KOTOpOoe OBl 3aIHIAJI0
nanueHToB. OrpOMHYIO POJIb ChITpal

No/1(12)/ur0Hb/2018

nupektop ['emarosiornueckoro Ha-
YYHOrO neHTpa AHzpeii IBaHOBUY
BopoObeB — reHUAIbHBIN yUEHBIH,
aKaJIeMUK U OTJINYHBIA IIPOTHOCT.
Ou uzero noaaep:xai. Ero nognuce
U TIOANIHCH DYKOBOAUTEJIA JlenlapTa-
MeHTA 37IpaBOOXpaHeHusI MOCKBBI
CTOAT Ha HAIIIEM [IEPBOM YCTaBe, 3TO
HAIlli KPECTHBIE OTIbL. A Be/Ib TaKe
CeroJiH:, KOIZa CTOJIBKO T'OBOPHUT-

¢4 0 MaIMeHT-OPHEeHTHPOBAHHOM
3/IpaBOOXPaHEHNH, Bpa4l BOCIIPU-
HUMAIOT HaIlIX 00IeCTBa KaK YTO-TO
Ha30HJIMBOE U TOJIBKO MEIIAoIIee
paborats... Ho Aunipeii IBaHOBUY
elnie 30 JIET Ha3a/l CMOT YBUETH 32
MHUIMATUBOH TAIIHEHTOB CTPATETUI0
Oymy1iero.

«MHOr'0 JIET NPUX0ANNOCH NPOBU-
BATb CTEHbI»

— U som npowao nowmu

30 aem, u Ha Becepoccuiickuit
KOHZpecc nayueHmos, Komo-
Pblil 661 npogodume, NPpuxooam
MuHUCMpP 30PpABOOXPAHEHUS
cmpauvl, pykogooumensv nap-
AAMEHMCK0o20 Komumema,
eedywue meduku, npedcmasu-
meau KA0ue8blx 6e00MCMa...
Kax eam u eauuum napmuepam
yodaemcsa obecnevums maxkyio
«aeKky»?

— locymapcTBO B IIEPBYIO OUEPEH
3aMHTEPECOBAHO BO B3aUMOJEHCTBUU
¢ cOO0IIIeCTBOM, KOTOPOE IIPEZICTAB-
JIsieT MHJIJIMOHBI MAIIUEeHTOB. A BO-
o0111e J11000€ 1eJ10 UAET OT MaJIOTO

K GOJIBIIIOMY — OT JIMYHOH TPOOJIEMBI
K pelieHusM s Bcex. Korya mbl

00 BbEAUHSIINCH, 5TO ObLIA €IUH-
CTBEHHAsI BO3MOKHOCTbD CIIACTHCh.
Hac Torpa 3apasusu renatutom C,
MBI He BBIXOAUJIHN 13 OOJIbHUIL, HHBA-
JIUIU3AIHUS OT TeMOGUINH TIKETOU
¢opmsI cocTaBaAna 90%, cpeHAA
MPOIOJI?KUTETHHOCTD KU3HHU COCTAB-
Jsiia 35 sietT... Ho B utore MsI 710-
OHJINCH OOJIBIINX YCIIEXOB JJIST BCEX
MMaIeHTOB ¢ reMopUIHEeN.

— Hanpumep?

— Celiuac Takue 00JIbHBIE 00e-
CIIEYEeHbI HA €BPOIEHCKOM yPOBHE.
HOMHIO, KaK B CBOU CeMb JIET XOA1JI
Ha KOCTHLIAX. MHE cZie1aau nepByio
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OTIepaIfio Ha KOJIEHE, U TaKas Ore-
parus cuutaaach HopMoi. CerozHsi
BbI IPAKTUYECKH HE YBUIUTE TAKUX
JleTel B KJIMHUKAX, Y OOJIBITHHCTBA
HapyIIIeHUH B cycTaBax HET. Boib-
Hble reMObUINEH YIILIH U3 OOJIbHUIL;
YHCJI0 TOCHUATAIN3ALUI CHU3UIIOCH
B CpeJlIHEM B 4 pa3sa. Tepamnuio npo-
XOZ ST IoOMa — COBPEMEHHYI0, Oe3-
OTIACHYO.

3aboJsieBaHue IepecTaso ObITh
CMEpTHBIM ITPUTOBOPOM, KaK OBLIO
JI0 2005 TOAA, a CTAJI0 IPOCTO OIpe-
JleJIEHHBIM 00pa30M KU3HH, MOXKHO
CcKas3aThb — CTHUJIEM KU3HU. UesI0BekK,
KOTOPBIN POJTUTCS C TAKOU O0JIE3HBIO,
OyZeT XOAUTH B IIKOJIY, pab0oTaTh,
3aHUMAaThCS CIIOPTOM, IIyCTh U HE
BCEMHU BUJAMMU.

— Kax ebt amozo doousaaucwy?

— MHoro jieT IpuxoAuI0Ch IIPo-
OUBATh CTEHBI — CBOUMU 3HAHUSIMU,
CBOEH HACTOHYUBOCTHIO. Y HAC HET
PO/ICTBEHHUKOB HaBEPXY, IIPOCTO MbI
20 JIET CEPbE3HO 3aHUMAJIUCh 3TUM
JIeJIOM: XOIUJIH 110 KabuHeTaM, obpa-
IAJIMCh K BpauaM 32 SKCIEPTHBIMU
3aKJIIDUEHUSIMHU. DTO OblJIa UMEHHO
KoMaH/iHas paboTa — HaIeH opra-
HU3alluu U Bpayew... M xorja Hacra-
JIO BpeMsI IlepeMeH, TO TeMODUITH A
okazaJjiachk B 00oriMe 3a00/1€BaHNH,
Ha KOTOpBIE y2Ke 0OpaTUIu BHUMA-
Hue B Munsapase, [ocyrapcTBeHHOM
ayMme. CHauasia reMO(QUINIO BKJIIO-
uuiy B nporpammy IJIO, a noTom
6bL1a chOpMHUPOBaHA IIPpOrpaMmMa
JIEKapCTBEHHOTO 00€eCcIieueHus BbI-
COKO3aTpaTHbIX Ho3oJiorui (B3H),
Kyzaa Hac u nepesesu us J{J10.

ITpumepow elrie 07{HOH cTapennen
OpraHu3aIlfi, KOTOpasi MHOTOI'O
nobuiack, ABJasAeTCS 00beJUHEHNE
crpagamomux auaberom. Ceituac
Hac y»Ke MHOT'0, BHICTPOEHA CETh
MaIUeHTCKUX OOIIECTB, TPYIII, BO-
JIOHTEPCKUX KOMaH/I TI0 Pa3HBIM
3a00JIeBAHUAM, B TOM YHCJIE U TIO
PEIKUM reHETUYECKUM OO0JIE3HSIM.
JIJ1s1 maliueHTOB MBI CTaJIH, IO CYTH,
npodcorozamu. VI mpuBusierui y py-
KOBOJIUTEJIEN HET: IOCJIe PETUCTPa-
VU yYPETUTENN CTAHOBSATCS PSZIO-
BBIMU 4ieHaMu. [IpUBUJIETHS TOJIBKO
O/lHA — IIOMOYb YEJIOBEKY.

—_—
e

3paBOOXPaHEHHN NMOCT'QOMCIIONKOMA

S
Y

JTBEPKJAD:
ﬁgu.umncmlga 3apaBooxpaHenns CCCP
AqansHUK

BPATBA 10 KFPOB/

JIABHOT'O YIIpaBieHHs

ALy

1, 2 amm GompaHX Temofwmme#t /ABI/ sBisieTca oCmeCTBEHHOR
oprammsanmeif, o6pasoBaHa B COOTBETCTBHE CO crarbelt 49 KOHCTETYIME
PCICP m melicTByeT Ha OCHOBaHMW HAacTOSmero. ycrasa.

AFT o0bemuHAST Ha NOCPOBOJBHHX HaYajkax GOJBHHX, CTPATalmEX I'e-—
mofmimet ¥ GomesHED BuuieGpaHna, MX pOXuTeNe# E POXCTBEHHHMKOB,
Bpade#f, y9YeHHX, CIEIWAIECTOB ADyTHX ofnacTe#l 3HaHmii, a Tak®e Ipax-
IaH, XeJIaniEX IOMOYEL padoTe Accommanyd,

ABT ocymecTBIAET CBOD NEATENBHOCTH ION DYKOBOLCTBOM CBOMX BHe=
GOpHHX OPr'aHOB.

2, Hensn co3naHwWA AcCOIMAlXE SABIACTCA IPEBICYEHEE BHEMAHHA I'O=
CYHApCTBEeHHHX , NapTHiHNX ¥ OOMECTBEHHHX OpraHu3amuil, MeIuIMHCKEX
DPadOTHUROB, yYSHHX K DeNEHHED Ipo6JeM JeYeHUS ¥ NpofuiakTERE 3a60-
JIeBaHUA, CAHATODHO-KYPOPTHOTO JIeUeHUA BHNEYKA3aHHHX GOXBEHX, K
TOJyYeHHD MMY HeoGXONWMOTO O0pas3oBaHuf, IpofieCCHOHANBHOZ OpHeHTa-
ouH, TPyHOycTpoficTBY E CONMaNbHO-CHTOBOMY OCeCIeYeHHD GOJBHHX, C
JUYETOM CIeOEPWKE 3adoNeBaHAS.

3. Acconmamusi GOJBHHX TeMofmimeft:

a/ mpuBIeKaeT K padoTe B Accommanmyu GOJLHHX yKA3aHHHX 3a00ieBa-
guff, mx pommrenefl, PONCTBEHHNKOB, ONEKYHOB, Bpadeif, CHEUMAINCTOB,
a Takge BCeX TpaxfaH, H3BLABABIMX XeJaHWe NOMOTarhk padore ABL ¢
OeJBD aKTUBHOTO DENMEHES MeIWIVHCKAX, CONUATBHO~OHTOBHX # IDYTHX
BOHNPOCOB;

6/ HpencTaBifeT ¥ 3aMANAST MHTEPECH COJBHHX, CTPALAlMEX IeMofu~
Jyme#t m Gose3HED BmireGpaEma, COmEHACTBYeT. pealM3aUuM yCTaHOBIEGHHHX
IM JBTOT ¥ IPEHMymEeCTB;

B/ mEGOpPMEDYET COOTBETCTBYWEEE OPIaHM3aIMM O HACYNHHX HOTPEGHOC-

TAX # mpodieMax GOJNBHHX IJA DeMeHUus BOBHMKANMINX BOIPOCOB;

1/ OKasHBAeT [OMOmb B IOJYYGHHH OCPASOBAHUA, NDPOJHOATOTOBKE K
TPYyAOyCTpOo#icTBa GONBHHX C yYOTOM CIeNUfmKE 3a60JeBaHUA;

1/ @XTHBHO YYaCcTBYeT B YIYyYNEHHE COIUAIEHO~CHTOBOTO OGCIyRHBAHESA
¥ RUIAMHHX yCaOBHE GOJNBHHX ;

e/ OKasHBaeT IPABOBYH NOMONb WIEHAM ACCOIMAINH;

~—
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«Ce200HAn
HYMICHO YyMemb
MaHespupo-
eamv HA
WUPOKOM no.ae.
B3aumodOdeii-
cmeyem

C aOMUHU-
cmpauue
npe3udenma,
Cosemom
Dedepauuu,
I'ocyodapcmaeen-
HO1 Oymoii,
npouarvHbLIMU
muHucmep-
cmeamu

u eedomcmaa-
MU, 8 0COOCH-
Hocmu

¢ Mun3dpaeom,
Poc3opasHao-
3opom, Mlunu-
cmepcmeom
mpyoda u Mun-
npomMmmop20m»

YCJIYTA HA LUAXMATHOM 1OCKE

— Kax 6vt 8bt oyenuau aghgex-
MueHOCMb NAYUCHMCKUX Op2a-
Husauuii?

— Bo MHOTOM pe3ysbTaT 3aBUCHT OT
CaMHX aKTHUBHCTOB, KAK OHU BBICTPA-
HUBAIOT PabOTy C BJIACTHIO.

— Bepoamwo, nomozaem, 1o
NOAHOMOHUA NAYUEHMCKUX OP-
2aHu3ayuil 3axkpenaenst 6 ge-
depaabHOM 3aKoHe 00 oxpane
300po6ba?

— MbI 0YeHb aKTUBHO paboTai,
YTOOBI CTAThsI O MAIIMEHTCKUX Opra-
HU3AIUAX B 323-M (eiepasibHOM 3a-
koHe («O6 0cHO8ax 0XpaHsl 300p06bS
epadxcdan Poccuiickoil Qedepayuu». —
Pe0.) 6pL71a KOPEHHBIM 00pa3oM
nepecmoTpena. Hampuwmep, jiera-
JIN30BaH MEXaHU3M JIeSITeIbHOCTH
MaIUEeHTCKUX OpraHu3auii B chepe
37paBOOXPaHEHHU A, O0IIECTBEHHOTO
KOHTPOJISI ¥ CHCTEMBI HE3aBUCUMOM
OIIEHKH.

— Kmo eawuuu ocHO8HbBLE napm-
Hepbl 80 eaacmu?

— CerofiHA HY>KHO YMETb MaHEBPU-
poBaTh Ha IIUPOKOM I10Jie. B3au-
MOJIEHCTBYEM C aJIMUHHUCTpAIlHuen
npesuzieHTa, Copetom Penepanuu,

No/1(12)/ur0Hb/2018

MYNEB

{0puiA AnexcaHapoBIAH

TocynapcTBeHHOM IyMOH, ITPO-
(pUABHBIMU MUHUCTEPCTBAMU

U BEZIOMCTBaMU, B 0COOEHHOCTH

¢ MunsnpasoMm, Poc3zipaBHaizopom,
MunucTtepcTBOM TpyZa U MUHIIPOM-
TOproM (0OH KOHTPOJIUPYET ITPOU3BO-
JTUTEJIeH JIEKapCTBEHHBIX Ipelapa-
TOB U MEAUITUHCKUX U3JEIIHI).

— /locoeapusaemecs?

— Ilo-pa3nomy. ®enepanpbHas BIACTb
Oosiee mubepasibHA U JUHAMUYHA,
MIPUCJIYIINBAETCSA K HAM U B3aUMO-
JericTByeT. TaM NOHMMAIOT Ba?KHOCTH
MIOCPEAHUYIECKOT0 MEXaHNU3Ma MeX-
Jly 37IpaBOOXpaHEeHNEM 1 OTPOMHOMU
apMuel manueHToB.

— A pe2uonaavHasn?

— 3xaech no-pazHomy. Ho B esiom
peruoHa’sibHas MOJIUTHUKA O0Jiee KOH-
cepBaTHBHA, TAM aKTUBHBIX 001Ile-
CTBEHHBIX COBETOB He XOTAT. 1 camu
COBETBI, U UX IMOBECTKA (OPMHUPY-
10TCs YnHOBHUKamMu. Y popmupy-
I0TCSI TAKUM 00Pa3oM, YTOOBI HUKTO
JIMITHUH pa3 rojioca He mojast. Pemy-
TaIus BBIIIE Jies1a... Yl TOCKOJIbKY aK-
THBHBIE JIIOJ{! OKA3bIBAIOTCS B MEHbB-
IIUHCTBE, TO JIETKO 3JI000THEBHY IO
TEMY CHSITD C IOBECTKH. A B HEKO-
TOPBIX PETHOHAX MIPEJICTABUTEN
MallMEeHTCKUX 00beJUHEHU I BOOOIIe
He BKJIIOYEHBI B COCTaB COBETOB!

RARUS PEJKUE BOJIE3HU B POCCHUU
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Tacc

Tass

Tacc

PUHA
AJIEEBA

UHOOPMALIMOHHOE
AFEHTCTBO POCCAN

CEPFEN
KYLUEB

BPATBA 10 KPOB 1 19

Tass

— U seunwtii 60ii?

— PykoBozpuTesb 06111€CTBEHHOM
OpraHU3aIlUy He MOXeT B3AThb U CMe-
HUTB PETUOHAIBHOTO MUHUCTPA...
Ho nBuratbcs Buepes HykHO. Co-
Opath cepbe3HbIE aPTyMEHTHI, IIPO-
BO/IUTH IIEPETOBOPHI U yOEIK/1aTh.
Ci10BOM, MaHEBPHUPOBATh — B3AUMO-
JIeiCTBOBATh C PA3HBIMU BETBAMU
BJy1acTH. Hy>KHO IIOCTOSIHHO yYUTHCA
BBIZIEPIKKE, KOMIIPOMUCCY, HaCTOH-
YUBOCTH.

— IIpuxodunocv udmu Ha Kpaii-
Hue mepsut?

— B 2000 rogy, Korma oTCyTCTBOBAJIU
JIEKapCTBa M0 TeMO(UIINU, MBI yIKe
OBLJIM TOTOBBI BEIMTH Ha UKeT. Ho
BJIACTH TIOILJIA HABCTpewy. OTHAKO
MbI HE CTPEMHUMCSI BECTHU JIIOZEH

Ha 6appukabl. TOJIBKO cCTEMHAs
paboTa mpuHeCEeT YCTOUYUBBIH pe-
3yJIbTAT — T'UOKUeE, HO HACTOH UK BbIE
JIeHCTBUA.

STO HE 3HAYUT, YTO MBI IIOCTyIIaeM-
CA IIpUHIUIIaMHU, U B 3TOM CMBbICJIE
MBI — HEY/IO0HbBIE: MOJIUA HE CU/IHM,
MTOCJIYIITHO He TosiocyeM. CTpeMuMcs
BJIMATH HA IIOBECTKY 06H1€CTB€HHIJIX
COBETOB, 100aBJIATh 371000IHEBHEIE
BOIIPOCHI, B€Ib Mbl — HE a/IMUHU-
CTpaTHUBHBIE PAOOTHUKH, HUKAKOH
3aBUCHUMOCTH HET.

KOrflA BGE 3A OJHOI0

— But camu wopucm ¢ 6orvwum
onbunom. 1 ce2odna akmueu-
cmy, ymoosl ouuMms dhPexmus-
HbIM, HYHCHO 00Aadamsb xoms
Obt 8 HE0OABLWOLL cMmeneHU KOM-
nemeHyuamMu u wpucma, u gu-
HaHcucma, U ynpasaeHya, U no-
aumuka... Ho ne éce mo2ym.

— A Bce 1 He JOJIKHBI TUCATh TETH-
nuu u beraTh 1o kabuneram. [yis
5TOTO eCTh Juepkl. [Ipyroe neo,
YTO MO/I/IEP?KATH CBOIO OPraHu3a-
IIUI0 — OYEeHb BaXKHO. AKTUBHBII
JIUJIEP U COJIUAAPHOCTD — U3 BTOTO
CKJIaJIbIBAaeTCs cuiia. Boobie ke

5 CYMTAIO, UTO HAIIl AKTUB OYEHD ObI-
CTPO pacTeT. ATO YKe CIeUaTUCThI,
KOTOpBIE CII0COOHBI TPOQECCHOHATB-
HO 3allUIIaTh ITPaBa JOJeH.

— But conpedcedament KAr0-
yeeoil cemesoil nayueHMmMCKoi
opzanuzayuu — Beepoccuiicko-
20 cor3a nayuenmos. Ymo npe-
caedyem ob6veduHeHue?

— YT0656! 3P PEKTUBHO TPOXOTUTH
MyTh, HE U300peTast KaKAbIH pas
BEJIOCHIIE], OB HEOOXOAUM OOIIHI
METO/[0JIOTUUECKUH 1 nHpOpMaIU-
OHHBIH 1IeHTP. U BTOpOE: Trajior

C BJIACTHIO IO CAMBIM CJIOKHBIM
BOIIPOCaM TaKOU IEHTP BIUSHUS

«Mvtl oueHs
aAKMueHO
padoomaanu,
YIMmoowl
cmambva 0 na-
UueHMcKux
opzaHu3auuax
68 323-M ¢pelde-
PAABLHOM 3a-
KOHe O0bl1a KO-
PEeHHbIM
ooO0pa3om nepe-
cmMompeHa»
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I TIAHB! HA XKU3Hb

«...Permonab-
Has IOJINTUKA
6oJiee KOHCEpP-
BaTUBHA, TaM
aKTUBHBIX 00-
IIIECTBEHHBIX CO-
BETOB HE XOTAT.
" camu coBeThl,
¥ UX [TOBECTKA
dopmupyoTcs-
YMHOBHHUKA-
mu. 1 popmu-
PYIOTCS TAKUM
obpasom, 4To-
OBl HUKTO JIUIII-
HUU pa3 rojoca
He TOZAJL...»

«PykoBopuTesb
00IeCTBEHHON
OpraHu3anuu
He MOXeT B3ATh
U CMEHUTH pe-
THOHAJIBHOTO
MuHucrpa... Ho
JIBUTAThCA BIle-
pen Hy>KHO»

«B 2000 rogy,
KOT/]a OTCYT-
CTBOBAJIY JIe-

KapcTBa I10 re-
MOGUIINH, MBI
y2Ke OBLIH ro-
TOBBI BBIUTHU
Ha nuket. Ho
BJIACTB IOIILJIA
HaBCTpeYy»

MoKeT OpaTh Ha cebs. [Ipu aTom
Bce uJIeHbl Beepoccuiickoro coosa
MManuesHToB He3aBucuMbl. COI03 He
JIOBJIEET HAJ| UX IMOJTUTUKOH, BHY-
TpeHHeH Ku3Hb. Ho, Korsia Mbl
00 beIUHAINUCH, OBLIIO OHO IPUH-
[UIIAAJIPHOE YCIIOBUE — HTUYECKHE
IpaBuia, KOTOPble HUKOMY HEJIb35
HapyIIaTh.

Mpsi1 pazpaboTaau ¥ IPUHSIIIA 3TH-
YeCKUH KOJIEKC, 32 OTCTYILJIEHHE

OT HEro MOKeT II0CJIeI0BATh JaKe
nckiroueHue. [loHavasy 3To BhI3Ba-
JI0 criopbl. HekoTopkIe rymasnu, 9To
ITOTEPSIOT cBOOOAY meicTBuii. Ho
celiuac onaceHus I103aau, 1 JIIOIU
YBHUJIEJH IPEUMYIIECTBA OObETH-
HeHUs1. MBI 1JaJId UM C€Pbe3HBIE
ILIOIIA/TKY, HA KOTOPBIX MOKHO
peuIars cyI0KHBIE BOIpockl. Co3manu
COBeT OO0IIeCTBEHHBIX OPraHU3aAIUH
TI0 3aIlUTe ITPaB MaIUeHTOB IIPU
Munsnapase Poccuu. Kaxkapiil rog
IpoBOAUM Beepoccuiickuii KoHTpece
manueHToB. Ha Hero mpuesxaior

HE TOJIBKO TIEPBBIE JINIA CTPAHBI, HO
TaKke paboTaeT MHOT'O METO/[0JIOTH-
YeCKUX IJIOIIA/I0K, MaCTEP-KJIACCOB,
T7ie JIIOJU U yYaTcs, ¥ HAIPSIMYIO
CTaBsAT BOIIPOCHI, U ITOJTyYarOT OT-
BeThI. [10 OIMHOYKE TAKOTO PE3YJIb-
TaTa HUKOT/Ia He AOCTHUYh. KoHeuHo,
TaKoe KPYITHOE IIPe/ICTaBUTEIHHOE
COOOIIECTBO MAIIHEHTOB, KOTOPOE
HaM yZaJI0Ch cCOOpaTh, BBI3HIBAET

y BJIACTH UHTEPEC.

ONTUMH3M, HACTOMYMBOCTD
W... NNAH

— A ecau 2060pumv 0 6HYMpPeH-
Hell noaumuxe?

— JI7151 MHOTHX CO3/IaHUe MaI[ueHT-
CKUX I'PYII — JIeJI0 HOBOE, U MBI
IoMoraem, YToObI JIIOZY HE HACTYIIU-
JIM Ha Te Ke TpabJIu, YTO MBI 30 JIET
Hazaz. KoHcysnpTupyeM, yuuM, Ha-
YHUHAsA C BOIPOCOB IIJIAHUPOBAHUA
JlesITeIbHOCTU. DTO BeJlb Ilesiasd Ha-
yKa — KaK CIJITAaHUPOBAaTh JIeHCTBH,
HalTH GUHAHCOBYIO IOAIEPIKKY,
3aMHTEPECOBATH BOJIOHTEPOB, BBI-
CTPOUTBH IIPOTPAMMY 3aIIHUTHI IIPAB
[AIMEeHTOB, KaK IIPABUJIBHO O0IATh-
¢4 ¢ )kypHaauctamu. Ckaxy, 4To Ha
MIePBBIX NTOPaX JIIOJAM TPY/AHO JaKe
chopmysnpoBars caMuM cebe 3a-

Jlady — TaKyro, KOTopasi Obl He OKa3a-
JIaCb XOJIOCTBIM BBICTPEJIOM.

Bropoe. MecA1pl MOTYT YXOZIUTH

Ha (popMyIupoBaHUEe TPeOOBAHUH
BJIACTHU. ByZieM UeCTHBIMU: TOPA370
IIPOIIE PENTUTH BOIIPOC, €CJIH ThHI
MIPE/IJIOKHUIIID U PEIIEHUA, TPUUEM
peanuctuynbie. Ho y Hac GbIBaeT, 4To
¢ mpobJieMaMu BCe B MTOPsIIKE, & KOH-
KPETHBIX MTPEAJIOKEHUH — IeDUITHT...
3-3a2 OTCYTCTBUS IPAKTUIHOTO
MIPEe/IJI0KEHU S JIIO/TU MOTYT IOTEPATH
TOJBI U TE€X, KOMY HY?KHA IIOMOIIIb...

A s popmyaupoBKY 3D HEKTUB-
HOT'O IIpe/IJIoKeHU A HYKHO YMeTh
00IIATHCS C IKCIEPTaMU — BpayaMH,
YHMHOBHUKAMH, IOPUCTAMU, OU3HEC-
MeHaMHu. DTO IeJjiast HayKa, BeIb
BCTPEYH HY>KHO HE TOJIBKO OPTraHU30-
BaTh, HO ¥ TPAMOTHO ITPOBECTH.

Wu Takas sjeMeHTapHast, Ka3ajaoch
ObI, Belllb, KaK MIPaBUJIbHO HAIIH-
carb obpammenue. Cieyrolnee — 9TO
JleJIaTh, KOTJa IUCHMO OTIIPABJIEHO.
TunuyHasa omuoKa — MUCHMO OT-
MIPaBAT U JKAYT. A HY3KHO aKTHBHO
BJIUSITH Ha OTBET, BCTPEUATHCS C UC-
MMOJIHUTEISIMU UJIA TEMH, KTO BJIUSIET
Ha peleHus.

— Cywecmayiom udeaavHsvle an-
2opummut?

— CTaHZapTHOTO pelieHus ObITh

He Mo>keT. Ho 06s13aTeTbHO HYKHBI
OIITUMU3M U HACTOMUYHBOCTH. He-
KOTOPBIE IyMaI0T, YTO NaIlUeHTCKas
OpraHu3aIus JIETKO PEIIaeT JII00YIo
npob6seMy. THOT/Ia CIIPAIIUBAIOT:

a 3a KaKoe BpeMs MOKHO IOOUThCS
Jle4eHu sl WJIU I0CTYTIA K JIEKAPCTBY,
€CJIH CJIeJ0BATh BalllIM COBETaM?

A npeziyrazaTh cJI0KHO. MOXKeT,
XBaTUT MeCAIA, a MOXKET, YUIYT
roanl. Cxema — TOJILKO PYKOBOJICTBO
K JIEWCTBHUIO, HO BCE PEIIAIOT JIIO/H.

Jla, MBI I0Hi/IeM U 0 TJIaBHOTO Bpaya,
U 10 MUHUCTEPCTBA, U JI0 JII0O60T0
BEJIOMCTBA, a €CJIU HAJl0, U JIO IIpe-
sujieHTa crpaubl. Ho mopora HaunHa-
€TCsl C TBOEro COOCTBEHHOTO IIEPBOTO
mara — ¢ TBOero o0parieHusi ¢ mpo-
6s1emoii. 11 eciu He OIyCTHII PyKHU
ImocJie OTHHCKU. Bee j1u caenast, 94To-
OBl CIIACTH CBOIO JKU3Hb WJIN KU3Hb
OGJIMBKOr0 ueaoBeKa?

No/1(12)/ur0Hb/2018

«3JTO BeIb I1e-
Jlast HayKa — Kak
CIIJIAHUPOBATH
JeficTBHS, HAal-
TH GUHAHCOBYIO
IO IEPIKKY, 3a-
MHTEPECOBATh
BOJIOHTEPOB, BBI-
CTPOUTH IIPO-
rpaMmy 3alUThI
MpaB MaIlUeHTOB,
KaK MPaBUJIBHO
061aThes ¢ Ky p-
HaJIUCTAMU»

W3-3a oTCyT-
CTBUSA PAKTUY-
HOTO IIPeJIJIoNKe-
HUS JIIOAU MOTYT
TIOTEPATH T'O/IBI

U TeX, KOMY HyX-
Ha IIOMOIIb

«Tunuunasn
OIIMOKa — IMUCh-
MO OTHPAaBAT

U KAYT. A Hy>KHO
aKTUBHO BJIUATH
Ha OTBET»
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Cmandapm-
HOZ20 peuweHUN
oMb

He Modicem.

Ho o06s3ameantn-
HO HYNHCHbBL
onmumu3m

u Hacmouuu-
eoCmbv

«A aJplile MPOU3OIILJIO TO, YTO Y HAC
0OBIYHO U IIPOUCXOUT: BJIACTH CKa3a-

J1a 06eCIeYuTh TOr0, KTO IPOMYE KPUYUT,
aTO ellle ¥ B IPOKYPATyPy HOXKAIYETCA...»

«K coxasieHnIo, HaJIMIue BUJIKA — MOYK-
HO TaK, & MOKHO 9TaK — yMaJIsieT BO3-
MO’KHOCTH IAI[UEHTA, BeJ[b YaCTO Bpa-
yeGHbIe pelleHus 00yCIOBJIEHBI OTHIONH
HEe MEUIUHCKUMU IPUINHAMH, a HU-
HAHCOBBIMU OapbepaMu»

«Koryia Ha KOHY YesloBeUecKast JKIU3Hb,
HaKa3aHUe JIOJIKHO OBITh JKECTKOe.
Hy>xHbI pedepeHTHBIE IIEHTPbI, KOTOPbIE
obecrieuaT MOZAEPAKKY B MapUIPyTH3a-
LMY TAIUEHTOB: OT JUATHOCTUKH JI0 Jie-
YeHUs U PYTUX BU/IOB IOMOIITH»

«Bce ji1 3aMHTepecOBaHbI B Halllel ak-
TUBHOCTHU? DTO PUTOPUYECKHUH BOIIPOC —
OTBET Ha OTHOIIIEHHE K HAM HEKOTOPBIX
npezcTaBUTeIel BJIaCTH, MEJUIIMHCKOTO
coobiecTBa»

Takoit mpumep. I'opox B LlenTpasis-
HOM ¢eZiepasIbHOM OKpyTe, Ha OTHOU
yaune XKUBYT IMMAITUEHTHI C OAUHA-
KOBBIM JHATI'HO30M. bospmuHCTBO
II0JIy4aeT II0 JiBe YIIaKOBKU JIeKap-
CTBa, a O/IUH — 10 yNaKoBoOK. IIpu
9TOM Yy HUX O/IUHAKOBBIE IIOKa3a-
HUA... A IOTOMY OH IIOJIy4aeT B 5 pa3
6oJ1pIIIe, YTO IOTPY/AUIICSA IIO3BOHUTH
B 0OOIII€CTBO IT0 3aIUTE IIPaB HaIlH-
€HTOB, pa300paTbcs B CUTYaIUH,
noJIyunJ1 pefiepasibHOE 3aKJII0ueHne
110 Tpo6JieMe. A J1asbIie IPOU30IILIO
TO, YTO Y HaAC OOBIUHO U IIPOUCXO/IUT:
BJIACTH CKa3aJjia 00eCIeuYnuTh TOro, KTO
rpoMyYe KPUUUT, a TO ellle U B IIPOKY-
paTtypy Hokasyercs...

— HonamMo, wumo poccuiickoe
30pasooxpaHeHue — 02PpoOMHA
ompacas, U NOMeHAMb 8 Heill
YmMo-mo 6sblempo u padukans-
HO — Henpocmo. Ho cam ghakm,
Mo nayueHmcekue op2aHusa-
yuu HawuHawm npodGosamsw
8KYC 8AUAHUA, HA MOl 83210,
ucmopuueckuil.

— Ho 370 e1ie nepssoie maru. Tosibko
HEJIaBHO 3aTOBOPUJIN O TOM, YTO He-
KOMMepyUecKue OpraHu3alniuy UMeoT
IIPABO BBINIOJIHATH ONpe/ieJIeHHbIe
¢ynxnuu. Hanpumep, Munsapas
oA Aep:KaJjl Hallly MHUIIUATUBY 110
OpraHM3al Uy IIKOJ NanueHToB. OHu
60JIBIIIOE /1€JI0 AeIaI0T — HHOPMHU-
PYIOT JIIO/IeH O IPaBUJIBHBIX JIEHCTBU-
AIX 110 3aIUTe [IPaB, yuaT IPaBUJIb-
HOH JKU3HU C 3a00J1eBaHUEM, BIUATH
Ha pe3yJbTaThl JledeHu:A. Bo Bcem
5TOM 3aHMHTEPEeCOBAHbI U NAIIUCHTHI,
U TOCylapCTBO.

Kpome Toro, Mbl OJIYUHJIH IPE3U-
JIEHTCKUU I'PAHT Ha OPTaHU3AI[HIO
ropsrueil INHUY IIPABOBOH I'PAMOTHO-
ctu. Ho, moBTOpIOCH, HET BOJIIIIEOHOM
TabJIeTKH, YTOOBI PEaIN30BaTh JKeJjla-
HHS YeJIOBEKa 3a HEr0 CaMoOro.

— Kmo 3860HuUm Ha 2opauyio
AUHUIO?

— IlepBas KaTeropus — JOAH, KOTO-
pble KaTerOpUYeCcKH He YAO0BJIETBOpe-
HBI OTBETOM Ha oOpainenue. Vim Hy-
JKeH OeCIIaTHBIN a/IBOKAT, KOTOPHIN
OBl pelInJI Bce BOIIPOCHL, 2 OHU CAMU
HUYEro IPeJIIPUHUMATH He XOTAT.
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Bropas kareropus — yironu 6yaroga-
PSAT 32 TO, YTO /IAJIA COBET, TOMOTJIN
HaIlpaBUTH OOpalleHre, pa3o0paThes
B cucteMe. Takue, st CUMTATO, SIBJIS-
IOTCsI HAIIIUM OY/[yIIHM aKTHBOM.

