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Henpodunbpomaros 1 Tuna (H®1) - reHeTnueckoe 3aboneBaHue
C ayTOCOMHO-AOMMHAHTHbIM TUMOM Hac/leOBaHNS, XapaKTepu3ytoLleecs

o6pa3oBaHMEM ONyXONen LeHTPaNbHOM 1 nepndepmnyeckomn HEPBHON
cuctembl’
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WOEW ON1A HALLETO LINDPA MALMEHTDI-
BPEMEHW B MEAULWHE HEBUONMKW

TE€JICTEHETHUKA IIDOTUB OXUJaHuA KaKyIo [IOMOIIb XKAYT

BOJIOHTEP BEHA -
NPYT YEJIOBEKA

TEXHOJIOT U
MIPeTaHHOCTH
IIPOTHUB 00JIE3HU

JDH VHdpopme SACTaBNeHHas B laHHOM MaTtepuane,

[MMO MONY4UTb KOHCYNbTaLMIO Bpada

Y3HainTe 6onblue o
Ha caiite HE-TOYKA.PO® ANATHOCTUIECKOU b6apbepbl CeMbH, [JIs KOTOPBIX HayKa

oficcen pelIeHus He Ipy/IyMaJia JieKapcTBa
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Hpuna MacHukosa,
npedcedamens NpasneHU
Bcepoccutickozo obwecmsa
pedxux (opdaHHbLxX)
3abonesanuil (BOO3),

Y/1eH NonevumenscKo2o cosema
¢ornda «Kpye dobpa»

Examepuna 3axaposa,
MeOUYUHCKULL 2eHeMUK,
npedcedamenb 3KCNEPMHO20
cosema BOO3, 0.m.H.

ATOT HOMEP 0COOEHHBIN — OH HOCBSAIIEH
paboTe YHUKAIBHOTO TOCY/IJaPCTBEHHOTO
donma «Kpyr mo6pa», KOTOPHIHA TOMOTa-
€T JIETAM C TSIKEJIBIMU B YTPOXKAIOIINMU
JKU3HU 3a00s1eBaHUAMU. Bosibioe yuc-
JIO IOAONEeYHbIX PoHAA — J1eTH ¢ opdaH-
HbIMU Ooste3HAMU. Biiarogaps «Kpyry
Jobpa» caMble COBpEMEHHBIE ITpenapa-
TBI, KOTOPBIE TOJIBKO HOSBUJINCH B MUPE,
CTAHOBSATCS IOCTYITHBIMHU AJ151 IeTel

¢ opdanHbIMU 6ose3HAME B Poccnu:
reHoTepanusd, GepMeHTHASA 3aMeCTH-
TeJIbHAS TEePAINs, CJIOKHBIE MOJIEKYJIbI
U J1aKe KJIETOYHbIE TEXHOJIOTHH.

MNP

NOJI1IOH

3amaBHOE | 3

AOOpbLIX JIloaen

yyaec

daHmacmuka crmaHosumcs PeEA/TBHOCMDBIO,
Kxoz2da UCKPDEHHEe iHcenraewb NOMOoUdb

HenaBHO 5KcIIepTHBIN coBET GoHTA
0106pumJI IpHOOpeTeHNe IEPBBIX TEX-
HHUYECKUX CPEJICTB PeabuINTAIUY A1
CBOUX IIO/IONIEYHBIX. IIpriiararoTcs Bce
yCrIus, 9TO0BI IPO6JIeM Yy MaJIEHbKUX
MaNVEeHTOB € PeAKUMH O0JIE3HAMHU
Uy UX POAUTEIEN OBIII0 KAaK MOXKHO
MeHblIie. YTo6bl He GbLI0 OOJIBIIE CYOB,
OXKUZAHUH 3aKyIOK JIEKAPCTBA FOAaMU
¥ TIOTEPSAHHBIX JHEH KU3HU. UTOObI
MpoLEeAypa MoJauu 3asiBKH B HoHZ,
cTajia MaKCHUMaJIbHO MOHATHOM, U PO-
JIUTEJIN MOTJIU OTCJIEKUBATD KaK/IYI0
CTaZNIO €€ IPOXOKAEHUS.

B 3TOM HOMEpEe MBI pPacCKazKkeM PO
HEKOTOpbIE U3 3a00JIeBAaHUHA, KOTOPHIE
douz B3s11 IOA cBOE KPbLIO. [Ipo cembH,
KOTOPBIE KUBYT C TUMH CIJIOKHBIMU

U TIOPOY OYEHb TSKEJIBIMHU OOJIE3H IMHU.
MpbI Ha/teeMesi, YTO CUCTEMA IOMOIIH
JPYTUM [TALMEeHTaM C PeAKUMU 601e3-
HsIMU TOXKe Oyzer co3zgaHa. YTo HMEHHO
HY’KHO C/IeJ1aTh, YTOOBI HE BOBHUKAJIO
«opdaHHOU HECIIPABEJIMBOCTU», — 00
5TOM TOBOPST SKCIEPTHI HOMEPA.

Pa3BuTHe OTpaciu HEPA3PhIBHO CBA3a-
HO C MHHOBallUsIMU. B 3TOM HOMepe MBI
3aTPOHYJIHU TeMY HUDPOBOI MeaUIH-
HBI: YeM OHA MOXKET ObITh II0JIE3HA, Ka-
KUe€ PUCKHY ZI0JI?KHA IPEO/0JIETD U 110~
yeMy efl THTEPECHO TO, O YeM MHUIIET
MaIUEeHT UK €70 CEMbS B COIMATIBHBIX
cetsax. Kak ye ceromHs HCKYCCTBEH-
HBIH MHTEJLJIEKT IIOMOTAeT BpayaM 60-

Jlee TOYHO yCTAaHOBUTD AuarHo3. Hayka
Y COL[AJIbHBIE TEXHOJIOTUH JIBUTAIOTCS
CaMbIMH Pa3HBIMU Iy TAMU. Mbl TpubIIu-
’KaeMcsl K MOMEHTY, KOT/ja yUeHbIE TOTOBBI
K OBICTPBIM IIPOPHIBHBIM PEIIEHHAM —
Jla>Ke CO3/1aBaTh YHUKAJIbHBIE IPEIIapaThl
JUU151 OTHOT'O MTAITMIEHTA B 3aBUCHMOCTH OT
HOBPEKZEHNA B ero reHe. GaHTaCTHKa CTa-
HOBUTCS PEATBHOCTHIO!

Ha momoIips TpuxofAT U HeCTaH/IapTHbIE
TEXHOJIOTUH — HATIPUMep, KaHUCTe-
pamnusi, Korzia BOJIOHTEPhI CO CBOUMH
nuTomMuaMu (KOIIKaMu, cCO0aKaMm)
TMPUXO/AT HAaBECTUTH ManneHToB. Kak
9TO IPOUCXOAUT B MOCKBE U KTO METOZ,
JieueHus no6poToit uzydaet B CaHkTt-Ile-
TepOypre, Bbl y3HAETE U3 HAIIIEH ITy-
Oonukanuu. Eiie ogHa HOBast TeMa — Kak
[ICHX0JI0TaM U ceMbe OBITH ¢ 3a00J1€Ba-
HUEM «0e3 CUMIITOMOB». TOT BOIIPOC 3a-
OCTPHJICS C TIOSABJIEHUEM HEOHATAJIBHOTO
CKPMHMHTA, KOI7[a 00JIE3HU BBISABJISIOTCSA
HA PaHHEH CTaIK U Y HEKOTOPBIX 3a00-
JIEBAHUU CUMIITOMBI BPOJIE HE BU/HBL.
KakyIo oMOIIlb MOTYT ITOJIyYUTh TAKHE
CEMBH OT IICUXOJIOTOB U TJIe, y3HAMTE U3
nybaukanuu «Hert, Ho...».

MpbI Ha/ieeMCs, YTO KPOMe T0JIe3HOM
nHGOPMAIUY HAIIIK UCTOPHH IIPUHE-
CYT ¥ OIIBIT IPYTHX MTAIIUEHTOB, a eIlle
5MOIMOHAJIPHOE TEILJIO ¥ YBEPEHHOCTD
B Oyaymem! ’

Bawu Hpuna u Examepuna

RARUS PEJIKME BOJIE3HU B POCCUU
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4 | KAPTA HOMEPA

3ATTIABHOE

Mup A0OpPBIX JIOJAEH MOJIOH YyaecC

OTKPbITbIW BONMPOC

Camo npoiiger?

YTo He Tak C JPKEHEPpHUKaMU U II0YeEMYy
IMaluEeHThI BBIXOAAT HA YJIUIbI

Hpuna Macnuxoea, npedcedamens
npassnenus Beepoccuiickozo obwecmaa
pedkux (opdarHbvlx) 3aboresaHuil

nmoan HOMEPA

JKCMEPTU3A

Cemb uaeu 118 Gyayuero
IIupamuma opdaHHON HECIIPABEJIMBO-
CTH ¥ HOBBIE CTPATErUH JIJISI PA3BUTHU S
oTpacyu

38

Yron 3PEHuA

«BaskHOe 3HaUeHH e UMeeT MOHU-
TOPUHI COCTOAHUA»

Aaexcandp Pymanuyes, npedceda-
menb dKCnepmHo20 coeema goHoa
«Kpye dobpa»

«ITanueHToOB pa3aeJauan»

Oavea I'epmanenko, dupekmop
b61azomeopumensHozo gonda «Cembu
CMA», unen axcnepmmoz2o cogema ¢oH-
da «Kpye dobpa»

«B3pocJible OCTPO HY:KIAIOTCA

B IPOJOJI2KEHUH TEpANNu U 0e3
nepepbIBOB»

Heas Ilozocan, samecmumend npeo-
cedamens npasaenus BOO3

o

WHHOBALIMU WU TEXHOJIOTMN

«B opdanHoH chepe 3HAUNMBI
HeE TOJIBKO 00JIbIINE, HO U JI0O0ObIE
MaJibl€ JaHHBbIE»