«ELLLE MHOIMM NPEACTOMT 0CO3-
HATb, YTO Mbl HE NPOTUBHNKW>»

— Bwut 2060puau, wmo Ha 3ape
€030aHUA Nepeoit nayuUeHMcKoi
opzaHu3ayuUu 6amM NOBe3.10

¢ epauamu. Kax ceituac 8wt 6bvt
oueHuAUu Juan02 ¢ 8paedHbIM
coobwecmeom?

— EIlle MHOTMIM MIPEICTOUT OCO3HATb,
YTO MBI — HE POTUBHUKH, a CO-
I03HUKH U MOKEM TIOMOYb CAMOMY
Bpauy. Hannpumep, czesars To, Ha
YTO OH HE PEIIUTCS, — I0KAI0BAThCSA
Ha 1po6sieMy. Bpau BeZib HaX0IUT-
sl B ’KECTKOH aJ]MHUHUCTPATUBHOMN
CHUCTEME: CTOUT eMY ITOaTh T'OJIOC,
KaK 3TO MOYKET 3aKOHUUTHCS YBOJIb-
HEHHEM. A TalueHTa He YBOJIUTh...
MBI MOKeM MPUUTH K TOMY, KTO
MIPUHUMAET PEIIeHNsI, ¥ CKa3aTbh: Mbl
YMHpPaeM U 4YTO, eCJIU IPOOJIeMY He
PEIIUTh, OTBETCTBEHHOCTD JISIKET Ha
TOCYZapCTBO.

— IIpemen3uil ¥k epauam y nayu-
eHmoe ewe MHO20 — NO HA3HA-
YeHUI0 AeueHUs, Npenapamos.
Ha Beepoccuiickom koHzpecce
nayuenmoes Jleonud Muxaiino-
euu Powaas paccka3viean oo
onvtme I'epmanuu, 20e 06edu-
HeHue gpaveil 3a HapyuileHue
npasua moixcem UMb 00k-
mopa auyensuu. Mosxcem, ma-
Koe egecmu y Hac?

— 9TO OYeHb HeIIPOCTOH BOIIPOC, BEb
OINOKY MOT'YT UMeTh Pa3HbIe IPH-
yuHBL. [TlepBoe — HaZj0 BeIpabaThIBaTh
MeXaHU3MbI Pa3penleHu s KOHDIIUKT-
HBIX cuTyanui. Cpesiy IaliieHTOB
OBITYeT MHEHHE, YTO 3TO HEBO3MOXK-
HO, 4TO IJIaBHBIM Bpa4, K KOTOPOMY
ellle Ha/Io [IONACTh HA IIpHeM, OyzaeT
3alUIIATh CBOETo JIOKTOopa... Ho
ObIBaeT 1o0-pazHomy. f cunTalo, 4TO
80% KOH(MIINKTOB MOKHO pa3pelnuTh
B CAaMOM JIe4eOHOM yUPEKIEHNM.

U, kcraTH, He yMalo, UTo IyIaBHAs
1IeJIb TAKUX pa3bupaTesibcTB — 00-
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BUHUTH Bpaya ¥ IMoKaparth. Hy»HO

¥ KaJ100y paccMOTPETh 0O bEKTUB-
HO, YTOOBI 3TO IIOMOIJIO B OYAyIIEM
Bpauy U MAI[UEHTY JIy4Ille B3auMO-
JIeHICTBOBATH, M M30e3KaTh OIINO0K

¢ obeux cropoH. Hazio yuuTs Bpauet
ncuxosioruu obmenua. I Mbl HacTa-
WBAEM Ha yCUJIEHHUU B MEIUI[HHCKOM
00pa30BaHUU IEOHTOJIOTHH, [10-
CKOJIbKY BOIIPOCHI TUKU U3 MPAKTH-
KU KaK-TO BOOOIIe BBIIIaJIN.

A paborty c :xamob6aMu eCTh CMbICT
aBTOMAaTH3UPOBATH, IEPEBO/IUTH

B IUQPY, YTOOBI, ECIIN YK BO3HUK
KOH(JIUKT, COBpEMEHHBIE TEXHOJI0-
TUY TIOMOTAJIU JIIO/ISM [TOMEHbBIIIEe
TPATUTh Ha €ro pa3pelleHre BpeMe-
HU U cuJl. Takske BO BceX pernoHax
aJIMUHUCTPAIUHU JI0JI?KHBI BBECTH
pEeUTUHT OOJIBHUI] HA TIPEMET, KaK
copmupoBaH 1 paboTaeT MEXaHU3M
paspetenus KoHGIuKTOB. Obs13a-
TEJIFHO JIOJI?KEH ObITh 3aMECTUTEIh
IJIABHOTO Bpaua, KOTOPBIH ObI KypH-
pOBaJI 3KaJI00bI.

— Ceituac MH020 duckyccuil
0 cmandapmax AeueHus: Hydic-
Hbl OHU UAU HE HYMHCHDL...

— 1 ybex/ieH, UTO CTaHAAPTHI, pe-

IJIaMEeHThI CHUMAIOT MHOT'HI€ BOIIPO-
cbl. I MBI, KOHEYHO, OBLJIA OTOPUYEHBI
MOHMKeHUEeM uXx ctaryca. OJlHaKo
IIPUBETCTBYEM IOBBIIIIEHHUE CTATYCA
KJIMHUYECKUX pekoMmeHjanuii. Ho
OHU JI0JIKHBI YTBEPKAaThca MUH3-
IpaBoM Poccuu ¥ UMeTh 00513aTeb-
HBIN XapaKTep KaK HOPMaTUBHO-TIPa-
BOBOH JIOKYMEHT.

YeTKue MpaBuja UTPbl yHUUITOXKAIOT
Pa3HOUTEHUSA B IPUHATUY PEIIeHUH
U T€M CaMBbIM 3aI[UIIAIOT YeJIOBeKa.
K coxasenuio, HaJu4uue BUJIKU —
MOJKHO TaK, & MOXKHO 9TaK — yMaJIsieT
BO3MO’KHOCTH IAITEHTA, BE/Th YACTO
BpaueGHBbIE pelleHu s 00yCIOBIEHBI
OTHIOZIb HE MEJIUITUHCKUMU IPUYUH-
HaMmu, a QUHAHCOBBIMU OapbepaMH.

Hanpumep, Bpau He BBIIIUCHIBAET
XOPOIIIEe JIEKAPCTBO HE ITOTOMY, UTO
OH TIJIOXOM, & TOTOMY, YTO HETJIACHO
3anpemeHo €r'o BBIIIMChIBATH 1U3-3a
BBICOKOM CTOMMOCTH. JluarHocram
TaK e HerJIaCHO PEKOMEH/I0BAHO
He YyIIOPCTBOBATh B BHIABJIEHUN He-
KOTOPBIX JIOPOTOCTOAIINX 3a60/1€Ba-
HUM... A ecoiu BeIsgBJIeHa 060JIe3Hb, TO
HETJIACHO PEKOMEH/IOBAHO He TOPO-
[IUAThCS MAlMEeHTa BKJII0YaTh B pe-
IUCTP. A caM YeJioBeK 06 5TOM Iiare

«/la, mul
doiidem

U 00 2AaA6HO20
epaua, u 0o
MuHUcmep-
cmaa,

u 00 1100020
gedomcmaa,

a ecau Haoo,

u 00 npe3udeH-
ma cmpamMbsl.
Ho dopoza
HauuHaemcs

Cc meoez2o
co0CcmeeHHO020
nepeozo waza»
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«Ewe mMmHO2uUMmM
npeocmoum
0Co3Hambv,
YIMO Mbl — He
nNpoMueHuUKU,
a COr3HUKU
u Moxycem
nomMous
camomy
spauy»

MOJKET M He ZI0TaibIBaThCs, JyMasl,
4TO IOCTAHOBKHU AUArHO3a JOCTa-
TOYHO, YTOOBI HAYAJIOCH JIEYEHHE. ..
Ho nmeHHO BKJIIOUEHHE B PETUCTD
co31aeT 00s13aHHOCTD 00€CIIeUYnTh
JIEKApCTBOM.

Tak BOT KOrZia Oy/[yT YeTKHe MapIii-
PYTHBIE KapThl ¥ CTAH/AAPTHI, KOTO-
pBle HAPYIIATh CTAHET IPOTUBO3a-
KOHHO, TO ¥ KOHGJIMKTOB MEHbIIIE
MIOJIYYUTCA, U B CyZax OyzeT mpoiie
3aIIUINATH CBOE IPABO.

— ITepuoduuecku 6o3HUKaIOM
ocmpble cumyayuu, KOmopute
8030Yydcdarom o6cydrxncoeHue —
nocadums epaua 8 mopbmy
AU 3qQuUUams e20 Om nayuex-
ma. A eévt kaxk cuumaeme?

— IToBTOpIOCH, 51 HE CTOPOHHUK Kapa-
TeJIbHBIX MeD, YTOJIOBHBIX IIPeCJIe/0-
BaHUU, HO BEJIb 3TO YaCTO BOIIPOCHI
JKHU3HHU U cMepTH. Tak 4TO Hy»KHO
YeTKO OIIpeZIeTUTh S, T7ie HaKa3bIBaTh
py0JieM, Tie — 3aIIpeTOM 3aHUMAThCS
9TOH PO eCCHOHAIBHON JIeATETHHO-
CTBIO, a I'/le Hy>KHO YyTOJIOBHOE HaKa3a-
HHe, eCJIU JIOILJIO JI0 XaJIaTHOCTH, He-
OKa3aHMU IOMOIIY, 0TKA3a B JIEUeHUU.
Koria Ha KOHY UeJsioBeuecKas KU3Hb,
HaKa3aHUeE JI0JI?KHO OBITH JKECTKOE.

PEAKWE: [OPOTUE, HO TAKUE XE
JIOBUMBbIE

— O0HUM U3 MPYOHHLIX BONPO-
€08 8 pe2yauposaHuu 161.-
1omesa pedxue zeHemuueckue
3aboaesanus — opgannvie. Hx
JduazHocMuUKa u AeueHue Hacmo
ypeaevtuaitno dopo2u. Ymo
30ecwy nepeoouepedHoe?

— Heo6xonumo, uTo6b! penepasb-
HBI OI07[?KeT B3s1JI HA cebst prHaH-
cUpOBaHUe 110 HanboJIee 0POro-
CTOAIINM, OphaHHBIM, 60JIE3HAM,
ITOCKOJIbKY CyObeKThI Pefiepanuu

¢ 9TUM He cnpasisaoTces. I1o cTa-
THUCTHUKE, Y PETUOHOB O TPETU Me-
JIUI[AHCKOTO OIO/I’KETa YXO/UT Ha
Ipernaparsl 7711 OpGaHHBIX TPYIIIL.
Bropoe — Hy>KHBI pedepeHTHBIE IIeH-
TPBbI, KOTOpPbIE 0OecIIevyaT MMo/I/IEPIKKY
B MapUIPyTU3al|iU NALUEHTOB: OT
JAVATrHOCTUKU 10 JIEYEHU A U APYTUX
Bu/10B omotu. Torsia Bpau Oyier
3HATh, Ky/ia OH MOXKET 00paTUThCS,
YTOOBI HAIIPABUTH MAI[UEHTA /11
yTOuHeHUs nuarHosa. HeobssaTens-
HO UX CO3JaBaTh B KaXX/IOM PEeruo-
He, I0cTaTouHO denepansHoro. Ho
LEHTPDI JOJIXKHBI 6I>ITB 110 pa3HbIM
3a60J1€BaHU M, IIOCKOJIBKY YHUBED-
CAJIbHBIX PEIIEeHUH He CYIIeCTBYeT.
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— Mn1o20 xonuit c10MaMHO 60-

Kpye max nHasvieaemoz2o Ileper-
HA-24 HCUSHEHHO Y2POodANCaAowWUX
3aboaesanuil, 6edv He 8ce 00PO-
2ue u onacHvle 60.1e3HU 8 HE20
nonaau, a me, KMo umu cmpa-
daem, AuuweHbl 20cydapcmeeH-
HOil noddepicKuU.

— Cero/iHsI MPUHITUIIBI, TI0 KOTOPBIM
3ab0JieBaHME TONAIaeT U, Ha-
IIPOTUB, HE TOMAJIAeT B 3TOT CIIHCOK,
He COBCEM IOHATHBHI /Ia’Ke BpauyaM.

A foykeH ObITh YETKHUI PEeryiaMeHT
paboThI o iepeuyHio. KakoBbI KpuTe-
pUH BKJIIOUEHU I 3a00JI€BaHUSA, YTO
JIyMaloT DKCIIePTHI?

U nosKHO OBITH peleHre SKCIIEPTHOIO
oprasa Ipu npoGuJIbHOM MHHHUCTEP-
cTBe — MUHHCTEPCTBE 3[paBOOXpa-
HeHUs, BeIb yKe JleHCTByeT IoX0oxKasa
cuctema paboThI 10 JIEKAPCTBEHHBIM
nepeyHsaM. Bonpocsl Tam ecTh, HO

B I€JIOM aJITOPUTM OOBEKTHUBHOTO
NPUHATHUA pellleHnH chopMUpOBaH
1 anrpobupoBaH. Tam ecTs KOMUCCHA,
KoTopas paboTaeT IyOIMYHO, C TPAHC-
JasAnuen B UHTEpHeTe. B komuccun
TIpe/ICTaBJIeHbl BpA4UH, IPUCYTCTBYET
¢ IPaBOM COBelIaTeJIbHOI'0 rojioca
MAIUEHTCKOE COODILECTBO, CYLIECTBYET
oIpezieIeHHAA IIIKaJIa OLEHOK.
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K coskasienuto, He ObIBaeT 6e3rpa-
HUYHBIX COI[MAJIbHBIX TADAHTUU,

U TOCY/IapCTBO JIOJ?KHO ITOCUUTATD,
CKOJIBKO Op(daHHBIX 3a00JIeBAaHUH,
JIJIS1 KAKUX CYIeCTBYIOT JIEKAPCTBA,
CKOJIBKO 3TO CTOUT, UCXOZ I U3 PEru-
CTpa MaIueHTOB, KAKOBBI ITPOTHO3BI
JedyeHUs. Bece 3TO MO3BOIUT MOJTY-
YUTH ONITHMAJIBHYIO CXEMY, KOTOpas
OBl /1aJ1a BO3MOKHOCTHh MaKCUMAaJIbHO
53¢ PEKTUBHO UCIIOJIH30BaTh (UHAH-
COBBIE CPEZICTBA ¥ TIOMOYb MaKCH-
MaJIbHOMY YMCJLY JIIoZieli.

AKTMBHOCTb HE N0 BKYCY

— CkoAbKOo op2aHu3ayuil 00-
edunua Bcecepoccuiickuii coro3
nayuenmos?

— Odunuanpho 17. Ho dpakTuuecku
Pas3JIMYHBIX COODIIECTB, BOJIOHTED-
CKHX TPyII ropaszo 6osbie. [Tiroc
OKO0JIO 10 OpraHU3aIlUi-IIapTHEPOB.

— Kax evt oyeHusaeme paéomy
ceoux 3apy6encHbLx Koaaez no
nayuenmcxum coodwecmeam?

— ¥ Hux 60s1b110# OnBIT. CKaskeM,
OpraHU3aIUs 10 TeMO(UIUY CO3/1a-
Ha ellle B 1950-X rojax. Kpome Toro,
B EBporre xoportio otaskeHa cucremMa

61aTOTBOPUTEJIBHOCTHU, B TOM YHCJIIE
CO CTOPOHBI TOCYZIapCcTBa. BeicTpo-
€HBI HHCTUTYThI B3aNMO/I€ICTBH

¢ rpask/IaHCKUM 001ecTBOM. Bee
CTPOUJIOCH BEKAMU.

Hameit «cTpotike» jiumib 10 jieT. Ho
HJIeEM MBI OBICTPO, B TOM YHCJIE Opra-
HU3aLHY [I0JIy4aloT ONIpeieIeHHYI0
(prHAHCOBYIO NOAJIEPKKY.

— ITo cymu, nayuenmcexasn op2a-
HU3AUUA YUUM HUea08eKd JHcums
8 2paxcoaHckom odwecmae...

— Ho =e Bce Tak pagy:xHo. Bce 1u
3aMHTEPECOBAHBI B HAIIIEH aKTUB-
HOCTHU? DTO PUTOPUUECKHUH BO-

IIpOC — OTBET Ha OTHOIIICHUE K HAM
HEKOTOPBHIX ITPe/ICTaBUTEJIeH BIACTH,
MEJITUITTHCKOTO cOO0IIeCTBa. YBHI,
Jlaske KOHCTPYKTHUBHOCTD U MTOJIUTH-
yeckas JeJIMKaTHOCTD COI03a He BCeM

110 BKYCY. !

Texcm: Eaena 3asvsaaosa
®domo: Baadumup AxceHos
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IX

Bceepoccuiickuii
KOHrpecc
HaIUEeHTOB
COCTOUTCS
B MockBe B HOsIOpe
2018 roza

M

«80% KOMH-
Pdauxmoes
MOJHCHO pa3pe-
wums 8 Camom
AeUeOHOM
yupeixcoeHuu.
Bo acex pez2u-
oHax aomu-
HuUcmpauuu
J0./VICHBL BBe-
cmu peumumM2
0oabHUU Ha
npeomem, Kaxk
chopmupoesam
u padbomaem
MexXaHu3m
pa3peweHun
KOH@PAuxkmoa»
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v.f, _

BOAbLUMHCTBO peakux 60Ne3Hen HauMHaeTcs B JeTcTee. Ho ectb
N UCKITFOYEHMS: HEKOTOPbIE CTapPTYIOT BO B3POC/IOM BO3pPACTe, TakMe
KaK nayonaTn4ecKmin eroYHbi hnbpos, Mmenodrnobpos, neroyHas
apTepuanbHag rmnepTeH3nd. Kpome Toro, MHOrvme HacneacTBeHHbIE
3aboneBaHVs MEKOT U AETCKME, 1 B3POCIble (DOPMbI: O0NE3H
®abpu n lowwe, 60ne3Hb HumaHHa—-Ivka (tun C).

OPDeEKTMBHbIE METOAbI TIEYEHUS O151 HEKOTOPbIX U3 3TUX BONE3HEN

y>Ke CyLLIECTBYIOT. HO MHOrma B3pOoCsibiM NaumeHTam nony4ynTb
JIeYeHVie ropasao CroXKHee, YeM AETAM...

BOJIESBHU B POCCH U ARE-DISEASES.RU
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Houonamuueckuil

aezoumwiit HNOPO3:

Ko20a He xeamaem 8030Yyxa
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Houonamuueckuil ne2ourblil pubpos (HJID) seasemcs 604e3HbI0
noxcuavtx. OHa npakmuuecku He 6CMpPevaemcs Yy NayuUeHMo8 MoA0Hce

55 nem. Ecau 3abosaesatiie He aequmy, 1Mo NOCMeneHHo /1e2Kue He CMo2ym
PYHKUUOHUPOBAIM HOPMAABLHO. Medxrcdy mem, no cmamucmuie, Kaxcowlil
200 HJID 3aboaesaem 4,6—16,3 Henosexa Ha 100 000

TepMUH «HIUONATHYECKUI» O3HAYA-
€T, YTO IPUYUHBI O0JIE3HU TOYHO He
n3BeCcTHBL. «PUOPO3» — NU3MEHEHHNE

B CTEHKAaX JIETOYHBIX aJIbBEOJI (JbIXa-
TeJIbHBIX MEIIOYKOB), IOsABJIeHHE (PH-
OpO3HOH TKaHU, KOTOpas 3aTPYAHAET
IIOCTYIIJIEHHE KICJIOPO/ia B KPOBb.
JlerouHas TKaHb CTAHOBUTCSA
YTOJIIIIEHHOW, TePSIET 3JIaCTUYHOCTD.
YeJsIOBEK UCIIBITHIBAET OZIBIIIIKY,
YAYIIbE, yCTAJIOCTh, EMY OYKBaJIBHO
He XBaTaeT BO3/lyXa.

NMPUYHHDI

PasBuTre 60/1€3HU CBA3BIBAIOT C HE-
MPaBUJIBHBIM MEXaHU3MOM 3aKUB-
JIEHWSI, BOCCTAHOBJIEHU S JIETOYHOMN
TKaHu. [IOBTOpHBIE TOBPEKAEHU
BBI3BIBAIOT I€ITh PeaKI[Ui, KOTO-
PbIe IPUBOSAT K TOBBIIIIEHHOMY
OTJIOXKEHUIO KoJlytaresa (beika
COEIMHUTEIbHOA TKAHN) B CTEHKaX
aJIbBEOJI. DTO JIeJIAeT UX MEHEE MPO-
HHUI[aeMbIMH JIJIsI Kucsioposa. 1o
Mepe IporpeccupoBanus Gubpos
ropazkaeT 00JIbIllee KOJTMIECTBO
JIETOYHOU TKaHMU.

ITprunner NJIP HEU3BECTHHI, HO
YCTaHOBJIEHBI GAKTOPBI PUCKA U IIPHU-
YUHBI, YCYTYOISIONINE TeYeHEe
6osie3Hu. BosbIias yacTh U3 HUX
CBsi3aHa C IEUCTBHEM BHEIITHEH cpe-
JIbl: KypeHue, mpodecCuoHaIbHbIE
pucku (OTPUIATETHHO CKA3bIBAIOTCS
MeTaJlThnJecKas, IpeBecHas , KaMeH-
Has MbLJIb), OBITOBASA MbLJIb, YACThIE
UHOEKITUYU U reHeTHYecKue GaKTophI

(mytanuu B rene MUC5B u npyrue).
Ha o110 ceMelHbIX, HacJIeCTBEH-
HBIX, CJIyuaeB 00JI€3HU MTPUXOAUTCS
0 5%.

KJIMHWYECKME NPOAABJIEHNS

OCHOBHBIE CHMIITOMBI 3200J1€-
BaHUs — Kalllesib U ofplmka. Ha
PaHHHX 3Tamnax OHU MOTYT OBITh
c1abbIMU U aKe OTCYyTCTBOBaTh. Ha-
pacTaoT 1o Mepe ycyry6seHus py6-
[[eBaHUs JIETOUHOM TKaHU. [lanuen-
ThI YaCTO JKAJIYIOTCA HA YXYZIIEeHUe
(usMUecKOro COCTOAHUSA: TPY/THO
XOJTUTb IO JIECTHUIIE, MBITHCS, OJ1€-
BaThCs, yOUPaTh B KBAPTHUPE U Jie-
JIaTh IPOYKE PYTHHHBIE BEIIIH.

JTo penkoe 3ab0IeBaHNE, ITIOITOMY
nuargos MJI® oObIYHO CTaBUTCA HE
cpasy — yaile BCero Torjaa, Koraa
cTazk 00JIE3HU COCTABJISET OT OJHOIO
ro/a /10 Tpex JieT.

OapINIKa — OUH U3 KJII0YEBbIX
CHMIITOMOB, CUJIBHO BJIMSIOIIUHA Ha
Ka4yeCTBO KU3HU U O0IIee 3/T0POBbE.

CHauaJia oZIpIIIIKA 3aMeTHA I1IPU
OIIYTUMBIX GUBUUECKUX HATPY3KaX,
€O BpeMeHeM OHa CTAaHOBUTCSA IOUTHU
TIOCTOSHHBIM cITyTHUKOM. [lariuen-
THI OITUCHIBAIOT IIEPUOIBI TSAXKETIOH
OZBIIIKH, KOTJIA OAUH IPUCTYI Kalll-
Jis UJM JieTKas pusndeckas akTUB-

HOCTBH IIOJTHOCTBIO COMBAIOT JAbIXaHHe.

ITanmeHThI BEIHYK/IEHBI MeJIJIEHHO
epexouTh K 60J1ee IacCuBHOMY 00-

IIpuunnsr NJI® HeU3BECTHBI, HO YCTaHOB-
JIeHbl GAKTOPBI PUCKA U IPUYHUHBI, yCY-
ry6asiomue teyeHre 6osie3u. bospmas
4acTh U3 HUX CBA3AHA C IeHCTBUEM BHEIII-
HeH cpesbl: KypeHue, TpodecCHOHATb-
HbIE PUCKH, ObITOBAS IIBLIIb, YACThIE UH-
(dexnnu u reneTuveckue GaKkTOpPbI

Yes10BEK UCIIBITHIBAET OJBIIIKY, YAYIIbE,
yCTaJIoCTh, eMy OYyKBaJIbHO HE XBATAET
BO3/yXxa

PasBuTue 60J1€3HU CBA3BIBAIOT C Hempa-
BUJIBHBIM MEXaHHU3MOM 3aKHUBJICHUA,
BOCCTaHOBJIEHHU S JIETOYHO TKAHU

RARUS PEJIKME BOJIE3BHU B POCCHUI
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Kariresip mpoBOIUpyIOT pusnyeckas ak-
THUBHOCTH, H3BMEHEHU I [TOT0/[bl, PA3rOBOpP,

cMeX, IIaCCUBHOE KyPeHUe

KomnblotrepHas Tomorpadus — obsi3a-
TeJIbHOE HCCJIe/IOBAHNE DU IT0/I03PEHNUH
Ha NJID

W inonaTuyecKuii JerouHbIi Gubpos He
BXO/IUT B IIepeyeHb peaKux (OpdhaHHbIX)
3a00JIeBaHUH, KOTOPBIE JIeYarT 3a CUET
CPEJICTB PETHOHAJIBHBIX OI0/[’KETOB, HO
BO3MOKHO ITPOXOAUTD TEPAIHIO B Pocciu

pasy JKM3HU, CTAHOBATCS HE B CHJIaX
006CTyKUBaTh ce0s1. ITO IPUBOUT
UX K 3aBHCHUMOCTH OT UCII0JIH30Ba-
HUS JOTIOJTHUTEIFHOTO KUCIOPOZA.

KameJss BcTpevaeTcs B OOTBIITNH-
cTBe caydaeB. OGBIYHO OH CYXOH,
peske MPOAYKTUBHBIN (C MOKPOTOI).

[TarueHTHI YacTo COO0IAIOT, UTO HE
MOTYT KOHTPOJIMPOBATH IIPUCTY I
KAaIILJIsl, KOTOPbIe OBIBAIOT UBHYPSIIO-
MU, MemaioT cHy. Kamens mpo-
BOLIMPYIOT pr3nvecKkas akTUBHOCTD,
HU3MeHeHUs MOT0/bl, Pa3TOBOP, CMeX,
[IACCUBHOE KyPEHHE.

Ycrasocerhb. OK0JI0 II0JIOBUHBI
[MaIeHTOB Ha3bIBAJIU €€ OLHUM U3
Haubosiee 6ECIIOKOAIIUX CUMIITO-
MOB, CBSI3BIBAS C OJBIIIKOM, KAIIIJIEM,
(pu3UUEeCKON AKTUBHOCTBIO U YM-
CTBEHHBIM HATIPSIKEHUEM.

JlonoHuTEeAbHbIE CUMIITOMBI —
0COOEHHOCTH I1aJIbIIEB U HOT'TEH.
YacThIMU CUMIITOMAMH ABJISAIOTCA
maJbIbl B hopme GapabaHHBIX HaJI0-
Y€K U HOI'TU B (pOpMe YaCOBBIX CTe-
KOJI, U3BECTHBIE BpauaM KaK IpPU3Ha-
KU JIbIXaTeJIbHON HEeIOCTATOUHOCTH.

OTMeuaeTca CHUKEHHE MaCChI
TeJsia. bose3Hb MOXKeT pa3BUBAThCA
C Pa3JINYHOU CKOPOCTHIO. TeueHne
3a00JIeBaHU MOJKET COIIPOBOK/IATh-
cs1 obocTperuamu. Co BpeMeHeM

y nanuenToB ¢ 1JI® moryT pa3Bu-
BaThCA OCJIOKHEHU .

No/1(12)/ur0Hb/2018

OCHOBHBIMH OCJIOKHEHHUSIMU SIBJIS-
I0TCA:

e JIETOYHAs TrUIIePpTEeH3UA (HOBBIHIG-
HHE JaBJICHUA B JIETOYHOH apTepHH);

* «JIETOYHOE cep/iiie» (IaToJIOTHs
MIPaBbIX OT/IEJIOB CEPAIIA);

» sMbuzemMa (paspekeHue JeroyHOn
TKaHU), TPOMO03MOOJIH S JIETOUHOM
apTepum.

KAK YCTAHABJIUBAKOT ANATHO3

Benyiyio poJib B IMaTHOCTUKE UTPa-
10T pa3JINuHbIe MeTO/ bl BU3yaJIN3a-
[UU JIETKUX.

KomnbioTepHasa romorpadpusa —
00s13aTeIbHOE HCCIIeI0BAHE TP
nopo3penuu Ha UJI®. [IpoBogutcs
Bbicokopaspernatorias KT (BPKT),
WHOT/Ia TpebyeTcs BBeIeHUE KOH-
TPACTHOTO BEIIECTBA BHYTPUBEHHO.
Wsmenenus npu MJI® Bpauu o6pas-
HO Ha3BIBAIOT COTOBBIM JIETKUM U3-3a
crienuUYIECKUX BO3YITHBIX KUCT
TIO/T TLIIEBPOH.

buoncusa jierkoro npoBoJiUTCH,
xorza KT He faet y/10BJI€TBOPUTE b-
HBIX pe3yabTaToB. Hanbosiee TOUHBIH
pe3yJbTaT AaeT BUAE0TOPAKOCKOIU-
yeckas ouorncus jgerkoro (BTCB).

DOyHKIIMOHAJIbHBIE IPOOHI JIer-
KMX [I0OMOTAIOT YCTAHOBUTB TAKECTH
3a00JIeBaHU S M KOHTPOJIUPOBATH €TO

RARUS PEJKUE BOJIE3HU B POCCHUU
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TeueHue. DJacTuUYeCKUe CBONCTBa
JIETKHUX YXY/IIAIOTCS C IPOTPECCH-
poBaHueM 00JIE3HU, OHU CTAHOBSITCS
MeHee PACTSKUMBIMHU, UX BEHTHUJISI-
nud 3aTpyAHaeTcsa. ATO HeTpaBMa-
THUYHBIE TECTHI: ITAl[AEHTa OOBIYHO
MIPOCAT AYTh B TPYOOUKY ammapara
ompe/ieJIeHHBIM 00pa3oM.

HawuboJsiee Ba>KHBIMY ITOKA3aTEJIAMU
ABJIAIOTCA:

 popcHupoOBaHHASA JKU3HEHHAS M-
kocTh jgerkux (OXKEJ);

« 0011as1 eMKOCTB Jierkux (OEJI);
* 00beM (POPCUPOBAHHOIO BBIIOXA 32

onuy munyTy (O®B1), cioco6HOCTH
nuddysuu razos B jerkux (DLCO).

JIEYEHME

Craupaprsl euenus NJI® oueHb
U3MEHUJIUCH B [TOCJIETHUE TO/IbI.
OCHOBHOH JIOKyMEHT, B COOTBET-
CTBUH C KOTOPBIM IIPOBOJTUTCSI Jie-
YeHHe UIUONaTUUECKOTO JIETOYHOTO
¢ubposa, — pemepasbHbIE KIUHUUE-
CKU€e peKOMEeHanuu, pa3paboTaH-
Hble POCCUIICKUM pecrrpaToOpHbIM
OOIIECTBOM U COTJIACOBAaHHBIE C HAYU-
HBIM cOBeTOM MUHHUCTEPCTBA 37[pa-
Booxpauenus P® (http:// spulmo.ru/
download/IPFrec.pdf).

[Ipenaparamu ¢ J0Ka3aHHBIM
JIeACTBUEM, OIIPABAABIINMU ce0st
CerogHdA, MOXXHO Ha3BaTh TOJIBKO HO-
BBI€ CPE/ICTBA, YMeHbBIIIAoIIe Ipo-
necc pyOIieBaHUSA B JIETOYHON TKAHU.

BONE3Hb WD | 29

BajsicHo eecmu
300poeblil
oopa3 Hcu3Hu —
omKa3amuvces
om KypeHus,
caedumow

3a eecom,
eecmu
NOJBUICHDBIIL
oopas iHcus-
HU, NOHUMAMb
U YYyecmeo-
eamv omeem-
cmeeHHoOCMb
3a ceoe
300posve

Taxkxe OPpUMEHAIOT HEMEANKa-
MEHTO3HbIE ME€TO/bl JICHEHU A.

* KHCJIOPOJIOTEPATIHA

e JIETrOYHAs peabuIuTaAHA —
CIIeI[MaJIbHO pa3paboTaHHas
IporpaMMa ynpakHeHUH Ipu
60JIe3HAX JIETKUX

* TPAHCIIJIAHTAITU A JIETKUX (1'[0-
Ka3aHa B TAXEJIbIX cnyqaﬂx)

RARUS PEJIKME BOJIE3BHU B POCCHUI

WWW.RARE-DISEASES.RU
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MONOMATUYECKMIA TEFOYHbBIN OVBPO3

Kawensb

Ero moryT
CMpoBOLMPOBATbL
noroaa, pa3roBop,
CMex 1 gaxke
MacCUBHOE KypeHune

OpbiLuKa
CHauana 3aMeTHa
MPW OLLYTUMBbIX
On3nYeCcKnx
Harpyskax, MoTOM
N NPY HeEGONbLLION
AKTUBHOCTU

. Bcepoccuiickoe
( 00LwecTBo

Bcepoccuiickoe
o0wecmeo opgaHHbLx
(pedxux) zaboaesanuil
(BOO3)

* IMeET IPyIITy 110 60JIE3HI
Nid

Ha caiite opranuzanuu
www.rare-diseases.ru MOXHO
Y3HAaTh:

» yTO zmesiaet BOO3

* HAMTMCATh MMCHMO B OpPraHU-
3aI[AI0

* IPOYUTATH JKYPHAJI I10 PEI-
KHM 00JIE3HAM

WHOOPMALIMOHHASA NOAAEPXKKA

B Mupe cyiiecTByeT MHOTO OpTraHu-
3aI1i, KOTOPbIE IOMOTAIOT HAUTU
OTBETHI HAa BOIIPOCHI, CBSI3aHHbBIE

c UDJI:

« AMepuKaHcKasi 6;1arOTBOPUTEITb-
HadA opranusauusa NJIo
http://www.pulmonaryfibrosis.org;

« EBpormeiickas accoruanus mo 1JIO
https://www.eu-ipff.org;

o MEK/IYHAPOAHBIN IOPTAJT II0 PEJI-
KUM 0OJIE3HAM
www.orpha.net;

e eBpOIIelicKas opranu3anus, 00b-
eINHSONIAsI [TAI[HEHTOB C Pa3-
HBIMU PEAKUMU 3a00/IeBAHUSIMH,
EURORDIS

www.eurordis.org;

* CAliT, CO3JAHHBIN /IJ15 MAIIUEHTOB
¢ NJI® npu nojgiep:xke papMmareB-
THYeCKOU KOMIIaHUK
http://www.fibrosis.ru.

YcTtanocTtb

Ha Hee
»Kanyetcs
KaxKabl1 BTOPOWM
naumeHT

N3MeHeHue
najsbLueB U HOITen
NManbubl B hopmMe
6apabaHHbIX
nasloyeKk 1M HOrTn
B (bOpMe YacoBbIX
ctekon (cMMNTOM
BCTpeYaeTcs

He y BCex)

OBLLECTBEHHBIE OPTAHWU3ALIUN
1 ®0HAbI POCCUN

K cokaseHu1o, moka uiuonaTuye-
CKUU JIETOYHBIN GUOPO3 HE BXOAUT
B IlepeveHb pefkux (opdaHHBIX) 3a-
0oJIeBaHUU, KOTOPBIE JIeyar 3a CYeT
CPEJICTB PETHOHAIBHBIX OI0/IJKETOB.
Ho nanueHTHI MOTYT IPOXOAUTD
tepanuio B Poccun. ITomous nosy-
YUTH JIeUeHNe, TIOBBICUTH HH(POP-
MHPOBAHHOCTH 00IIIeCTBA O PEKUX
60JIe3HAX, a TAKKe T0OMBaThC
IIPOJIBHKEHU 1 3aKOHOZATEIbHBIX
MHUIIAATHUB B 06s1acTH oppaHHBIX
3a00JIeBAaHUH MOTYT OOIIECTBEHHBIE
OpraHusaIuu.

Kpowme Toro, unTaiiTe CrenuaabHyo
JIATEPATyPYy, 00IIalTeCh C CEMbsAMU,
B KOTOPBIX €CTh TAKHeE K€ IaIUEeHThI,
He CTECHSAUTECH 3a/1aBaTh BOIIPOCHI
BpayaM U aKTUBHCTAM MAI[UEHTCKUX
opranusanuii. 1 gaxe eciu BbI He
mobenuTe 60JIE3HD OJTHOCTHIO, U3-
MEHUTb KU3Hb K JIYUIIEMY, CZI€JIaTh
POHOTO BaM YeJIOBEKA CUaCTIIN-
BBIM — B BaIlIMX CHAJIAX! !

RARUS PEJKUE BOJIE3HU B POCCHUU

WWW.RARE-DISEASES.RU
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Jle2ouHasn
apmepuanbHas

rmnepTeH3uns

JlerouHasi apTepuabHasi TUIIePTEH3US —
3TO rpymnma 3abosieBaHuil. BoiziessiroT He-
CKOJIBKO €€ PAa3HOBH/THOCTEMH

ITanueHTHI I0T0€e BpeMsI MOTYT BECTH
AKTHBHYIO [OJTHOIIEHHYO KU3Hb, T03TO-
MYy Ba;KHO PaCIIO3HATh 60JIE3HD KK MOXK-

HO paHbIe

Jlerounas aptepuasibHas THUIIEP-
tensus (JIAT') — pexnkoe 3a6oeBa-
HHE, BCTpeyYaleecs IPUMEPHO

Yy 15—25 4eJioBeK u3 MUJLJIMOHA. Ero
MIPUYNHA — OYEHb BHICOKOE KPOBSHOE
JlaBJICHUE B JIETOUHBIX apTEPUAX,
KOTOPBIE UAYT OT CEPAIA K JIETKUM.
[ToBBITIIEHHOE KPOBSHOE IaBJIEHUE
BBI3BIBAET UPE3MEPHOE HATIPAIKEHUE
cep/iria ¥ CO BpeMeHeM ITPUBOJTUT

K OCTAHOBKE €ro IMpaBO¥ MOJIOBUHBI.

NPUYNHDI

JlerouHas aprepuasibHas ruIep-
TEH3HUA — HTO rpyIna 3aboeBaHu.
B Heli cymecTByeT MHOKECTBO HO-
30JIOTHYECKUX €/IUHUIL. DKCIIEPTHI
OTMEYAIOT, YTO KaK/IbIA NaIEHT

¢ JIAT ynukanen. Pazusie popmsl
60J1e3HN UMEIOT Pa3JInYHOE IIPOKC-
XOXK/IEHHE U, COOTBETCTBEHHO, HYX-
JIAI0TCA B PA3HOM JIEYEHUU.

Bp121e1A10T HECKOJIBKO PA3HOBU/JHO-
CTef/i 3360)‘[6BaHI/I}I — B 3aBUCUMOCTH
OT ero npuuuH. /151 HeoppaHHBIX
¢dopM UMEIOTCS JIOCTYITHBIE METO/IBI
CTaHJAPTHOM TepaIuH.

Yro kacaetcs peakux dopm JIAT, To
IIOKa TOYHO HE YCTAaHOBJIEHBI IIPOIIEC-
ChbI, KOTOPBIE 3aITyCKAIOT Pa3BUTHE
aTOJIOTUYECKNX U3MEHEHUH B Jie-
TOYHBIX COCY/IaX.

BOSESHb AT | 31

Ima oueHb cepbe3Has
060.1e3Hb NOKa

He usaeuuma.

Ho cywecmsyem
MHO20 8U008
mepanuu, KOmopble
noMo2arm YAyHwums
Kauecmaeo HCu3HU

mex, kKmo cmpadaem
Hedy2oMm

PEAKHUE ®0PMbl JIAT:

e yiMonaTuyeckasi (IepBUYHa )
JIErOYHas TUIIEPTEH3Us — JIETOYHA
TUIMEPTEH3US HEU3BECTHOTO IIPOUC-
XOMKJICHU S,

 HACJIEZICTBEHHAS JIETOYHAs apTe-
puanbHas TUnepTeH3us — 60JIe3Hb
SIBJISIETCSI CJIEICTBUEM I'€HETUUECKHUX
U3MEHEeHUH.

O6Hapy:keHo, uto Ha JIAT Bius-

IOT HEKOTOPBIE T€HBI, ¥ TI0 MEPE UX
U3YyUYeHU JIeUeHUEe MOXKET COBEP-
meHcTBOBaThes. Hanbosiee BaXkHbIe
reHeTUYecKre MyTalluH, CBsI3aHHbIE
c JIAT, 3arparuBatoT red BMPR2,
KOJTUPYIOIIU O€JI0K, KOTOPHIHA Ha-
XOZUTCS HA TIOBEPXHOCTH KJIETOK,
BBICTHUJIAIOIINX JIETOUHBIE ADTEPHUU.

Tak>xe peiKoii ABIAETCA HE TOJIBKO
nepsuuHas JIAT, HO 1 XpoHUUecKasd
TPoMO03MOOIUUECKAsT JIETOUHA ST
TUTIEPTEH3UA.

KNWMHWYECKUE NPOABIEHNA

JIAT MOKeT pa3BUTHCA Y JII0OOTO
yesI0BeKa HE3aBUCUMO OT BO3PAcCTa,
noJia ¥ pacel. OgHAKO yalle BCTpeda-
eTcs y XKeHIIUH 30—50 JIET.

ITockobKy JieueHue 60JIe3HN HE0O-
XOUMO HaUMHATh KaK MOKHO paHb-

RARUS PEJIKME BOJIE3BHU B POCCHUI
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Yawe 601€e3Hb
scmpeuaemcs
Y HCeHWUM
30—50 aem

JleueGHuble yupesicoeHus,
Komopbuwie npogodsam oua-
2Hocmuky u neuenue JIAI
6 Poccuu

B kaxx0M peruoHe MoxeT

OBITH CBOH IIEHTP, KOTOPHIX
CIeNUATU3UPYETCs Ha TTIOMOIIU
MaryeHTaM ¢ JJaHHBIM 3a60J1e-
BaHueM. OCHOBHBIMU defiepaib-
HBIMU IIEHTPaMH, B KOTOPBIX
HaOJII0Za0T HarueHTos ¢ JIAT,
SABJISIIOTCA:

« UKK um. A. JI. MsacHHUKOBa
OI'bY PKHIIK Munsgpasa PO
B MoCKBe;

« ®I'bY HMUII CCX
uM. A. H. bakyneBa Mun3sapasa
Poccuu B MockBe;

» OI'BY «<HMUII um. B. A. Ai-
MasoBa» MuHnszapasa Poccun
B Cankr-IletepOypre;

e OI'BY «HanuoHaIbHBIN Meau-
IIAHCKUA UCCIIeN0BATEIbCKUNA
[EHTP UMEHH aKaIeMHuKa

E. H. Memaakuna» B HoBocu-
OUpCKE;

* ®I'BY «<HUU nys1bMOHOJIOTUHN
®MBA Ha 6a3e rOpOACKOH KJIH-
HUYECKOU OOJIbHUIIBI

umM. 1. 1. Ilnetuesa (N@ 57)
JI3M 1. MOCKBBI»
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111e, BaXKHO BBISIBUTH €€ HAa paHHEHN
craguu. Ho B 3TOT mepuoy ee CII03KHO
JHUATHOCTHUPOBATh, IIOCKOJIBKY IIPHU-
3HAKU CXOHBI C CHMIITOMaMH JPy-
TUX CEPAEYHBIX U JIETOYHBIX 3a60J1€e-
BaHUMH.

Opprika, 0cobeHHO pH usuye-
CKOM HaIPsSIKEHUH, SBJISIETCS IIep-
BBIM U [JIABHBIM CHMIITOMOM. 9TO
MOKET OIIYIIAThCsI, KaK OYATO BHI HE
B COCTOSTHUH BJIOXHYTb /I0OCTATOYHOE
KOJINYECTBO BO3ZyXa.

ITo Mepe yXy/IIIeHNsI COCTOSTHUS
MOTYT Pa3BUTHCS IPYTHE CUMIITOMBI:
OTEK HOT WJIH JIOJ[bI?KEK, 0OMOPOKH
(cuHKOIIE), CJTAOOCTH — yTOMJISIE-
MOCTb, TOJIOBOKPY?KEHHUE, yUalleH-
HBIU MJIN IPEPBIBUCTBIH IyJIbC,
KallleJib, OIIYIIeHNe C/IaBJIEHHOCTH
iy 60J1b B TPYAH, 0COOEHHO ITPHU
(uszmueckux HarpysKax.

AWATHOCTUKA

JIJ1s1 AUarHOCTUKY BPa4YH IIPOBO-
AT aHAJIU3bI, MHOTHE U3 KOTOPBIX
HCIIOJIb3YIOTCS JIJISl HCKJTIOUEHU
JIpyTrux 3a00€BaHUH CO CXOAHBIMU
CUMIITOMaMH. DTO OMOXUMUYECKUH,
0011 aHATTU3bI KPOBU U TOPMO-
HaJIbHBIH (17151 OIeHKH (QYHKITHU
IIIUTOBU/THOU 7K€JIe3bl), TAKKEe UMMY-
HOJIOTHUECKHE HUCCIeIOBAHNUS U KOa-
ryJiorpaMma.

3areM MOryT OBITH IPOBEJIEHBI JI0-
[OJIHUTEJIbHBIE 00CIIeI0BAHUS,
BKJII04ast GYHKIIMOHATIBHOE TECTUPO-
BaHUe JIETKUX, TECTHPOBaHMUE C Ha-
I'PY3KOH.

TpancropakasnbHasa OXxoKI'- He-
WHBA3UBHBIN METOJ, IUAaTHOCTUKH
JIAT, KOTOpPBIH ITO3BOJISIET HE TOJILKO
OIIEHUTD YPOBEHB CUCTOJINYECKOTO
JlaBJIEHUS B JIETOYHOH apTepuu, HO
TaK>Ke CyIUTh O IPUYUHAX U OC-
JIOKHEHUAX MOBBIIIeHUS JIaBJIeHUA
B MaJIOM KpyTre KpOBOOOpAIIleHUs.
30JI0THIM CTaHAAPTOM /17151 BepUpuU-
Kalluy JUarHo3a ABJjseTcsa KaTeTe-
pu3saius NpaBbIX OTAEJOB cepAlia

¢ TOYHBIM U3MepEeHNUeM JIaBJIeHUA

B JIETOYHOM apTePUH U OIIPe/IeIeHU-
eM cepZieuHoro BeiOpoca. B mpormecce
JINaTHOCTUKY Bpay JIOJI’KEH oIIpeJie-
auTh BapuaHT JIAT y nanueHnTa u, co-
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OTBE€TCTBEHHO, OIIPEAEJINTD, KaKkou
THUII JICUEHU A €My ITIOAXOJUT.

JIEYEHME

XoTs JIeroyHas apTepuasibHasl TUIIEP-
TEH3WA He MIO/ITAETCS TIOJTHOMY 13-
JIEYEHUIO, B IIOCTIEHEE JECATUIIETHE
JIOCTUTHYT 3HAUUTEJIFHBIN IIpOrpece
B UBy4YeHHUU 3a60J1eBaHUs. DTO IIPU-
BEJIO K CyIIIECTBEHHBIM YJIyUIIIEeHU M
B ero yieueHnH. CoBpeMeHHasi Tepa-
A TENEPH MTO3BOJISAET MAIUEHTAM
BBIZIEPKUBATH O0JIee IJIUTeIbHbIE Ha-
TPY3KH U YIYUIINTh KAYeCTBO KU3HU.

BoIBIIMHCTBO MeINKaMEHTO3HBIX
c110co00B HAIIPAaBJIEHO HA OCTAHOBKY
UJIY CHUKEHHUe HHTEHCUBHOCTHU IIPO-
IIECCOB, KOTOPBIE IPUBOJIAT K OJIOKH-
POBKeE JIETOYHBIX apTepUH U IMOBHIIIIEe-
HUIO /1aBJIEHUA.

PasHbIM JTI05IM TPEOYIOTCS pas-
JINYHBIE METO/IbI JIEUEHHU I, [I03TOMY
paspabaTheIBAIOTCS U alIPOOUPYIOT-
s HOBBbIE BUBI JIeKapceTB. MTHOTA
Bpayvy [IPOMKCHIBAIOT JIBA U JaKe TPH
crenudUUeCKUX IIpernapara, eciau
IIpUMeHeHUE TOJIBKO O/THOTO 3HAUH-
TEJIPHO He YJIy4IlaeT COCTOSHHUA.

OnHUMU U3 caMbIX 9O GEKTUBHBIX
npenapatoB npu JIAT aBasmoTcA
AHTarOHUCTHI Y9HAOTEIUHOBBIX
penenTopoB. OHU ITOMOTAIOT pac-
IIUPUTHh KPOBEHOCHBIE COCYbI U CHU-
3UTH IIPUPOCT MBIIIIETHON MaCCHI

B HUX.

Tak:ke OJTHUM U3 PACIPOCTPAHEHHBIX
METO/IOB TEPATINHU B MUPE SIBJIAETCS
Oa/IITOHHasl aHTUOILJIACTUKA.
EcTh OCHOBaHWA 10JIaTaTh, YTO BCKO-
P€e OHa COCTaBUT 3/I0POBYI0 KOHKY-
PEHIINIO MEeTO[aM JIEKapCTBEHHOM
Tepanuu. JlTHarto3 «JerouHas apre-
puaJibHAs TUIIEPTEH3US» HE JOJIKEH
TIOMEIIATh MAIUEHTAM BECTH ITOJTHO-
[IEHHYI0 aKTUBHYIO )KU3HB, II0KA 3TO
He BBI3BIBAET OO0JIEBBIX OLYIIEHUH
WJIH PyTUX pobsiem. OfHaKO YemM
TsKeJIee CHMIITOMBI, TEM MeHbIIIe
BO3MOKHOCTH MalUeHTOB. [loaToMy
HAaJI0 ITOTUEPKHYTH €ellle pa3: KpalHe
BaKHO BHISBJIEHUE OOJIE3HU HA PaH-
Hel craauu — s 6ostee 3dpeKTus-
HOTO JIEYeHUsI 1 JIyYIllero KauecTBa
JKUBHU.
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JIETOUHAA APTEPVAJTIbBHAA TUTTEPTEH3NA

OpbILLKa
OCOBEHHO Npwu
bnsmnyeckom
HaMPSAXXeHUN

O6MOpOKH
(cuHkone)

OTeK HoTr
NNV NoabiXKekK

WHOOPMALIMOHHAS NOAREPXKA

MesxryHApOAHBIE OPTraHU3AINH, CBSI-
3aHHBIE C JIETOYHOH apTepHabHON
TUIEPTEH3UeNn:

» EBpomneiickuii myJIbMOHOJIOTHYUE-
ckuit oy (MHbOpPMAIUS HA cCaliTe
STOU OpraHU3aIuy UMeeTCs U Ha
PYCCKOM $3BIKE)
http://www.europeanlung.org/ru;

* AMepuKaHCKas accolHaIus
o JIAT
https://phassociation.org;

o MEK/IYHAPOAHBIN IIOPTAJI IO PeJI-
KUM 00JIe3HAM
www.orpha.net;

* eBpOIIelicKas Opranu3anus, 00b-
eZIMHSIONIAs TAITUEHTOB C Pas-
HBIMU PeJIKUMHU 3200JI€EBAHUMH,
EURORDIS

www.eurordis.org.

OBLUECTBEHHBIE OPTAHU3ALIMKN
N ®OHAbI POCCUH

JIAT (upuonaTudyecKkast) BXOJUT

B [TIepevueHb peaKux (0pdhaHHBIX)
3a00JIeBaHUM, JIeUeHHE KOTOPHIX
MIPOBOJIUTCS 32 CUET CPEJICTB PETHO-
HaJIbHBIX OIO/[?KETOB, TAK YTO A1~
€HTBI UMEIOT BO3MOKHOCTD JIEUUTHCS
B Poccum.

OZHaKO CyIIECTBYIOT IPOOJIEMBI

¢ kiraccupukanueii JIAT, moaTomy
MaryeHTaM ¢ TAKOH peskoi ¢hopMoi
JIAT, kak XpoHHUYecKas TpOMO03M-
Oosyueckas JIerouHas THIepTeH3us,
HHOT/IA OTKAa3bIBAIOT B JICYEHUU.

IToMOYb MOYYUTD JIEYEHHE, TIOBBI-
cUTh HH(POPMHUPOBAHHOCTH 00IIIE-
CTBa O peIKUX O0OJIE3HAX, a TAKIKE
JIOOUBATHCS TIPOJIBUKEHU S 3aKOHO-
JIaTeIbHBIX MHUITHATUB B 00J1aCTH
opdaHHBIX 3a00/IEBAHUN MOTYT
00I1IeCTBEHHbBIE OPTaHUBAIUH.

Kawenb,
COaB/EHHOCTb
nnn 6onb B rpyau,
OCOBEeHHO Npu
br3nyeckmnx
Harpy3kKax

MNynbc
yyalleHHbIN
NN NPEPbIBUCTbIV

CnabocTb,
YTOMIAEMOCTb,
FOTOBOKPYXKEHMe

INayuenmcxue
opzaHu3auyuu, 6 KOmopuvie
MOICHO OOpamumuves

8 Poccuu

Bcepoccuiickoe 001ecTBo
opdaHHbIX (pegkux) 3a60-
JIeBaHUI

Nwmeer rpyniy o 60ne3uu JIAT.
Taxske Ha caliTe OpraHU3aIUN
www.rare-diseases.ru Mo>KHO
60J1ee TOAPOOHO 03HAKOMHUTHCS
C IeITEeILHOCTHIO O0IIeCTBA,
HaIlmnucaThb NUCbMO, IIPOYUTATDH
JKyPHAJI O PeIKUX O0Ie3HAX.

ByraroTBOpuTEIEHBIN (POH/T
«Hatarmra» — momoIp naiueH-
TaM C JIESTOYHOH apTepuaIbHOU
runeprensueit (JIAT)
http://fondnatasha.com
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IKCIIepPTHI OT-
MeYaloT, 4TO
KasK/[bIH Imamu-
eHT ¢ JIAT yHu-
KaJieH. PasHble
¢opmsbl 60s1e3HI
HMEIOT pa3Hoe
TIPOUCXOXKe-
HUe U HyK/JJaI0T-
cs1 B PA3HOM Jie-
YeHUHU

Tloka TouHo He
YCTaHOBJIEHBI
TIPOIECCHI, KOTO-
pBblI€ 3aIyCKaoT
pasBUTHE [1ATO-
JIOTUYECKUX U3~
MEHEHWH B Jie-
TOYHBIX COCY/IaX
IIpU PEIKUX
dopmax JIAT

34 | PEIKVE SABOTEBAH/A BSPOCTIbIX

YTO AENATD, KOrAA ANATHO3
YCTAHOBJNEH

HOlar1
Co0parh IOKYMEHTBI.

1. Beinucka u3 MeJIUIIUHCKOTO YUPeXK-
JIEHUA CO CJIETYIONTAMU JJAHHBIMU:

e UarHO3 OCHOBHOIO 3a00JieBa-
HuA (yKazaTb Koy 3a60J1eBaHUS IO
MKB-10);

 Ha3HaYeHue mpenapara (yKasarh,
YTO [penapar ABJIseTCS JKU3HEHHO
HEOOXOMMBIM U He IOJJIEKUT OTMe-
He UJIU 3aMeHe);

* YKa3aTh 00'beM U PEKUM BBEZIEHU S
IIperapara;

» HanpaBJyienue Ha MC3 14 ycra-
HOBJIEHU S TPYIIIBI NHBAJIU/THOCTH IO
MECTY KUTEJIbCTBA.

2. O0s13aTeIPHO HAJTUYIUE TPOTOKO-
JIOB BpaueOHBIX KOMUCCHUH U KOH-
CUINYMOB (IIPOBOJATCA 11O MECTY
JKUTesIbCTBA U B DesiepaibHOM y4-
peX/IeHun).

IIIar 2

Ilepemaua makeTa JOKyMEHTOB
JieyaieMy Bpauy 0 MeCTY KH-
TeJbcTBa (MOJIMKINHUKA, Tepa-

A

TIEBT), T/ie B aMOYJIaTOPHOH KapTe
JTOJI>KHBI OBITH 3aDUKCHPOBAHBI

BCe PEKOMEHJAIUH CIIEIIaTHUCTOB.
JlaJjiee IOJIMKJIMHUKA JIOJI?KHA CAMO-
CTOSITEJIPHO OTIIPABUTH 3aBKY B Mu-
HHUCTEPCTBO 3/IPAaBOOXPAHEHU WU
JlellapTaMeHT BaIllero PEeruoHa.

IIlar 3

CaMoCTOATEIHbHO OOPATUTHCS

B OpPraHbl 3I[PAaBOOXPAHEHUA pe-
ruoHa (k 06paIeHu0 HeoOXOIMO
MIPUJIOXKUTH BCE METUI[MHCKHE JIOKY-
MEHTBHI, IOJIyYeHHbIe B (he/lepaibHOM
[EHTPE U MOJIUKJIMHUKE).

IIar 4

IMonyuynTh MOATBEPIKACHUE

0 BKJIIOYEHHUU MalHEeHTa B pe-
THOHAJIBHBIN cermeHT deae-
PAJBHOrO perucrpa mo peJKumM
(opdaHHBIM) 32a00I€BAHUAM
(maHHBIE IIOAET HOJMUKJINHUKA,

U B Ka’K/IOM PErHOHE €CTh CBOM OT-
BETCTBEHHBIN 34 PETUCTP TVIaBHBIN
BHEIIITATHBIN CIIEIIUAJINCT).

IITar 5

EcJu BbI MOJIyUYHJIH OTKA3,

TO CJIEAyeT HAIHNCATh IIUCHMO

B Pocaapasuaasop, Munucrep-
CTBO 3apaBooxpaHeHus P®, 06-
CYK/IaTh JaJIbHEHIIYI0 TAKTUKY
C IOPUCTOM M IIPEACTaBUTEIIMU
O0IIECTBEHHOM OpraHu3aIuu. !
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JluarHoctuka 3a-
TPYAHSETCS TEM,
YTO HPUBHAKH
CXOZSITCS C CHM-
MITOMaMU JIPYyTUX
Cep/IeuHbIX U Jie-
TOYHBIX 3a00JIe-
BaHUN

ITanmuentam

¢ penkoi ¢dop-
Mot JIAT

(c xpoHHUUECKOH
TpoM603Mb6OIH-
YeCKOU JIerou-
HOH TUTIepTeH-
3ueit) nHoTIa
OTKa3bIBAIOT

B JIEYEHU U
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HacaedcmeeHHble Helipomema-
0oauueckue 60.1e3HU IOHOW e-

CKO020 U 863P0OCA020 603pacma
Asmopbt:
Pyodenckasn I E., Baxaposa E. IO.

Buoauomexa
Bpaya-

cneuuaaucmnma
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B 2018 200y 8biuuna kHu2a, noc8aWeHHas
pedxum 601e3HAM, NPU KOMOPbLX cmpadaem
HepeHas cucmema, a 60.1e3Hb NPOABAAEMC
8 No30HeM go3pacme

MHorue 60j1e3H1 00MeHA 0 Mepe
Pa3BUTHS METO/IOB MEAUIIUHCKOM Tre-
HETUKU U3 KATETOPUU «JIETCKUX» TIe-
PelLIN BO «B3pOCyo» rpymiry. He-
KOTOpPBIE M3 HUX HMEIOT CUMIITOMBI,
OTJIMYHBIE OT TIeIUATPUUIECKUX HOPM
WJIM YPE3BBIYAHHO «MATKUE» KJIH-
HUYECKHE CUMIITOMBI, IO3TOMY ILJIO-
X0 PACIIO3HAIOTCA BpaYaMU.

Kuura nocssmena HeiipomeTrabo-
JIMYEeCKUM 00JIe3HAM — HaCJe/l-
CTBEHHBIM 00JIe3HAM 0OMeHa
BEIECTB ¢ U30HUPATEIbHBIM HJIH BE-
IYIUM [TOpakeHreM HEPBHOH CH-
CTeMbI. 3HAUUTEJBHYIO JT0JTI0 DTOH
IIATOJIOTUHU COCTABJIAIOT MO3THUE
(opMBI ¢ HaYAJIOM B IOHOIIECKOM

U B3POCJIOM BO3pacTe.

ITo3aHMEe HeHpoMeTab0TUUECKIE
00JIe3HH, OTJIMYAOIHECT OCOOBIM
KJIMHUYECKUM MHOrooOpasuem, ana-
THOCTUYECKUMU TPYAHOCTSIMHU U He-
TIOJTHBIM BBISIBJIEHHEM, HEJIOCTATOYHO
W3BECTHBI BpauaM, KaK U COBPEMeH-
HbIE BOBMOKHOCTH T'€HETUYECKOH 1a-
THOCTHKH. ABTOPBI 0000IITNITH JaHHBIE
JINTEPATYPHI ¥ OOJIBIION COOCTBEHHBIT
OTIBIT KJIMHUKO-71a00paTOPHOM Jua-
THOCTHKU IIUPOKOTO KPyTa HO3[HUX
HelipoMeTaboInuecKuX 60Ie3HEH.

W3paHue npejHa3Ha4eHO HEBPOJIO-
raMm, reHeTHKaM, a TAaKKe Bpauyam
CMEXKHBIX CIeI[NaIbHOCTEeH — IICUXU-
arpam, opTaIbpMoJIOTaM, SHJOKPHU-
HOJIOTaM, KapJIH0JI0TaM, CypA0JIoraM
U IPYTUM CrieuaicTaM. |
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Camblil OTArYaIoOLLA CUHOPOM
NpW NIErO4HOW apTeprasibHOW ,
rMNepPTEH3UN cerogHsa — 310 OJIMHHE
OIOPOKPATNYECKNIA My Tb OT NOSABIIEr
CYMMTOMOB [0 Havasa Tepanim.

.l PEIKHE 3H/I/IBPOCCI/II/I e
: ' 4
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Bce nauunaemecs
C OAbILUKMN...
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— Hamaava AHamoavesHa,
ne20uHan apmepuansbHan 2u-
nepmeH3us — 3mo, 6 meopuu,
HacaedcmeeHHoe 3aboaesanue?

— J1a, cyIIecTBYIOT OIIpe/ieJIEHHbIE
reHeTHYeCcKHe MyTaIllu, KOTOpble
npuBOAAT K Hemy. Ho, ¢ apyroii
cropoHsl, JIAT (necouHas apmepu-
anvHas sunepmensus. — Ped.) Ha3bi-
BaeTCs UUOMATHYECKOH 00JIe3HDIO,
TO €CTh IPUUUH €€ ITOABJIEHU MBI He
3HAaeM, TaK 4TO 3a00JIeTh €l0 Teope-
THYECKU MOJKET JIFOOOM.

Knaccuduramnus JerouHon apre-
pUaIbHOM TUMIEPTEH3UH BKIIIOYAET

B cebst oueHb MHOTO O0JIe3HEH, TOU-
Hee — MPUYUH, 10 KOTOPHIM OHA BO3-
Hukaert. Ciofia BXOAAT 00JIe3HU Cepi-
114, JIETKUX, COEJUHUTETbHON TKAHM.
KoneuHo, ecsiu 6paTh HACTOJIBKO
mupoko, JIAT y2ke niepectaet ObITh
penkoii... Ho korga Mbl TOBOPUM IIPO
PEIKOCTD, TO HOJ[pa3yMeBaeM UMEH-
HO UIUOIIATUYECKYIO TUIIEPTEH3UIO.

Kax pacnosnams ne2ounyro apmepuaabHyio
a2unepmen3auro? Hackoavko ae2ko noayuumoy
JleueHue u Kkaxue npobaembl 0Cmarmes

8 amotl cghepe? Ha amu 8onpocwvl HcypHay
«Pedxue 6oae3nu 8 Poccuu» omsemu.aa doueHm
kagedpuvl nyabmoHoao2uu Ilepsoz2o MI'MY
umeru CeueHosa Munadpasa PP, 3asedyrowas
sAabopamopuetl UHMeHCUBHOll mepanuu

u OvlxamevbHotll Hedocmamourocmu HUH
nyavmoHono2uu ®MBA Poccuu, kaHouoam
MmeduuuHckux Hayxk Hamaava Llapesa

— MHo2ue opgarHvie 3a6oae-
8aHUA BbLLABAAIOMCA CAOHCHO.
JIAT He uckaroueHue?

— Jla, oco6eHHO Ha HaYaJIbHBIX DTa-
Iax, KOrzia 1o 60JIbIIOMY CUETy HET
HUKaKUX IPOABJIEHUHN, KOTOpBIe

OBl OIIpe/ieJIeHHO yKa3bIBaJIN Ha
6osie3Hb. Takye CHMIITOMBI MOTYT
COIIPOBOXKZATH U ZIpyTHe 00Ie3HN:
4JeJsioBeKa HAYWHAET OECIIOKOUTH I10-
CTEIeHHO HapacTaolas OAbIIIKA —
cHavasIa Ipu O0JIbIINX GU3HIECKUX
Harpyskax, HIOTOM IIPH OOBIYHBIX.
Hanpuwmep, Bo BpeMs Xoas061. MoryT
OBITH OOJTU B CEPATIE.

— O0blWKY KYPUALWUKU MO2YM
ceazbleambw € KypeHuem, noa-
Hble aou — ¢ eecom. Hado au
udmu npogepamvcs, ecau, Ha-
npumep, Kypuwus 10 Aem u no-
asuaacy oovuuuka?

— O6ga3aresnbHO. ObIIIKa — JKejes3-
HBI# ITOBOZ| 06PATUTHCA K Bpady. ITO

TPO3HBIA CHMIITOM, KOTOPBIH Tpeby-
eT pa3buparebCcTBa.

— Kypenue modxcem 6uims 00-
HOUl U3 NPUYUH 1€204HOUL 2U-
nepmensuu?

— Besycii0BHO, 0COGEHHO eciu Ky-
PUJIBIIUK ¢ 60JbIINM cTakeM. Ho
CHayvaJia MOSIBJISIETCA XPOHUYECKas
00CTpyKTUBHAsI O0JIE3HD JIETKUX,

a II0TOM OHA OCJIOKHSIETCS JIEroY-
HOU runepreHn3ueil. He Bcerja u He
y BCEX, HO B OOJIBIIIOM IIPOIIEHTE
CJIy4JaeB.

«BPAYM Y)XXE BOJIbLUE 3HAKOT 0b
OP®AHHBIX 3ABOJIEBAHUAX>

— Hmaxk, ooHapycums 2unep-
MEeH3UI0 CA0HCHO. A ecau 3Ha-
ewb, Mo UMEHHO UCKaAMb?

— Torna nerye. CyliecTByeT onpe-
JleJIeHHble CKPUHUHTOBBIE METOBI,
B [IEPBYIO OUepe/ib HXOKapuorpa-
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Eie cemb-ecaThb
JIeT Ha3aJ, MbI BO-
o0b111e Masio 3Ha-
11 06 2T0M 60-
ne3uu! He 6110
HU KJIUHAYECKHX
HUCCJIeIOBaHUH,
HU JIEKAPCTB...

OrmnpeneneHHO
[PUYUHBI [TOSIB-
JIEHU S JIETOYHOU
apTepruaIbHON
TUTIePTEH3UH He-
TMOHATHBI, TAK
4TO0 3200JIETH €10
TeOpeTUYECKU
MOKeT J1I000M

YesnoBeka HaUU-
HaeT 6eCroKo-
UTb IIOCTENEeH-

HO HapacTaoIas
oxbiika. CHava-
J1a Ipu 6OJIBIITNUX
¢usnyeckux Ha-

rpy3Kax, I0TOM
IIpY OOBIYHBIX.
Hanpuwmep, Bo
BpeMsI XOZb0BI

IMocuneHasa u-
3uvecKas Ha-
rpysKa Ianu-

eHTaM JlaKe
moJie3Ha

dus. [laxke ecyiu yeJI0BeKa HUYETO He OE€CIIOKOUT, OIIBIT-
HBIH CIIENMAJIUCT IPU UCCIIEAOBAHUY BBISIBUT HAPYIIIEHU ST
KOHKDPETHBIX IIOKa3aTeJIeld U MOXKET CKa3aTh, UTO y MaIU-
€HTa, CKOpee BCero, JIEeTOYHAa A TUIIePTEH3UA.

— Ho acezda au cneyuaaucmst umerom docma-
MouHble ONbIM U KeaAUPHurayuro, YMoodvL OOHa-
PpYydxcums pedxoe 3aboresanue?

— Curyanus MeHsIeTCs B JIYUIITYIO CTOPOHY: BPauH yiKe
Goutbliie 3HAIOT 00 opdaHHbIX 3a60s1eBanusax. Ceituac
CYIIIeCTBYET MHOT'0 MHDOPMAITHOHHBIX HCTOUHUKOB,
MIPOBOAATCS CIIeUaIbHbIe ceMUHaphl. THOT 1A TaKe
KpEH B CTOPOHY I'UNEPUarHOCTUKH, TO €CTh K HaM IIPU-
CBLJIAIOT YeJIOBeKa ¢ nozo3peHueM Ha JIAT, a ee He BbI-
ABaserca. Ho 3To jydlile, yeM HeZIOT/IAZETh. A BeJlb ellle
CceMb-ZIeCATD JIEeT Ha3a/ Mbl BOOOIIEe MaJIo 3HaJau 00 3TOU
6oJsie3nu! He ObIJI0 HU KJIIMHUYECKHUX UCCJIEIOBAHUH, HU
JIEKapCTB...