TEMA HOMEPA

®ouna «Kpyr roopa»

PyKa NMOMOLLI 1 HOBasA ColasibHasA TEXHOJIOMNA

16

Mama HanmucaJa
nucsmo Ilyruny

18

boJbie yuem
donp
Hacmoiiuusocmyw
2ocydapcmaa,
agdexmusHblil
MenedxcmeHm, bbicmpbwiil
3anycK HOBbLX
npoexkmos, Jiceaamnue
nomous 0emsam — max
Nnos8UA0CHL pOCCUliCKOe
peodxoe uydo

HCKyCCTBeHHbeI HUHTEJIJICKT YUYUT-
CsA pa3bICKUBATh IALJUEHTOB U 110~
Jlep>KUBaTh BpaueOHbIE pelIeHU s
Hamaaua Xopoweeackas,
eedywull aHaumuk

000 «Cemanmux Xab»

22

Cocras Jxcnep
coBera poHIA
«Kpyr noopa»

24

byayuiee,
KOTOpOe
HaCTYIIHJIO
Ocmamwcs 006pbiM,
2de mpyoHo. Pewwamyp
80NpocyL mam, 20e
20/Mo8blLx 0Meemos Hem

54

COOBLLECTBO

Mamusno geJsio

CaMbpIMU HaJe>XHbIMHU IIOMOIIIHUKAMU
ceMeii ¢ HelipodubpPOMaTO30M CTaIU
pPoAUTENN U B3POCJIbIE ITAITUEHTHI

HcnoBeapb NCKyCCTBEHHOMY
HHTE/JICKTY HME€C€T PUCKH
Examepuna 3axaposa,
MeduyuHCKull 2eHemuK, 0.M.H.
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NMEPCOHAJIN3NPOBAHHAA
MEQWLINHA

Yyao aaa Mujbr
N306peTeHne IepCOHATBLHOTO
npenapara — I0Ka peJIKOCTb.
CMoryT i1 OBICTPBIE PELIeHU ST
JULSL OTHOT'O AI[eHTa
CIacaTh XKU3Hb

Ipyrux?

Anna Yuemonpyodoea, dupexmop
MeNcpe2uoHaAbHOll 0bujecmaeHHOll Op-
2aHuzayuu codelicmaus NOMowU nayu-
eHmam c Hellpopubpomamo3som «22/17»
IIsTHaA 6e3 coTHIIa
Heiipogubpomamo3s 6vieaem mpex
munos, u kaxcowlil — 0cobeHHbLLL

©

AYWEBHDIE CUJIbI

Her, HO...

Kapra rncuxosorudeckux mpobJeM ceMbH,
T1e BBIABUJIN <<6OJIe3HB 663 CHUMIITOMOB»
Hamaava Kaunununa, ncuxomepa-
neem u ncuxonoe goxoa

«Iodapu s#cu3Hb»
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RARUS PEJIKME BOJIE3HM B POCCUI
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Ilepeuens
3a0o1IeBaHUM,
110 KOTOPHIM

OKa3bIBAETCA
IIOMOIIb

34

AJIeKcaHap
TrayeHKoO:
«IJTH IE€TH €CTh.
U Toura»
nKue omsemnt
ble 80NPOCHL

@

NALMEHTCKWIA 1030P
JIrogn-HeBUANMKHA

WHora UM MpuxoguTcsa 60POTHCA 32
KasKJbIH IO/, MECSII, I€Hb.
«CMoOTpeJiu HAa HAC, KAaK Ha U~
KOBUHKY»

Ol'IbIT BBI2KHUBAHHUA OT CEMeﬁ C MHUO-
TyOyJIAPHBIMU MHUOIIATHUAMHU
O0paireHue coooIeCcTBA POIU-
TeJiel JeTel ¢ MHOTYOy /I PHBI-
MHX MUOIIAaTHAMM

@

AOGPLIE NIOAN

Bensa — Apyr 4ejoBeka
KaHucrepanus nomMoraer Ts:KeJio-
GOJIbHBIM JIIOAAM HAXOOUTH PagoCThb
B MOMEHTeE

AstraZenecac?

Pepnkune
RARUS: &
m B Poccun

2Kypnaa Beepoccuiickoz2o o6wecmea
pedxux (opdpannvix) 3aboaesanuil

ObLLepoccuinckas obLLEeCTBEHHas opraHm3aLms «Bee-
POCCUNCKOE OBLLECTBO PEAKMX (OpthaHHbIX) 3a60s1e-
BaHuin» (BOO3) cospaHa B 2012 rogy no MH1UmaTuee
NaumeHTOB, YIEHOB VX CEMEN 1 akenepToB. CerogHs
BOO3 06beauHseT 400 naumeHToB 13 47 cybbekTos PO

C 63 peok1mm 3a601eBAHNSAMM.

MaBHas LeMb OpraHm3aLmm — MoMOYb NaLyeHTam C pef-
KMU 3a6051EBaHNSIMIN PEANM30BATL CBOE KOHCTUTYLIN-
OHHOE MPaBO Ha JIeYeHe, COBPEMEHHYIO ANArHOCTUKY,

peabunUTaLmio 1 CoLvarnbHyo NOAAEPMKKY.

K pegkum (opdaHHbiM) 3abonesannsm B Poccum OTHO-
CSIT HO30J10M MM C PACNPOCTPAHEHHOCTLIO MEHEE AECATU
yenosek Ha 100 TbiC. HaceneHns. o OLeHKe aKcnep-
TOB, B HALLIEN CTpaHe Takumm Bone3HsaIMN CTpagaeT
6onee 2 MH Yenosek. 3TO ThICA4M HO30M0rU. 1 3TO
CTPafaHVs He TOMBKO NaLMEHTOB, HO TaKXKe VX CEMEN,
Ha KOTOPbIE TOXKNTCA BPEMS MHBATMOHOCTN OOHOMO 13
61m13KMX. HeCMOTPS Ha pasnnyme OuarHO30B, NaUNEHTbI
CTaNKMUBAKOTCH C OQHVMM 1 TEMU XKe NpobnemMamm — He-
[OCTaTO4HOCTLIO MHGOpMaLmn O 3a6oneBaHn1, Heo-
CTYMHOCTbBIO OMArHOCTUKU, NIEHEHNS 1 peabunmuTaumn.

KAPTAHOMEPA | 5§

Kax nomoun

HaweMmy HcypHay
Obwepoccutickas
obujecmeeHHas. Op2aHuU3ayUs
«Bcepoccuiickoe obwecmaeo

pedxux (opparHwvix)

3abonesaHuil»
ITAO «C6epbaHk» 117997,
r. MockBa, yi1. BaBumnosa, . 19

(mom. odbuc 9038/1577)

Ham cuer:

OI'PH 1127799005080
WHH 7714400977

KIIII 774301001
PexBu3uUTHI 6aHKA:

BUK 6aHKa-ToIyyaTes:
044525225

Howmep cueTta GaHKa-IIOJIydaTesis:
30101810400000000225
Howmep cueTa nosry4garesns:
40703810838060072660

' Bcepoccuinckoe YUPEAUTEID U U3IATEID

obLwecTso
opdaHHbIX
3ab00n1eBaHUi

Bcepoccutickoe 0611ecTBO pefikux (OphaHHbIX)
3abosteBanuii (BOO3)
Anpec: 109544, T. MockBa, yi1. Bospiast AHApOHBEBCKas,

1. 17, KOMH. 514/3 . dnexTpoHHas nouta: info@rare-diseases.ru,

vooz@bk.ru. OTIIpaBUTh MUCHMO B PEAAKI{IIO MOYKHO TAKIKe Ha

caiire: www.rare-diseases.ru

HAJI HOMEPOM PABOTAJIU:

Exatepuna 3AXAPOBA, Vpuna MACHUKOBA, Hesiu IIO'OCAH
Iled-penakrop Enena 3ABbAJIOBA. Apr-nupekTop, nusatinep Maprapura KAJIUTA
JIutepaTypHBbIH pefakTop-koppekTop Mpuna HEITEJIKMHA
Pe,T.[al(I.II/I}I 6nar0napnT BCE€X, KTO IIOJAEJUJICA CBOMMU HCTOPUAMU U HAIIEJ BpeM:A JaThb UHTEPBLBIO.
I/IH(I)OPMI/IpyeM, YTO MHEHHE peJaKIIuH MOXKET HE COBIIaZlaTh C MHEHHUEM I'€pO€EB

HAIIN ITAPTHEPBI
Bcepoccuiickuii coo3
nanueHToB \H
'i-—_ 7
MeskpervoHaIbHasA
~ olmecTBenHas
(ymu

OpraHusanus /
«CopeficTBrE HHBAIH/IAM l
¢ 6oste3nbio Torie 1 ux Unid e
CeMbIM»

MesxperuoHasibHast

obmecTBeHHasA o
OpraHU3anusa Ea-i
«ITomo1b 60JBHBIM j‘i EURORDIS
MyKOBHCITH/I030M» L

B &

Bcepoccuiickuii
6J1aTOTBOPUTEIBHBIH
dong «Ilox darom
nobpal»

Mex/1yHapOJHBII
donz Unique (penxue
XPOMOCOMHBIE
HapYIIEeHH)

EBpornelickas
opraHu3aIysa
TI0 PEAIKUM
60s1e3HAM

OTneyaTtaHo
B TUnOrpagpun
«[ITPUHT-CTYAHUO»

Tupax oK3.

Howmep 3akaza
Pacnpocrpansercs
GecriaTHO.

ABTOpCKHe IIpaBa
3amunieHsl. [lepe-
revyarka MaTepUaoB

¥ pparMeHToB JIO0IMycKa-
eTCs1 TOJIBKO I10 COTJIa-
COBAHUIO C pelaKIuer

B IIMCbMEHHOM BH/IE.

RARUS PEJIKME BOJIEBHU B POCCUU

WWW.RARE-DISEASES.RU
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CAMO NPOVOET?