— Kax aeuumcesn 604e3Hb?

— Bo Bcem Mupe mpuMepHO ¢ Hayaa 2000-X Hayajaach
naroreHeruyeckas tepanud. B Poccun npenaparsl no-
SABUJINCH B KOHIIE 2000-X. CyIiecTByeT HECKOJIBKO KJIaCCOB
TaKUX [IPeNapaToB, ¥, YTO OYeHb BAXKHO JIJIsI 00ecIieueHus
UMH, Bce 3apeructTpupoBaHnsl B Poccun. Tak uTo cerogus
HaIll¥ NaeHThl HUUeM He OTJIMYAI0TCA OT HaIUEHTOB

BO BceM Mupe... [[ToMHUMO 3TOTO0 CyIIecTBYIOT 00IIH1Ee PEKO-
MeH/IaI[uu 1o 00pasy KU3HHU, 110 JO3UPOBAHUI0 hU3UYUe-
CKUX HATr'Py30K.
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— Bce-maxu gpusuueckue Ha-
2py3xu pa3peuteHst?

— Ecyiu cocTossHME TI03BOJISIET U Ue-
JIOBEK HAXOJUTCA IO/ XOPOIIIMM Bpa-
4eOHBIM KOHTPOJIEM, OO€ecIIeueH Ipe-
rmapataMu, TO (pU3HUYECKHe HarPy3KU
Jlake 1oJIe3HbI. MbI HE TOBOPUM IIPO
OJTUMITUUCKUE PEKOP/IBI, KOHEUHO,
HO IIOCUJIbHYI0 GU3NUECKYI0 HAaTpy3-
KY JIIOJTH UMETh JIOJIKHBL. B Mupe
CYILIECTBYIOT JasKe IIPOrpaMMbl
peabumuTanuu, YToObI MOBBIIIATH
TPEHHUPOBAHHOCTH marueHTos. Ho

B Poccuu Takue mporpaMmbl IoKa
MaJjio pa3BUTHI.

— IlozeoaeHo au navueHmam
nymewecmeoeamb?

— Jla, HO IIUTe IbHBIE ITepesieThl (60-
Jiee IBYX 4acoB) MPOTHUBOIIOKA3aHBI.
Eciiu marnueHT B crabUIbHOM CO-
CTOSIHUM, TO MOKET JieTeTh. TOIbKO
HaJi0 yOeIUTHCS, YTO Ha BO3AYIIHOM
Cy/IHE MEETCsI UCKYCCTBEHHBIN KHC-
JIOPOJ Ha CJIy4Yai HEOOXOTUMOCTH.

— To ecmv, no cymu, cmpaodaro-
wue smum 3a60.1e6aHUEM MO-
2Yym Jcumsv 00bIMHOIL JHCUSHBIO,

RARUS PEJKUE BOJIE3HU B POCCHUU
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HecMOmMpAa HA MO WMo 60.1e3Hb
omHocumecs k pa3paoy jHcu3He-
yzpoxucarowjux?

— Jla, HalIu NaueHThl MOTYT KUTh
IIOJTHOIIEHHO. V1 TaKMX IPUMEpPOB
MHoro. [TanueHTCcKre OpraHu3anuu
IIPOBOJIAT MEPOIPUATHSA, HEKOTO-
Ppble SHTY3HaCTHI 1ake B MapadoHax
yuacTBy1oT! Ho, moBTOpIOCH, B YCTIOBU-
SIX XOPOIIIET0 Bpa4yeOHOT0 KOHTPOJIS
Y IPAaBUJIBHO 110ZI0OPAHHOTO JIEYEHHU L.

TEPAMNNIO 3ATATMBATb HENIb34

— Y mnozux opghannuxos cxo-
JHcue npodaemvl: 601e3Hb CA0NHC-
HO 8blABUMDb, HE 8Ce20a XOPOouwo
obecneuusarom aexapcmaamu
u oueMdb 00.12an yenouxkda om no-
cmaHoeku ouazHo3a 00 NoAy-
yenusa mepanuu... Ymo, Ha eawt
832400, camoe ocmpoe?

— Tperuit myskT st Poccnu cambrit
60JIe3HEHHBIN — JIOJITUN OIOPOKpAaTH-
yecKuil myTh. Ho MBI — cIleIiua ncTsl
9KCIIEPTHBIX IIEHTPOB, IJIaBHBIE CIle-
nuaaucTel MuH3paBa, KapIHOJIOTH,
IIyJIBMOHOJIOTH, KaP/IHOXUPYPT'H,
PEBMAaTOJIOTH — OOIVMH YCUITUAMU
IIBITAeMCsI COKPATUTh 3TOT CPOK.

ITO TO, YTO HEOOXOAUMO PELIUTD

B IIepBYyIo ouyepe/ib. McceieioBanus
MIOKa3bIBAIOT, YTO YeM PaHbllle IPU
uauonarnuyeckou JIAT HauHeTcs
Teparmus, TeM BBbIIIE OyZyT Ka4eCcTBO
U IPOJIOJIXKUTEIBHOCTD JKU3HHU Ta-
nueHToB. OHU CMOTYT IIOJIHOIIEHHO
JKHUTBH, pab0TaTh, CO3aBaTh CEMbHU.

— A xax o6cmoum odbecneueHue
aexapcemeamu?

— IToCKOJIBKY 51 HE YMHOBHUK, MHE
CJIO’KHO OTBETHUTD Ha BOIIPOC, KaK
Besje. [IpobsiemMa B TOM, UTO IIpe-
mapathbl O4eHb JIOpOTro cToAT. Ha-
CKOJIBKO MHE U3BeCTHO, B MOCKBe
CUTyalus IpeKpacHasi, HaueHThl
MOJIy4YaioT JIEKAPCTBa, U I0CTATOY-
HO OBICTPO. B peruoHax oueHsb 1o-
paszHoMy. HaBepHOe, pernoHajibHbIE
BJIACTH TOKE MOYKHO IIOHATH, I10-
CKOJIBKY ZJa’Ke OTUH OOJIbHON MOKET
«CBHECTh» BECh OIOKET... ITOT BO-
IIPOC PETYJISPHO MOHUMAETCS Ha
Pa3HbIX YPOBHSX U, HAZIEIOCh, Oy/IeT
pellleH.
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— Kpome aexapcms yoice ceituac
npu JIAI' mo3cHO 3ameHuUmMb
aezxue?

— Jla, Ho IpuUMeHAeTcsA TaKOU Me-
TOJI, KOT/a McUepIaHbl Bce BO3MOXK-
HBIE pe3epPBbl Me/IUKAaMEHTO3HON
Tepaluy, TO eCTh KOT/[a MallueHT
HaXOJIUTCA HA MaKCHMaJIbHOH Tepa-
MY — IPUHHUMAaEeT OJ{HOBPEMEHHO
TPHU JIeKapcTBa U3 TPYIIIBI 1aTore-
HETUYECKOro JIeUeHHsd, a pe3yJIbTaTa
HeT. Torma BcTaeT BOIpocC O BKJIIOUE-
HHUU YeJIoBeKa B JIUCT OKUAAHUA Ha
TpaHCILIaHTanuIo jJerkux. B Poccun
3TO JIeJI0 I0BOJIBHO MOJIO/IOE U YacTO
yIupaeTcs B I1JIOXO Pa3BUTYIO JOHOP-
CKYIO CIIy3K0Y, TAaK 9YTO CPOKU OXKHUJA-
HUSA MOTYT OBITH OOJIBIIHE.

— 9mo dopozasn onepayun?

— B Poccuu GecriiaTHO. 9TUM 3aHU-
MaioTcs HCTUTYT TPaHCIJIaHTOJIO-
ruu umeHu lllymakosa u UHCTATYT
nMeHu CkindocoBcKoro. A 3a py-
6exKoM /1715l POCCUMCKUX Ipask/IaH,
HACKOJIBKO f 3HAI0, 3TO CTOUT JIEHET,
Be/lb B IIEPBYIO OUepe/ib OHU 3aHUMa-
I0TCA CBOMMMU TPaK/IaHaAMU.

— A cepdue He Hado nepecaxcu-
samv?

— B KakuXx-TO cayyasx UAyT Ha Iepe-
caJIKy KOMILJIEKCA «CEepATIe—IerKre»,
HO 00b19HO 11pu JIAT npo6siema
THE3/TUTCS UMEHHO B COCY/Iax JIer-
KHUX. A cep/le criocoGHO IPUXOAUTH
B HOPMY, €CJI JIeTKHe QYHKIMOHU-
PYIOT XOPOILIO.

C HAREX/0M HA BYAYLUEE

— Ecau umeemcsa nodo3peHue,
ymo JIAT — 3a60.1eeanue Ha-
caredcmeeHHoe, Modcem Obimb,
yenoeexky He cmoum 3agodumv
cemuro?

— WHoraa Mbl peKOMeH1yeM obcJie-
JIOBaHUE POACTBEHHUKOB. Ho moka
Takas paboTa BeeTCs He TaK MIUPO-
KO, KaK X0TeJIoCch Obl. McciieoBaHus
JTOBOJIBHO JTOPOTHE, TIOCKOJIBKY 3TO
JIOCTaTOYHO HOBasl, ”HHOBAI[MOHHA S
TexHoJiorus1. Kak u Bce CJI03KHOe, OHA
TpebyeT crienuduyuecKkux 3HaHU U

u 060pyOBaHUS.

IHauuenm
J0.JiCeH 3Hambdv
0 caoell
00.1e3HU

u pasoupamuvcs
8 Hell aywwue
100020
doxmopa.
HmenHo moz20a
GO3MOICHO
JdsuwiceHue
enepeo
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CeromHsa pocenii-
CKHe TaI[UeHThI
UMEIOT 3aperu-
CTPUPOBaHHBIE
Tpenaparsl JJis
JIeUeHU

IIpob6iema B TOM,
4To npenapa-

TBI OYEHB JIOPO-
ro cTtoAT. B Mo-
CKBe TTaI[HeHThI
MIOJIy4aroT Jie-
KapcTBa. B peru-
OHaX — O4YeHb I0-
pa3HoOMY...

ITo cnocob6HOCTH
repeHocUuThb pu-
3UYECKYIO Ha-
TPY3Ky cylie-
CTBYeT YeThIpe
PYHKIHOHATB-
HBIX KJjacca. [Ipu
CaMOM TSKEJIOM,
YeTBEPTOM, I1a-
[IHEeHTHI IIepe-
JIBUTAIOTCSA B Tpa-
HUIIAX KBAPTUPBI

BosbmuHCTBO
MAaIEeHTOB — aK-
TUBHBIE U Ha-
CTpPOeHBI 6OPOTH-
cs 3a )KU3Hb

— IIpasuavbHO AU 2 NOHUMAN0, HINO 2eHeTNUKA Wa-
2aem emecme c opdaHHbIMU 3aboaesaHuamu?

— CoBeplIIIeHHO BEPHO.
— To ecmb pa3eusasn 2eHemMuueckyio HayKy...

— Jla, mapaJiyiesibHO MbI Oy/ieM TOATATUBATH OpdaHHbIE
3abosieBaHus — Oyzem 60JIblile 3HATh, YMETD U CO37aBaTh
HOBBIE JIEKApCTBA.

— A 2eHemuka 3a Imo epema wazHyaa enepeo?

— BesycioBHo. Cefiuac mpaKTHYeCKH ITOJTHOCTBIO paciiud-
POBaH IeHOM, U MBI Y2Ke 3HaeM, U4TO eCcThb 3a00JIeBaHU A, KO-
TOPBIE YETKO OIIPeJiesIeHb TeHETHYECKUMHY HapyIIeHUAMU.

— Moscem au mot K020a-HUGYOb NpuUilmu kK momy,
umo, ecau y ue.n108eKda 8 20 n1em ooHapyHcumcs
CAOMAHHDBLIL 2€H, €20 MONHCHO OYydem 3ameHuUmbs HA
30opoeuslit?

— 4 mymaro, 9TO BOIIPOC ITYCTh AAJIEKOT0, HO PEaJIbHOrO
OyIyIIero.

— Ecmb au eéepoamuocms, wmo 6 daasHeinuem
JIAT cmanem usaewumovim?

— Ha nauHBII MOMeHT 60JIe3Hb HEeH3JIe4YnMa. 3a UCKJIIO-
YeHUeM, TIOXKaJIyH, OZJHOH (POPMBI — XPOHHUIECKOU TPOM-
605M00TTUECKOH JIETOYHOH rurnepreH3nd, korga JIAT
dopmupyercs nocsie nepeHeceHHON TPOMO0IMOOTHH.
[TanpeHTaM IPOBOAUTCA OIIEPATUBHOE JIEYEHHE: U3BJIE-
KaIOTCA TPOMOBI U3 COCYZIOB JIETKHX, X BO3MOXKHO U3JjIeue-
Hue. Uto kacaercs uauonaruueckoii JIAT, moka He onuca-
HO HU O/THOTO CJIy4asi BbI3ZIOPOBJIEHU I, HO MBI BEPHUM, UTO
B OytyIieM 5T0 Oy/ieT BO3MOXKHO.

NEPELUATHYB CTPAX

— Bam dosodumes Hab.odams 3a A100bmu, Ko20a
OHU MOABLKO Y3HAIOM 0 60Ae3HU U K020ad HAHUHA-
10m ceda npuemaemo HYecmeosamo...

— CHauaJia Bce UCIBITHIBAIOT CTPaX, 0COOEHHO MOJIO/IbIE
JIIOMY: OHU YUTAIOT B UHTEPHETE, YTO 00JIe3Hb HE JIEUUT-
csl, CMepTeJIbHA, BIIAJIAI0T B MAHUKY. XOTA Takas UHPOp-
MaIus y»e He coBceM BepHa. [loTomy Ha 3Tane nocra-
HOBKHU JIHarHO3a OYeHb BaKHA paboTa IICUX0JIOTOB: OHU
OOBSICHSIIOT, UTO YK€ UMEETCS TEPATIUS, KOTOPasi M03BO-
JISIeT ’KUThH IIOJIHOIEHHOM KU3HbI0. Y MEeHs eCTh MaljieH-
TBI, KOTOPBIE IPUIILJIIU C IOCTATOYHO CEPhEe3HOU cTa/iuei
3a00JI€BaHUSA U C TEX ITOP MPOKUIIH OoJIee 10 JIEeT.

— Ko20da cumyayus uameHuAacs 8 AYy+uLyro cmo-
pony?

— OKo0JI10 IATHU-IIIECTH JIET Ha3al, korga B Poccun mo-
SIBUJIMCH TTpenapathl. CerofHs uxX apceHas JOCTaTOUHO
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IIUPOK, ¥ HEKOTOPBIE MMAI[UEHTHI, Ube
COCTOSIHUE TOTr0 TpebyeT, oIydaloT
KOMOMHHMPOBAHHYIO TePAITHIO.

— Bce au nauuenmut mo2ym
ObiMb AKMUBHLI?

— ITo ctocoGHOCTH ITEPEHOCUTH
¢dusnueckyio Harpy3Ky CyIiecTByeT
yeThIpe GYHKIIMOHAJIBHBIX KJIac-
ca. [lepBoIii — cambIii Jerkui. I1pu
CaMOM TSKeJIOM, YeTBEPTOM, MaIlH-
€HTBI TIEPE/BUTAIOTCS B IPAHUIIAX
KBapTHUPBHIL.

Ho B 1ej10M OOJIBIIMHCTBO HaLeH-
TOB — aKTHUBHbIE€ 1 HACTPOEHbI 60-
pOThCs 3a JKU3Hb. BO3MOXKHO, TIOTO-
MY, 94TO Cpeu 3a00JIEBIINX HEPEKO
JIIOAU MOJIOZAbIE€ — OHU XOTAT XXKUTb,
paborars, pa3BuBarscsa. Ho u 3pe-
JIBle He CUIAT CcJI0Ka pyku. Jlymatro,
YTO B TAKOM HaCTPOe — HeMaJias 3a-
cyra o6pa3oBaTeIbHbIX IPOrPaMM,
Ha KOTOPbIX MBI CTapaeMCsA JOBECTU
MBICJIb, YTO HUYET O HE IIOTEPAHO.

A Bcerpa ropopuiia ¥ TOBOPIO, YTO
MMAIUEHT JIOJI?KEH 3HATh O CBOEH
6oJie3HU U Pa30UpPaThCs B HEM JIyd-
11e J1000ro oKTopa. FIMeHHO Toraa
BO3MOXXHO ABUXKEHHE BIIEpE/. Pas-
yMeeTcsi, BMECTE C BPauOM.

— A ecmb npumepul, Mo AU
00o0uUBaIOMCA SHAUUMEABHBLIX
ycnexoa?

— EcJiv TOBOPUTH O MOUX MAIIMEHTAX,
TO, HAIIPUMED, OJIUH MOJIOZION UeJsIo-
BeK U3 ACTpaxaHHU CTaJI YeMITHOHOM
ropo/ia 1o CTpesbbe 13 JIyKa, Ipu-
YeM ero JI0JIr0 He XOTeJIn OpaTh B KO-
MaH/y, HO OH JI0Ka3aJI, YTO CocobeH
H J1aske MOKeT ObITh srydrmum.

Texcm: Muxaua Iloaues
®omo: Baadumup AxceHoe
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Ecau mpyono AblllaTth

OmeemcmeeHHOCMb 3a 3Mmo Hecym
HE MOAbKO spavu, HO u 01002 cem

«MHo2ue
3a0o0aesaHuUn

CMAaMHoO8aIMCA
damarvHbiMU
nopou Auusb
u3-3a mozo,
Ymo ouaz2Ho-
crmupyromes
NO30HO»

Joboeb Hosukosa — doueHm xagedpbl
nyavmonono2uu PI10 Ilepsozo Cankm-
Ilemepbypacko20 MeQUUUHCKO20 YHUBEPCU-
mema umeHu H. 11. Ilasaoea, a makice KOH-
cyabmaHm-ny.1wmoHono2 Hayuno-uccredosa-
meAbCK020 UHCUMYMAa UHMePCMuUUUAAbHbLX
u opdamHbvlx 3abo1esaHull reckux. B uHmepsvro
scypHany «Pedxue 6oae3Hu 8 Poccuu» ona pac-
CKa3ana, ¢ KaKuMu npobaemamiu cmankuea-
1omces 8pavu npu NOCMaHoske 0uazHoO3d, noye-
MY U3 10 OOALHBLX AEKAPCIMBA NOAYHAOM TOAb-
KO YUemaeepo u 3avem NauueHmam HYyx#cHo bbimow
NpPoOUBHBLIMIU U AKMUBHbIMU

0 JIOWAASAX WU 3EBPAX

— Io606b HukxoaaeeHa, 0aeHO
68bl NPUWAU K U3YUEHUIO U Aeue-
HU0 NOOOOHLIX 3ab0aesamuil?

— Eme B 1980 rozy. f Toraa okoHUU-
Jla KJIMHU4YeCcKy1o opaunarypy HUN
IIyJIBMOHOJIOTUH, ¥ KaK pa3 B 3TO
BpeMs npodeccop Muxania Muxai-
s0BUY MIJIBKOBUY CO3/1aBAJT HAYIHYIO
mkoiy «HTepcTUInaabHble 32060-
JieBaHUsA Jerkux». Ceruac s 3aHu-
Matoch oppaHHBIMU 3200JIEBAHUSIMHU
JIETKUX, B TOM YFHCJIe UUOIaTHye-
CKHM JIETOYHBIM GUOPO30M, THCTHO-
IITO30M, aJIbBEOJIAPHBIM IPOTEUHO-
30M U PSIZIOM JIPYTUX 3a0071€EBAaHUN.

— 9mu 601e3HU A1e2K0 uIU
C/10MHCHO 8blABUMDb?

— ITo-pasuomy. Eciiu Bpau 3Haet
CHMIITOMATHUKY, TO BCET/a Jierue mo-
CTaBUTH AuarHo3. Eciu e oH He

3HAET, KaK1e BOIIPOCHI 33/1aBaTh, Ka-
KU€ CUMIITOMBI JIOJI3KHBI OBITH IIPU
Ka’k/IOM KOHKPETHOM 3a00JI€eBaHU U,
TO MAI[MEHT MHOTHE TO/IbI MOKET XO-
JIUTH OT JIOKTOPA K JIOKTOPY, ITO/IBEP-
raThCsl Pa3HOOOPA3HBIM HUCCIIEIOBA-
HUSAM...

— A ecau He 8blI8UMDb eospemasi...

— IIpeanosnoxum, mpu JIer0YHOM (pu-
Opo3e CTEHKU aJIbBEOJI CTAHOBAT-

cs 6oJiee IIOTHBIMHU. OTO IPUBOAUT
K HapyIIEHUIO HACHIIIEHU ST KPOBU

U TKaHe! KUCI0poZioM. boabHOH npu
(usmueckol Harpy3Ke HAUMHAET 3a-
JIBIXaThCH, TOSABJISAETCS OZBIIIKA.

— Kax ¢ amum 6opromcesn?

— Panbiie, 20—-30 jieT Ha3ax, Bcer-
Jla IpUMeH 11 TOPMOHBI. 1THOTIa
HUX IPUMEHSIOT U ceffuac, IOCKOJIb-
Ky UJUOTIATUYECKUH JIETOUHBIH H-
6po3 — 3TO TOIBKO o/1HA hOpMa U/TH-
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ONaTUYEeCKUX UHTEPCTUIIUATIBHBIX
ITHEBMOHUH, a UX HAaCUUTHIBAETC Jie-
BATH, U Bce peskue. U aTy, Apyre,
Jleyarcs TOpMOHAMHU. A IpU UAMONA-
THYECKOM JIeTOuHOM (ubpose rop-
MOHBI He 3 dEeKTUBHBL.

OHaKO HeJIaBHO MOSIBUJIOCH JBA
HOBBIX JICKAPCTBEHHBIX IIpemnapa-

Ta, KOTOPBIe OKa3bIBAIOT AHTUDU-
O6poruyeckoe neiicrsue. Ho oHH
O4YeHb JloporocTosuue... 1 mockosib-
Ky OOJIBIIMHCTBO HAIIIMX ITAI[EHTOB
CTAHOBATCA UHBAJIUAAMH, JJI HUX
3TO HENOJ'beMHBIE [IeHBI.

— U xax oHu reuamcen?

— WMHor/1a MOJIy4YatoT TaK Ha3bIBae-
MYI0 CHMIITOMATHYECKYIO TEPAIIHUIO.
Ho ue Bce. B Caukr-Iletepbypre, Ha-
IpuMep, HeIaBHO ObLJIO 0100PEHO
obecrieueHne YeThIPEX MAI[HEHTOB U3
JTECSITH.

— A Kax j}cuau maxue nayueH-
Mbl 00 NOABAEHUA HOBBLIX NPe-
napamos? 3advixaaucwv?

— Panblile OHM KWW, OHU YMUPAJIH,
oHU 3a/pIxasuch. KTo kak. He Bcer-
J1a 3ab01eBaHUE IPOTPECCUPYET ObI-
ctpo. OHO IpPOTEeKaeT NO-Pa3HOMY,
€CTb MaIUeHThI, KOTOPBIX MbI Ha-
6J1r0/1a€M U 110 30 JIET.

— IIo3eoasem ama 604e3HbL e-
cmu o0blUHOe cyuwecmaeosa-
Hue? Cradicem, umems cemuvlo,
yuumsca, pabomamuw?

— KoHeuHO, Bce HEMIPOCTO, BEIb 3TO
WHBaJIUAU3UPYIOlee 3a00JIeBaHUE. ..
CHauaJjia 4eJI0OBEK HE MOJKET, OITY-
CTHM, ITIOAHUMATHCA Ha IATHIN dTaX,
U 9TO elle Huyero. IIoToM He MOKeT
OBICTPO XOUTh. IIOTOM HE MOKET
JIIBUTAThCS BOOOIIE, U JlasKe IPUEM
ALY UJIH TIOBOPOT B ITOCTEJIH BbI-
3BIBAIOT OJIBIIIKY.

— MoocHo au makue nocaeo-
cmeua npedynpedums?

— Ecsn mocTaBUTH IMaTHO3 HA paH-
HeH cTaauu, Korja emre He chopMu-
poBaJicsa pubpPo3, TO ET0 MOKHO MIPU-
OCTaHOBUTH U YACTUYHO BBLIIEUUTD.
Ho tyT ecTs mpobsiema. KTo-T0 X0pO-
III0 CKa3aJI: KOT/Ia CJIBIIIEH TOIIOT KO-

IIBIT, OOBIYHBIE BPAYH AYMAIOT O JIO-
IIa/1AX, 2 Bpauu, 3aHUMAIOIIHECS
opdaHHBIMU 3200I€BAHUAMH, TyMa-
10T 0 3e0pax. To ecTh OOBIYHO /I0K-
TOpa CTaBAT AUATHO3bI, KOTOPHIE
Yalie BCTPeYarTCs, U 3TO Hepe/I-

KO IIPUBOJIUT K IUaTHOCTUYECKUM
OIInOKam.

— Hanpumep?

— IIy71bMOHOJIOTH B IOJIUKJIMHUKAX
CTaBSAT PACIPOCTPaHEHHBIE IHATHO-
3BI: THEBMOHHU A, ODOHXHUT, acTMA.
ITO ceffuac y HaC eCTh KOMIIBIOTEP-
Hast Tomorpadusi, KoTopasi Ipou3Be-
Jia PEBOJIIOIUIO B IIyJIbMOHOJIOTHH,
U MBI CTaJIM BUJIETH TO, UTO HE BU/IE-
s passie. [losBunuch kiaccudu-
KaIlu¥, BHISIBUJINICh HOBbIE (DOPMBI
3a00sIeBaHUM. A IPEXK/Ie CAETA0T
¢rooporpaduio, a Tam Tak Ha3bI-
BaeMBbIU JJUCCEMHUHUPOBAHHBIHN IIPO-
I[ECC B JIETKUX — PACIPOCTPaHeH-
Hble UBMEHEHU . B 3TUX CUTyaIusax
B 80% cilyuaeB yCTaHABIUBAIOT He-
MIPaBUJIBHBIHN JINATHO3 — JIBYCTOPOH-
HIOIO THEBMOHMIO, XOTA y aIleHTa
HET TeMIIepaTypbl, THOHHON MOKPO-
THI... 11 BOT 60JIPHOW HAUYMHAET IPU-
HUMAaTh aHTUOMOTUKU. MecsI-1Ba,
WHOT/Ia 3HAYUTEJIBHO JoJibie. [o-
TOM €ero IIEPEBOJAT B IPOTUBOTYOEp-
KYJIe3HBIH JIUCIIAHCEeD, I7Ie OITNO0Y-
HO CTaBAT yxKe Tybepkyses. C HUM
MaryeHTa HHOT/Ia HabJII0al0T To/1a-
MU, a Be/Ib BCe AHTUTYOEPKYJIe3HbIE
IIperaparsl JIOBOJIBHO TOKCUYHBI!

— U cocmosanue yxydwaemen?

— Koneuno, Be/1b 60J1€3HB IIpOrpec-
cupyeT. XOpOIIIo, UTO C IOSBJIEHH-
€M HOBBIX IIPEnapaToB K mpobyiemMe
MTOAKTIOYUIINACH (hapMareBTUIECKIE
koMmaHuu. OHU IPOJIBUTAIOT CBOU
JIEKapCTBA U OTHOBPEMEHHO IIPO-
BOZIAT OOJIBIIYIO OPraHU3aI[UOH-
HYI0 1 00YYaIOIIYIO IeSITeIHHOCTb.
Tak 4TO Bpauu HA MeCTaX CTAJIH y3-
HaBaTbh TAKUX MAI[MEHTOB, a 3HAYUT,
JINarHO3 HAUMHAET YCTaHABJIUBATHCS
paHbIlle U TOUHEE.

— Mo3cHO au MUuHUMU3UPO-
eamov cayHau HeNPasUAbLHLIX
ouazHo308?

— Bce 3aBucur ot 60s1e3Hu. Hanpu-
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Mep, UAUONaTUYeCKUH JIeTOUHBIH
(ubpos — aT0 3abosIEBaHNE, KOTOPOE
MpOSABJIsieTCs HecenubUIEeCKUMHI
CHUMIITOMaMU: CTONPOIIEHTHBIX Map-
KepoB HeT. JlerouHbiil pubpo3 He-
crenuduyeH U IIPOrPeCcCUpyeT MeJ-
JIEHHO, THOTZ]a He3aMeTHO. IloaTomy
He BCerJla BUHOBAThl Bpauu. BriBaer,
YTO HAI[MEHT obpalaeTcs Mmo3/Ho,
CBA3BIBAs OJBIIIKY C JIJIUTETHHBIM
KypEHUEM HJIH OKHPEHHEM.

— 3Hauum, Ha Imy 60.1e3Hb
MOIICHO NPOBEPAIMBCA 8 N0OOM
eo3pacme?

— Jla. Ho camoe ri1aBHO€, HIUOIIATH-
YeCKUH JIErOUHbIH GUOpPO3 BOZMOKEH
ceMelHbIA. [€HOB, KOTOPBIE IIepesa-
I0TCs1, HE BBISIBJIEHO, HO MOTYT 0OJIETH
ZiBa Opara, MaTh ¥ JI0Yb U TaK JlaJIee.
Hanpuwmep, MbI HabOJII0ZJa€M CEMBIO,
r/ie 3a00JIeBaHKEe BBISBJIEHO Y TPEX
cecTep, HO IPOTEKAET IT0-Pa3HOMY.

¥ mutajineti 61718, yBbI, MOJTHUEHOC-
HO Iporpeccupymomas dopma. /[se
JIpyTHeE cecTpbl HAOJIIOAAI0TCs y HAC
y2Ke OoJiee IIATH JIET.

— Kax cdenrams duazHocmuxy
6o.aee Guiempoit u MouHo?

— EcTb Takoe MOHATHE, KAK MYJIBTH-
JUCITUTLIMHAPHBIHA 1TOAX0/. MO3KHO
c/ie1aTh KOMIIBIOTEPHYIO TOMOTI'DaM-
MY, OMOIICHI0, HO HHOI/Ia Pe3Y/IbTaThl
STUX UCCJIEIOBAHNI HE JAI0T YeTKOU
kapTuHblL. Torma cobuparwTcs creru-
aJIUCTHI: yJIbMOHOJIOTH, PEHTTE€HO-
Jord, GyHKIIMOHAIUCTHI, MOpPdoI0TH
U TakK Jajee.

— Padu oonozo ueaosexa?

— KoneuHo, BeJIb 3TO KHU3Hb UYEJIO-
Beka!

— CA021cHO co38amb Makoil KOH-
cuauym?

— Ha ypoBHe Halllero yHuBepCcHUTe-
Ta HECJIOKHO. MHOIO JIeT Ha3a/| Takas
KOMaH/ja y Hac Oblya OpraHn30BaHa
U Bo3IJIaBJyieHa mpodeccopom Muxa-
nyaom MuxausosuueM MIbKoBIYEM.
Tak Ha3bIBaeMble KJIMHUYECKUE Pa3-
OGOpBI MPOBOJIATCS IBA Pa3a B HeZle-
JTIO — TI0 Mepe HeOOXOUMOCTH, B TPY/I-
HBIX ITUATHOCTUYECKHUX CIyJasX.
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BbIEOP BbIBAET TAXKEJ/IbIM

— O6ecnevusaem au 2ocyoap-
cmeo npenapamamu amy 2pyn-
ny zaboaesanuit?

— CerosHs OHO XOTs OBbI BXOLUT

B O/IHY U3 rpyII opdaHHBIX 3200-
JleBaHUH, y’Ke XOpOoIllo. A paHblile

U B IlepevHe He Ob110. 1 BaskHO, 4TO
aHTHGUOPOTHYECKUe IIperapaThl
BOIIJIN B CITMCOK JKU3HEHHO HEOOXO0-
nuMbIX. [IycTh He B desiepaIbHBI,
HO XOT# ObI B IIOJTHOMOYH S PETHIOHOB.

— Kax no ¢gakmy 60avHbLX 00e-
cnevuearm npenapamamu?

— Iloka Ha Bcex Cpe/iCcTB He XBaTaerT.
U HeT TOYHBIX KPUTEPUEB, KOMY Jia-
BaTb, a KOMY HeT. JlaBaTh MOJIOZO-
My 4YeJIOBEKY HJIH Moxuiaomy? Tomy,
y KOro O0JIbIlIe UBMEHEHUH, NN
TOMY, y KOT'0O PaHHAA cTaguA? A Mo-
JKeT OBITh, Ha pAaHHEH CTa UM BOOO-
IIle He Hy’KHBI IIPernaparsl, Beib OHU
UMeloT 1obouHbIe 3P HEKTHI.

— A kaxoe 3apyoexcHsblit onbum?

— Cy11ecTBYIOT MeXX/1yHapO/{HbIe
KOHCEHCYCBI I10 JIEUEHU 0, KJIACCU-
(ukanuu u pekoMeHJaluu 10 T1a-
rHocTUKe opdaHHbIX 3a00eBaHUH,
paspaboranubie EBponelickum pe-
CIHPATOPHBIM OOIIECTBOM U AMepH-
KaHCKHUM TOPaKaJIbHBIM OOIIECTBOM.
EBporeiickrie KOHTPeCChI TPOXOST
€7KETOJTHO, a B X paMKaX OpraHU-
3YIOTCS pa3INYHbIE KOH(pEPEHIIHH,
JIEKIIHH, IITKOJIBI 110 3a00JIEBAHU SIM.
3ameuy, 4TO IepBbId KOHCEHCYC TI0
HTUOTIATUYECKOMY JIETOUHOMY (H-
6po3y 66171 cHOPMYIUPOBAH €I1le

B 2000 ropay.

U c obecrieueHreM JIeKapCTBAMU TaM
nosyuire. Kak-To KOHCYJIbTHpOBaJa
IaryeHTa, KOTOPBIH *kuBeT U B [Tn-
Tepe, U B l'osnanuu, u B l'epmanuu.
U Bot B 'onytaninu emy He TOJIBKO
BBINIMCHIBAIOT JIEKAPCTBO, HO U IIPHU-
HOCAT ero Ha IOM. A y Hac IPUXOJUT-
cs1 60pOThCA 32 caMy BBIITUCKY...

— 9mom duazHo3 omHocam

K uucay pedxux. Ho Hackoavko
8 deiicmeumeavHocmu peoxka
pedxrasn 6oae3Hb? Kakoea cma-

mucmuka, cka3@cem, 6 maKom
60avwom 20pode, kak Cankm-
ITemepo6ypa?

— PeikM OHO CUMTaETCA, €CJIU UM
6oJ1eroT He OoJiee 10 UeJIoBEK Ha

100 ThIC. HacesieHudA. Y Hac B [Iutepe,
HaIpUMep, 3TO 500 YEJIOBEK.

MALUMEHT [I0OJXEH BbiTb BOEBbIM

— Bbl MHO20 Aem 3aHuUMaemecs
u3syueHuem opaHHnwvix 3abone-
eaHuit. Mo cHo au 2oeopums 06
yayuuweHuu 6 ouazHocmuke, ae-
yeHuu?

— HecomuenHo. Mory Ha3BaTh /iBa
MPOPBIBHBIX Iepro/ia. [lepBoIii CBSI-
3aH C BHEJ[PEHHUEM KOMITBIOTEPHOM
ToMOrpaduH, ¢ ee JOCTYITHOCTHIO,
BTOPOI — ¢ pa3pabOTKOM HOBBIX aH-
TUGUOPOTHUECKUX IPENApPaTOB.

— HHo20a Ho8ble uMNOPMHbLLE
npenapamuvt nodoazy peau-
cmpupyromesn 8 Poccuu...

— JTU IBa IIpenapara 3aperucTpu-
POBaHBI OKOJIO [IBYX-TP€X JIET Ha3a/l.
OpuH u3 HUX IIpojiaBasics B Uy,
U MTaI[UeHTHI BCEMHU ITPaBIaMHU U He-
MpaBJlaMHy IMOKYIIaJIN JIEKAPCTBO TaM.

— MooicHO au cka3amb, Hmo na-
yueHmst 6opromesn 6 00UHOUKY,
a He emecme ¢ 2ocydapcmeom?

— Yike He B OJUHOYKY. Y HAC U Bpa-
YU aKTHUBHBIE, U NTAI[UeHTHl TAKUMU

ECNN TPYOHO /IHILLUATE | 43

ctaHoBsATCSA. IIOCTOSIHHO 3Ty TeMy
MOJHUMAIOT CIEUAIUCTDI, CAMU
HalyedThl 00beJUHAIOTC B 00I1Ie-

CTBEHHbBIE OPTaHU3AIUH, B COIU-
aJIbHBIX ceTsax. U, keTaTu, MHOTOE
3aBHCUT B PeLIEHUH PObIeM —

Y JIMYHBIX, U JIJIS BCETO COOO0IIeCTBa
— OT aKTUBHOCTHU CAMUX OOJIBHBIX

U UX ceMel. DTO KaK B TOU IIPU-
CKa3Ke PO IBYX JIATYIIEK U MOJIO-
xo. Ecain HU4ero He ie1aTh, MOXKHO
¥ IorubHyTh. 3a KU3Hb HaJ10 60-

poThcA. !

Mnoeoe 3asu-
cum 6 peweHuu
npooéaem —

U AUUHDBLX,

u 012 ecez20
cooowecmaea —
om akxmue-
HOCMU camux
0O0AbHBLIX U UX
cemell

Texcm: Muxaua Iloaues
®omo: Baadumup AxceHos
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'Ha MMWJIJTUOH

He BbI10 HKaKOW YepTbl, KOTOPas
pasgenuna Obl XX3Hb Ha 40 U MOCTIE,
Kak 3TO 0BbIHHO ObIBAET Y OOSIbHbIX.
ﬁCTb MOJIHOLEHHASA XKIN3Hb 1 OOHO

" )KenaHvie — BbI3IOPOBETh

JJJJ LA

Avi 2 N
T
E BOJIEBHU B POCCUU |
o

WWW.RARE-DISEASES.RU



No/1(12)/ur0HB/2018

«f mpumiesn

B HOJINKJINHUKY
Jles1aTh
KapAuOTrpaMMy
JIJ1A BOEHKOMAaTa.
Bpauwu yBusgenu
YTO-TO CTPAILIHOE
U CKa3aJju, 4To
HA/I0 CPOYHO
JiesiaTh IX0»

«OmHAXKBI, TO/T-
HUMasCh IO
JIECTHUIIE,

s BAPYT
[IOYYBCTBOBAJI,
YTO MOBEM
JTaeTCs TAKEJIO.
"He BbIcnasics,
HaBepHOe"»

B utore psagom
OCTaJINCh CaMble
GJIM3KHUE APY3bs,

I10 MAJIbI]AM PYKHU
IepecyuTaTb

He 6b1710 HUKaKOH 4epThI, KOTOpasd
paszesua Obl )KU3Hb Ha JI0 U II0CJIe,
KaK 9TO OOBIYHO OBIBAET y OOJBHBIX.
o xpatinei mepe cam CoJIOBBEB Ta-
KOH 4epTHlI He IPOBOAUT. «fI Hu-
Korza cebs IJI0X0 He YyBCTBOBAJL.

U 60s1e3HB-TO BBIABUIIACH CIydaii-
HO», — pacckasbiBaet Cara.

T'ostoc y Hero xpunJiosar, 4eM-TO
HanoMmuHaet rosoc [llapanosa us
¢urpma «MecTo BCTpeUr U3MEHUTH
HeJIb35», KOTJ]a TOT OKa3aJics B JIOTO-
Be «YepHOH KOIIIKU».

«f mpuIIesn B MOJTUKJIUHUKY J1e-
JIaTh KapAOTpaMMYy JIJIsT BOEHKOMa-
Ta. Bpauu yBUIETH YTO-TO CTPAIITHOE
¥ CKasaJid, YTO HAJI0 CPOYHO /Ie1aTh
3xo (axokapduozpagus. — Ped.). Tlo-
exas B HayuHBIN IEHTP CepIevHO-
COCY/IMCTON XUpypruu umMenu ba-
KYJIEBA, ¥ OKA3aJI0Ch, UTO Y MEHS

B JIETOYHOU apTEPHH J]aBJIEHUE 150
npu HopMe 25. Pemmuiu esaTh 3a-
KPBITYIO OIIEPAIIHIo, CMEIIaTh BEHO3-
HYI0 KPOBB C apTEPUATBHOM U, TAKUM
00pa3oM, CHU3UTD JaBJIEHUE.

Camma, Torzia yyuBImuuics: B MOCKOB-
CKOU ToCyIapCTBEHHOU I0pUude-
CKOU aKazieMuu (cefiuac 3T0 yHUBEP-
CUTET), JOCPOYHO C/1aJI BCE 3aYETHI,
B TOM UHCJIE IO GUBKYIBTYPE, Ha
BCSKHU CIyJad B3sJI aKaJeMude-
CKUI OTIIYCK U C/IeJIaJl ONEPAIHIO.
CrycTsi HECKOJIBKO JTHEW OH y2Ke ObLI
JloMa, ZIJaBJIeHUe yIIaJio B IBa pasa.

Anexcandpy Coaosvesy 36 aem.

B ¢pegpane 2002 200a emy nocma-
suau duasHo3 «JlecouHas apme-
puaavHasa sunepmeH3us». Ismo
/1em OH NPaKmMu4ecku He 8blxo0un
u3 doma, NOMoMy 4mo 3aowvlxan-
¢ npu xo0vbe, ¢ onackotil ecmasan
U HaxaoHaaca. «yoasxka», coasau-
sarowas 20p.o, ocaabaa, ko20a no-
ABUAUCH HOBblE NPenapambl, U ce-
200HS51 OH MOXcem xoms Obl 2YAmb
6e3 o0bluKU

«XOYELLUb HA 3BEPECT? NOAHUMAMCA!»

IIposietena BecHa. Jlerom Caiiia ¢cbe3Au Ha Aavy, I7e Io-
CTOSIHHO TYJISJI, KyllaJics, KaTaJIcs Ha BeJIOCUIle/le, U Bep-
HyJsicsi B MOCKBY TOTOBUTHCS K yuebe. OmHaXK/Ibl, IOTHU-
Masich I10 JIECTHUIIE, BAPYT ITOYyBCTBOBAJI, YTO IOIHEM
naetcd Taxkeso. «He Boicmasicsa, HaBepHOe», — MOZlyMaJl
oH. Ho 3a mMecs11 Hapocsia afickast OfbIIIKa... CIIOPTUBHBIN
apeHb Telepb MIPOXOINJI MAaKCUMyM 50 MeTpoB. OcTta-
HaBJINBAJICS, BOCCTAHABJIMBAJI AbIXaHHE U IIeJI JaJIbIIIE.
U Tak moCTOSHHO.

Bosesnp Havasa nporpeccupoBats. Ho g Camu noutu
HUYET0 He UBMEHUI0Ch. «HaBepHOe, s caM HUKaKHe Yep-
THI HE IPOBOXKY, IIOTOMY YTO y MeHs ObLITH XOPOIIIKE Bpa-
uu, — pa3mbiiseT CosnoBseB. — HukTo He roBopmit: “Ber
[IOHUMaeTe, y Bac TsAKeJelInasn Hensyiedynmas 60J1e3Hb,
6ema. Kak BbI OyzieTe KUTH Jajiblie, HemoHsTHO . Hao60-
POT, MHE CKa3aJI{, YTO 5 MOT'Y JKUTb IIOJTHOLEHHOU JKU3-
HbBIO, HU B 4YeM cebe He 0TKasbIBasi». Kpome... pusnveckoi
Harpy3KH.

«Hy, kOHe4HO, 4TO-TO IOMeHAJI0ch. HanmpuMmep, f ces Ha
nuety. Ho B octasipHOM... [Ipodeccop ckazast: ecau Xo-
Yelrb, HogHuMamcsa Ha JBepect! Pazymeercs, 51 BpsAI JIu
651 nogHsIIcsA. Ho MHe GBLIO 20 JIET, ¥ 3TOT MOCHLII OBLT
OYEHb BAYXKEH».

Cairia He BIIaJI B JIelIPeccUio, He corres ¢ yma. OH pentui
3aKOHYHUTD y4eOy U KaxKJbIi JIeHb IOCeIall aKaJeMUI0,
He 1aBas cebe mobsiakek. Passe 4To MHOI/A, B CHJIBHBIE
MOPO35bI, Opast Takcu. CTyieHUecKas }KU3Hb TOXKeE II1J1a
cBOUM uepezioM. JIyira KOMITaHUK U TPO3a JIEBYOHOK,
Carria mpo0JI:Kasl ¢ HUMH aKTUBHOE OOIIIeHHeE.

Ho nocrenenHo kpyr cy:xkascs. «IIpusarenu, 3HakOMble
U ZIpY3bsI — celuac s Tak JIeJII0 BCeX JIIoeH, C KOTOPBI-
MH BCTpedarch, — roBoput Carma. — HasepHoe, 60J15-
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Cawua He gnaa

6 denpeccuio,
He cowea ¢ ymd.
Ou pewtun
3aKkoHuumb
yueoy

U Kadcouvlil 0eHb
nocewan
axademuio,

He dasasn ceode
noo.aacex

Mama, BOOPY>KEHHA s BHIITUCKAMK
13 IIOCTaHOBJICHHUH, I11J1a B 60K

JKuzub Tarbsanbl I1aBJIOBHEI CKaKkHYJIa
Ha rozipl Hazan. Eif npuniocs 6pocutsb
paboTy 1 CHOBA yXa)KUBATh 32 CBIHOM.
IIpodeccop mocoBeToBaT 1aTH
KpoOllleyKy... «Buarpsi»

«MBI Bce BpeMs ITpe6GBIBAJIN B CTpaxXe.
dusnyeckas Harpyska 6bLy1a IPOTUBOIIO-
KasaHa — Jja’ke He TYJIAIU, IOTOMY UYTO
HauMHaJIaCh OZBIIIKA»

Kaxkoe-To BpeM: IPUXOUJIOCH TIOKyIaTh
npenapar camuM. [lomorasnu Bce, KTO
MOT, — APY3bs, 6JIM3KHe, POJICTBEHHUKHU

«JIekapcTBa MPUXO/IUIIOCH

OyKBaJIbHO BHIOUBATH — MHUCATH

B MHOTOYHCJIEHHbIE HHCTAHI[UHU, 00UBATh
[IOPOTH BBICOKHUX U HE OYeHb KaOHHETOB,
BBICJIYIIIMBATh TOHHBI yITPEKOB»

IIUHCTBO U3 HUX ObLIU MPUATE MU
1, KOHEYHO, CTaJIN OTAAJIATHCS, BEAh
51 y3Ke He COOTBETCTBOBAJI TOMY 00Opa-
3y ’KU3HU, KOTOPHIA MbI Besu. fI He
MOT IIOMTH B IIOXOJI, HE MOT IIOHTH

B HOUHBIE KJIyOBbI Ha TAHIIBI, HE MOT
IIONTH Ha JIOJITHE IPOTYIKHU 10 Ha-
IIeMy JI0OUMOMY LEHTPY ».

B uTore psAoM ocTasiuch caMble
06IM3KHUeE APY3bsl, 10 aTbI[AM PYKHU
nepecyutarb. OHU U CETOIHA TO/I-
JIep>KUBAIOT OTHOIIIEHU A, BCTpeya-
I0TCS HA IPA3/JHUKH, CO3BAHUBAIOT-
ca apyr ¢ apyrom. i 36 jieT 3To
0OBbIYHAS UCTOPUS.

XH3Hb C NETNEMA HA LEE

Ecomu g Camm KU3HB Tak U OCTa-
Jlach CJIUTHOM, He pas/iesieHHO 60-
JIE3HBIO, TO JJIsA €r0 MaMbl, TaThsHbI
ITaBJIOBHBI, 3Ta YepTa ObLIa — elre
TOT/Ia, B 2002 roAy, Koraa B baky-
JIEBCKOM IIEHTPE eH cKa3aju, 9To 60-
JIe3Hb HEU3JIeYNMasi ¥ ChIH MIPOXKHU-
BET HEeJ0JITO.

OHa, ecTeCTBEHHO, HE TIOBEpUJIA.

«f Torza orBeTHIIa IPOdECCOpPY, UTO
DTOr0 OBITH HE MOYKET, — BCIIOMHHAET
Tarbsaua [TaBsioBHA. — MOH CBIH 3/10-
POB, BeJlb OH ke OeraJi, IpbIras, caa-
BaJI HOPMATHUBBI ¢ peKopzaMu. 1 mpo-
deccop ycrokous1 u cKasaji, 4To, eCJIN
ObI MBI IPUIILJIA K HEMY Ha TOJ] pAHb-
11e, 3Ty 60JIE3HB /Ja’Ke U He BhISBUJIH.
A K TOMY MOMEHTY y>Ke ObLIIO N3BECT-
HO BO BCEM MHUPE€, UTO 3Ta O0JIE3HB
KpaiiHe peikasi, efo 00JIeI0T MaKCH-
MyM 10 YeJIOBEK Ha MUJLJIUOH».

Penkast HACTOJIBKO, UTO, ITO CTAaTH-
CTHKE, U3 JIeCATU 3a00JIEBIIUX Jie-
BATH — JKEHII[UHBI.

Kusup TaTbanbl [1aBJI0OBHBI CKaK-
HyJ1a Ha TOABI Hazas. Eil mpuniock
OpocuTh paboTy U CHOBA YXaXKUBaTh
3a cblHOM. C 3TOro MOMEHTA OHA, 110
ee CJI0BaM, CTaJia KaK OpJINIA HaJT
opsienkoM. Hanpumep, korza Camia
OTIIPaBJIAJICA B UHCTUTYT, MaMa cJie-
JloBajia 3a HUM TalikoMm. OmHaK-

JIbI CBIH 3aMETUJI «XBOCT» M CKa3aJ:
«Mawma, ere pas yBHKY, Opoury Bce».

OHa noHsJia ¥ NIMTHOHUTD mnepecraJia.
Calira OKOHYHJT HUHCTUTYT, a IOTOM
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U aCTIUPaAHTYPY, CTaB KAHIHIATOM
IopuAnYecKux Hayk. Ho ¢ meuToit —
paboToii B IpOKypaType — MPUIILIOCH
pacmpoiarsces, TeM 60Jiee YTO CTaHO-
BUJIOCH BCE CJIOKHEE U CJIOXKHEee: HU-
KaKHX JIEKapCTB TOrza He OBLIO0, U JI0
2007 roga Caiia >KuJi ¢ IeTyel Ha
11ee, IOCTOSTHHO 3a/1bIXaICh.

«MBsI Bce BpeMsi TpeObIBaIN B CTPa-
xe, — roBopuT TaTbAHa [1aBsioBHA.

— Qdusuyeckas HarpysKa ObLaa Ipo-
THUBONOKAa3aHa. /laxke He TyJsiu, H0-
TOMY YTO HAUMHAJIACh OJ[BIIIKA».

Opnaxap! Carrra cujies 3a CTOJIOM

U YPOHWUJI Ha T0JI Kapauaail. [Tose3
107 CTOJI, Uy Th-UyTh MIPHUIIOHSII KO-
BEp — U BCe: COUJIOCH JbIXaHHUE.

«MBI IOTOM BCe 3TU KOBPBI YHUUTO-
sxkun! — Bockunaet TaTresaHa [1aB-

JI0BHA. — fl mpocHYyJ1ach OT TOTO, YTO

OH TSI2KeJI0 ABIIUT. Jlymasa, ymupa-
eT...»

A B 2007 OBLI el1le OIUH CITyYai.
Mama roBOpHT, YTO HACTYTIUJIA KJIH-
HHUYecKas cMepTh. I1o ciioBam ca-
moro Carru, 6b71a JIUIIb TIyO0Ka s
rnmoreps cosHaHusA. Hukakou K-
HUUYECKOU CMEpPTH, aHTEJIOB U 30BY-
IUX TOJIOCOB OH HEe BUEJI U HUUETO
He cablmian. OJHAKO TO/[0CTIEBIIITE
MeJIMKH JI0JIro npuBoauan Camry

B cebsi: cHavYaJia OTKauYMBaJIH I0Ma,
IIOTOM ITPUBE3JIN B 6osbHUIY. HO
TaM Bpadyd He 3HAJIH, UTO JeJIaTh.
Tarpsana [laBi0BHA cTajsia 3BOHUTH
BCEM, KOMY TOJIBKO MOTJIa, U JJ03BO-
HUJIAach B BakysieBckuil eHTp /10
npodeccopa Ceprest [opbaueBcKoro.
OH ITOCOBETOBAJI /IATh KPOIIIEUKY...
«Buarpsi».

«Benp “Buarpa” usHayayipHO ObLIa
co3/laHa KaK Kap/uolpenapar, 3To
IIOTOM y3>Ke ITOSIBUJINCH TaKKe M0604-
Hble BceM U3BecTHbIe 9(PDEKTHI, —
pacckasbiBaeT TaTbsaHa IlaBioBHA.

— U 3T0 nomorso. [Ipodeccop yxo-
JIAJI B OTIIYCK, HO CKa3aJl, YTO HUYe-
IO IIJI0XOTO He JIOJI?KHO IIPOU30HTH

U 4TO /103y HA/I0 110 Uy Th-UyTh yBe-
JINYUBATBH».

[Iprem «Buarpbi» 1a HyKHBIH Te-
paneBTuueckuil 3¢ @EeKT — COCTOSTHIE
Carm cTajio yay4diiaTbCs.
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IIpaBzaa, HOJYYHUTH JIEKAPCTBA OBLIO
HE TaK-TO IIPOCTO. Bo-mepBsIx, 10po-
ro. Bo-BTOpBIX, TOr/Ja HUKAKHX 3a-
KOHOB II0 3aKYIIKE TAKHX JIEKAPCTB
He cyIecTBoBaso. Kakoe-To Bpems
MIPUXO/IAJIOCH TIOKYTIATh [Tpenapar
camuM. ITomorasu Bce, KTO MOT, —
ZIpy3bs, 6IH3KHe, poAcTBEeHHUKHN. Ha
TOCYZAapCTBO TOI/Ia He HAJESAJIHCh.

MNCbMO NPE3UAEHTY

Pyb6aeBckoe mocce. BeceHHUI neki-
3a3K: OJ1eTHOE COJIHIIE, TAOIIUH
IpsI3HO-0eJIbIH CHET, MHOTOATaK-
HBIE JIOMa C 3aCTaBJIEHHBIMI MaIllK-
HaMU ITApKOBKaMU. 3/1eCh B OJTHOU U3
KBapTUp KUBYT COJIOBHEBHI.

«3npascrByiTe. [IpoxonuTe, moxa-
JIYHCTA, K COCEe/IKE», — BCTPeYaeT
MeHs Ha Iopore KBapTupsl TaTbAaHA
ITaByioBHA U BBIIaeT OGAXUJIBI, YTOOBI
He TOITaJL.

«K cocenke?» — ynuBisarch. Oka3bl-
BaeTcs, B HauaJie roga CoJIoBbeBBIX
3aTOIIUJIU, O CUX IIOP YTPACAIOT BO-
IIPOCHI C PEMOHTOM, [IOTOMY PElIH-
JIY IPUHUMATD TOCTEH, MeH: U HOTO-

rpada, y cocesiku, bl CEMEHOBHBI,
4yeJsioBeKa HeOO'bSITHOM JIyIITN U TAKOU
’Ke CKDOMHOCTH.

«TosIbKO MMest TAKUX JII0JIel, KaK MOsI
COCeJIKa, YeJIOBEK MOKET BBI’KUTD, —
yoexienHo ropoput TarpsaHa [1aB-
JoBHA. — Ecsin y Hero HeT HU Jipy3eH,
HU POJICTBEHHUKOB, C 3TOH 00JIE3HBIO
HE CITPABUTBCSI».

ITo cioBam Tatbsiabl I1aBIOBHBEI, J1e-
KapCTBa MPUXOTUJIOCHh OYKBaJIbHO
BBIOMBATH — MHUCATh B MHOTOUHCJIEH-
Hble UHCTAHINU, 0OUBATh TOPOTH
BBICOKHUX U HEe OYEeHb KaOMHETOB, BbI-
CJIyIIUBaATh TOHHBI yIIpeKkoB. Torza,
B KOHIIE HYJIEBBIX, IIOJIyYUTh HEOOD-
XOJIIMBbIE TIPeIapaThl ObLJIO TsAKe-
J10. He TOJTbKO TOTOMY, UTO BCIOZTY
IIApUJIO KeJIe300e TOHHOE PAaBHOAY-
mue. Ho 1 moTomy, 4To He ObLJIO HU
CTaHJAPTOB, HU 3aKOHOB, J]a U CaMOM
MPOIeyPhI 3aKYIKH IIPerapaToB
Kak TakoBou. Ho «6oJspmias yMHH-
I1a ¥ TpaMOTHBIH ropucT» Cama Co-
JIOBBEB BCE 7K€ HAXOAUJI, Ha UTO CChI-
JIaThCA, YeM OIIEPUPOBATH, U MaMa,
BOOpY>KeHHAasI BHIMUCKAMH U3 ITOCTa-
HOBJIGHUH, I1171a B OOMH.

MNALUVEHTBI | 47

«fI BOOOI1IE YeJIOBEK CTApOH BaKaJIKU, —
roBopurt TarbstHa [1aByioBHA, TOKA3bI-
Bas Kpenkuii Kynak. — Ho, korja Mot
ChIH 3200J1€J1, MeHsI pazma3zasio. f mpe-
BpaTUIach B HIOHIO. [Ipobyauiacek
TOJIBKO OT BCTPEY C YUHOBHUKAMHU.
Koryia MHe 13/1eBaTe/IbCKH TOBOPHLIIH:
“Ut0, MBI IOJI?KHBI U3 CBOETO KapMa-
Ha MOKyTaTh?” — sl OTBEYasia: MHe Balll
KapMaH He Hy>keH. Eciin jiekapcTBa mo-
JIO’KEHBI — 3HAYUT, JaBaiTe. 3a CbIHA
51 TOTOBA UATHU Ha Gappukazbl!»

B cBOMX MONBITKAX JOOUTHCS KU3-
HEHHO Ba>KHBIX JIEKAPCTB, KOTO-
PBIX HOSABJIATIOCH Bee 6osble, Costo-
BBEBBI B30UPAJIKCH BBIIIIE U BHIIIIE,

U B 2009 roay Carma jo1ies /10 1o-
cJIeAHer HHCTAHIMU — TOT/A 3TO
ObLT Tpe3uieHT MenBesieB.

K ToMmy BpeMeHU Ha PHIHOK BBIIIIET
HOBBIY nTpenapat. CTOUJI OH B TPU
pasa nopoike, 3aTo u 3G HEKT 1aBa
COOTBETCTBYIOIHH.

«Korza nmossBUscs UHTEPHET U 51 €T0
OCBOMUJI, TO PEIINJI HAIIUCATD B aJIMU-
HHUCTPAIUIO ITPe3UIeHTa», — paccKa-
3pIBaeT Carma.
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«Korzia mosBuiacsa HUHTEPHET U A eTro
OCBOMJI, TO PEIIXUJI HAIINCATh
B a/IMUHHUCTPAIUIO [IPE3UAEHTA»

«OTBeT npuIIes yepes 7iBe He/leJIH.
B HeM roBopuJIOCH, YTO BOIIPOC
TOCTaBJIeH Ha KOHTPOJIb»

OueHb GOJIBIION CPOK 3AKYITKH
JIEKapCTBa — OKOJIO JIBYX-TPEX MeCSIIEB.
Jlnst opbaHHUKOB 3TO CMEPTEJIHHO JI0JITO

AaexecaHop
Co.ao08ves
menepv KOH-
cyavmupyem
MHOIICECMeE0o
nauueHmoas.
Pacckaswvieaem,
HAa Kaxue
3aKOMbL
ccuLLIamsbCes,
KoMy u Kyoa
nucamo,
nomozaem
Jdocmasambv
aexapecmaea

No/1(12)/ur0Hb/2018

— «Ysadxcaemwltit Imumpuit Ana-
moavesuu...»

— Jla, yBasxkaembiii JIMuTpuii AHa-
TOJIbeBUY. MHE [TOCTaBUJIM JIMAarHO3
«JlerouHas aprepuajbHasi TUIIEPTEH-
3us»... OOBSACHUII, YTO 3TO TAKOE, TIE
MOCTaBUJIH, B KaKoM rojiy. Hamucau,
YTO MHE HeOOXO/IM TaKOH-TO mpe-
[apar, 4To ApyTHe He [IOMOTraoT, YTO
MHE eIlle HEMHOTO JIET, U 51 X0Uy TaK
JKe, KaK BCE, )KUTh. Sl MPaKTUYECKH
HU Ha KaKye 3aKOHBI-TO U HE CChI-
JIaJICsi, BE/Ib CChLIAThCs OBLIIO 0CO-

60 He Ha uTo. Pa3Be uTo Ha KoHCTH-
TYIHIO.

— ITpocmo no-ueaogeuecku Ha-
nucaau?

— Koneuno! OTBet npumiesn yepes
JIBe HeZleIu. B HeM roBOpHJIOCh, UTO
BOIIPOC TIOCTaBJIEH HA KOHTPOJIb.
«[IpemapaTom BbI OyzieTe obecmeye-
HBI», — IIUCAJIU U3 aIMUHUCTPAI[UN
IIpe3UZIeHTa.

HOBbI ®POHT

3HaeTe, YTO CYIIECTBYIOT pa3Hble
TOPTrOBbIE HAUMEHOBAHU S O[HOTO

U TOTO JKe JIEHCTBYIOIIETO BEIeCTBA
cuiieHaduiia. PaHblie, KOrjia 3TUMU
IpenapaTamMu TOJIbKO HAUMHAJIHU Jie-
YUTh JIETOYHYIO TUIIEPTEH3UIO, TIPO-

6J1eMoOH OBLIO UX HocTaTh. Celyac...
TOXeE, HOTOMy qTo Ter[epb Bpa‘II/I He
HMMEIOT ITPaBa BBIITUCHIBATH TOPTOBOE
HaMMeHOBaHHeE, a TOJIbKO MEXKIyHa-
POJIHOE, TIO/i KOTOPHIM BBINTYyCKAET-
Cs1 HECKOJIBKO IIPErapaToB — TaK Ha-
3bIBAE€MBbIX ﬂ){(eHepI/IKOB. A OHH 4aCToO
Xy)Ke aHaJIOIr'OB.

«IToueMy BBIITUCHIBAIOT ITOZ MEXK-
AyHaponHbIM? [JoToMy UTO HOKHA
OBITH KaK OBl KOHKYPEHIIUS U YTOOBI
HCKJIIOYUTH BOBMOXKHOCTD CT'OBO-

pa Mexry BpauoM U papMKOMITaHU-
eli», — MOACHAET KaHAU/aT Iopuinde-
ckux Hayk Astekcaaap CosloBbeB.

— Kak nmpaBusio, nanueHTy Ha3Ha-
4aT UMEHHO JkeHepuk. Ho ecau
BJIPYT OT HETO ILJIOXO (a Takoe ObI-
BAaeT 4acTo), TO 3aMEeHHUTH [IpernapaT
OYeHb CJI0JKHO. BoJIbHOM 1013KeH 06-
PATUTHCS K CBOEMY yUaCTKOBOMY Te-
paIeBTy B NOJUKJINHUKY, TOT Z0JI-
JKeH 3aUKCUPOBATD, YTO NAIUEHTY
OT JI?)KEHEPUKOB I1JI0XO0, IIOTOM OT-
IIPaBUTH JAHHBIE OKPYKHOMY CIIe-
[[MaJINCTY, TOTOM B Poc3zpaBHaza3op,
3aTeM BpaueGHast KOMHICCHUS B ITOJIH-
KJIMHUKE JIOJI’)KHA HAa3HAYUTD 3aKyTI-
Ky IIpernapara 10 TOproBoMmy HauMe-
HOBaHWIO.

— /Toaz2o u HyoHo, HO epode Hu-
uez0 CA0HCHOZ0.

RARUS PEJKUE BOJIE3HU B POCCHUU
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— 9T0 Ha Oymare, — CKEIITUYECKU Ka-
yaet rosioBoii CosioBbeB. — Bee 3aBu-
CUT OT TOT0, KaKue B IIOJIUKJINHUKE
Jionu. beiBaeT, U A 3Hal0 TaKue CIIy-
yay, Bpauu He GUKCUPYIOT IOOOUKH,
IIOTOMY 4TO He X0TAT. Ho 1o 3ako-
Hy 00s13aHb1. V11 1IpeiyiaraioT jeusb
B OOJIBHHUILY, UTOOBI (PUKCHPOBAIIH
TaM, HO 3TO TOKe HapylieHue. Jlroau
Ha MeCTax IIPOCTO He XOTAT BBINOJI-
HATH 3aKOH.

Kpowme nipobsieM 4e10Be4eCKOTO
CBOMCTBA €CTh U OPTaHU3ALHOHHAS —
O4YeHb OOJIBIIION CPOK BaAKYIIKH JIe-
KapcTBa: OKOJIO JIByX-TPEX MecAIeB.
11 opaHHUKOB 3TO CMEPTEJIBHO
noiro. U s roBopio He GUTYpPaJIbHO.
«Cpoku HUTZIE B 3aKOHAX, K COXKa-
JICHUIO, He yKa3aHbl, — ToBOpuUT Co-
JI0BbeB. — CHavasa TeHepsbl, I0-
TOM caMa 3aKynka. Eciu mamuenTy
Ha3HA4aloT Apyroe JeKapcTBO, TO
Bce IIOBTOPsAETCA cHavasa. YesioBek
¢ peiIkuM 3a00JIeBAaHUEM HE MOXKET
TaK JI0JITO JK/1aTh».

— Ymo deaamwv?

— Ha aroT cyuaii mpemycMoTpe-

Ha pasoBas 3aKyIka. B mpenenax
100 ThIC. py0., €CJIU Ipenapar Ha-
3Havasics 6e3 BpaueOHOH KOMUCCHH,
U B IIpejieJiax 200 ThIC., ECJIH TIO0 ee
PpeIIeHuIo.

Atu aBa paKTOpa — IJIaBHAS T'OJIOB-
Has 60JIb IaLMEeHTOB Beell Pocenn.

B cronutie gesta 06CTOAT Uy Th Iy d-
11Ie, TOATOMY HEKOTOPBIE JIIOIU U3 pe-
THOHOB CIIeI[UAJIbHO TIOKYAIOT 3/1eCh
JTIOJTA B KBAPTHPAX, UTOOBI CTATh MO-
CKBHUYAMU U IOJIYYUTH LIIAHC HA HOP-
MaJIbHYI0 MEJUIIMHCKYIO IIOMOIb, —
SApKasd WIIOCTPALUA O CUTYaI[UH 32
npenesnamu MKA/I.

TouxkocTelt MHOTO. IToaTOMY AJTEK-
canzp CosioBbeB Tenepb KOHCYJIb-
THPYEeT MHOKECTBO MAI[IEHTOB.
PacckaspiBaeT, Ha KaKHe 3aKOHBI
CCBLJIAThCSA, KOMY U KyZa IIUCaTh, II0-
MoraeT 0CcTaBaTh JekapcTsa. VHo-
71 OJIyYaeTcs.

TA CAMASA - XXEJIAHHASA W MOJIHO-
LIEHHAA

Ecau panbiie Anekcaazp Coso-
BBEB XOTeJI paboTaTh B IPOKYyPATYype,
OyKBaJIbHO TPE3UJI 3TUM, TO cefyac
Y HEro offHa Me4Ta — BBI3/IOPOBETH.
JIpyTux sKeJaHUH HeT.

«BpI3710pOBEI0, BCE OCTATIbHOE IIPU-
JIOXKUTCSI», — YBEPEH OH.

Ho »xu3Hb, HECMOTPsI Ha 00JIE3HB, U/IET
cBouM 4epesioMm. Kak Thicssun KUHOMAa-
HOB, OH CMOTPUT CEPHAaJIbI U KJIET He
JIO2K/IETCS, KOI/Ia BBIM/IET HOBBIHM C€30H

«Urpsl mpecTosioB». Tax ke, Kak ThICA-
4 GOJIEJIBIIIUKOB, OH PA/IOBAJICS B ITPO-
11IJIOM T'OJly YeMIIMOHCTBY MOCKOBCKOI'O
«Cnapraxa», 32 KOTOPBIH ITIepe;KUBaeT
¢ aBHUX nop. IlosokuTeIbHBIE BMO-
[IMY — BTO UMEHHO TO, YTO JIEUCTBYET HE
Xy’Ke JIEKapCTBa, KOTOPBIMU OH JIEUUT-
cd... Y Cauu Tak ke, Kak y MUJLJIUO-
HOB JIIO/IEH TI0 BCEMY CBETY, €CTh 0JIU3-
KUe JIIOIN — POACTBEHHUKH U JIPY3b4,
KOTOpBIE ITOJI/Iep>KaT Beerzia ¥ BO BCEM.
¥ Hero ecTbh Ta caMasl OJIHOIleHHa s
JKU3Hb, KOTOPYIO U 00€eIaiu J0K-
TOpa B IaJIEKOM 2002 TO#Y. !