Umo He mak ¢ dxceHepukamu u nouemy
NAauueHMmMbsl 8blX00M HA YAUUbL

Hpuna MacHukoea,

npedcedamens npasaeHus
Bcepoccutickozo obuiecmea pedxux
(opganHbix) 3abonesanuil

«Bocnpou3gecmu

Ha 3ameHy
OPUGUHANBHOZ20
npenapama oddice-
HepUKU MON}CHO
O0ydem moavko no
ucmeueHuu cpoxka
nameHmMHoz20 npasa.
IIpedcmaevme cumy-
ayu0: KOMNAHUA

He pe2ucmpupyem

6 Poccuu npenapam.
U Heawb3n coeaamsb
dxceHepux. Kak
oOvIMmb nayueHmy?»

CeroziHA MHOT'HX [TAIJUEHTOB U CEMbU
TPEBOXKUT BOIIPOC, UYTO OYET C IMOCTAB-
KaMU IIpernaparTos, BeJlb IIPHU PEKUX
3a0071eBaHUsAX 0€3 IIOCTOSTHHOTO JIeYe-
HUA BO3HUKAIOT TsAXKeJIble OCI0KHEHU .
¥ npob6sieMBbl eCTh pa3HbIe IPAHU.

Bo-nepBhIX, He Bce JIeKapCTBEHHBIE
cpeacTBa peructpupyiorcda B Poccun.
HuxkTo He MOKeT 3aCTaBUTh KOMIIAHUIO
3aperucTpUpPOBATh CBOU IIpernapar:
9TO 3aBUCUT TOJIBKO OT JKeJIaHU S IIPO-
usBoguTesnd. A papMmaneBTUYeCKUe
KOMITAaHUHY — He 6JIarOTBOPUTEIbHbIE
OpraHu3aIuy, KOTOphIe IIpecjelyioT
¢unaHTpONIMYECKUE IIeIU, a KOMMep-
4YecKHe IpeJIIPUATUA, KOTOPbIE XOTAT
MOJIy4aTh IPUObLIb. PapMKOMIIAHUU
110-CBOEMY IIpaBbl, KOTJja TOBOPAT, UTO,
ckaxeMm, B Poccuu MaJsio nanueHToB

U HEBBITO/THO PETUCTPUPOBATH IIperna-
part. Ho manueHTy 5T0 KpaiiHe CJIOKHO
MOHATH. /[J1 HEero aTo BOIPOC XKU3HU
U cMepTH, IpobjeMa Ha CThIKE STHKHI
U KOMMEPIUH.

Jlpyras cJI0KHOCTb — IIpernapaThl, KO-
TOpPBIE MIpe/IHA3HAYEHBI /17151 TAIIEHTOB
C peIKUMHU 3a00JIeBAaHUSIMHU U UMEIOT
JIOJITUH CPOK OXPaHbI MATEHTHOTO pa-
Ba. IHBIMH CJIOBAMU, BOCIIPOU3BECTHU
Ha 3aMeHy OPUTHHAJIBHOTO IIperapara
JIXKEHEPUKU MOXKHO OYZIET TOJIBKO TI0
HCTEUYEeHUU CPOKA IaTEHTHOTO IpaBa.
[IpencTaBbTe CUTYAlNIO: KOMITAHUSA

He peructpupyer B Poccun nmpenapar.
U Henb3s caenath pxeHepuk. Kak 6bITh
MalnyeHTy?

Ia, cerogusa «Kpyr 1obpa» 3aKynaer 11
JleTeli ¢c opdaHHBIMU 3200JI€EBAHUAMY He-
3aperucTpPUPOBaHHBIE IIPENaparsl, ¥ 3T0
popsIBHOE perenue. Ho uTo fesats
TOMY, KOMY y2Ke 3a 18—19 jieT? /[s1s1 op-

Ne 24

¢daHHBIX TAI[UEHTOB IIPENapaThl KU3HEH-
HO Ba’KHbI, IDUHUMATD UX HY>KHO ITOXKHU3-
HEHHO, [I03TOMY pellleHHe BOIIpoca Yepe3

«Kpyr nobpa» — JIUIIb HOJIOBUHYATOE.

C ueM cTaJIKUBaeTCsA MMAlleHT, epe-
marHyBmui 3a 18 siet? OHO 7es10, KOT-
Jla 3aKyIIKa [IeHTPaIn30BaHHAs, Ipema-
PaThI IPOXOAAT IO OAHOU CTOUMOCTH.

A ecyy 3aKyIIKa He3aperucTPUPOBAH-
HOTO IIperapaTa HeOpraHU30BaHHAA?
OO6paTUTHCS K PErHOHATIBHBIM BJIACTSIM?
Ho He Bcerzia pemaercs gae B 6y1aro-
MIOJIyYHBIX PETHOHAX. Y APYTHUX Pa3HBIN
VPOBEHB JJOXO/IOB U JKeJIAHUS IOMOYb
TaKUM IarueHTaM... V1 JI0u CTAaHOBAT-
¢ 3aJI0KHUKaMU cucTeMbl. OHH BOIIU-
10T O IIOMOIIY, /]a’Ke HHOT/IA BBIXOJ AT
HA YJIULBI, HO CJIBIIAT JIU UX? IToaToMy
51 CYNTAIO, UTO HY?>KHA CHCTEMa, IIPU KO-
TOPOY BCe NaIMeHThl UMeJIH ObI rapaH-
THPOBAHHYIO BO3MOXKHOCTb ITOJIy4YaTh
OpUTHHAJIbHBIE IIPENapaThL.

O 3aMeHUTENAX, NXKeHepukax. Eciu
TIOSABJISIIOTCS KaueCTBEHHBIE U IPOBEPEH-
HbIE IIPernaparsbl, Mbl TOJIBKO 3a. [IKeHe-
PHYIKH, KaK IPABUJIO, JIELIEBJIE, U 6OJIb-
11Ie€ YHCJIO MAIlIEHTOB MOKET ObITH MU
obecrieueHo. OTHAKO ecTh Ipobiema:
KaKoe B HUX KOJINYECTBO OCHOBHOI'O
JIecTBYIOIIErO BelecTBa? OHO JI0KHO
COBIA/IATh C KOJIMYECTBOM B OPUTHHAJIb-
HOM JiekapcTBe. Kpome Toro, B izkeHe-
PYIKE UHOT/Ia UMEIOTCSI NHbBIE BEIIECTBA,
U Yy IAIUEHTOB MOKET OBITHh HENTPEZCKA-
3yeMasi peakIlis OpraHu3Ma Ha HUX.

Hestb3s ¢ MIANIKO3aKU/ATETBCKUMU
HACTPOEHUSIMH HOXOUTH K BOIIPOCAM
MAIUEHTOB CO CJIOKHBIMH GOJIE3HAMU.
Hy>kHa [UIIOMATHS BO BBAUMOOTHO-
[IEHUSIX ¢ KOMIIAHUSIMH, KOTOPBIE YK€
npousBoasT 3¢ GEKTUBHbIE IPENapaThl.
Hy>kHBI rapaHTUH AJ151 B3POCJIBIX I1a-
nueHToB. Hesrb3st 3a6bIBaTh O pHCKaX
JKEHEPUKOB, UTO HE BCEr/la UX Ha 3a-
MEHY MOKHO IPOM3BECTH OBICTPO U He
JUIsL BCEX IKeHepUK noaxonuT. HyxHo
XOPOIIIO Pa3bUpaThCst BO BCEX HIOAHCAX
3THUX MPO6JIEM, TPOSBUTH THOKOCTH

¥ BHUMATEJIbHOCTD, IPUHUMAsI HOBBIE

peleHus. ,
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B cuaax denymamoe I'ocyoap-
CcmeeHHOiL OYyMmbl € ONOPoil Ha
21a8MbLX edywux cneyuaau-
€Mo8 N0020mosumsv u 6Hecmu
6 3aKOH NoNpPaeKy, kKomopasn
0bl He Nnpuea3bleana npaeo Ha
noayueHue 1eKapcmeeHHbIX
npenapamos k uHeaAudHocmu

HOPHIA XYJIEB, )
conpedcedamenv \ -
-

Bcepoccutickozo

ANEKCAHLP
PYMSHLEB,
npeaudenm OI'BY
«HMHMHI] demcxotl
2emamosnozuu,
OHKO02UU U UM-
MYHO02UU UMEHU

Amumpusn Pozaue-

8a», 0.M.H.,
axademux PAH

14

nognHomerA |7

P 1 2 CEPTEW KYLIEB,
fragig | | 21a8Hblil
\:ﬁ_ ‘ gHewmammbli
"~ Ecau 601e3Hb HavU- cneyuaaucm
Haem npoasaAamMsvbea 6 2—3 200a, M3 P® no
MO0, 603MOHCHO, OHA 00 IHCHA MeOQUYUHCKOUL
Ovblmbv He 8 CKpUHUHZze, a 8 nNAa- 2eHemuxke, Ou-
HO8blx ocmompax? B 3eeHo dem- pexmop ®I'EHY
CKoil ducnaHcepusayuu mMo2ym «MTHI]», 0.M.H.,
0ObIMB BKAIOUEHBL AHANU3DL, npodgeccop,
KOmMopbvle N0360AUMN 8bLABAAMb akademux PAH

demeil c opgaHHbLMU Gore3HAMU

cow3a
nayuenmos

Ecmwb npopexu u no 3a6oae-
8aHUAM, U NO OMpaAcasm, 20e
KAUHUYecKue peKkomMeHoayuu
0aeéHO He OGHOBAANUCH U HE

pa3paGomanbst 80ece, a 3a-
nYyweHHble 8 NPOU3B0OCIMEO
KAUHPpeKU 2Yasiom, Kak no
aadupunmam

HATANNA

sedywuil
aHaaumux

44

XOPOLUEBCKAS,

EKATEPMHA
3AXAPOBA,
3asedyrowas
nabopamopuetl Moxcem 6btmb, HaM NOJY-
HBO OI'BHY Mamsv 0 cO30aHUU 8 PAMKAX