Texcm: Muxaua Iloaues
®omo: Baadumup AxceHos

Cnacu6o, doxkmop!
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Jobbemcsa nekapcTs
BMecCTe

Cogembl
AnexcaHopa Coaosvesa

LWar 1. OchopmneHne oOKYMEHTOB

[MpaBusibHO 0POPMUTL BbIMUCKY U3 OONBbHULIbI,
B KOTOPOW NPOXoamno obcrenoBaHne

JlodcHbL obimuv 6E€EPpHO HANUCAHDBL:

000

[varHo3 KOA 3a60reBaHus nekapcTea

@ C nomemxoit, YMo oHU HCUZHEHHO Heo0X00UMblL U 3aMeHe He nodaedcam

Lar 2. 3akynka nekapcTts

06paTMTbCFI K CBOEMY I'IpOI7ITM OCMOTpP Bpa4 nHnumnmnpyet
TepanesTy Unn Kapguorsory 3aKyrnkKy
@ Ecnu Bbinucanu p)xeHepuk Ecnu komuccus

«Ecau Oxcenepux eausem naoxo, Heo6xo0umo nputimu 8 NOAUKAUHUKY He ofo6puna 3ameHy

u coobwums 06 amom mepanesmy» HanucaTs nvcbma

©® TepaneBT (hMKCMpyeT PaKT MIOXOro OEVCTBUS DKEHEPUKA B KapTe C Xanobamu:

©® MaBHbIN Bpay AoJjnkKeH co3BaTb KOMUCCUIO ©® B MECTHbIN JenapTamMeHT

©® Komuceus HasHavaeT 3aKyrnKy npenapara no ToproBoMy HaMMeHOBaHUIO 3ApaBoOXpaHeHus,

©® [MonesHo HanpaBuTb NMMCbMO 06 3TOM hbakTe B PocagpaBHaasop © B Poc3gpaBHaazsop
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«Kax npaeuao, 6 PocadpasHad3ope kauecmeeHHO peazupyiom Ha o0paweHus: mam
pabomarom 30paesle uuHoeHuxku. Ho, ecau omkazsblearonm, MO3CHO nucambv #aiooy

6 NpoKypamypy, NOMomy ¥mo 3mo Yyixce HeoKazaHue nomowu 6oabHomy. Kpome mozo,
MOIHCHO 8bL36AMb CKOPYI0 NOMOWDb HA 00OM UAU 00PAMUMBCA 8 NAAMHYI0 KAUHUKY.
Camoe 2nagHoe — umoobL Imo 6bL10 3adhukcuposaHo e kapme»

LWar 3. KoHTponb

o pe g=

B npouecce 3aKynok Heo6xoanmo €Clln 3asiBKa He nogaHa,
HY>XHO MOCTOAHHO 3BOHUTbL, KOHTPOJMPOBaTb npenapart He 3aKynJieH,
Y3HaBaTtb, 3aKynaeTca nu 1 nocnenyowine 3akyrnku, HanucaTtb )Kanoﬁy
npenapar, Ha Kakown YTOObI B MONUKITMHUKE rnaBHOMY Bpayy

cTagunn HaxoaaTca Topru BOBpemMsd nogasann NONTUKITNUHUKA

3asBKU Ha nauneHTa

100-200 TbiIC. py6. Ha Takyio cymmy MOXHO cenaTh pasoBylo 3aKynKy Y OAHOrO NocTaBLMKa
«Ioauxaunuka 0oCcHa HaANPaAsUIMd 8¢10 OOKYMeHMAayuo Ha nayueHma 04 ocyujecimneneHus maxkou 3akynku»

NMano4ykun-ebipy4vyano4yku Ecnu uHBanupgHoOCTHL
NMucbma-xano6bl He AatoT

®B Pocs,qpaBHa,qsop

«Bbt umeeme npaso
«Kax nokasvléaem npaxmuxa, o6xcaroeams pewe-
obpaweHue Kk npesudenmy Hue 68 20po0cKoil uau
cpabamuvleaem» dedeparvroit MCIK.

Ecau omxadxcym,

NHBannpgHocTb udume 6 cyo»

[Mone3Ho ochopmuTb ee yxe Ha

nepBoMm atane. 3T0 NO3BOUT
nony4artb NOCO6ME W NbroThbl MuHuMym 2-9 cTeneHb

O6partutech B MOMKIMHUKY UHBaANINQHOCTU

(opchaHHOE
«Tam b6ydem nposedeHo nosmopHoe obcaedosaue 6
u 3anoavena goopma 088/y-06. Bce darHvle om- stleelilgblliis=
npasasromesn 8 MCIK (meduko-coyuansHyro sKc- )KM3Heyrp0)Ka|ou.|ee)
nepmu3y). Tam nayuenma npusHarom uHeaAuUOOM»

® npeangeHTy PO
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«Hawu nevawue spavu
gcez0a noadanpvearoT»

Ymo maxoe cmamsv NayueHMoM ¢ MAHCEAbIM
3abo.esaHuem, ookmop MaHcyposa ucnsiimaaa Ha ceode

«MeHsa Havyayia My49uTb ofplka. OHa
CTAaHOBUJIACH CUJIbHEE, TIOSBUJICS KAIIIEJIb.
[Tpu GpusuyecKux HArpy3Kax TeMIIEpary-
pa noJiHUMaJach 10 38 rpagycoB»

«Ha cHUMKe 51 yBHU/JIeJIa MAaTOBOE, KaK
CTEeKJIO, jieTKoe... OueHb UCIIyTajiach»

OxkouJto roza siekapersa JJlanue MaHcypo-
BOU IPUXO/IUJIOCH IIOKYIIATh CAMOCTOSI-
TesapHO. Celiuac nmoyuaet ux 6aropaps
YYaCTHIO B KIINHUYECKUX UCCIIe/IOBAHU-
AX Ipenapara

No/1(12)/ur0Hb/2018

Jlanus MaHcyposa u3z Cmepaumamaxka — cama
gpau: pabomaem gmuauampom 8 MexcpaiioH-
HoM npomusomybepky.e3aHom ducnaHcepe yaxce
37 nem. Koezoa mpu 2o0a Ha3ad y Hee HauaAuch
npob.embvl co 300p08beM, OHA, CAMA ONbIMHbBIL
g8pau, He npuda.aa amomy 3HavweHus... Ho cneyu-
aauCmsvl YCmaHosuAU uouonamu1eckull 1e2ou-

HbIl Ppubpo3

— Hanusa Illamuaoena, 6bl camu
epax, HO 80M C80UM CUMNINO-
Mam 3HAQUEeHUR He npudaau.
ITouemy?

— KoneuHo, s1 mouyBCTBOBaIA, 4YTO
€O MHOH 4TO-TO He Tak. Ho He Mmory
CKa3aTh, [I0YEMY Cpa3y He KMHYJIach
K Bpauy... fI Bexp 1esplii roz TAHya!
Erie B ceHTsI0pE 2015 rojia Havyasia
MY4HUTbH Oj1bIIIKa. OHA CTAHOBUJIACH
CUJIbHEe, TIOSBUJICA Kalesb. [1pu
(uszmyeckux Harpy3Kax MogHUMa-
Jlach TeMIiepaTypa — 10 38 rpajiycos.
IToTom y>ke My>k He BBIZIEPIKAJL,
ckazai: «Ciaymai, y MeHs Bec He-
MaJIeHbKUU, HO 51 TAK HE 3a/IbIXAI0Ch.
Wnu, nmpoBephest». I Ha paboTe cre-
Jiajia 0630pHBIA CHUMOK OPTaHOB
IPYHOU KJIETKH, HO TaM CHMIITOMAaM
TOXKE He IIPUAJIN 3HAUeHHU 1.

— Kaxk jce ece-maxu ysnaau
o duazHo3ze?

— Korza mouyBcTBOBasa, 4To COBCEM
HEBMOTOTY, y?Ke HIYero He MoIJIa Jie-
JIaTh 1O IOMY, PEIIiia IPOUTH PEHT-
TEeHOBCKOe 00CJIeZIoBaHNE OPTAHOB
rpyAHOH KneTku. U To, UTO yBHUETA,
HHUKAaK He okujiasna yBusietrs. Ha

CHHMKE OBIJIO MaTOBO€, KaK CTEKJIO,
JIETKOE...

— Kaxoii 6vL1a nepsas peak-
yua?

— Henyranace. U Bce nymasia, 94To
5TO MOXET ObITh. Peruiia caenarhb
KOMIIBIOTEPHYI0 TOMorpaduio. 3a Te
JiBa JIHsI, TOKA HA Hee cobupasiach,
y2Ke TOTOBUJIACH MIPOIIATHCS C BJIM3-
kumu. /lymasa, HeJjoJIrO 0CTaIoCh.

— Ymo nodospesaau?

— He y6expmasa cebs1, 9T0 OHKOJIO-
rus. Ho u ¢pubpos He Moryia mpearo-
n0xuTh. [losto3peBana capkou103,
IIOTOM c/lajla Ha BCAKUH ciryuai
aHanusel Ha BUY, nockosbKy J1uM-
(oy3J1bl OBLIIN yBEJTUUYEHBI.

— Cemba ucnyzaaacwv?

— J1a, ¥ CbIH, ¥ CYIIPYT CTPAIIHO
nepexuBasu. Cpasy HayaaIu Uc-
KaTh, I/ie U KTO MOKET II0OCTABUTh
puarsos. B Mockse kak pa3s B 3TO
BpeMs IPOX0oAuIa KOH(PEPEHITU A
«KauecTBO 1 MeJUIIHA», HA KOTO-
PO# MBI JIOTOBOPUJIHICH BCTPETUTHCS
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C OAHUM clenuaanucToM. f mpuexa-
Jia B CTOJIUILY, CXOJIFJIa HA IIPUEMBbI

K IIyJIbMOHOJIOTaM B pa3HbIe IIEHTPHI.
B uTore Ha OCHOBaHUHN KOMIIBIOTEP-
HOH ToMorpaduu, JaHHBIX aHAMHe3a
1 00'BEKTUBHOTO OCMOTPA [TOCTABUJIN
MHe JUarHOo3.

— Pe3K0 u3meHuAacsy ¥Cu3Hov?

— KoneuHo, noABUINCH OrpaHUYe-
HUs, HalpuMep pusndeckue.

— But y3Haau o 60ae3Hu ydice
6 3pesnom eozpacme...

— Bce paBHO s BeJia akKTUBHBIN 00pas
s)ku3Hu! Hanpumep, yacTo xoiuia
MIEIIIKOM, HEe3a/10JIT0 /IO IMarHo3a 3a-
nucajach Ha (PUTHEC, T/Ie MOTJIA U 110
8 kM Ha 6eroBo JIOPOKKE HaMaThI-
BaTh. ATOr0, KOHEYHO, cefiuac He XBa-
TaeT. 1i3-3a 60JIe3HU MEHBIIIE XOXKY,
0O0JIBIIIE MTOJIB3YI0Ch TPAHCIIOPTOM,
He 3aHUMAIOCh CIIOPTOM. A eCJIH 5 Ha
paboTe CHKy 3a CTOJIOM, TO, CUMTAH,
37I0POBBIH YEJIOBEK...

— Pabomy He 6pocuau?

— Ha kakoe-T0 Bpems npurioch. He
paborana tpu mecsia. 1 3To 66110
6e3yMHO Ts13kes10! TPyaHO OTPhIBATh-
¢s1 OT paboThI, OT KOJIJIEKTUBA.

— Koanez2u npo eac He 3ad0bLau?

— Het. U 3B0HUIN, 1 IPUXOJUJIA J10-
MO, ¥ TOCTHHIIBI HOCHJIH.

— MMo2ue nayueHmsl cmaaku-
eawmes c npodaemamu — Ha-
npumep, He Mo2ym docmams
aexapemsea. A kak y eac, epaua?

— VMzHavyaapHO P00 IeMbI OBLIH.
OK0JI0 TO/1a TPUXOUIIOCH TOKYTIaTh
mpemnaparbl CAMOCTOSITEIHHO — CHA-
YyaJia JieKapcTBa FepMaHCKOTO IPo-
MU3BOJICTBA, TOTOM HUHAMUICKOTO. HO
B aBrycTe 2017-TO Ha MEHS BBIIILIU
ybUMCKHE IyTbMOHOJIOTH 1 B35LTH
I10/] CBOM KOHTPOJIb — OHU IIPOBOJISAT
KJIMHUYECKVE UCCIIEIOBAHKS HOBOTO
3apy0eKHOTO Ipenapara.

— A pa3ee eam He NONOHCEHO
aAexapcmaeo 3a cuem cpedcme
pe2uoHaabHo20 6100Xcema?

— Ecsn npenapar 6yzieT 3aperucTpu-
poBaH B Poccun, TosbKo Torza oymy
osry4yaTh ero. Iloka nmosrydaio Kak
YYaCTHUK KJITUHUYIECKUX UCCIIEM0-
BaHUH, KOTOPbIE TPOBOJIAT HAIIIH
nysibMoHOJIOT Y. [IpuHUMAaK ero

Y TOPMOHBI.

— Cmaau ayuuie cedsa uyecmaeo-
samv?

— 3HaeTe, paHblIlle 0COOBIX TeEpEMeH
He 3aMeyaJia, HO 3a IIOCJIe/IHHUe IATh
MecAIEeB cTajlo jerde. BosMokHO,
TaKOB HAKONUTeJIbHBIN 3¢ dekT. Ho
BpeMsI IIOKa’KeT.

— Kpome npo6Gaemut 3akynku
npenapama nayueHmsL cmpa-
darom om 001201t GYMaycHoil
680/10KUMbL.

— Ia, Takoe ectb. Hampumep, uTo-
OBI ITOJIYYUTH UHBAJIUHOCTD, MHE
CKazaJii MPOUTH JMHAMHUYECKOE Ha-
OstozieHMe. A s1 caMa Bpad U He 0c060
1106110 X0UTH 110 Bpayam. C Ipyroi
CTOPOHBI, €CJIU 51 TPOU/TY KOMUCCHUIO,
BO3MOKHO, OYZyT OECIIJIaTHO 3aKYy-
raTh HeOOXOAMMBIH Iperapar AJ1s
nocrossHHOTO MpueMa. Ho opopm-
JIeHHE WHBAJIUHOCTH — BCE PABHO
OYeHb JIJIUTEJIBHBIN TPOIIECC.

— Hecmompsa na 60.1e3Hb u npo-
01embl, KOMopbvble ObLAU U eCMb,
8bl He Kadicemech ynasweil
dyxomM...

— Tax u ecTb. U1 BKyC K 2)KM3HHU OCTaJI-
Csl, 1 HACTPOU XOPOIINH, KaK 1 ObLI
710 O0JIe3HU.

— Tax 2o06opam mHozue navu-
eHmul ¢ pedxumu 3a60.1e86aHUA-
Mmu... Imo gupmennasn uepma?
Omuezo max?

— YT0oO6BI CIIPABJIATHCS ¢ 60JIE3HBIO,
HY?KHO BEPUTH, UYTO U3JI€UEHE
BO3MOKHO. DTO TJIaBHAS IPUYHUHA
6oesuToctu. [loTOMY JTIOIU BELYT
ce0s1 YBEPEHHO U TOTOBBI IOOMBATh-
cs 1iesieit. I MeinITMHA IOMOraeT
ObITH 60EBBHIMU, BeJ[b MBI HAXOIUMCsI
[TO/T IIPUCTAJIBHBIM HAOII0ZIEHUEM.

U Hamu jievarinye Bpauu BCEr/a moz-
GazpuBatoT. I MbI Oy/1eM HAXOAUTh-
Cs1 B TO’KM3HEHHOM HaOJIIO/IEHUH. q

MNAUVEHTBI | 53

«Umoowt

CNPABAAMb-
cAa ¢ 001e3HbIo,
HYICHO 8epumo,
YUMo u3.aeueHue
603 MOJCHO»

Texcm: Muxaua IToauee
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Hughopmupoeartoe
cozaacue:

e IIpaBO ITalTUEHTA

* 00513aHHOCTH MeJUIINH-
CKOT0 pabOTHHKA, KOTOPBIH
OCYIII€CTBJIAET MEAUIINH-
CKO€ BMEIIATEeIbCTBO

» TpebyeTcs 1151 TI000ro
MEJITUITTHCKOTO BMEIIaTe b~
CTBA — OT UBMEPEHHUSI ap-
TEPHAJIBHOTO JIaBJIEHUA 10
CJIO’KHOU XUPYPTrUIecKon
oreparuu

* TIOBBIIIIAET OTBETCTBEH-
HOCTbH Bpaua MpH OKa3aHUH
MEIUIIMHCKOM ITOMOII[H

* IpEZyCMATPUBAET aK-
THBHOE y4JacTHe ManueHTa
B IIpoIiecce JIeYeHU A

 3AIIUIIAET Bpaya u Mma-
IMeHTa

CNYLWATb, NOHNMATb, CITPALLIVBATE M PELLATE T 55

Iayuenmwt uacmo cMaAKuUBarOMCes

C UHPOPMUPOBAHHBLIM CO2AACUECM HA
nposedeHiie MeOUUUHCKUX Npouedyp. A uHoz20a
noonucwvl8arm maxkoi 0OKyMeHm 0ns
yuacmus 8 ucc.1e008aHuUll HOBbLX NPENapamos.
Kax HyscHo omHocumbsbea k maxoil npouedype?

OueHb cepvesHo!

ANA YEr0 3TOT AOKYMEHT

VHorma JIT0IN CeTYIOT, UTO UX 3aCTaB-
JISIOT HOAITUCHIBATH KYyIy HEHYKHBIX
OyMaskeK U UTO JIeJIAeTCsI 9TO KO-
ObI UCKJIIOUUTEJIbHO B I[€JISX 3aI[AThI
CITEIUAJTUCTA OT BpaueOHOH O1ub-
Kku... Ho 5T0 majiexo He Tak. 3HaKTe:
HUKTO HE MOXKET B3ATH Y MAI[HEHTA
KPOBb WJIH J]a’Ke OCMOTPETH ero 6e3
J106poBOJIBHOTO coryiacust! YeoBek
JIOJKEH TIOHUMATh CyTh MeTUITH-
CKOT'0 BMEIIIATEeJIHCTBA U BCE PUCKH,
CBsI3aHHBIE C HUM.

IToxmuceIBasg JOKYMEHT, HAITUEHT
WJIU €T0 3aKOHHBIN MIPe/ICTaBUTEIH

B KAKOM-TO CMBICJIE Pa3/esIAI0T OT-
BETCTBEHHOCTH C BPAaUOM 32 HCXO7] UC-
cJieoBaHusA Uu oneparuu. KoneuHo,
HECTEITAJIUCTY CJIOXKHO ITOHATH METH-
IIMHCKYO0 TEPMIHOJIOTHIO, HO KaK pa3
00s13aHHOCTD Bpaua — IOMOYb Pa3o-
OpaTbCsi M OTBETUTH HA BCE BOIIPOCHI.

ATo 1 03HAUYaeT UHHOPMUPOBAHHOE
coryiacue. To eCTh OT MEAUITUHCKOT'O
paboTHUKA TIepe/T O IUCAHUEM J10-
KyMeHTa IMOCTYIUJIA IToJTHAsT HHPOP-
Manus o IeJIAX U MeToZlaX OKa3aHUud
MEeIUIMHCKOU ITOMOIIIH, O PUCKE, BO3-
MOXKHBIX BaApHaHTaX MEJUIIUHCKOTO
BMeENIaTEJIbCTBA U €TI0 IIOCJIEACTBUAX,
a Tak:Ke O MPE/II0IaraeMbIX Pe3yJib-
TaTax. Bes aTa mHGOpMamus JoKHA
OBITH 1aHa B IOCTYITHOH (hopMme.

[Tosryvyenune 706pOBOJIBHOTO HHGOP-
mupoBaHHoro corsnacus (JVC) nmpu-
MEHSETCS /I JIIOOBIX MEeJUIIMH-
CKHX YCJIYT — IIJIATHBIX U OECIIaTHBIX
U B JTII000U MeUITMHCKOM OpraHu3a-
IIUU — B YaCTHOH M TOCY/IapCTBEHHOM.

60%

I10 IAaHHBIM HCCJIeZIoBaTesIe — /10 TaKOro
YPOBHSA JOXOJIUT YUCJIO TAIIHEHTOB, KOTO-
pble He CTPeMATCS UCIIOIb30BaTh IPABO HA
nosryuenue nHpopmanuu. OHH Beeneso
[10JIaTAI0TCS HA Bpada
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IloxnuceIBasA JOKYMEHT, TAIIUEHT UJIN
€ro 3aKOHHBIU IIPe/ICTaBUTEJIb Pa3/ieid-
10T OTBETCTBEHHOCTD € BpAUOM 3a UCXO/
rccseloBaHUA NN Ollepaluu

HuKTO He MOXKeT B35ITh KDOBb HJIH JIaKe
OCMOTpeTH narueHTa 6e3 ero 706pOBOJIb-
HOTO COTJIACHUsI

Best ata nHpOpManus 10KHA OBITH JaHA
B ZIOCTYyITHOH hopme

BriepBble moHATHE «0OPOBOJIBHOE CO-
IyIacue» IOSBUJIOCH BO BTOPOU IIOJIOBHHE
1940-X rofioB, 10 oKoOHUaHuU HiopHOGepr-

CKOT0 TIpoIiecca

TI'unnoxkpam

OT T’MNNOKPATA A0 HIOPHBEPICKOro
MPOLIECCA

B 60JIBIII0¥ UCTOPUH METUIINHBI CY-
IIIECTBOBAJIO PA3HOE OTHOIIIEHUE

K TOMY, JIOJI?KE€H HJIH HET MAIHEHT
OBITH TPOUH(POPMUPOBAH O TOM, KaK
ero yieuart. Tak, BEJIUKUU Bpad J[peB-
Hoctu F'mmmokpar temy uHdOp-

MU POBAHHOTO COTJIACH ST BPSIT JIN ObI
oJ1/iepakast. Besib OH moJsarasi, 4To
GOJIBIIIUHCTBO 00CTOATEIBCTB, CBSI-
3aHHBIX ¢ 00JIE3HBIO, CIEAYET OT Ia-
IIMEHTOB CKpbIBaTh. OH mucas: «Bce...
JIOJI’KHO JIEJIATh CIIOKOMHO U yMEJIO,
CKPBIBasA OT OOJIBHOTO MHOT'O€ B CBO-
WX PaCHOpPSKEHUsIX... U He coobIast
0OJIBHBIM TOTO, YTO HACTYIIUT UJIU
HACTYIHJI0, n60 MHOTHE OOJIbHbIE
WMEHHO II0 3TOH MPUUYKHE, TO ECTh
yepes U3JI0KEHUE MpeICKasaHu i

0 TOM, UTO HACTYIAET UJIH [TOCJIE CIIY-
YUTCS, IOBEJIEHBI OYAYT 10 KpAaitHEro
COCTOSTHUSI».

Ilpyroii u3BecTHbIN MeuK, Cepreit
IlerpoBuu BoTkuH, B cBoux «Kiu-
HHUYECKUX JIEKIUAX» 3aTparuBa-

€T pa3JINYHbIe BOIIPOCHI BpaueOHOH
stuku. Hanmpumep, penrenue mpobJie-
MbI HTHOOPMUPOBAHU I 6€3HA/IEKHBIX
GOJIBHBIX JIAETCS UM B JIyX€ OPTO/IOK-
CaJIPHOT'O BPaueOHOTr0 aTepHaJIN3-
Ma: «fI cayuTar HEMO3BOJIUTETbHBIM
Bpadvy BBICKA3aTh OOJIPHOMY COMHe-
HUS 0 BO3MOKHOCTH HebJ1arompu-
SITHOTO KCX0/1a O0JIe3HU. . JIy it
TOT Bpay, KOTOPBIA YMeeT BHY-

No/1(12)/ur0Hb/2018

Cepzeit Bomxun

IUTH 6OJ'ILHOMy HaJaexay: BO MHO-
THUX CJIy4dasX 3TO ABJIAETCA Haunbosiee
]_'LefICTBeHHbIM JIEKapCTBOM».

OnHaKoO JJINHHASA U BpeMeHaMHU
OYeHb CTPAlIHAsA UCTOPHA IIPUBEIA
MeAUIIUHY K HeOOXOANMOCTH COCTaB-
JIEHU S U TOAIIUCAHUS JIOKyMEHTOB,
KOTODBIE JIOJIKHBI Pa3bsCHATH BCE
HCXO/IBI IPOIEYPHI, €€ IO0JIb3Y, BO3-
MO>KHBIN BPeJT U BCE PUCKH.

BriepBble OHATHE «T0OPOBOJIBHOE
corJiacue» MOSIBUJIOCH BO BTOPOH IO~
JIOBUHE 1940-X TOJIOB, 10 OKOHYaHU U
HriopHOGeprckoro mpoigecca, Kor-
Jla IOJUepKMBaJIOCh BHUMAaHUeE K J]0-
OPOBOJIBHOMY YYaCTHIO UCIIBITYEMBIX
B MEUITMHCKHUX SKCIIEPUMEHTAaX.

A mosiBJIeHHE COOCTBEHHO TEPMUHA
«MH(OPMHUPOBAHHOE COTJIACHE» OT-
HOCSAT K 1957 roay, korzaa B CIIIA mo-
cJIe IUarHOCTHYECKOH IPOIEAY PBI
I10 MCCJIEIOBAHUIO A0PTHI HAI[UEHT
OKazaJicsi 00e3/IBUIKEH U 3aT€M BBIH-
rpaJl UCK MPOTHUB Bpauell. Ha cyie6-
HOM IIpoIecce BbISICHUJIU, YTO HaIU-
€HT He CoIyIacuJics OblI Ha JIEUeHHE,
3Has 0 BO3MOKHOCTH CTOJIb THKEJIO-
T'0 OCJIO’KHEHU I, TO €CTh, 110 CYyTH, €TI0
corJiacye He SIBJIAJIOCh UHDOPMUPO-
BaHHBIM.

Torma v BOBHUK TepMuH informed
consent, a c HUM U IPAaKTHUKA — 005-
3aHHOCTH Bpada coo0L[aTh IHAI[UEHTy
[IOJIHYI0 U IOCTOBEPHYIO HHpOpMa-
I[[UIO 10 HAvaJIa JIEYEeHUsl.
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Hiopnb6epzckuit npouyecc

NCTOPUA NHOOPMNPOBAHHOI'O COMACKHA

¢ 1947 roa. HIOpHOEepPrckuii KOAEKC

PazpaboTaH Ha 1-M BoenHOM TpHOYHAaIE. ITO NEPBHIN
MEXXAYHAPOIHBIN JIOKYMEHT ¢ IEpeYHEM STUKO-IIPABO-
BBIX IPUHITUIIOB [TPOBEZIEHU I UCCIIET0OBAHUI Ha JIIO/ISX.

* 1964 roja. XeJJbCUHKCKAas JeKJIapanusa

IIpunsaTa Ha 18- ceccuu I'eHepasibHOM accambien Bee-
MHUPHON METUIMHCKOM accoruaruu. [IpoBo3riacuia
HEOOXOZUMOCTH ITOJTyUYEeHU S OT MAIeHTa I00POBOJIb-
HOTO NH(MOPMHUPOBAHHOTO COTJIACHSI TIEPE/]] BBITIOTIHE-
HHEM XHUPYPrUYECKUX MEAUITUHCKHUX BMEIIATEIbCTR.

ITonoxeHus1 XeJIbCUHKCKOU JieKIapalliui He pas Ie-
pecMaTpUBaJIUCh U JIOMOJIHAINCH — B 1973-M, 1983-M,
1989-M, 1996-M U 2002 TOLY.

¢ 1996 roa. KouBennusa «O nmpaBax uejiOBeEKa
H OuoMeaUuIInHEe»

IIpunsra [TapyrameHnTckoi accambJieeit Coera EB-
POIIBI B 1997 TOAY B CBSI3H C COOOIIEHUSMU 00 yCIIEII-
HBIX HKCIIEPUMEHTAX 10 KJIOHUPOBAHUIO MJIEKOTIU-
TAONIUX U 00CYKIEHUEM [TEPCIIEKTHB PUMEHEHHU ST

CIYWATb, MOHNMATb, CIFPALLIVIBATE /1 PELLIATE

5TOH TEXHOJIOTHH K uesioBeky, CoBeT EBpoIbl mpu-
HJI IONIOJIHUTEJIBHBIN IPOTOKOJI K KOHBEHITUU. B mmpo-
TOKOJIE COZEPKUTCA 3AIIPET Ha IIPOBEIEHIE «JII00BIX
BMeIIaTeJIbCTB, UMEIOIIUX [1eJIbI0 CO37jaHHe YeoBeye-
CKOT'0 CyIlleCTBa, TeHETUYECKHU UAEHTUIHOTO APYTOMY
4eJI0Be4eCKOMY CYILEeCTBY, *KUBOMY UJIX MEPTBOMY».

¢ 1991 rox. JInccaboHCKasl ieKJaapaius o mpa-
Bax mamueHTa

* 1994 rox. Jlexkjrapanus o NOJIUTHKE B 00J1aCTH
o0ecnieueHu npas nanuesTa B Espone (BO3,

1994 1.)

* 1994 1o, ITUIECKUN KOAEKC POCCHUICKOTO
Bpaua

YTBepK/IEH 4-11 KOHbEpEeHINENH ACCOMAIN BpaUyer
Poccun. Crarps NO 11 roBopUT 06 «nHGOPMHUPOBAH-
HOM, OCO3HAHHOM H JT0OPOBOJIBHOM COTJIACHH MTAI[HeH-
Ta Ha METUITUHCKYIO TIOMOTIIH».

¢ 2011 rog. «00 OCHOBax 3/10POBbHA IPakJaaH
B Poccuiickoii ®eaeparum»

DenepabHBIN 3aKOH NQ 323 OT 2011 roja.

RARUS PEJIKME BOJIE3BHU B POCCHUI
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JeJso Bpaua II. 1. MoAJIMHCKOTO:
AeTain

1 MapTa 1900 rozga ITpackoBesa YepHo-
Ba, 18 JIeT, ABUJIACh CO CBOEH MaTephi0

B XUPYPIrUYECKYIO JIeUeOHUILY JOKTOPA
MO/IIMHCKOTO IOCOBETOBATHC 110 IIOBO-
Zly OBIBILIETO Y Hee HapocTa Ha 1ree. ITo
IIpe/IJI0KeHUI0 MOIJIMHCKOTO

u ¢ corytacus IIpackoBsu YepHOBOH U ee
MaTepH OIIyX0JIb Ha Iliee OblIa yjaieHa
TOTO JKe 1 MapTa, IPUYeM IIPU HCCIIe/I0-
BaHUU OOJIBHOU Ilepe]| onepaljue y Hee
B ITIOJIOCTH »KUBOTA ObLyIa OOHApYyXKeHa
KHCTO3HAas OIyXO0JIb. 5 MapTa Obljia mpo-
BeJIeHa olleparnys JJ1d y/laJeHus OIyXo-
JTU B TIOJIOCTH JKMBOTA, a 10 MapTa yTPOM
IIpackoBbs UepHOBa CKOHYaJIaCh IIPU
SIBJIGHUH OCTPOT'O CEIITHYECKOTO BOCIIA-
JIeHU sl OPIOIINHBI.

Orten u maTh YepHOBOH Ha ApyToii xKe
JIeHb SIBUJINCH B YIIPABJIEHHE 1-T0 y4acT-
Ka IKUMaHCKOH 4acTH U 3aBUJIH, YTO
BTOpAs onepanus 6plyia c/ieana ux
nouepu 6e3 ux cornacus. Cys IpusHaI,
YTO OCTPOI HEOOXOAMMOCTH B y/laIEHHH
KHCTO3HOH OILyXOJIX He ObLJIO, 8 PHCK
CMepTeIBHOTI'0 UCXO0/A OT IPOBEAEHU L
omnepaiuu Ha GPIOIIHON OJIOCTH Ype3-
BBIUAHO BBICOKHUI. Bce 0BO/IBI TIOKTOPA,
YTO OH JIeHcTBOBaJ «0eCKOPBICTHO PAiH
HCIIOJIHEHU A UM KaK BPadoM CBOHX 005-
3aHHOCTEH», YTOOBI «BO3BPATUTH 3/10PO-
Bbe CMepTeJIbHO 601pHOH YepHOBOI», He
ybenuiu cy.

MOCKOBCKUI OKPY?KHOH Cy/I 110 3kajobe
poauTesiet ymepiiei npustnat MoinH-
CKOTO BUHOBHBIM B IIPOU3BO/ICTBE JI0-
[TOJIHUTEJILHOH onepanuu 6e3 coryacus
60JILHOI U IPUTOBOPUJI €T0 K HE/IEJTBHO-
My apecTy U ePKOBHOMY IOKasHHUIO.

B Mockee nocae deaa
MoodauHckozo Hexomo-
Pble 8pavu omxa3vlea-

AUCHL OM onepauuu oajce
npu onacHOM coCMosTHUU
00AbHO20

no3BoJINTb YMEPETb WK NOMPOGO-
BATb CITACTW?

ITpaBo namnueHTa Ha JOOPOBOIBLHOE
coIJIacHe MJIM OTKAa3 OT JIEUeHHUsI [IPU-
3HABAJINCh BO BCEX CTPAHAX €Ille U 10
CTPAIIHBIX COOBITHH, KOTOPBIE 00-
cykaanuck Ha HiopaOGeprckom mpo-
niecce. [Ipamepom MokeT OBITH JI€J10
Bpaua I1. . MoasinHckoro B Poccuu
B 1900 TOAY, KOTOPOT'O Cy/IHJIU 3 TO,
YTO OH IIPOBEJI Ollepanuio Oe3 cora-
CUA MMAIUEeHTKH U ee POJHBIX.

ATO UHTEPECHOE Cy/1eOHOE J1eJI0 UJI-
JIIOCTPUPYET U 0OOPOTHYIO CTOPO-
HY IpO0JIEMBI: €CJTU JKU3Hb Mal[UeH-
Ta B OIMIACHOCTH U BpPa4 CYUTAET, YTO
omepanus CraceT YeI0BeKa, T0JKeH
JIV OH TEPATH JIPATOLIEHHOE BpeM 4,
OKHU7Iasi TIOAINCAHUS IOKYMEHTOB?

B Mockse nociie sies1a MogJIMHCKOTO
HEKOTOPbIE BpaUl OTKA3bIBAJIUCH OT
omepanuu gake P OIIaCHOM COCTO-
saun 6ospHOTO. Tak, yepes BoceMb
JTHEH TocJie oCyKaeHus MoIInH-
CKOro B O0JIBHUILY OBLIT 1OCTaBJIEH
13-JIETHUI MaJIBYUK C OCTPBIM BOC-
MajIeHHeM CPeIHErO yXa U MMOKa3aHU-
SMU J151 CPOYHOH oreparuu. Ctap-
MY Bpad O0JIBHUIIBI HE PEITNIICS
OIepUpOBaTh pebeHka 6e3 corsia-
CUS pOAUTEJIEN, KOTOPbIe HAXOIH-
JIUCH B 150 kM oT MockBbl. Coryiacue
Ha OIepaIuIo IPUIILJIO Yepe3 YeThIpe
JTHS, HO MaJIBUHK y2Ke yMep.

Bmecre ¢ Tem B Poccuu ObLIH CITy-
Yay XUPYypPruvecKux ornepanui mo
JKU3HEHHBIM IIOKa3aHUAM U 6e3 1o~
JIyueHus cortacus. Hanpuwmep, 3Ha-
MEHUTBIH JIETCKUH Bpady, mpodeccop
K. A. Payxdyc caenan TpaXeoOTOMHUIO
3a/IbIXAI0IIEeMyCsl PeOeHKY, Tpe/-
BapUTEJILHO IPUKAa3aB CAHUTapam
CBA3aTh BO3pakaBIIUX IPOTUB Olle-
pauu poauresei. B pesysbrare pe-
O€eHOK OBLJI CIIaceH, U TOT/Ia POAUTETH
cepaedHo O6aromapuiu nmpodeccopa.

ITOT caydail paccMaTrpuBacs Ha 3a-
cenanuu IleTepOyprekoro opuau-
YECKOTO ODIIECTBA, U IOBEEHUE

K. A. Payxdyca kBanuduiiupoBaioch
KaK JIBOIHOE IIpecTyIJIeHNe: IPUUN-
HEeHUe TeJIECHOT'O IIOBPEeK/IeHU pe-
OeHKYy U JINIIIeHHE CBOOOIBI €TI0 PO-
nurtesiell. B oTBeT Ha 0OBUHEHUA

No/1(12)/ur0Hb/2018

K. A. Payxgyc

K. A. Payxdyc 3aaBUJI, 9TO y HETO

He OBLIO IPYTOT0 BBIXO/A, TOCKOJIb-
Ky 6e3 3TOl onepanuu pebeHOK BCKO-
pe 651 oru6 (FO. 'epmaH, «Jloporoti
MO UeJIOBEK»).

B coBeTCKUH epUoO/T IOHSITHE BIIEP-
BbI€ OTPAKEHO B TOCTAHOBJIEHUHT
BIIK 1 CHK PC®CP ot 1 nekabpst
1924 roaa «O mpodeccrnoHaJILHON pa-
60Te ¥ IpaBax MeUITUHCKUX pabOT-
HHUKOB». DTOT JIOKYMEHT CO/IEPIKaI
TpebOoBaHUE MMOJIYUYEHUS COTTIACH S

Ha XUPYPruyecKrie BMeIIaTeJThCTBa:
«XHUpyprudecKre ornepauu mpous-
BOJIATCS C coryiacusi OOJIBHBIX, a B OT-
HOIIIEHUH JIMI] MOJIOXKE 16 JIeT UJIn
JTyIIIEBHOOOJIBHBIX — C COTJIACHS X
pOnUTENIEH NIJIH OTIEKYHA».

B npuMeyaHUH K 9TOH CTaThe MMOZ-
YEepPKUBAJIOCH, UTO «OIE€paIuio, He-
00XOMUMYI0 U HEOTJIOKHYIO JIJIs
CIIaceHUs JKU3HU, BA’KHOT'O Opra-
Ha, Bpa4 MOYKET ITPOUBBECTH 110 KOH-
CYJIBTAIIIH C IPyTUM BpauoMm Oe3 co-
[JIacusi pOJUTEIIEH HUJIH OTIEKYHA,
KOI/Ia OHH He MOTYT OBbITh OIIPOIIe-
HbI O€3 prcKa Ono3aaHus u 6e3 co-
riacus 60JbHOI0, KOT/Ia OH HaX0-
nuTcsa B 6eccosHaresnbHocTU. Ecin
U KOHCYJIBTAI[US CBSI3aHA C PUCKOM
OTI03/IaHUSI, BPAY MOKET PEIIUTH BO-
mpoc 06 oIepaIuy OHH».

RARUS PEJKUE BOJIE3HU B POCCHUU
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NMHO®OPMUPOBAHHOE COITTIACUE A1 YHACTUSA B UCTNbITAHUA

JIEKAPCTBEHHDbIX NMPEMNAPATOB
(TpeboBaHMa EBPONencKoro corsa 1 BcemmpHom opraHmsanv 300aBoOXpaHEHS)

Moanucanne

KTto @ Foe °I Korpa

Wccneposartenb B vactu, kotopasa [o rocnutanusa-

(Bpav). MauyeHT KacaeTcsd corna-  Uuu.

W ero 3aKOHHbIN  cus. YkasbiBaetcs [o Havana megu-

npeacTaBnTeNb nara LMHCKNX MaHumMy-
naumn

OuHaHcbI

Undopmauus, KoTopas fOMKHa COAEPKATBCA B AOKYMEHTE

K
Boamewatorcs l‘g" H::V;Z :::::::::I .E MopTeepxpeHue Lienn

Tpancnopr, Ecnn vx pasmep nnm metop, MopTBEpXAEHNE, YTO 1C- Llenv sKCnepyMeHToB
yLiep6 oT Bpena, onnatbl MOryT OKasaTh Hesa- CrefoBaHie HOCUT Hayu-

HaHeCceHHOoro KOHHOE€ BInAHME Ha noJiy4yeHne HbIN XapakTep

B VICCrIe0BaHN OT MCMbITYEeMOro Cornacus

(4epes cTpaxoBKy) Ha yyacTue B UCCNepoBaHnn

» OnucaHue MepeyeHb
nccnepoBaHus

MpomonmKnTensHOCTb. MepeyeHb anbTepHATUBHBIX

KonnyectBo BM3WTOB. MeTo[f0B NieveHus. MNpevmy-

[MepeyeHb npouenyp LLlecTBa U HeJOCTaTKM
) Pucku ﬂ Monb3a

BoneBble oLyLeHus. B yem nonb3a ot yyactus

OuckomdopT. Jlto6ble apy- B CCNefoBaHnm

rne peakumm (nporHo3)

Korpa 1 Kak naLMeHT MoXKeT 0TKa3aTbCA OT yuyactua
B UCMbITAHUAX

I o Havana Ecnv Bpep oT oTKasa r
IQI 1 B NpoLecce He BO3HUKaeT/Mefnep- ,

nccnenosaHng COHaJ1 OTHOCUTCA no-
JIOKNTENbHO
Kro nonyuur Nuua, K KoTopbim
06cToATenbCTBA, NPYU KOTOPbIX Y4acThe B UCMbITAHNAX KOHMAEHUMaNbHbIil gocTyn MOXHO 06paTuTbCA
npepbiBaeTcA He3aBUCUMO OT BOJIU NaLMeHTa K MeAMLIMHCKOI JOKYMEHTaLmu cBonpocamu

B vHTepe- Ecnu nauneHT He co- /IMeTb BO3MOXXHOCTb KoHTakTb!:
cax 6es- i 61t00aeT NPoOTOKO NPOBEPSITb NPaBUILHOCTb % nmeHa,
OnacHoCcTU NCMbITaHWI BbIMOJIHEHUS MpoLieayp TeneoHsbl

RARUS PEJKWE BOJIESHU B POCCUIN WWW.RARE-DISEASES.RU
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DUHaAHCOBBII BOIIPOC

BrInIaThl UCHIBITYEMBIM HE Pa3peIleHbl,
€CcJIM UX Pa3Mep UJIM METO/I OILJIaThI
MOTYT OKa3aTh HE3BaKOHHOE BIIMHUE HA
TOJIyYe€HHUE OT UCHBITYEMOTO COTJIACH S Ha
y4acTue B UCCIIEeIOBAHUM.

Bo3mMmelieHre pacxo/i0B pa3pemniaeTcs, Ha-
IIpUMeD TPAHCHIOPTHBIX.

! cnpITyeMBbIM rapaHTUPOBAHO BO3Me-
meHue yiepba ot Bpeia, HAHECEHHOTO

B XO/I€ MCCJIEZIOBAHUSA (CTPAXOBKA)

! IC 0I5k HO OBITH ITOJIyYeHO /10 TOCIU-
TaJINU3a1uu, 10 000N MaHUIYIISAIUH,
IIPOBOJIMMOM /17151 I[eJIEN MCCIIe/JOBAHU S

VyacTue B UCIIBITAHUY IIPENAPATOB Pery-
aupyeTtcsa npukasom Munsapasa Poccuu
0T 21.07.2015 N? 474H «O nopsake fadyu
“H(GOPMUPOBAHHOTO I0GPOBOJILHOTO
coracus Ha OKa3aHue MeUIIHCKON
IIOMOIIIM B PAMKaX KJIMHUYECKOH anpo-
Ganuu MeTo/10B IPOPUIAKTHKH, /A~
THOCTUKHY, JIeUeHUs U peabuIuTaIuH,
dbopmax nHGOpMUPOBAHHOTO JOOPOBOJIb-
HOT'0 COIJIACHSI Ha OKa3aHUe MeIUITNH-
CKO IOMOIIY B PAMKAaX KJIUHUUYECKOU
anpobanuu MeTo0B NPOQUIAKTUKY,
JINaTHOCTUKU, JIEUeHU s U peabuauTa-
MM U 0TKa3a OT MEAUIUHCKOH IIOMOIITU
B PaMKaX KJIMHUYECKOH anpobanuu
METO/I0B IPOMUIAKTUKH, THATHOCTUKH,
JleueHus U peabuInTaI[ N>

PEF'YNNPOBAHUE B POGCCUKN

B coBpeMeHHOM pOCCUHCKOM 3aKO-
HO/IaTeJIbCTBE CYIIeCTBYeT OT/Ie/Ib-
Has crarbs N2 20 B 323-03 «06
OCHOBAaX 3/10pOBbsA rpaxkjaH B Poc-
cutickont ®enepanuu» (N2 323-03
oT 2011 roza) — «1IHbopMUpOBaH-
HOe J0OPOBOJIBHOE COIJIacHe Ha Me-
JUIMHCKOe BMelllaTeJbCTBO U Ha
O0TKa3 OT MeJJUITMHCKOTO BMella-
TeabcTBa». OHa ompesiesisieT He0O-
XOZMMOCTBH U IMOPSAOK IO/ ITUCAHU A
JUC, ciryuaun, korjia pelieHue Ipu-
HHUMaeT He caM IIaIlUeHT, a TaKXKe
BO3MOXKHOCTB OTKa3a OT MeIUII1H-
CKOT'0 BMeIlIlaTeJIbCTBa.

Kpowme Toro, npuHATO elje /iBa HOp-
MaTHUBHO-IIPABOBBIX JOKYMEHTA. DTO
nprka3 MUHHUCTEPCTBA 3[PaBOOX-
pauenus PO ot 20 mekabps 2012
rozma NQ 1177H, KOTOPbIM yTBEpPXK/ie-
HbI opsAaok gauu JIVC (Mudopmu-
POBaHHOE J10OPOBOJIBHOE COTJIACHE)
Ha MeJUIMHCKOE BMEIIaTeIbCTBO

B OTHOIIIEHUY OIIPeJIeIEHHBIX BUIOB
MEJIUIUHCKUX BMEIIATeIbCTB U €I0

dopma.

ATOT NOPSAJOK pacIpoCTpaHsIeT-

¢S Ha Te BUABI MEAUIITNHCKOT'O BMe-
[aTeJbCTBa, KOTOPHIE ITEPeUHnCIe-
HBI BO BTOPOM JIOKYMEHTE — IIPUKa3e
Muwunsapascoupassutus Poccuu ot
23.04.2012 N2 390H «O0 yTBepK/ie-
Huu [lepeuHs onpenesieHHBIX BUJOB
MeAUINHCKUX BMEIIaTeJabCTB, Ha
koTopble rpaxaane gaioT JVC npu
BBIOOpE Bpaua U MEAUI[MHCKOH Op-
raHU3aIUU J1J151 T0JIyYeHU S IEPBUY-
HOU METUKO-CAaHUTAPHOHN IIOMOIIIN».

Ceituac B Poccuu B jieueOHBIX yUIpeK-
JIEHUSIX UCIIOJIb3YIOTCS, KaK IIPaBU-
J10, eI HbIe OJIAHKU C TEKCTOM CO-
[J1acus MalyeHTa Ha MeJUITMHCKOe
BMeIIaTe1bcTBO («IHGOPMUPOBaH-
HOEe coTJlacue Ha IIPOoBeJIeHNe MeTu-
IITHCKOT'O BMemareabcTBa», «Co-
IJIacue ManueHTa Ha MeTUIIIHCKOe
BMeIIaTeIbCTBO», «Corracue mam-
€HTa Ha 00pabOTKY IepCOHaTbHBIX
JTAHHBIX»).

KAK YYACTBOBATb B UCCJIE[JOBAHNAX

Coriacue Takxe HeoOX0IuMO JIJI5
YYaCTHUsI B UCCIIEI0BAHUAX U KJIU-
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HUYECKUX alrpo0anusaX HOBBIX IIpe-
[1apaToB. DTO SKCIIEPUMEHTAaJIb-

HbIE METO/IbI JIeUeHHsI 3a00JIeBaHU s,
B XO7Ie KOTOPBIX MMPOBePSIOT 3 dek-
THBHOCTH HOBOT'O JIEKAPCTBA, €ro Oe3-
OTIACHOCTb, IEPEHOCHMOCTb.

JI1g manMeHTOoB ¢ peIKUMHU 3a60J1e-
BaHUAMHU IPUHSATH yYacTHeE B KJIU-
HUYECKUX UCCIIeZIOBAHUAX HEPeJKO
OKa3bIBaeTCs IIaHCOM ITOJIyYUTb J10-
CTYIl K HOBOMY, COBDEMEHHOMY IIpe-
napary. IHorzia aTo — cnaceHue *Ku3-
HU WJIN 3HAYUTEIbHOE YIydllleHHe ee
kadgecTBa. Takke MOKHO n30€eKaTh
OCJIOKHEHHH TAKeJIoro 3aboJeBa-
Hus. IloaToMy IallMeHThl U POAUTE-
JIV CTPEMATCS ITOTNACTh B TAKUE KJIH-
HHUYeCKUe uccaefoBaHus u B Poccun,
U B 3apy0OeKHBIX KJIMHUKAX.

OnHaKo mpeXx/ie, YeM corjaniaTb-
cs1, HAZI0 BHUMATEJIbHO O3HAKO-
MUTBCS ¢ HHGOPMAIUeH U Bce
B3BECUTDH, IOCKOJIbKY TaKH€E UCCIIe-
JIOBaHU S CONPSKEHBI ¢ 6oJiee ce-
PbE3HBIMU PUCKAMHU, YeM CTAH/[APT-
Hble MeJIUIMHCKUE TPOIEyPBbI, TAK
uto 1 popma JIVIC Gosiee ciioKHasA
U oz pobHasi.

CTpyKTypa TaKuX JIOKYMEHTOB MO-
JKET B PA3HBIX CTPAHaX Pa3JIMYaThC.
Hepeiko B 0{HOM JJOKYMEHTE COZEP-
skaTcsa nHdopMalus 06 uccieoBa-
HUU U covtacue. Ho ob1ee Tpedo-
BaHUE — JIOKyMEHTHI JIOJI’KHBI ObIThH
W3JI02KEHBI TIPOCTO, OOIIE0CTYI-

HO U He SIBJISITHCS CJIOXKHBIMH C I0PH-
JIUYECKOH UJIN MeJUIINHCKONU TOUEK
3peHUs], YTOOBI HE 3aTPYAHUTH UX
MOHUMaHue manreaToMm. Kpome toro,
OHH JIOJIXKHBI OBITH TEPEBE/IEHBI HA
€ro POJTHOU S3BIK.

C UCIIBITYEMBIM HJIH €70 3aKOH-
HBIM IIPEJCTABUTEIEM JTOIKHBI
OBITH 0OCY>KIEHBI BCE /leTaiu. Bpau-
HccIIef0BaTe b OOBSCHSET, 3aTEM
ellle pa3 MOBTOPsET 3Ty HHPOpMa-
IIMIO0, TPOBEPSIET, BCE JIU ITOHATHO.

Ec/iv manMeHT peliaeT y4acTBOBaTh
B HICCJIEIOBAHUY, OH IIOAIIUCHIBAET
AOKYMEHT B 4aCTU, KOTOPas KacaeTCs
COTrJIacHsi, C yKa3aHUEM JIaThl.

HcceitegoBaresib TaKKe JOJIKEH I10-
CTaBUTb MTOAIIUCH U IATY.
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HE MOJTYATD, A CIPALLUNBATD, NOHK-
MATb, 06CYXXAATb

V3MeHeHUe MOJIEJH 37[paBOOXpaHe-
HVs U TIEPEXO/T K MallueHT-OpUeHTH-
POBaHHOU MO/IEJIN HAKJIABIBAIOT HA
MaI[AEHTA OIPE/IEJIEHHY IO I0JI0 OT-
BETCTBEHHOCTH — 3a CBOE 3/J0POBbE

U IpUHsATHE pemnieHuii. OHU MOTYT
KacaTbCs ero COOCTBEHHOTO 3/I0POBbSI
WJTH 37I0POBBsI HECOBEPIIEHHOJIETHUX
neteii. [Ipu 3TOM MoJie TN Bpay U Ia-
[MEeHT — nmapTHephl. VieanbHas MO-
JIeJib — cCOTpyAHnYecTBO. OHO KakK pa3
MIPeAIIoJIaraeT, YTO Bpad BeIeT Ju-
aJIorT ¢ MAIUEHTOM, Pa3bICHSIET BCE
BapUAHTHI JIEYEHUS U PEKOMEH/TY-

€T O/IUH U3 HUX, KOTOPBIH, 10 MHE-
HUIO CIIeI[HaJINCTa, HanboJiee moI-
xopurt. K coxkasieHu1o, mo-npexxHemy
K HH(POPMUPOBAHHOMY COIJIACHIO OT-

CNYLATb, MOHUMATb, CI PALLIBATE I PELLATE 1 61

HOocATcA ¢popmansHO. U mepcona,

Y HAIMeHThl HEJOCTATOYHO 3HAIOT
€ro MPUHIIUITBI ¥ IPOIECCHI COTJIa-
coBaHUA U noAnucanus. Hepenko
OBIBAET, UTO TAKOU CEPbE3HBIH JI0-
KyMEHT IOIIICATH IPEJIaraeT pe-
TUCTPATOP IPUEMHOTO OTAEJIeHN ],
koryia oopMIIsIETCST UCTOPHS O0JIe3-
HU. DTO HEJIOMYCTUMO!

Ecnu opopmaenue nuHGOpMUPOBAH-
HOTO coryiacus 061710 OpMaIbHBIM,
Bpay He NMeeT MOPaJIbHOTIO IIpa-

Ba COIVIAIIATHCA C TEM, YTO ITAITH-
€HT B3I Ha ce0s TaKyI0 OTBETCTBEH-
HOCTb.

Ho mpaBUJIBHOCTH B TAKUX CUTYya-
IUSAX 3aBUCHUT U OT CAMOI'0 IIaI[heH-
Ta. OTHOCUTECH K 3TOMY CEpPbhE3HO
1 0CO3HAHHO! !

HpI/I IIOATOTOBKE TEKCTA MCIIOJIb30BaHbI MaT€pHUaJJIbl

https://medi.ru/info/5325/

https://search.rsl.ru/ru/record/01003712124

https://postnauka.ru/video/66511

https://ru.wikipedia.org/wiki/udopmupoBanHoe_ 06POBOILHOE_COTIACHE

«Heo6X0MMMBIM IIPeIBAPUTETHHBIM
YCJIOBHEM MEIHIIHCKOTO BMEIIATE b~
CTBA ABJISIETCA Jaua HHPOPMUPOBAHHOTO
106POBOJIBHOTO COTTIACHS TPAXKAAHIHA
WJIU €70 3aKOHHOT'O IIPEZICTaBUTEJIA Ha
MEIMIIMHCKOE BMEIIATEThCTBO HA OCHO-
BaHUHY IIPEIOCTABIEHHON MeIUIUHCKUAM
pabGoOTHUKOM B IOCTyIIHOU hOpMe HOJTHOH
nH(pOpMALUH O IIeJIIX, METOaX OKa3a-
HUs MeJUIIUHCKOH IOMOIIY, CBA3aHHOM
¢ HUMU PHCKE, BO3MOXKHBIX BADHAHTAX
MEIMIIMHCKOTO BMEIATEIbCTBA, €r0 I0-
CJIEJICTBUSIX, & TAK3KE O IIPE/IIIOJIAaTaeMbIX
pesyJibTatax OKa3aHus MEAMIIHCKOM
IIOMOIIIH».

Dedepanvhblit 3axoH «O6 0cHO8ax 300po-
8bs epadicdan 8 Poccutickoil Pedepayuu»
(N° 323 ®3 om 2011 200a), cmamwvsa N2 20

=

Cozaacue
maxice
Heo0xo0umo
Jdasn yuacmus

8 ucc.1edosaMu-
AX UAU KAUHU-
yecxkux anpo-
oauusx HOBbLIX
npenapamoas.
HcceaedosanHus
aexkapcmse
cCoNpAdiceHvl

c 0oaee
cepve3HbvIMU
puckamu, uem
cmaHoapmHwle
MeduuuHCcKuUue

npoueoypsvl
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Monekynbl-

MonekynsapHble BMoMapKepPsbI

(BM) — Broniornyeckne MoneKysbl,
OTpaXkaroLLme onpenesieHHbIV
BrOIOrMYECKIUIN MPOLECC, CBA3aHHbIV
C KJIMHNYECKMW NPOSBAEHUSAMM
3ab0ieBaHVIA. B1uomMapkepbl
Pa3/IN4YHbI MO CBOEW CTPYKTYPE

N CBOMCTBAM — OT MPOCTbIX
METabOJIMTOB A0 CJIOXHbIX OESIKOB

WWW.RARE-DISEASES.RU
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TepmuH «buomapxep» npedaoxcun 8 2001 200y
HauyuonaawvHbiil uHemumym 30o0poswvs CIIIA. H ou
PopmyAUuUpOBaCa KAK Xapakmepucmuka, KOmopyro
MOIHCHO 00BEKMUBHO U3MePUMb U KOMopas Moxcem Oblimb
UHOUKamMopoM u3uo102uHecKUX U NamoA02u1ecKux
buo.102uHecKUX npoyeccos8 UAU Gapmako102uHecKux
0Mmaeemos Ha mepanegmuueckoe 8MewamenbCmaeo

MOJIEKYJIbl-ANATHOCTbI NEPEBOAAT

NOAO3PEHUE B ANATHO3
Tepmun [Ipex e Bcero aHaim3 6OMapKEPOB
«bromapkep» II03BOJIAET BpayaM YCTAHOBUTD AU~
IPE/ITIOKEH ar"o3. DTo MOryT ObITh U MeTabo-
B 2001 roay JIUTHI, U OeJIKU, U U3MEeHEeHUsI B I0-
HarnuoHasbHbIM caenosatesnpHocTu JIHK. Hanpuwmep,
HUHCTUTYTOM €CJIU BBISABJIEHO OIIpe/ieJIeHHOE U3~
370poBba CIIA MEHEHHME B I10CJ1e0BaTeJIbHO-

ctu IHK xonkpeTHOro reHa (Myra-
Vs TeHA), MOXKHO YTBEPK/AATh, YTO
y MaIfeHTa eCTh HacJIeICTBEHHOE 3a-
6oJieBaHUE U 5TO 00sI13aTEIHHO IIPU-
BEJIET K Pa3BUTHIO OOJIE3HHU.

Jpyrumu 6roMapKepaMy MOKET OKa-
3aThCs IPUCYTCTBUE OIIPEIETIEHHBIX
MeTa00JIUTOB B KpoBH U Moue. Cka-
JKeM, BBICOKUH YPOBeHb (eHIIaIaHu-
HAa CBUJZIETEJIbCTBYET O HAPYILIEHUHU €T0
MeTab0JIM3Ma 1 HacJIe/ICTBEHHOM 3a060-
JeBaHuu GeHUIKeToHypus. Ha ocHo-
BaHWM aHAJIN3a yPOBH (DeHMIIaIaHN-
Ha IIPOBOJUTCS MAaCCOBBIA CKPHHUHT
HOBODPOJKJIEHHBIX Ha 9TO 3200JI€BaHUE.

Tpetuii B 6OMapKepoB — GEJIKH.
Tak, CHIDKEHUE aKTUBHOCTHU (hepMeHTa
aybda-raJaKTo3mu/1a3bl B KPOBU yKa-
3bIBAET Ha 60J1e3Hb PaOpH y MY KUKH.

Bce 3Tu MapKephl ABJATCA AUATHO-
CTUYeCKUMH. Bpauu onpesiesnsior ux,
4TOOBI IOCTABUTH JIMATHO3, KOTOPBIH
OHHU II0/I03PEBAIOT 110 KIIMHUIECKOH
kapTuHe. Tak, 114 IEPBUYHON J1U-
arHOCTUKHU BOCbMU THUIIOB 3JI0Kaye-
CTBEHHBIX OIIyXOJIel COYeTaloT aHa-
JIN3 MTaHeJI COMaTUYeCKUX My TaIui
B IIUPKyupyloe# B kposu JJHK
(Tak HasbpIBaeMas JKUAKAs OHUOII-
CHs), a TAK)Ke BOCBMH y2Ke IPUMEH -
eMbIX 0eJIKOBBIX OHOMAapKEPOB I1J1a3-
MBI KDOBHU.

B xakoM-TO cMBICJIe HAJIUUMe CUMIITOMA — 3TO TOXKE Map-
Kep, HO JIpyTOoH, KiInHu4eckuil. K mpumepy, y maiiueHToB

¢ 60s1e3HbI0 [ollle OTMEUYAETCsI B pa3HOU CTEIEHH! YBeEJIU-
YeHUe [IeYeHU U cesle3eHKU. Ecau 3TOT Ipru3HaK IpucyT-
CTBYeT, Bpa4X Ha3HA4alOT JJOIIOJTHUTEJIbHBIE TeCTHI, YTO-
OBl IOATBEPAUTDH AUATHO3 60s1e3HU ['o111e MK APyrux
3a00J1eBaHU, IPU KOTOPHIX MOT'YT OBITh YBEJIUYEHBI I1€-
YeHb U ceJie3eHKa, — Pa3JIUYHbIX O0JIe3HeH KpoBu, 60J1e3-
Hu Humanna-Iluka u ap.

«GMELWAJINCTDI» NO JIEYEHUIO

Takske 60JIbIIIOE 3HAUEHKE UMEIOT MapKEPhI, YPOBEHD KO-
TOPBIX UBMEHsIETCs B IIpoliecce JedeHua. OHU oTpaska-
0T U3SMEHEHU A, IIPOUCXOAAIINE HAa KJIETOYHOM YPDOBHE.
HpI/I 9TOM KJIMHUYECKUX HpOHBJ’IeHI/Iﬁ Tepalnnuu MOXKET
elre He HAOJTI0AAThCS, OHAKO N3MEHEeHNEe OOMapKEPOB
IIOKa3bIBAET, UTO JledeHne 3G PEeKTUBHO.

BasxHbBI 1 GHOMAapKEPHI, KOTOPbIE MOTYT IIPeCKa3aTh IPo-
r'HO3 TeYEeHHUd 00JIe3HU.

Poab 6uomapxepoas:

OPOBOAAT OLEHKY TEKYIIUX (1)I/ISI/IOJIOI‘I/I-
YECKHUX IIPOIECCOB B OpraHu3Me

MIPOTHO3UPYIOT HHANBUAYATbHBIN PUCK
pasBuTHs 3200I€BaHUSA

BBIABJIAIOT 3200J1€BAaHIE, OIIEHUBAIOT
5GdEKTUBHOCTD JIEUEHUSA

OIIPEJIEeJISIOT POJIb BO3/IEUCTBU S HEra-
TUBHBIX (DAKTOPOB BHEITHEN CPE/IbI

IIOMOTAIOT IIPU pa3paboTKe HOBBIX JIe-
KapCTBEHHBIX CPEZICTB

QO0D00
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buomapxep

— IIpUPO/HAs XapaKTEPUCTHUKA, B TOM YHCJIe MOJIEKYJIa
WUJIU TeH, ¢ IOMOIIbI0 KOTOPBIX MOKHO OIIpe/leTUTh KOH-
KpeTHOe I1aToJIOruuecKoe I HOPpMaJbHOe, HO U3MeHeH-
HOEe COCTOsIHHE OpraHu3Ma

JTuazHocmuueckuil
ouomapxkep

HCIIOJIB3YETCA OJiAd YCTAHOBJIEHUA JHAarHo3a

ITpozHocmuueckuil
ouomapxkep

IIPpUMEHAETCA AJIA IPOTHO3UPOBAHUSA PA3BUTUA 3abote-
BaHUA B 6y/:[y1ueM HJIN OIIpeAeJIEHUA XapaKTepa TEYEeHU A
Y2Ke pa3BUBIIECTOCA HEAyTa

ITpeduxamueHuwlil
ouomapxkep

HCIIOJIB3YETCA IOJiA IIpeACKa3aHusA OTBETa IIalleHTa Ha
OIIpeJieJIEHHOE JIEUEeHEe

Cxpunune

— obcJretoBaHME C IOMOIIBIO IMATHOCTUYECKOTO TECTA UJIH
MeT0/1a OOJIBIIIOTO KOJIMYECTBA JIFOJIEH, Y KOTOPBIX HET IIPH-
3HAKOB 3a00sieBaHus. CKpUHUHT HY’K€H, YTOOBI BBISIBUTH
60J1e3Hb KaK MOKHO pPaHblIle, B 6eccuMToOMHOU hopme

No/1(12)/ur0Hb/2018

AA U HET?

Bce Bpauu u rceieioBaTesin XOTe U ObI TAKOTO U/1€aIb-
HOT'0 OMOMapKepa, KOTOPBIH acT CTOIPOIIEHTHO I0CTO-
BEpHYI0 HH(pOpPMaIHIo, KaKoe 3a00JieBaHuE y TTal[UeH-

Ta, KaK OHO OyZIeT MPOTEKaTh, KAKUX JKJAATh OCJIOKHEHUH
U KaK JIy4Ille BCETO JIEYUTD O0JIE3HB, /1a ellle YTOObI Map-
Kep MOKHO U3MEPSTH OBICTPO, ZIEIIEBO U MaJIOUHBA3UB-
Ho! B nzeaJte o karmie KpoBu, KOTopasi ObI /1ajia OTBET Ha
BCE BOIIPOCHI.

Ho Takux MapKepoB, YBbI, HET. Y Ka/IOI'0 CBOU OI'PaHU-
ueHUs1. HekoTopble MOT'YT MOBBIIIATHCA U Y 3/I0POBBIX JIIO-
Jlel, maBasi TAaK Ha3bIBaeMblIe JIOXKHOIIOJIOXKUTETbHBIE Pe-
3yJIbTaThI. JIpyrue MapKepbl UMEIOT BEPOSITHOCTD, UTO He
MOKaKyT U3MeHeHUs y O0JIBHOTO U Ta/lyT, HAIIPOTUB, He-
OOJIBIIION MPOLIEHT JIOXKHOOTPHUIIATEIBHBIX PE3YJIBTATOB.
[ToaTOMYy ¥ KaK/10ro 6oMapKepa UMEIOTCsI IIOHATHUS Uy B-
CTBUTEJIBHOCTH, CIEITU(PUIHOCTHU U ITUATHOCTUIECKOHN
[IEHHOCTH TOJIOKUTEIbHOTO pesyabrara (JJUIIP, PPV,
positive predictive value).

JIIIIP moMoraeT OIeHUTb 11eJIeCO00Pa3HOCTD HCIIOJIB30-
BaHUS TECTA JIJII MaCCOBOT'O 00CJIEIOBAHUS T'PYIIIIBI JIFO-
Jlei, To eCTh CKpUHUHTA. Ee HIu3K1e 3HAaUeHU T MOTYT
cieJIaTh JUATHOCTUUECKUI METO/ 3aTPATHBIM U JTaKe He-
6€e30IaCHBIM C TOYKHU 3PEHUs 0011l BBITOABI JJ1s1 0bOcTe-
JIyEMBIX.

BUOMAPKEPbDI 1151 KOHTPOJIS! JIEYEHNS JIN30COMHbIX
BOJIE3HEH

1. MeTaGouTHI B KAUECTBE MapKEPOB

HemaBHO OBLIH OTKPBITHI 0COOBIE OOMAapKEPHI — JIH30C-
(dpuHTOUIHABI. X KOHIIEHTPAIHS IOBBIIIAETCS B KPOBH
y 60s1bHBIX ¢ 60s1e3HBI0 ['o1te, Humanuna—IIuka, ®adpu. /i
Ka’k/10ro 3a00JIeBaHUS OMKCAH CBOM JIM30CHUHTOTUIIN/T
B KauecTBe BM /1J1s1 IMAarHOCTUKY U KOHTPOJIS JIEUeHU 1.

OnpeneneHI/Ie 9TUX MAPKEPOB BO3SMOXXHO U B IIATHAX BbI-
CyIIIeHHOfI KPOBH, 4YTO IIOBbIIIIAECT 3¢)¢)€KTI/IBHOCTB " Ka-
YeCTBO JUATHOCTHUKH, II0O3BOJIAET IIPOBOAUTH MOHUTOPUHT
JICUECHU A.

Takske moBBIIIeHNE KOHIIEHTpanu lysoGb3 MoskeT ObITH
€IMHCTBEHHBIM ITHAaTHOCTUYECKHUM MapKEPOM Y KEH-
IWH — HOCUTEJIbHUI 60s1e3H1 Pabpu. Y TaKux maiueH-
TOK aKTUBHOCTH (hepMEHTa MOKET ObITh B HOPME, T103-
TOMY IIPU IMATHOCTUKE PEKOMEH/IYIOT Ha IIEPBOM JTalle
OTIpe/iesIATH OTHOBPEMEHHO aKTUBHOCTH (pepMeHTa 1
KOHIIEHTPAIHI0 MeTaboJIUTOB, a 3aTeM IpoBoauTh JJHK-
JIUATHOCTUKY.