«MTHI]», 3a8edy-
owasn kagedpotii

meaemeduUyUHbL U Mene2eHe-
muxu? Ecau 6bt y epaua u na-

buoxumuueckol YueHma 6sLLIA 603MOICHOCML
eenemuxu u H6O noayuums Meduko-zeHemure-
HUBu/IIIO ®I'GHY CKY10 KOHCYAbLMayu0 OHAAIH,

«MTHI[», 0.M.H.

amo coxkpawano 6t nymsv
K JuazHo3y

Butcorokearuduyuposarmwtii
MeOUYUHCKUIL nepcoHan cno-
co6eH He MOAbKO 2PAMOMHO
ucnoavzoeams yuPpPosvLe UH-
cmpymeHmobl, HO U cmasumb

3adauu pazpabomuukam ma-
KUX HOBbLX UHCMPYMEHINOE

000 «Ceman-
mux Xab»

HATAJIbSA

KJIMMUHWHA,

MeduyuHcKull

ncuxono02
Hee03Mm03cHO npu2aacums HMMUI[ ITTOU
ceMmblo, ecau oHa He xouem umenu JTmu-
NOAYUUMDb NCUX0N02UHUECKYIO mpus Pozauesa
nomowv. Ho mut Modxcem coe- ncuxomepa-
AQImb NOMOWb 00OCMYNHOIUL HA nesm u ncuxo-
écex amanax n1eveHusn unocae 102 ponda
€20 3a6epuLeHUN 8 PaA3HBLX «[Tooapu

gopmamax u ghopmax u pexo- HCU3HDL»
MeHdosamwv ee

RARUS PEJIKME BOJIEBHU B POCCUU
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YYACTHHUKH OBCYKIEHUU

akcrnertviza | Q

IOpui;t Ky.
conpedcedamens

[Tnpammoa opdaHHOW
HecnpaBenIBOCTU

N HOBblE CTpaTernm
0715 PasBUTUS
oTpacau

Bcepoccuiickoz2o coro
nayuenmos

Anexcandp Pymanuyes,
npesudenm OFBY
«HayuonanvHwlit MeQuyuHcKuil
uccaedosamenvckuil yeHmp

demckoil 2emamo.oauil,
OHKO0102UU U UMMYHOL02UU UM.
JImumpus Pozavuega», 0.M.H.,
axademux PAH

Cepezeit Kyyes,

dupexmop ®I'EHY «Meduko-
2eHemuuecKull HaQy4Hblil yeHmp
um. akademuxa H. I1. Bouxosa»,
2/1a8Mblll BHeWMAMHbLil
cneyuaaucm no MeouyuUHCKoll
cenemuxe Munucmepcmea
30pasgooxpareHusn PO,
axademux PAH

Hpuna

Bumxoseckas,
3amecmumens

enasHozo epava I'bY3

lopososckas demcekas

OKCIIEPTHBIE OLIEHKU U IPOTHO3bI

B opdaHHOH OTpacCIK HEPEJKO Ipe-
BpalfaloTes B Ies10 Ouokakiniero 6y-
nymero. Emie Buepa 3To MOTJI0 3By4aTh
Kak nmpobJyieMa MM MeuTa, a 3aBTpa
9TO y2Ke NUJIOTHBIA MPOeKT. Takoi
KOPOTKUH pa3ber HeyJUBUTEJIEH B OT-

OY€Hb pa3Hbl€, U ABUTATbCA 110 TaKou

MECTHOCTH BO3MOKHO 6J1aroiaps Ku-
BOMY aHaJIU3y U TAPreTHbIM UHUI[U-
atuBaM. B mtoc, 4TO y:Ke CJI03KUIach
Kpenkas KOMaH/ia: MeJIUIUHCKHE
TeHEeTUKH, BpauyH, MAIMEHTCKUN aK-
THUB, HayKa, MeHeKepbl. MbI cobpaiu

Eaena Illewxo,

Jdupexmop denapmameHma

MeOQUYUHCKOLU NOMOWU
demsam, cayicovl

podcKasn KAuUHUYecKas pacau co MHOI'MMUY HEU3BECTHBIMHU. MHEHU SKCIIEPTOB O CErOHAIIHEN podoscnomosiceHus
uya Jlenapmamenma JleueHue nmanueHTa J0pOro, a HHOTAA cutyanuu B opdaHHOU cdepe B HamIeH u obwecmeeHHO20
30pasooxpaxeHus [IaTOreHETUYECKOH Tepalluy HET U He crpaHe. Bo3MOXHO, KaKHe-TO U3 3TUX 30oposbs Munsdpasa
Mockebl», K.M.H. npeasuauaTca. EquHas mapmpyTusa- BOIIPOCOB U IIPOTHO30B BOT-BOT CTAHYT Poccuu

WWW.RARE-DISEASES.RU
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oUuA HEBO3MOXKHaA, IIOTOMY 4YTO 6os1e3HN

peasbHOCTHIO.

RARUS PEJIKME BOJIE3HU B POCCUU
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«Mvl 004XHCHBL
CHAMDH
UHBAAUOHOCTNDb
Kax ocHosaHue
HA3HaAUeHUN
mepanuu 0an
OpPHaHHbLX
0o0.ae3Hell».
AnexcaHop
Pymanues

PABEHCTBO B JOCTYNE

K JIEKAPCTBEHHbIM NPENAPATAM
Ilepedpasupys u3BeCTHOE TOJICTOB-
CKO€ BbhIpa’keHUe, BCe 37J0POBBIE JIFOTH
CYACTJINBBI OAMHAKOBO, BCE ITAaIIME€HTHI
HEeCYaCT/IUBBI II0O-CBOEMY — BBIDABHHU-
BaHMe FapaHTHUU 110 JIEKADCTBEHHOMY
00eCIeueHUI0 B3KCIIEPTHI CYUTAIOT
OJIHOM M3 CaMbIX BasKHBIX 3a71a4.

Examepuna 3axaposa

— Y Hac ci0:KuIach NUPaMUA Hepa-
BEHCTBA B 00ecrieueHn N MaliueHTOB

¢ peaxuMu 3a60€BAaHUAMY JIEKap-
CTBEHHBIMU IIpenaparamu. /1a, ectb
dong «Kpyr mo6pa», KOTOPHIH CO3/IaH
110 UHUIIMATHUBE IPE3UAEHTAa, UTO,
KOHEYHO, OBLJIO IO/I/IeprKaHO MallueHT-
CKHUM U MEJUIVHCKUM COOOIECTBAMU.
Cetiuac poHz momoraeT 60JIbIIOMY YHC-
JIy ieTeH C TAKETBIMY, YTPOKAIOMIIMU
3a00JIeBAaHUAMY, C 2023 TO/1a B35 HA
cebs puHAHCUPOBAaHUE U AIUEHTOB U3
IporpamMMEbI «BbICOKO3aTpaTHBIE HO30-
JIOTHH», MOKeT GOPMHUPOBATH PE3EPB
JIEKapCTBEHHBIX IIPENapaToB, HAYaI
3aKyIaTh CHelaIbHoe 000pyAOBaHIE
1o peabunuranuu. Ha ceronus sto
HauboJiee crabubHas cucTeMa A
JIeKapCTBEHHOT'0 00eCcIeueH A, OTHAKO
TaKyI0 BO3MOKHOCTb UMEIOT TOJIBKO
JIeTHU OIlpeZieJIeHHbIX HO30JIOTHH.

Bropas denepanbHasd nporpamMmma —
«BpIcoko3aTpaTHbIe HO30JI0THUY». B Hel
eCTb U IETH, U B3POCJbIe, OHA Ooee
WUJIU MeHee CTabMJIbHA, HO TOXKE NMeeT
npo6sieMbl. 3a60JIeBaHUY B HEH HE TaK
MHOT0, He BCce JIeKapCTBeHHbIe ITpenapa-
ThI BKJIIOUeHBI. IIporpamma nepecrasa
pacmupAThCs, UMeITCs IPODIIeMbI

¢ uHAHCOBBIM ObDecIieyeHUEM.

Crnenyromas nporpaMMa onupaeTcs
V?Ke Ha PErHOHAJIbHBIHA OI0/KET. TO
Tak HazbiBaeMas [Iporpamma 17 (24)
opdanHbIX 3200JiIeBaHUN. B HEll Haxo0-
JATCSA TaKue onacHble 3a60s1eBaHus,
Kak, Hapumep, 6ose3uu Pabpu, Hu-
MmaHHa — [Iuka, Tuposusemus. Ho ne
Bcerzia cTabKIbHO U BOBPEM S JIIOAH 110~
JIyqaloT jiederue. 1 6osbioi Bompoc:
royeMy TaKue IalleHTH He IlepeBe/ie-

Ne 24

HBI HAa HGUHAHCUPOBaHUe (peiepaTbHO-
ro bOrozKxera?

Emie onHa omopa, U 3TO TOKE Peruo-
HaJIbHBIH GIO/IJKET, — JIEKapCTBEHHOE
obecrieueHye TI0 IOCTAHOBJIEHHUIO ITpa-
puTteabeTBa PO N2 890 06 obecrieueHuun
JIEKapCTBEHHBIMH cpeacTBaMu. Ho
3J1eCh 10 KOHIIAa HEU3BECTHO Ja’Ke YHCIIO
MAIUEeHTOB, IOTOMY UTO HET CIIeIHalb-
HOTO PETHCTPA, B OTJIMYHE OT APYTHUX
MPOTPaMM HET TOYHOTO PEZCTABIECHHU
0 IOTPEOHOCTAX 3TOH GOJIBIIOHN IPYIITBI
marueHToB. U ecTh Heyn0OHAsI IPUBA3-
Ka K MTHBAJTUITHOCTH: TIOJIYUUTD JIeUeHHE
TAI[UEHTHI MOTYT, TOJIbKO €CJIM UM OHA
npucBoeHa. Ho UMeHHO B 3Ty He OY€Hb
YIOOHYI0 IPOTpaMMy TOMAaiaeT 60Ib-
MIUHCTBO OpGhaHHBIX 60JIHHBIX.

E1e ojiHa rpaHb HECIIPABEIJIMBOCTH —
6oJtpiast mpobyeMa JJisi B3pOCIBbIX
MaIUeHTOB [TOJIyYaTh IIPernapar, eciau
OH He 3aperucTpupoBaH B Poccuu, niu
nmpemnapar 3aperucTpUpPOBaH, HO HE
BXOZUT B IPOTrPAMMBI, TI0 KOTOPBIM €TI0
MO>KHO UMETh OeCIIJIaTHO.

OTBA3ATb TEPANUIO

OT NHBAIMAHOCTHU
IKCHEPTHI CYUTAIOT: HYKHO, YTOOBI
BO3MOXKHOCTH I10JIy4aTh I penapaTsl
He 3aBHUceJIa OT HaJIN4YUA y NaueHTa
WHBAJIUJHOCTHU. Peus 0 TOM ke nocra-
HoBsieHuU N2 890. «[Tapanokc! — npo-
KOMMEHTHUPOBAJ 3Ty 3aBUCUMOCTH O/IUH
U3 BKCIIePTOB. — BBIXOAUT, YTO MalueHT
ToJIy4yaeT Teparuio, I03TOMY IlepecTa-
eT OBITh HHBAJIUJIOM, IIOCJIE YETO EMY
CHUMAIOT HHBAJUHOCTbD, OH IIEPECTAET
MOJIy4aTh TEPAIUIO — H CHOBA CTAHO-
BUTCS HHBAJIUJOM. 3aMKHYTBIH KPyT!»

Aanexcandp Pymanuyee

— MblI IOJT2KHBI CHATh HHBAJIU/THOCTH KaK
OCHOBaHUE HAa3HAYEHUS TEPATIUH [IJIsI
opdaHHbIX 3a601eBaHH. B cunax aemy-
taroB ['ocy/1apCTBEHHOH yMbI C OTIOPOM
Ha [JIABHBIX BEYIIHX CIEINAICTOB
TAKYIO IOIPABKY B 3aKOH IIO/{ITOTOBUTb.
ATOT BOIPOC KACAETCS U TeX MAI[UEHTOB,
KOTOPBIM AUATrHO3 IOCTABJIEH PAHO,
¥ OHU HAYMHAIOT [10JIyYaTh TEPATUIO

WWW.RARE-DISEASES.RU
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Ne 24

Ha TOKJIMHHYECKOM YpOBHe. /[a, OHH He
SIBJISTIOTCST MHBAJIMIAMH, TIOTOMY YTO
JMaTHOCTUKA W BPAYU MPELYIPEIUTN
pasBuTHe 3a60J1eBaHU s, KIMHAYECKUX
cuMnToMoB HeT. Ho Beb 3a00J1eBaHue
SABJIAETCA F€HEeTUYECKUM, U €ro JIeUeHHe
HE0OX0AMMO MoKH3HeHHO. Kpome Toro,
JTOJIZKEH MOSIBUTHCS U KOHTYP COIHATb-
HOMU ITOMOIIH, COIPOBOXKAOIIUH TaKHe
[MaTOJIOTHH.

YCTPAHUTb HECNPABELJINBOCTb

B AUATHOCTUKE
CBos mUpaMu/ia HECIPABEJINBOCTH
CYILIECTBYET U B IUATHOCTHUKe. YacTh
OIIacHBIX 3200JIeBaHUH ¢ pAHHUM Ha-
YaJIOM He HOAJepKaHa CIeIUaTbHbI-
MH [IPOTPaMMaMH JUATHOCTUKU. DTO
MIPUBOJUT K 3aTSKKE C YCTAHOBJIEHHEM
JINarHo3a, HHBATUU3ALH.

Examepuna 3axaposa

— B 2023 roay craproBaJ pacliupeH-
HBIF CKPUHUHT Ha 36 6oJie3HEH. DTO
6OJIBIION TPOPBIB, MBI CEHUAC HAXO-
JIUTCS BIIEpeN MHOTUX cTpaH EBpo-
nbl. Ho U TYT cyImecTByeT nupamMmuia
HepaBeHCTBA. EcTh omacHble 60J1€3HY,
JUL KOTOPBIX UMEIOTCS U AUATHOCTUKA,
U JIeueHle, ¥ TIOTeHIINaJIbHO OHU TOXKe
MOIJIH OBI IIONIACTH B CHCTEMY MacCOBO-
ro CKPUHUHTA HOBOPOK/IEHHBIX, Ha-
npumMmep muonarus JlomenHa, X-cie-
IJIEHHAS aJIpeHOJIENKOAUCTPOdU,
MYKOIIOJINCaXapU/I03Bbl.

Cnenyomas rpynmna — 60JIe3HH, 11
KOTOPBIX, BO3MOXKHO, II0KA HET TECTOB
JULS1 MACCOBOTO CKPUHUHTA, HO X MOX-
HO JJUaTHOCTHPOBATH B PAMKAaX CeJIeK-
TUBHOT'O CKPUHUHTA, AVICIIAHCEpHU3aIun
JleTcKoro HacesieHusA. K npumepy, ne-
puIUT IN30COMHON KUCIIOH JINTIA3HI,
runodocdaTasus, anbda-MaHHO3UI03,
runodocdareMuyeckuii paxur. Pak-
THYeCKH Bce 60JIe3HU, yKe COIPO-
BokJtaeMble poHAOM «Kpyr mo6pa»,
JIOJIKHBI OBITH 3aBeZIeHbI B Te UJIU UHbIE
IIPOTPaMMBbI JUATHOCTUKY MTAI[UEHTOB.
K npumepy, AHarHOCTUKA HEKOTOPBIX
penkux 6osie3Hel U3 YKUCIIA OHKOJIOTH-
YecKHUX yKe ceifuac puHaHCUpyeTcA 32
cuet OMC. Ho ocTaeTcss MHOTO OIIaCHBIX

oKkenePTza | 11

TeHEeTHUYeCKUX 3a00JIeBaHUH, A1 KOTO-
PBIX HET CIIEI[UAJIbHBIX IUATHOCTHYE-
CKHUX IPOIPAMM.

Cepezeit Kyyee

— Kpurtepuu BKJIIOUeHU T 3a601€BaHUA
B HEOHATAJIbHbIH CKDUHHUHT U3BECT-
HBI: HAJTUYHE TeCTa, 3 GEKTUBHOTO
sedvenud. U ceiiyac neCTBUTEIBHO
MOSIBJISIIOTCS TEPATIHHU C TOTPSACAIOIIN-
MU pesysabraTamu. U TpeTuii Kpute-
puil — Hy>KHBI ZI0Ka3aTeJIbCTBA TOTO,
4TO Tepamnus 60J1e3HeH, KOTOPbIE MbI
BBISIBJIsSIEM PAHO, UMEET Pe3ybTaT JJIs
3710pOBbs peGeHKa.

Kputepuu npoctsle U IOHATHBIE, HO HE
BCe B HUX yKJa/ibIBaercsa. Hanpuwmep,
MMeEIOTCs 3a00J1eBaHuU s, 1J11 KOTOPHIX
Ipemnaparhl eCTh U Bpojie ObI HYKHO Ta-
Kue 60JIE3HH BKJIIOUATh B HEOHATAIBHBIHN
CKPUHUHT, HO 3 (PEKTHUBHBI UMEIOIIUECST
IIpenaparsl TOJIBKO IIPU ONPeEIEHHBIX
rpynmnax mytanuid. Ckakem, OHH I10-
MOTYT 30—40% ManueHTOB. A YTO MBI
CKaj)keM OCTaJILHBIM 60—70% JneTeH,

YV KOTOPBIX BBIIBUM TaKOH Auaruos? m
CKa’keM, UTO JIEUeHUsI JIJIsI Bac HET?

BcTaeT MHOTO 3THYECKUX BOIIPOCOB,

Ha KOTOPBIE MBI JIOJI?KHbI HAUTU OTBET.
Hanpumep, He HapyIIaeM JIM MbI IIPABO
pebeHKa U ero CeMbH, KOTZIA B IIEPBbIE
JUHU ’KU3HU TOBOPUM, YTO BOT Y Bac
Takoe 3ab0JieBaHUe, HO TEPATINH ITOKa
HeT. VI Belb MBI HEe 3HaeM, KaK POJIH-

«K npumepy,
npenapamul
nomozym
30—40% nauu-
eHmos8. A umo

Mbl CKadcem
OCMAAbLHLIM
60-70% Odemeil,
Yy KOMopulx
8blABUM MAKOU
JuazHo3?

Hm cxkadxncem,
Ymo aevueHu
0aa eac Hem?»
Cepeeil Kyues

RARUS PEJIKME BOJIEBHU B POCCUU
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«/lna nosisaeHun
nopadka okasaHus
opgarHoit nomowu
HYJCHA 80N
dedeparvbHo20
ueHmpa, YIMoowvL Mbl
HA YMo-mo onupa-
AUCH, KPOMeE HaQuUX
680336aHuil

u pesonouui».
FOpuii 2Kynes

«Hawe npaego
oopamums 6HUMaHUe
Ha me uau uMHsvle
3aboaesaHun,
Komopbwte Hydicoaromes
68 KAauHuuecKux
pexomeHoauusax,
UMooObvL NO Kavicoomy
3a00aesaHulo,

Kaxkum 0bl pedKum oHO
HU 61.10Cb,
KAuHUuecKkue
pexomeHoauuu
paspadamwvieaucs».
Eanena Illewxo

TeJIN OTHECYTCS K 9TOMY AuarHo3sy. He
CIIPOBOIIMPYEM JIH MBI COOOIEHIEM
0TKa3 oT pebeHKa?