2, ®epMeHTHI B KauecTBe MapKepoB

depmenT xutoTprosuzgasa (XT) BolziesisgeTcss akKTUBHPO-
BaHHBIMU MaKpodaraMu U sABjgeTcs MapKepoM HaKoOILje-
HHsI BHYTPH KJIETOK HepacCIIeIlIEHHbIX cCyOCTPaToB. XH1-
TOTPHO3H/1a3a MOBBINIIAETCS TP MHOTUX JTU30COMHBIX
3ab0JIeBaHUSIX, HO HanboJIee 3HaUNMO pH 6osie3HuU orrie.
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Hexomopbwvie Ouomapkepsvl MO-
2Yym nosvLuuamvCea Yy 300poesbix
/noodeil, dasan maxk Ha3vleéae-
Mble N0OHCHONOA0HCUMECAbHBbLE
pe3yavmamul, d UH020a, HanPo-
mue, Mo2ym He NoKa3amuv uU3-
MEeHeHUll Y 00AbHbIX At00ell
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CHHKeHHe aKTUBHOCTH (pepMeHTa aJib-
(l)a-raﬂaKTO3HHaSbI B KPOBH yKa3bIBa€T
Ha 60s1e3Hb Pabpu y MyKIUH

ToBbimeHue KoHIeHTpauu lysoGb3
MOJKeT OBITh €/JUHCTBEHHBIM JIUarHOCTHU-
YECKUM MapKePOM Y YKEHIIMH — HOCH-
TenpHuIl 60e3uu Pabpu

XUTOTPUO3HUIa32a IOBIIIAETCS TIPU
MHOTHX JIN30COMHBIX 3a60JIEBAHUAX, HO
HauboJiee 3HAUMMO TIpu 6osie3uu [ome

JluazHocmuueckasn
UeHHOCMDb
NOA0HCUMEABHOZ20
pe3yavmama (L[IIP)
npedcmases.anem coooil
OMmHoweHue Yucaa
UCTMUHHO
NOA0HCUMEABHLIX
pe3yabmamos, ko20a
00.1e3Hb Hall0eHa
8EPHO, K CYymme 8cex
NOAOHCUMEABLHBLIX
pe3yavmamoas
(ucmuHHbLX

U JLOHCHDBIX)

Texcm: Examepuna 3axaposa,
0.M.H.
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Josroe BpeMs NokasaTesJab aKTUBHOCTU X T ABAICA OC-
HOBHBIM OMOMapKepOM, KOTOPBIH IPUMEH 1IN JIJIS1 KOH-
TPOJIA JIEYEHH A HTOT0 3a00JIeBaHUA. AKTUBHOCTD 3TOTO
depmenTa cHMKaeTcA B Ipoliecce ledeHUA. OfHAKO BaXK-
HO: 4TOOBI IpuMeHATh XT 1714 KOHTPOJIA JledeHu s, He-
00X0/IMMO 3HATh 3HAYEHU S HTOTO II0KA3aTeJsIsd /10 Havasa
Tepanuu — yOeJUThCSA, UTO y AIlHeHTa HET HEZ0CTATOY-
noctu XT. Y manuenTos ¢ 60se3Hb10 o1re, axe eciu
OHHU HAXO[ATCA HA JIEUEHUU aJIeKBATHBIMHU J03aMHU, aK-
TUBHOCTH XT He Bcerzia CHU:KaeTcsA 0 HOpMaJIbHBIX 3HA-
yenuil. Ho, eciu mocsie Havasia jjedeHUs aKTUBHOCTD
OCTaeTcAa KpaﬁHe BBICOKOM HJIU IIOBBIIIAETCA, HeO6XOI{I/I-
MO PacCMOTPETh BOIIPOC O TepeCMOTPe TAaKTUKHU JIeUeHUA.
B mexxayHapoaHble KIIMHAYECKUe PeKOMEH/ 1Al UM 110 Jiede-
HUIO 00s1e3HU T'ollle BXOJIUT OIIpeziesIeHUe HTOr0 MapKepa.

«0XOTA» 3A HOBLIMW MAPKEPAMHU

B mocieiHee BpeMsI IONCKY HOBBIX OMOMapKEPOB U UX
IIPUMEHEHUIO B KIIMHUYECKOU IIPAKTHKE yesseTcs 60b-
II10€ BHIMaHHe. DTO CBA3aHO ¢ 00wIel cTpareruei pas-
BUTHA MeJUIMHBI B HAIIPABJICHUH, [IPEZICTABJIEHHOM Ye-
THIPBMA COCTABIAIOIMUMH (4 P): mpesickasarebHOCTD
(predictive), mepcoHausupoBaHHOCTH (personification),
IIPEBEHTUBHOCTH (precautionary), mapTUCUIIATUBHOCTD
(participatory, BoByieueHHOCTB). B nokiaze, omy6nko-
BaHHOM EBpOITeliCKHM areHTCTBOM II0 JIEKAPCTBEHHBIM
cpeactBam (EMA), oTMeueHO, 4TO «OroMapKephI 3aHU-
MaloT Ba>KHOE MeCTO B pa3paboTKe HOBBIX JIEKAPCTBEH-
HBIX IIPEIIapaToB U B IIEPEXO0/Ie JIEUeHUS C ITO3UIUY <O UH
pasMep /151 BCeX» K MPUHIUAILY «[TPaBUJIBHBIH Ipemnapar
B IIPABUJIBHOH J103€ JIJIS ONIPEe/IeIEHHOTO COCTOSTHU».

O uem 2080psam
Aau3ocuHzoaunuodsvl

* Jluzoz2ao6ompuao3uachuH203uM
(lysoGb3) — 6os1e3up ®abpu

* Fnuko3uac@uH203uH (GlcSph uu
lysoGL1) — 60s1e3Hb To11ie

* Naaakmo3uac@uH203UH (ncuxo3un
wiu GalSph) — 6oste3up Kpab6e

* JIuzocghuH2omueauM (LysoSM) —
60s1e3up Humanna—IIuka (tum A/B)

* JluzochHuH2omMueauH-509
(LysoSM-509) — 60s1e3ap Humanua—IIuka (tum C)
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I'0e 6 Poccuu MOMCHO
onpedeaums 6uomap-
Kepbl N0 AU30COMHBIM
3a0o0aesaHuUam

* ®I'bHY «MeuKo-TeHeTUYeCKUH HayYHBIN IIEHTP»,
http://www.med-gen.ru

» HantmoHaTbHBIN MEAUITMHCKUN HCCIIE0BATEILCKUH IIEHTP
3710pOBbsI ieTelt MUHMCTEPCTBA 3/ipaBOOXpaHeHus Poc-
cutickoit ®enepanuu, http://www.nczd.ru
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1. Kpewosa T. /1., [Ipomisikosa T. 1O., Batinakosa I. B.,
Wrxkuc 0. C., Kypkuna M. B., 3axaposa E. 10. buomap-
KepBhI B IUarHOCTHUKE U MOHUTOPHUHTE JIeueHH s 60sIe3HeH
KJIETOYHBIX OpraHesu1 / MeauIuHCKasA TeHETHKA. — 2016;
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6 6EHHOM ( ﬂ)
noucke 3eopuvl

~ 3aboresaHus

~ CTaJIN CKOXXETOM
0,151 MHOTMX Cepui
3HAMEHUTOro
cepviana.
Ho He Bce
B QOUJIbME MOXXHO
BOCIPUHUMATb KaK
PEKOMEHOALINIO
K OVNarHOCTUKE
N NIEHEHNIO

RARUS PEJKHUE BOJIE3BHU B POCCUU

WWW.RARE-DISEASES.RU



No/1(12)/ur0HB/2018

OOKTOP XAYC - B BEH-OM [OVIOKE SEEPSI | 69

Mnoz2um Hpasumces cepuan «/[okmop Xayc». B Hem 2aasHblil 2epoil —
SKCUEHMPUYUHDILL U MAAAHMAUBDLLL 8PAY — C KOMAHOOT MOA00bLX 2eHlies
pasbupaemcs 8 cambvlx CAOHCHBLX cayuanx. H e cepuane mHo20 cepuil,
noceseHHbLX pedkum 60ae3HAM

He cryuaiiHo OHU CTaJI TEMaMH yB-
JIeKaTeJIbHOTO (pUIbMa, BeJb Ara-
THOCTHKA CJIOJKHA, a COUeTaHHe CUM-
MITOMOB MHOT/Ia HECTAH/IaPTHOE, A
U TpeOyIOTCA OUeHb CIOXKHEBIE JIa-
6opaTtopHble TecThl. [eModuus,
60J1e3ub Bunbcona—KonoBaJsiosa,
HapyIIEeHUs IUKJIa MOYEBUHBI, MHU-
TOXOH/IpUAJIbHBIE 00JIE3HU, O0JIE3HD
®abpu, mopdupus, XoJI0A0BasT JTUXO-
pajika — BOT JIUIIb HECKOJIBKO PEI-
KUX 00JIe3HEN, HICTOPUU KOTOPBIX

C OIIpeIeIEHHOH JTOJIeH Xy/10Ke-
CTBEHHOTI'O BBIMBICJIA MOYKHO HaWTHU
B Pa3HbBIX CEPUAX.

OcHoB8HbLe
CUMNIMOMbBL
00.1e3HU
Ped¢cyma:

e OJTMHEWpomaTus (MHOXKe-
CTBEHHOE TIOpPa’KeHUe MePH-
(epuyeckrx HEPBOB, IPOSIB-
JIsroneecs nepudepuiecKu-
MH BSIJIBIMH [TapaJINYaMHU,
HapyIIEHUSIMUA 9YBCTBUTEIb-
HOCTH);

e aTakcud (HapymeHue Koop-
JVHAIUY JBUXKEHUN);

+ aHOCMUSI (HapyIIEeHHEe BOC-
MIPUATHUSA 3aIIaX0B);
 MUTMEHTHAS IereHePaIus
ceTyaTku (KypuHas CJIENoTa);
* HapyIIIEHUE CKEJIETA;

* KApAUOMHONATHA (TIOparKe-
HHE MUOKap/1a HEU3BECTHOTO
MIPOUCXOXK/IEHU);
 HAKOIJIEHVE B KJIETKaX Hu-
TAaHOBOU KHCJIOTHI, KOTOPAs
MOCTYIIAET C TuIel (13 3e1e-
HBIX OBOIIEH)

He Bce, 4TO mpezicTaBIeHO B CEPH-
aJie, Hy?KHO BOCIPHHUMATD KaK pe-
KOMEHIAIUH K CAMOHATHOCTHKE
i camosieueHnio. KoneuHo, ciieHa-
pHUCTaM IPUILIOCH YTPUPOBATD P
curtyanuii. Hampumep, y marueH-

Ta ¢ 60s1e3HbI0 PabPU BCE CUMIITOMBI
Pa3BUBAIOTCS B TIEPUO/] TOCITUTAJIH-
3aIl1H, XOTS 3TO IPOTPECCUPYIO-
1iue 60JIE3HU U CHMIITOMBI TIOSIB-
JISIIOTCS TIOCTENEHHO. B peasibHOCTH
ke ipu 6oste3HU Pabpy epBbI-

MU CUMIITOMaMHU SIBJISTFOTCS JKTyUHe
60711 B KHCTSIX U CTOIAX B JIETCKOM

U TIOZIPOCTKOBOM BO3pacTe. A JTHM-
(oameHonaTus, nopakeHue MOYEK

U cep/ilia IPUCOETNHSAIOTCS Yepes
HECKOJIBKO JIECSATKOB JIET.

B menunuHe ecTh OHATHE «3e0par.
Korga cTyneHTOB 00y4aroT, UM ro-
BOpAT: «ECJIH BBI CIIBIIIUTE TOIOT
KOIIBIT, [YMAaNTe O JIOMIA/ISIX, & He

0 3e6pax». ITO 3BHAYUT, YTO HYKHO
IIpeAIoaraTh YTo-To Hanbosee Be-
pOATHOE, HanboJiee YacToe U JINIIb
IIOTOM 3aZlyMaThbCs, He peiKasd JIU 9TO
6osie3Hb. Tak BOT fOKTOP Xayc, 11a,
TI0O’KaJIyH, ¥ Bce Bpauu U3 oppaHHON
peasibHOCTH, yMaeT o 3ebpax mo-
CTOAHHO. /lake B caMbIX OaHAJIBHBIX

oaaaddllli
R lllll‘ il

|||

I

CUMIITOMAaX OHU CTapaIOTCS PABTIIs-
JIETh BO3MOXKHYIO PEJIKYI0 60JIE3Hb.

B «Bukumneuu» o cepuay Iporu-
caHa OlleHKa «3e0pOCTH» KaXK/I0H ce-
puu 0o mxkasue oT O 10 10. U, kcrary,
O/THOMY HEMEI[KOMY Bpauy, TOKJIOH-
HUKY ¢puiibMa «JlokTop Xayce», yaa-
Jioch bitarozapsi cepuasty 6bIcTPO
MMOCTABUTH MTPABUJIBHBIH JUaTHO3 1a-
MUEHTY C HECTaH/JapTHBIM HaG0pOM
CHMIITOMOB.

OnucaHue 3TOro KJIMHUYECKO-

ro cayuas npodeccop IOpren Ille-
dep (Juergen R. Schaefer) omy-
6nukoBa B xkypHase The Lancet.
55-JIETHUH MY>KUYWHA B Mae

2012 rosa obparuiics B LleHTp He-
JIUArHOCTHPOBAHHBIX 3a00/1€Ba-
HUU npu MapOyprckom yHUBED-
cutete (FepMaHUs) B CBS3HU C TEM,
YTO MEeJUKH He MOTJIH yCTaHO-
BUTH IPUYNHBI PE3KOTO yXY/I-
MIEeHUs COCTOSTHUS 3/TOPOBBS,
KOTOPO€e HavaJIoCh 3a Ioj 0 00-
pamenus. Bocmomunanue 06 ox-
HOM W3 BIIM30/I0B cepuasia 3acTa-
BUJIO IOKTOPA MPEIOJI0KHUTH, UTO
B IAaHHOM CJIy4yae peub ujetT oo
WHTOKCUKAI[MU KOOATBTOM.

iﬂ'i‘lrﬂ ﬂﬂlﬁtf | ;IE
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BOJIE3Hb PE®GCYMA

1. Onu300 17, 7-il ce3om
(«Bes 6aazo0amu»)

B mapke HamIM KPENKO CIIAIIETO
60M>Ka, Y KOTOPOTO OTAJINJIO OTHEM
pyky. bomk, HazBaBmuiicsa ey,
YTBEPXK/IaeT, YTO HUKOTI/1a He 60-
JIeJI ¥ He UMeeT MeJIUIIIHCKOH Kap-
Thl. OZTHAKO Ha €ro TeJie MHOMXKECTBO
IIPAMOB H CJIEJZIOB OT 02KOTr0B. OH
He 4yBCTBYeT O0JIH.

Bosiesns [lenu nporpeccupyert —

y Hero pa3BuBaeTcs TYHHEJIbHOe 3pe-
HUE, OH HE MOJKET B3SATh CTOSIIUH I1e-
pesl HUM CTaKaH.

Xayc 3a[yMbIBaeTCs: IOYEMY I10-
cJie octynieHus JleHu B 60Jb-
HUITYy eMy C KaXX/IbIM JTHEM CTaHO-
BUJIOCH Bce xyike? CKopee Bcero,
JIeJIO B eJie: MMAIUEHTY AAI0T UCKJIIO-
YUTEJIFHO BETETAPUAHCKYIO TH€e-
THUYECKYIO MUINY. AHAJIU3HI IO/~
TBEPKAAIOT IOTaKy Xayca: y [leHu
6o0sie3ub Pedpcyma.

BOJIE3Hb ®AGPH

1. Onuso0 2, 6-11 ce3oH
(«IToanwtil nposan»)

B KJIMHUKY NOCTyIIaeT MalueHT C He-
CTaHZAPTHBIMHU CUMIITOMaMu — 60-
JIBIO B KHUCTAX. [IpoaHanu3upoBas
HauyaJsIbHbIe JaHHBIe, POpMaH C KO-

MaH/IOU IPUXOJIUT K MAIIUEHTY CO
CBOMMM BapUaHTaMH IUaTHO3a, HO
MAI[AEHT HOTYIJINJI U CYUTAET, UYTO
y HETO OTpaBJIeHUE PTYTHIO.

EMy nie1atoT aHaIM3bI KPOBU, BbI-
JIBUTAIOT HOBBbIE BepcuH 00JIe3HH,

ay manueHTa MOSABJIAIOTCA HOBbIE
CHMIITOMBL: y HET'O PacIryxJiu Jumdba-
THUYECKHUE Y3JIbI.

ITanueHT, BUAA, YTO Bpauyu He MO-
T'yT IOCTABUTH €My IIPABUJIBHBIH
JIMArHO3, MUIIET 00 5TOM B HHTED-
HeTe, 00bABIIAA KOHKYPC /1)1 Bpa-
4el — KTO yCTAHOBUT AUATHO3, 110-
JIy4UT IIPU3 B HECKOJIBKO ThICAY
J10J1JIapOB.

IToTom y KHHOTEpOs HAXOAAT B II0Y-
KaX KaKHe-TO BKJIIOUEHU s, 3aTeM
HAYHUHAIOTCS CUJIbHBIE TaJIJIIOI K-
Hanuu u xkap. Ero caxaror B jejis-
HyI0 BaHHY. [laniueHT 6oJsibIle He
BEpUT BpauaM, HoO PopmaH yBepseT
€ro, 4TO B 3TOT pas OH TOYHO yBe-
P€H, 1 Ha3HaYaeT XUMHUOTEPATIHIO.
K cuacTbio, mepes; HAYaJIOM TaKO-
T'0 TS’KEJIOTO JIeYEHU I TPUXOJTUT
MMPaBUJIBHBIN OTBET O pakcy — 60-
sne3Hp Pabpu.

HeBepHO B cepuu TO, 4TO AJis1 60-
JIe3HU HeT JiedeHUs1. Ha camom

JleJie yKe CYIIeCTBYIOT /iBa Iperna-
paTa ajisa GepMeHTHON 3aMeCTH-
TeJIbHOU TepPaNuH, KOTOPBIE 10-
3BOJIAIOT CMATYUTDH PA3JTUIHBIE
CHMITOMI. [

No/1(12)/ur0Hb/2018

CIIHCOK_ 3TTHU30/10B__
Tenecepuana_«Jloktop_Xayc»
https://ru.wikipedia.org/wiki/

O/tHOMY HEMEIIKOMY Bpauy, HOKJIOHHUKY
durpma «JlokTop Xayc», ynanoch 61aro-
J1apsi ceprasty ObICTPO ITOCTABUTD IIPa-
BUJIBHBIN JIUATHO3 MAIIUEHTY C HECTAH-
JIapTHBIM HAa0OPOM CUMIITOMOB

He e6ce, umo
npedcmae.ae-
HO 8 cepuaae,
HYJICHO 8OoCNPU-
HUMAMb KAK
pexomeHdauuu
K camMoouazMo-
cmuke uau
camoaeueHuro

OcHoBHbLe
CUMNIMOMbBL
00.1e3HU
Daodpu:

 aKpoIapacTe3uu (Kryuue
60JIN B KUCTSAX U CTOIIAX);
 TUIIOTHPO3 (HapyIIeHne
IIOTOO/IE/IEHN S);

» aHTHOKepaToMa (MeJIKO-
TOYEYHBIE BHICHIIIAHUA Ha
KOJKe);

 TUIIEPTPOGbUUECKAST KaPAHO-
MUOIIATHS;

* [I0YEYHAs HEJOCTATOYHOCTb;
* HAKOIIJIEHHE B KJIETKAX 0CO-
OBIX JIUIIH/I0B

Texcm: Examepuna 3axapoea,
O.M.H.
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KTo0 u3 neBouex He MedTasI CTATh
npuHIieccoii? YToObI Kak B CKa3Ke.
Ho He y Bcex HCTOPHUI CKa309UHBIH
KOHEII.

Korpa »e 9TO IIPOHUCXOAUT, KOT/Ia ThI
BIAPYT 3alIMHAEIIHCS O IIOPOT B3POC-
JIOM KU3HU — «OH, MAMOYKH MO »?
" nouemy?

Kak npaBusio, HeT OTBeTa Ha 3TO «II0-
yemy». [Ipocto Tak npousoniio. 1 e
CJIBIIITHO 3BYKA BOJIIIEOHOM KapeThl,
a XOJIOJTHBIHA BETep JIyET B JIUIIO, BBI-
JlyBaeT IocJIe/IHee TeJIo U3 KaXK/I0ro
YToJI0UKa KU3HU. Upe3BbIualiHbIe
006CTOSITEIHCTBA CIKUMAIOT CEP/IIIE.

Kpacussie, 06asTeIbHbIE — KTO OBI
3HAJI CUJTY UX XPYIKOCTH... KTO OBI
3HAJI [[EHY UX MPEJAHHOCTU CBOEMY
penkomy pebeHKy. A ecoiu 0O6UTHO

1 601bHO (a Tak OBIBaeT yacTo!),
HUKTO HE YBUIUT CJIe3. YTPOM BTY
TaiiHy Oy/IeT 3HATH TOJIBKO MOMYIIIKA.

U cHOBA ieHDb — IeHb OOPHOBI 3a ellle
OJIMH JIEHb, HEZIEJII0, MECHI], eIlle
OJIVIH TOJI, IECATUIETHS.

VX 1eTH TOJIBKO MHOTO JIET CIIYCTSsI

MMOHMYT, KaKOBa ObljIa IleHa KaXKI0u
yTpeHHeH yabioku. C KOTOPOH Kax-
JIBIHA JIEHb B KOMHATY 3aXO/TUT MaMa.

ViipI0HEMCs ¥ MBI, Beb AJIs JII0O0T0
M3 HAC 3TO TaK IIPOCTO. Y HAC HET
TaK¥uX OOJIBIIUX IPUYUH JJIsI TPYCTH.

Hayuumcs y HUX yabpIbaTbes — y Tex,
KTO yspIbaeTcs, KOTrzja HeJIerKo.

U mokejiaeM 370pOBbsI UM U CAMBIM
JIOPOTUM, UX eTsAM. Kakaplil us
KOTOPBIX — €JITHHCTBEHHBIH.

A emte ycTh OyZlyT BEYHO KPaCHUBBI-
MH ¥ JIIOOUMBIMH. A ayz0? ITycTh OHO
BCe-TaKM OJHAXK/IbI 3aryigHeT. OHU
JKAYT.

AKTWB BCEPOCCHIACKOro OBLECTBA
OP®AHHDBIX (PEAKWUX) 3ABOJIEBAHUN

Ha sroii potorpaduu — obasiTesnn-
HbIE ¥ MY?KECTBEHHbBIE AKTUBUCTKH
Bcepoccuiickoro o0IecTBa peIKux
(opdannsbix) 3aboneBanuii (BOO3).

CieBa Hampaso:

TarbsaHa IloropeJsosa, ajpireii-
CKas peruoHaJIbHas OOIIeCTBEHHA A
OpraHu3aIusa POAUTENEN IeTel-
WHBAJIUOB U B3POCJIBIX OOJIBHBIX
MyKOBHCIHI030M «Hazmexia», npez-
ceslaTeJsib mpasJyeHus, uieH BOO3

(r. Matikomn);

Bepa TosinmuHCKas, pOCTOBCKasA
pervoHasibHasi O0IeCTBEHHAS Op-
raguszanus «ITomMoIb 60JIBHBIM
MYKOBHCI[H/I030M», IIPE/ICE/[aTe b
npasyeHus (r. Poctos-Ha J[ony);

Hensa ITorocsaH, MexXperuoHab-
Has o0IecTBeHHAA OPraHU3aIU A
«CopelicTBre HHBAJIUIAM C I€TCTBA,
cTpagamuM 60se3Hbi0 ['ome 1 ux
ceMbsiM» , BOO3 (r. MockBa);

Hpuna Mcaesa, caparoBckas
peruoHaJsibHast O0OIIECTBEHHAS
OpraHMU3AIUs IOMOIIHN OOJIBHBIM
MYKOBHCI[H/IO30M U IPyTHUMU PeJI-
KuMu 3ab6osieBanusiMu «CB06OOI-
HOE JIbIXaHUe», 3aMIIpeice/iaTesIs
MeXKperuoHaJIbHON OOIeCTBEHHOH
opranuzanuu «IloMoib 60IbHBIM
MYKOBHUCI[H/I030M», PETHOHAJIBHBIHI
npeactasutesab BOO3 B IIpuBosk-
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ckoM (peziepaIbHOM OKpyTre U UeueH-
ckoii Pecriy0Oiuke;

Eaena KopoJsieBa, peruoHaIbHBII
MIPEJICTABUTEb MEKPETHOHATBHOM
obmecTBeHHOM opraHusanuu «Co-
JIefiCTBYE UHBAJIU/IAM C JIETCTBA,
crpajiaromum 60s1e3ubI0 Totie u ux
cembsiM» B Camapckoii obsacTu,
BOO3;

OJsibra AHIOXWHA, PETHOHAJIBHBIN
MPEe/ICTAaBUTEb MEXKPETMOHATBHOM
obmecTBeHHON opranusanuu «Co-
JleiCTBIEe HHBAJIN/IaM C JIETCTBA,
cTpazammuM 60J1e3HbI0 T'oIlie U UX
ceMbsiM» B UeIssOMHCKOM 001aCTH,
BOO3 (r. Yens10MHCK);

JInausa ApyaauHa, peruoHaIbHBINA
mpezacraBuTesb BOO3 1o jieroyHon
apTepuaJIbHOU runepTeH3uu B Pe-
cinybsiuke Taraperas, Ipe3u/IeHT
acconuanuu O0JIPHBIX PEJIKUM 3a-
0oJieBaHVIEM — JIETOYHOHN apTepuasb-
HOU runeprensuei «Criactu u co-
XPaHUTbHY;

Bepa BoJsabniakoBa, UCIIOJTHUTEIb-
HBIH gupekTop BOO3

Hx demu moavko MHO20
Aem cnycms noimym,
Kaxkoeda 0bLaa yeHa Kaic-
0d0il ympeHHell Yabloku.
C xomopoii kaixcowlil
JdeHb 8 KoMHaMy 3axo-
Jum mama
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Pepkne
RARUS: =
m B Poccumn

Bcepoccuiickoe oowecmeo 3
opdarmblx 3aboesaHuUil

O6mmepoccuiickas obmecTBeHHasA opranuzanus «Bcepoccuii-
ckoe ob1ecTBo opdanubIxX (pekux) 3aboseBanuii» (BOO3)
co3/1aHa B 2012 TOy [0 HHUIIMATHBE MMAIEHTOB, YWIEHOB UX
ceMeti 1 5kcrieptoB. Ceromust BOO3 o06benuHser 400 nalueH-
TOB U3 47 cy0obeKTOB PO ¢ 63 peikuMu 3a0071eBaHUAMHU.

I'staBHAA 1esib OpraHu3anuu — IOMOYb MAIIUEeHTaM C pe/l-
KUMH 3a00JIeBAHUSMU PEATN30BaTh CBOE KOHCTUTYIIHOH-
HOe IIPaBO Ha JiedyeHHe, COBPEMEHHYIO ITHaTHOCTUKY, pea-
OMJIMTAIIUIO U COLHAIBHYIO IOJJIEPIKKY.

K penxum (opdanubiM) 3a601€BaHUAM B POocCUU OTHOCST
HO30JIOTUU C PACIPOCTPAHEHHOCTHIO MEHee JIeCATU 4eJio-
BEK Ha 100 ThIC. HaceseHus. [1o olleHKe 5KCIIEPTOB, B HATIIEH
CTpaHe TaKUMU OOJIE3HSMU CTPajiaeT 0oJiee 2 MJTH YeJIOBEK.
ATO THICAYH HO30JIOTUH. M 3TO cTpaslaHus HE TOJILKO Ia-
IIUEHTOB, HO TaKJKe UX CEMEU, Ha KOTOPbIE JIOKUTCS OpeM s
MHBAJIATHOCTH OHOTO U3 OJIN3KUX.

HecmoTps Ha pasinuue JUArHO30B, NAIIUEHTHI CTAJIKMBA-
I0TCS ¢ OJTHUMU U TEMU 3Ke mpobyieMaMu — He0CTaTOU-
HOCTHIO MHGpOPMAIUU O 3a00JIEBAaHUU, HEJIOCTYITHOCTHIO
JUATHOCTHUKH, JIEUEHHUS U peabuIuTaI|U.

OCHOBHbIE HANPABJIEHMA PABOTbI B003

e [loniep:xka U aKTUBHOE YUaCTHE B IPOABUIKEHUH 3aKO0-
HOZIaTeJIbHBIX MHUIIUATUB B 00JIACTH peIKUX O0JIE3HEN.

» PazpaboTka ¥ BHeJpeHUE MPOEKTOB, MO[UMHEHHBIX JI0-
HEeCEeHUI0 IIP06JIeM IaI[eHTOB C PeAKUMU 3a00IeBaHUAMU
JI0 TIpeICTaBUTEJIEd OPraHOB BJIACTH, 3PAaBOOXPaHEHUS
Y I POKOU OOIIECTBEHHOCTH.

« CozelicTBre B (pOPMUPOBAHUU CETU OPTraHU3AIUM, OKa-
3BIBAIOIUX MEAUITUHCKYIO0 M JIHATHOCTUYECKYI0 MOMOIIb
maryeHTam ¢ peJIkumu 3aboseBanusamu B Poccun.

o OpraHuzaiyoHHasi, WH(POPMALMOHHAS, TPOCBETUTEIIb-
CKas, HCCJIeI0BaTeIbCKass U JApyTue BUIbI JesATeJIbHOCTY,
HaImpaBJIeHHbIE Ha YJTy4IlleHie KaUeCcTBa JKU3HU IMaI[UEHTOB.
« [ToMoI1[h B pa3BUTHH B3aUMOIEACTBU S MEXK Y ITal[Ae€HTa-
MH, a TAKXKe MKy PO eCCHOHATBHBIMU O0IIECTBEHHBI-
MU OpPraHu3anusAMU, 00'beINHEHNE TAIIEHTOB C PEAKUMU
3ab0J1eBaHUAMHU B peruoHax Poccuu.

« MOHUTOPHUHT JIEKAPCTBEHHOTO OOecreyeHus MaueHToB
¢ peIKUMH 3a00JIeEBaHUAMHU Ha TePPUTOPUH Poccuu.

« FOpuanueckas moAAepKKa MaIeHTOB U YJIEHOB X CEMEN.
» YuacTue B MEX/AYHAPOJHBIX ITPOEKTAX, HAIIPABJIEHHBIX
Ha CO3/IaHHE HOBBIX ITOAXOJOB K JIEUEHHIO U JUATHOCTUKE
penkux 60J1e3HeN.

Bcepoccuiickoe o6uwecmeo opgantvix 3adoresanuit:

* 16/15€MCA UAeHOM cosema 001ecmeeHHbLX Op2aHU3ayuil no 3aawu-
me npas nayuenmos npu MuHucmepcmee 30pagooxpaenus POd;

» uMeem cozaaweHue o compydHuuecmse ¢ Pocaopasnadsopom;

» noddepxcusaem cailm, Ha KOmMopom npedcmasneHa uHGopmayus 0ns
nayuexHmos o Hogocmsx opdarHoil ompacau 8 Poccuu u 3a pybexcom;

» uzdaem sxcypHan «RARUS: Pedkue 6one3nu 8 Poccuu».

Bcepoccuiickoe
obLecTso

_—

Yupeaureanb

Y U3JaTeJab
Bcepoccuiickoe
061ecTBO OpaHHBIX
(penkux)
3abosiesanuii (BOO3)
Anpec: . Mocksa, yi1. Ya-
coBas, /1. 24, CTP. 2, KOMH. 27
DIEeKTPOHHAA OUTA A
KOPpPEeCNOHACHIIHH:
info@rare-diseases.ru
vooz@bk.ru

OTHPaBUTH MHUCHMO B PEAAK-
M0 MOYKHO TaK»Ke Ha caii-

Te: www.rare-diseases.ru

HAJ HOMEPOM
PABOTAJIN
ExaTtepuna
3AXAPOBA

Vpuna MACHHUKOBA
Henu IIOT'OCAH
Exarepuna
TMOAYIIKHA
Anexceit
BACUJIEBCKUIA

L'

MEAMATOP
KpearuBHas rpynna
«MeauaTop 3000»
IIE®-PEJAKTOP:
Enena 3ABbAJIOBA
WUAEA JU3AMHA:
Anna JIOITATUHA

JU3AVHEPBI:
Apcen JAHUEJIb
CeTyiana
BOAYI'HA

TEKCTBI:

Enena 3ABbAJIOBA
Muxaun [IOJINEB
Jlapuca SEJINHCKAA
Anna JIABYPIITEBA

DPOTOCOITPOBOXK/IE-
HUE:
Bragumup AKCEHOB

JINTEPATYPHBIN PE-
JIAKTOP- KOPPEKTOP:
Wpuna YEIIEJIKMHA

IIpu NoATrOTOBKE
MaTepHaJoB
HOMepa HCI0Jb30-
BaHBI JaHHbIE
caiita EURORDIS

Pepaxuus 61aroapuT Beex,
KTO HOJEJIHJICA CBOUME
MCTOPUAMM U HallleJ1 BpeMs
JlaTh MHTEPBBIO.
WHudopmupyeM, 4To MHEHHE
Pe/laKIMK MOKeT He COBIIa-

JaTh ¢ MHEHHEM Ie€pOeB.

OtnevaTaHo B Tunorpaduu
«ITosnurpadus oHmaHH»
Tupax 5K3.

Howmep 3akasa

PacripocrpasseTcs GeCIUIaTHO.

ABTOpCKUE IIpaBa 3alUIIEeHbI.

Ilepeneyarka MaTep1aioB
¥ pparMeHTOoB JOMycKaeTcsa
TOJIBKO TIO COTVIACOBAHHUIO C P&~

JIaKI[Fel B THChbMEHHOM BHJIE.

HAIITN
ITAPTHEPBI:

Bcepoccuiickuii o3
TalUeHTOB

IS

MeskperunoHaapHas obmuie-
CTBEHHasA OpraHusanus
«CopeiicTBre HHBAIHAAM

¢ Gonesnpto ['ole 1 uX ceMbsM»

MesxpernoHanbHas 06e-
CTBEHHAs OPraHU3AIUs
«ITomo1b 60TBHBIM

MYKOBHCI[H/I030M»

4

Bceepoccuiickuit
61aroTBOpUTENBHBIN HOH

«IToy drarom ro6pal»

MesxayHapoAHbIH GoHT,
Unique (penxue

XPOMOCOMHBIE HapyIeH )
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" & EURORDIS

RARE DISEASES EUROPE

EBporeiickas opranusanus

10 peIKuM G0JIe3HAM

RARE
DISEASES
INTERNATIONAL

MekiyHapoHa sl OpraHu3a-

U IO PeZIKUM 60Ie3HAM

D

http://frd-cee.org/ru/
®Dezepanus NaueHToOB

¢ peaKuMu 3a60JIeBaHUSAME
u3 LlenTpansHoil u BocTou-

Ho# EBpomrs!

KAK IIOMOYb
HAIIIEMY
KYPHAJLY
OGmepoccuiickas
of01mecTBeHHaA
OpraHu3anus
«Bcepoccuiickoe
001IEeCTBO
opdaHHBIX

3a0o1eBaHUIT»

OAO «Coepbank Poccun»
117997, r. MockBa,
yi1. BaBuiiosa, 1. 19

(mom. oduc 9038/1577)

Ham cuet:

OI'PH 1127799005080
WHH 7714400977

KIIII 774301001
PeKBUBUTHL 6aHKaZ

BUK 6aHka mosrydaresis:
044525225

Howmep cuera

6aHKa IoJTyyaTes:
30101810400000000225
HOMEP cyeTa rojyJareas:

40703810838060072660

*Rarus (2am. — pedxuil).

RARUS PEJKUE BOJIE3HU B POCCHUU
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CEKBEHUPOBAHUE

HOBOIo

NMOKOAEeHUA

SITMAETCA

BOAE3HAX

STUYECKUE
KOMUTETbI

®apmako-

3KOHOMMKA
1 peakue
60Ae3HU

g \“EO‘PEGCOBKCEHMH KPACHOIMOJIbCKAS: NICTOPUA HBO B POCCUU
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