IToaToMy 110 KaK/IoMy 3a00JIeBaHUIO,
MIPUHUMas pellieHUe, Mbl JI0JI3KHBI Olle-
HHUBATh CUTyaI[ni0 KOHKpeTHO. Ecou,
HampuMep, 60JIe3Hb HAUMHAET ITPOSIB-
JIATHCA B 2—3 rojia, TO, BO3MOXKHO, OHA
JIoJI>KHA OBITh HE B CKDUHUHTE, a ee
MOZKHO BBISIBJISITH B pAMKAaX IIJIAHOBBIX
OCMOTPOB JieTeil. MHe oueHb 6JIM30K
IIOIXOJ] TEX HAIIMX CIIELUAJINCTOB, KOTO-
pbIe IpezIaraoT pa3paboTaTs IPorpam-
MYy AMCIIAHCEPU3ALIVH JETEH C yIacTHEM
CIEINAJINCTOB PAa3HBIX TPOMHUIIEH.

VIMeHHO B 3BE€HO JIETCKOU TUCTIaHCEPH3a-
IIUU MOTYT OBITH BKJIFOUEHBI OIIpe/iesIeH-
HbIE HCCJIEZIOBAHU S, AHAJIU3bI, KOTOPbIE
TIO3BOJIAT BBIABJISATH JieTel ¢ OphaHHbI-
mu bosie3HsaMu. BeeM crierpauctam
TaKHe TECThI 3HAKOMbI, 1 MHOTHE 13 HUX
HECJIOKHBIE.

MAPLUPYTU3VNPOBATb NALIMEHTOB

B PEFTMOHAX
Iocsie ycTaHOBKY IMATrHO3a U IEPBOTO
JieueHus B pefiepaIbHON KIIUHUKE TallH-
€HT Hen30e3KHO BO3BpaIllaeTcs JOMOK.
U 3/1ech HEPEIKO CTAJIKUBAETCSA C OTCYT-
CTBHEM MapIIPYTU3AIUU U JJOJIKHOTO
HaOII0eHNA. Y MECTHBIX CIIEIIHAJIICTOB
MOZKET OKa3aThCS HEJIOCTATOYHO ITPaK-
THKU BeJIeHUs op(PaHHON MaTOJIOTHH.
Yro genarn?

KOpuii 2Kyaee

— OpdaHHbIe 3a060I€BaHUS — 9TO HE
3a00J1eBaHUS OJTHOH CHCTEMbI OPTaHU3-
Ma, He 3a00Ta TOJIBKO OJHOTO MEAUIIHNH-
CKOT'O HATIPaBJIEHUS U OZTHOT'O IOKTOPA.
ITO MYJIBTUCUCTEMHBIE 3a00JIEBAHMU A,

¥ OHU TPeOYIOT KOMILJIEKCHOT'O TIOIX0/1a,
MEKTUCIUTIMHAPHBIX KOMaH/l. Kak 910
HAJIaINTh B perHoHax? 371ech deziepaib-
HBIHA yPOBEHBb MOT ObI CTaTh 3aKOHO/IA-
TeJIEM MOJIbI — BEIPAbOTATh MPABHJIA TIO
CIENUATM3UPOBAHHOM TIOMOIIU B PETH-
OHaX TAKUM KOTOpPTaM MMaIueHToB. J[Jist
TIOSIBJIEHU S TIOPS/TKA OKa3aHus opdaH-
HOU ITOMOIIIH HY>KHA BOJIA (pe/iepasIbHOTO
LIEHTPA, YTOOBI MBI HA YTO-TO OITUPAJIKCH,

Ne 24

KpOMe HaIIIFX BO33BAHUI U PE3OJTIOIHH.
ITO MOTYT OBITH METOAUYECKHE PEKO-
MEeH/IaIN ¥ U €IUHBIH TOPSIIOK OKa3a-
HHUS MEJUITUHCKOM oMoy, IlarueHTsl
OUYEHb JK/AYT MOSIBJIEHUS JOKYMEHTA,
COTJIACHO KOTOPOMY OHH MOJIydaT ra-
PaHTHUU KaueCTBEHHON MeIUIMHCKOU
TIOMOIIIH, TPAMOTHYO MapIIIPy TH3AI[HIO.
A 17151 KOr0o-T0, BO3MOKHO, 3TO CTAHET

¥ CTalMOHAp Ha JIOMY, €CJTU MAIKEHT 110
00'bEKTUBHBIM ITPUYHUHAM CaM HE MOKET
TpHexaTh B JieueGHOE yUpexKIeHHeE.

Aanexcandp Pymanyee

— OueBU/HO, IO2KHA OBITH CO37aHA pe-
TrHOHAJIbHAS IPOrPAMMa 110 OphaHHBIM
3a00JI€BAaHUAM, IOTOMY UTO OUEHB TPY/-
HO OTJIAZIUTH 3TY PabOTy IO MapUIPyTH-
3aI[UH, BEIEHHUIO IIAIIIEHTOB OTJE/IBHO

B KaKZIOM PETHOHE.

KJIMHWYECKUE U METOAWYECKWE

PEKOMEHAALWN
OnHuM U3 6a30BbIX JJOKYMEHTOB JJI5
BeZIeHU S TIAIlTUEHTOB SBJISIOTCS KJIU-
HUUYECKHE, METOJTUUECKHE PEKOMEHJa-
uu, 0c0O6EHHO C YUeTOM Hel0CTaTKa
MIPaKTUKU PaboTsl ¢ oppaHHBIMHU HO-
JIE3HSIMU B PETHOHAX, 0COOEHHO KOT/1a
Ha PBIHOK IIOCTYIIAeT HOBBIH IIpemnapar,
a IPOTOKOJIa BEJIeHU S AI[EHTOB He
cymiectByeT. Ho mpo6eJsioB elje MHOTO —
KJIMHUYECKUX PEKOMEH AU UITH HET,
WJIM OHM JJABHO HE OOHOBJISAJIHCE.

Eaena Illewxo

— KiinHnuyeckue peKoMeH/Ial[uH CO3-
narTcs mpodecCHOHATBHBIM CO00IIe-
CTBOM, U Hallle IIPaBO — MAI[UEHTCKOTO
co00II1eCTBa, OPraHU3aTOPOB 37[PABOOX-
paHeHus — 06PATUTHCS K YBAKAEMOMY
npodeccuoHaJIbHOMY COOOIIECTRY,

K JIFOJISIM, KOTOPBIE BO3IJIABJISIOT IIPO-
(eccuonabHbIE METUITMHCKIE OPTAHU-
3aI[1H, C IPOChOOH 06PATUTh BHUMAaHUE
Ha Te UJIN UHble 3a00J1eBaHU, KOTOPbIE
HYK/IAI0TCS B KJIMHUYECKUX PEKOMEH-
JIaIUAX, YTOOBI IO KaskA0My 3a60seBa-
HUI0, KAKUM OBbI peIKO BCTPeYaeMbIM
OHO HH SIBJISLJIOCH, KIUHUYECKUE PEKO-
MeHJauu pa3pabaTbiBaauck. Ilpuuem
YacTO B KJIMHUYECKUX PEKOMEH/TAIAAX
€CTh INaTHOCTUKA, JIEKAPCTBEHHAS Te-

WWW.RARE-DISEASES.RU
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UYTO HY)XHO 3HaTb O peabunutaumm npm
CMA — Ha cante DUSUNKACMA.PD 2

/\ Pusunka

YCMA

3TO NPOoeKT dapMaLeBTUYECKOM KOMMNaHUM «HoBapTUC,
CO34aHHbIN B MapTHepCTBe ¢ 61aroTBopuTebHbIM GOHAOM
«CeMbu CMAN».

CanT NOMOXeT:

a Y3HaTb, Kakne ObIBatoOT pea6VIﬂVITaLLVIOHHb|e
MeToabl, moaxoabl M MHCTPYMEHTDI,

MpPenOcTaBmUTb, CKOMbKO BpPEMeHU 3aMeT
peabunmTauma 1 Kakme pecypchl 44 3Toro
noTpebytoTcs,

MOHSATb, KaK CEMbSA MOXET y4acTBOBaTb B
MeOVUWMHCKOW NporpaMMe peabunmraumm,
4YTOObI MOMOYb BIN3KOMY YETOBEKY CO
CMA,

Y3HaTb, KaKMe BOIMpPOCbl MOXXHO 3a4aTb
cneunanuncry.

YToObl YNTaTb CTaTbM Ha canTe MnpoekKTa, He Hy>XHO MeNLIMHCKOE
o6pa3OBaHme nnn cneumasibHble 3HaHW4A.

MpunMepbl, CXeMbl, PEHTFEHOBCKME CHUMKM, UNTIOCTPALMM U BUOEO.

PekoMeHaauMmM MUHUCTEPCTBA 300aBOOXPaHEHNA PD 1 onbIT
POCCUNCKUX N 3apyOEXKHbBIX MEANLIMHCKMX CMeLManmncToB.

1. DusnkaCMA [dnekTpoHHbIN pecypc]. URL:http://dusnkacma.pd/
2. Poccumckme KNMHUYeckme pekoMeHaaumm «MpokenManbHas crivHanbHasa MblluedHas atpodus 5g», https://cr.minzdrav.gov.rufrecomend/593_2.
C NOMHbBIM CMMCKOM UCMOMNb30BaHHOM TUTEPaTYPbl MOXKHO O3HaKOMUTbCS Ha canTe dusmkaCMA.pd
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«0b6a3ameavHoO
HYNHCHO
HANPABAAMb
nauueHmoas

68 ONbIMHbBLE
¢dedepaavHuie
yupexcoeHus,
a He depixcamb
yeaosexka

68 pe2uoHe, 20e
cneuuaucmos
Hem wau y Hux
Ma10 onsima».
Cepeeil Kyues

| A

panus, HO HET METOA0B peaGHJmTaunn,
CaHATOPHO-KYPOPTHOTO JIeueHUs1. A Bce
9TO TOXKE JI0JI?KHO OBITh.

HOpuii 2Kyaee

— Ceifuac ecTh Ipopexu U 1o 3a60seBa-
HUAM, U I1I0 OTPACJIAM, /1€ KINHUYECKHe
PEKOMEHJalluu TaBHO HE O6HOBJ’IHJ'II/ICI)
WM He Pa3paboTaHbI BOBCe. A 3aITyIIEH-
HbI€ B IPOU3BO/ZICTBO KJIMHPEKHU I'yJIAIOT,
KAaK I10 JIJAOUPUHTAM, B KOPHIOPAX — He
MOWMeIIb, HA KAKOM JTalle OHH HaX0-
AATCA, TDYAHO UX HaﬁTH, M3BUHHUTE 3a
OTKPOBEHHOCTH 1 ipsimoty. Ho Bce ke
cTapT pa3paboTKe JaeT MEAUIIIHCKOE
coob1recTBo. Tak 4TO, €CIv MBI BUAUM,
YTO HET KJIMHUYECKUX PEKOMEHJAIIN I
HJIN OHU JAaBHO HE O6HOBJI}IJ'II/ICB, HYXHO
He KJ1aTh, a BBIXOAUTH Ha ITaIlHEHTCKOE
COO0OIIECTBO ¥ HACTAUBATh HA UX Pop-
MUPOBaHHH, a MBI y2Ke OyZieM IOMOoraTh
BBIXOJUTH HA MEAUIIMHCKOE COODIIECTBO
¥ OPraHU3aTOPOB.

Aanexcandp Pymanyee

— BoamozkHo, OyzeT ObICTpee, ecyiu Mbl
ot sinna npodeccuoHanbHOro c006-
I[eCTBA U MAIUEHTCKIX OPTaHU3AIUI
6yzneM opMUpOBATH U MyOJIHMKOBATh
METOANYECKHE PEKOMEH AN, B HUxX
MOKHO IIPOIHCATh CTAaH/AAPTHHIE Ollepa-
[MOHHBIE IPOLEAYPHI, YUTO KOHKPETHO
HY’KHO JieJ1aTh. A yxe Mun3zpas Oyzner
KOHTDPOJINPOBATD CO3/IaHUE KIIMHUYe-
CKHX PEKOMEHAIHH 10 KaskI0My 3a60-
JIeBaHUI0. Bompocs! cy1iecTByOT. Y Hac

Ne 24

TOJIBKO B poHJie «KpyT m06pa» yike ne-
CATKY 3a00JIeBaHUM, U He II0 BCEM ITOKa
IIPOIIHMCAHO C TOUKHU 3peHUs OpaHHbIX
TeXHOJIOTUH, IOCKOJIBKY MHOT'O€ U3 TOTO,
YTO MBI cefiuac iejiaeM, HOBOe.

OP®AHHDIE LIEHTPDI: LIENTA

W CTPYKTYPA
IIpomonkeHneM TeMbI MapIIPYTU3ALIUT
MaIHEeHTOB SIBJIsIETCA 00CYK/IeHNE UIEN
co3/ilaHuA opdaHHBIX IEHTPOB B peru-
oHax. Hy»xHsI ji1 oHH? YeM J0/I3KHBI
3aHUMATHCA U KEM BO3IJIABJIATHC?

Cepezeit Kyuyes

— KoHewuHO, MeAUIITHCKA S IIOMOIIb JIIO-
60MYy MAIMEeHTY OJI?KHA OBITh TPUOJIH-
’KeHa K JIOMY, K PETHOHY, I/le OH JKHUBeET.
OnsIT co3/laHUA OpdaHHBIX IIEHTPOB
B Poccuu y:xe ects. IIpexpe Bcero
opdaHHBIHA IIEHTP — 5TO HE KAKOE-TO
OTZIeJIBHOE YUpeXKJeHUe C BpadyaMu, KO-
TOpbIe jievaT opdaHHbIEe 3a60IeBaHUS,
IOTOMY YTO FeHETHYeCKasa MPaKTHKa
MO2XKET BCTPEYaThCsl y Bpaya Jro6on
CHEIMAJIBHOCTH: €CTh TeHETUYECKHe
3a00JIeBaHU S HEPBHOMH, JIBIXaTeJIbHOM,
KPOBETBOPHOH CHUCTEM, CBI3aHHBIE

C HApyUIEHUSIMU UMMYHOJIOTUYECKU-
MU, 0)TaIbMOJOTUYECKIMU U TaK
nanee. IToaTomy co3nath oppaHHBIN
LIEHTP, KOTOPBIH OKAa3bIBAJI OBl TOMOIIIH
abcoJIIoTHO BceM OpdhaHHBIM aIieH-
TaM, HeBO3MOKHO. HeT B HOMeHKJIaTy-
pe cenuaau3anuu «opdaHoIorua»,
HET B HOpPMaTHUBHO-IIPaBOBOU 6a3e,

Ha KOTOPYIO MBI JOJI’KHBI OITUPAThCS,

¥ BO3MOKHOCTH TaKHUX YUPEXKJAeHUH.

Ho ecsut y2x MBI 00CYK/1a€M TEMY PErH-
OHaJIPHOTO OPGhAHHOT0 [[EHTPA, TO 3TO
MOZKeT OBITh, HAIIPUMED, MHOTOIIPO-
¢bupHAA peruoHaIbHAs OOJIBHULIA, T/IE
HUMEIOTCS OT/IeJIEHHU II0 PA3HBIM MeU-
I[MHCKUM HaIllPaBJIEHUM, a B OTZeJIEHU-
sIX, ¥ 3TO TOXKE OUEHb Ba’KHO, UMEIOTCS
JIOKTOPA, KOTOPBIE XOPOIIIO 3HAIOT OIIpe-
JiesieHHy10 opdaHHyo narosoruio. Tosb-
KO TOT/Ia MOJKHO TOBOPHUTBH O IPUIAHIHT
TAKOMY MeJUIHCKOMY YUPEXK/TEHUI0
craryca oppaHHOTO IIEHTPA, TO €CTh
HIOBTOPIO: 3TO HE HEKOE ABTOHOMHOE
opdaHHOE 0T/ieJIeHE, a BCSI MHOTOIIPO-

WWW.RARE-DISEASES.RU
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¢dunpHasa pernonanpHas 60JIPHULIA, TOE
€CTh CIEI[UAJIUCTHI C COOTBETCTBYIOIIEN
MOATOTOBKOU. TakyIo MO/IeIb MOKHO
npo6oBarbk. Kak BapuaHT, B paMKax
MHOTO(]YHKITHOHAJTHHON GOJTBHUITBI
MOTYT OBITH IIEHTPBHI 110 OHOMY HJIH
rpyue 3a60JIeBaHUH B CJIy4ae, eCau
HMeeTCs ONBIT PaOOTHI C HUMU.

Hpuna Bumxkoeackas

— Ilesp pernoHaabHOTO OP(PAHHOTO
IeHTpa — 00eCneYruTh KOMIIJIEKCHY IO
MOAIEPIKKY NMAaIeHTa. MBI JOJIKHBI
BBISIBUTH 3a00JIeBaHUE, IPOBECTH JUa-
THOCTUKY, JIEIUTH arnuenTa. [layee 3a
KakJ[bIM IIaIIIEHTOM ¢ opdaHHBIM 3a-
O6oJsieBaHMEM HY?KHO HabOJII01aTh, U 3TO,
Ha HAI B3IVIAJ], B PETUOHAX CJIOKHBIN
Borpoc. KoHeuHO ke, T0JIKeH ObITh
KOHTPOJIb JleueHUA U 3 PeKTUBHOCTHU
Tepanuu, BeJib oppaHHbIe 3a00yIeBa-
HUS CJIOXKHBI, HEKOTOPBIE ITPenapaThl
TapreTHbIe, HOBBIE, ¥ HY>KHA OIl€HKA
ux fefictBus. OpdaHHbIE EHTPHI
TaK’Ke JOJIKHBI 3aHUMAThCs IIOMUMO
coOCTBEHHO JleueHU I TPODUIAKTUKOH,
peabunuranueii. BO3aM0OXKHO, HYKHBI

U MaJIJTUaTUBHBIE OT/I€JIEHUS.

Ecii TOBOPHUTH O CTPYKTYPE, TO PETHO-
HaJIbHBIH IIeHTD opbaHHBIX 3a60J1€Ba-
HUH — 3TO HE OT/IEJIFHOE YUPEeKIeHHE,

a QyHKIMOHATBHOE [TOYHHEHHE HTOMH
3aj1a4ye CTPYKTYPHBIX MO pa3aeIeHu i

B OJTHOH MJTH HECKOJIBKUX MEAUIINHCKIX
opranusaiusax. KoHeuHo, TaM HYKHbI
BpaYH pasHbIX CIEIUATHLHOCTEH C OIIbI-
TOM BefieHUs opdaHHOM aTOJIOTHH,
KJIUHUYECKHe (papMaKoJIOTH, TOATOTOB-
JIEHHBIN CPETHUHA MEAUIIMTHCKHIH I1ePCO-
HaJI. A pyKOBOZIUTEJIEM PETHOHATIHLHOTO
opdaHHOTO IIEHTPA TOJI3KEH OBITh, OUe-
BU/THO, OPTaHU3ATOP 3/[paBOOXPAHEHHSI.

Cepezeit Kyuyee

— IIpu Beeil BHAUMMOCTH OTJIa/[KH MapIII-
PyTU3aI1H AlHEeHTa B PETHOHE MBI
HOHKUMAeM, YTO opbaHHbIe 6OJIE3HH sIB-
JISIFOTCSL PEZIKAMIL, Y €CJIH BPA4 B PETHOHE
HUKOI/IA He UMEJI OIIbITA COITPOBOK/IEHHU S
YeJIOBEKA C OMTPeZIeJIEHHOM HO30JIOTHEH,
TO OPOMHY0 POJIb UT'PAIOT (he/iepatb-
Hble pedepeHCHBIE LEHTPBI, Y KOTOPHIX

UMEETCA MHOTOJIETHUH OIBIT BeJICHUA
TAaKHX IIallUE€HTOB. O06s13aTeIPHO HYXHO
HanpaBJIATb IAITUEHTOB B OIIbITHBIE (be—
AepaJibHbIE YUDEXACHH A, a HE IePKaTb
YeJIOBEKa B PETHUOHE, I'Ie CIIEUAJINCTOB
HET UJIN y HUX MaJIO OIIbITa.

TENEFEHETWKA:
BVATHOCT OHNANH

Eie onHa sKcnepTHas uies — 100aBUTh

K CHCTEME TeJIEMEAUIIMHCKUX I(OHCy.TII)-

Talui BO3MOXKHOCTh KOHCYJIBTHPOBA-

HUA 110 FeHeTI/I'-IeCKOﬁ JAUATHOCTHUKE.

Examepuna 3axaposa

— Ms1 3HaeM o TpobJieMe TUarHOCTHYE-
CKOM OZIVICCEN: MHOTHE MTAIIEHTHI IPOXO0-
JUAIT AJTATEIIBHBIHN Iy Th, IIPEXK/Ie YeM UM
YCTaHABJIMBAIOT IPABUJIBHBIHA IHATHO3.
Ho, ecsiui 661 y Bpaua 1 maijueHnTa 6b11a
BO3MOXKHOCTB IIOJIYIUTH METUKO-TEHE-
THYECKYI0 KOHCYJIbTAIUIO OHJIAIH, 3TO
COKPAINaJIo ObI My Th K IUATHO3Y.

IKCIEPTHI IIPX 9TOM OTMEYAIOT, UTO JIJI
peau3anuy TaKOH U/ier T0JKHO OBITh
JIOCTATOYHOE YHCJIO BRICOKOKBATU(DUIIN-
POBaHHBIX SKCIEPTOB. A TOIPO6OBAThH
obcyKaaTh IpobIeMy yAaJIeHHO — II0Ye-
My ObI U1 HET? Berb MHOIIa MHOTOE OIIBIT-
HBIU IUAaTHOCT MOJKET ITOHATD, JaXKe
B3IVISHYB Ha JINIO AI[UEHTa, O3HAKO-
MHUBIIIHCH C PE3YJIBTATAMU WHCTPYMEH-
TaJIbHBIX ¥ JIAGOPATOPHBIX TECTOB.

B ye.1om dce akcnepmuwt 2060pam,
umo HydcHa cmpamez2ua pas3eu-
mus opgarnoii ompacau, 0opodic-
Haa kapma. C yuemom, Hanpumep,
NOHUMAHUA NPUX00A HOBbLX Npe-
napamos, 042 HagedeHua nopadka
¢ pezcucmpamu, 011 6bLPAGHUBA-
HUA NPae nayueHmoe Ha noayue-
Hue JuazHOCMUKU U Npenapamaoa,
01a Auxeudayuu NPoea.1oe 6 no-
HUMaHUU 066eM08 He0OX00UMOiL
nomowu, omaadKu npasua 8 pe2u-
OHAX U MaApWIPYMU3ayuu no pas-
AUMHBIM 3a0601e68aAHUAM HYIHCEH

u anz2opumm nepeeooda u3 0emcko-
20 80 83pocaoe 36eHO. ’

Texcm: Eaena 3agvsanosa

akcrnertiza | 15

«Ecau Hem
KAUHUYecKux
pexomeHoayuil,
HYMCHO He dcoamb,
a évixodums Ha na-
yueHmckooe
cooowecmao

u Hacmausams

Ha ux hopmu-
posarHuw».

FOpuii 2Kynes

nogPOBHOCTHU
V Bcepoccumnckuii coopym ro
opdhaHHbIM 3a6os1eBaHUNAM

«Penkune 6051€3HM —
paBHble NpaBa»
Mpecc-koHdepeHums B MUL,
«N3BecTus»

RARUS PEJIKME BOJIEBHU B POCCUU

WWW.RARE-DISEASES.RU
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Mama Hanucana nucomo IllymuHy

H 00Had#cObL 8 10:00 NO MOCKOBCKOMY 8PEeMEHU...

IIpe3udenm
1 nioHs 2023 roga. PoTo npecc- aa./l 606p0
cnyxo6bl MpesnaeHTa PO
HA MHO2ue
CGI’O,EI,HFI Mbl Y>KE MOXXEM O3BY4YMTb BEPCUIO Mpe3ngeHTa HOo@B8ble
O TOM, KaK BO3HUK/1a MOEHA CO30aTb Takom (POHL. npoexmul,

Ha BcTpede 1 noHa 2023 roga B Kpemne Bnagnmump
[yTrH ckagdan pykoBoauTesto doHga «Kpyr nobpa»
AnekcaHgpy TkadeHko: «OH co3naH bnarogaps
poamTensam. 'locne Toro Kak ogHa 13 cemen nepenana
MHE MUCbMO, Mbl Ha4aIM 6onee akTUBHO paboTaTb

NO 3TOMY HanpPaBAEHUIO»

Uu de.10 nowno

U BOT Teniepb MbI MO>KEM BEPHYTHCS K XPOHOJIOTUH YK€ UCTOPHUIECKOTO
co0bITHs — co3manusa GoHaa. PoHA, PABHBIX KOTOPOMY B MUpE IIOKA HET.

Bmepsslie uzest 6112 03ByUeHA IPE3UEHTOM B HIOHE 2020 rofia. YKe B HOsI-
6pe Toro ke rozia Biagumup IlyTuH noanvcan 3akoH o nosbimenuy HDJT
¢ 13% 110 15% — Ha I0XOIbI CBBIIIIE 5 MJTH pyOJieti B rofi. Tak ObL1a co3maHa
dunHaHCcOBas 6a3a 71 MOMOIIHY JIETAM C TSKEJIBIME, B TOM YucJie opdaH-
HBIMU, 3200JIeBaHUAMU. A y3Ke B IIepBBIX YHC/IaX AHBaps Biagumup Ilytun
obUIUATBHO COOOIINII O cO3AaHNH (HOHJIA: COOTBETCTBYIOIINH yKa3 ObLT
omy6IMKOBaH 6 SHBaps 2021 roza B 10:00 0 MOCKOBCKOMY BPEMEHH.

U BOT BpeMs OTOMJIO TAKT: cerofHs 0 (HOH/Ie 3HAIOT He TOJIBKO CEMbU Mally-
€HTOB, MeIUIIHCKUE PAOOTHUKY, YUeHbIe — Bes cTpaHa. Y dhoHya 6e3ykopu-

3HEHHBIH aBTOPUTET BO BJIACTH, a ellle JTF000Bb U CJIe35I 671aroapHOCTH OT Bcmpeua npesudenma

pozuTesel, YbNM JETSIM OH MPOTSHYJI PYKY TIOMOIIH, HAa KOTOPYIO MHOTHE Poccuu Baadumupa Iy-

Y HE HAJIEsUIHCh. muHa c pyxkosooumenem
¢onda «Kpye dobpa» npo-

ITo ciioBam pykoBoauTesis GoHzAa, mpoTouepes Asekcanzapa TkaueHKo, mouepeem AnexcaHopom

COLIMOJIOTHYECKO€E UCCIeJ0OBaHUE, ITPOIIE/IIIee B KOHIIE 2022 roaa, IIoKa- TxaueHko

310, 9TO (DOHJ| 3aHUMAET JINAUPYIOIIee MeCTO B PEUTHHTE JIOBEPHS JII0/Ier

1 u0OHA 2023 200a
K O6IJ.IeCTBeHHbIM HUHCTUTYTaM.

RARUS PEJIKME BOJIEBHU B POCCUU WWW.RARE-DISEASES.RU
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JibLlle

HEM CDOH,EI,

Hacmoiiuusocmsw 2ocydapcmaa,
agpexmueHblil MeHeOHcMeHm,
ObICMPDBIL 3anYck HOBbLX NPOEKIMO8,
JHCenaHue noMoUb 0emsam — mak
NosA6110CHL pocculickoe pedxoe Uyoo

Ne 24

MBp1 3HaeM, uTo opdaHHasA OTPAC/Ib OYeHb
Jioporasi ¥ CO MHOTMU HEU3BECTHBIMU —
WJIeaJIbHOTO pellleHys /I allieHTOB

C TAKUMU OOJIE3HAMU II0KA He IpUayMaa
HM OJIHA cTpaHa Mupa. A B Poccun nonsl-
tanuch. Kak ckasasn pykoBoguTesb (poHaa
Anexcanap TkadyeHKO Ha BCTpeye ¢ IIpe3u-
JIeHTOM CTpaHbI 1 MI0HA 2023 roaa, Pocensa
3aHsAIA «JIUAUPYIOIlee MecTo B MUPE 110
JIOCTYTIHOCTH Op(aHHBIX ITPEnapaToB I
POCCHMCKUX JIETEM, HUT/IE B MUPE HET
nozo6Horo dhoHAa». IToueMy B peKOpAHO
KOPOTKHUH /ISl HICTOPUU CPOK, JIBa I'OZIa,
3TO CTaJIO0 BO3MOKHBIM? B ueMm deHo-
MeH (GoHJ1a, KOTOPBIH CTaI OOJIbIIE, YEM
npocto GoHI0M, — IpaliBEpOM IIepe-
MeH, UX TECTUPOBIIUKOM, CO3/1aTesIeM
HOBBIX CHCTEM YIIPaBJI€HUA CI0KHBIMU
BOIIpOCAMU?

RARUS PEJKHE BOJIE3BHU B POCCUN

Ne 24

KPYI™ JOBPA

Y>ke OgBa roga B Poccun fencTByeT OoH[,
«Kpyr gobpa». [151s MHOrMX poauTenemn

OH CTas1 YydOM.

LN MeHep)KepoB

30aBOOXPaHEHUS 1 OpraHM3aLn OKa3asics
OMNbITOM, KakK MOXXHO 3aXOQuTb Ha PeLLeHne
CJI0XHbIX BOMPOCOB 11 BbICTpaVBaThH
YCTONYBYH) CUCTEMY MOMOLL MO HUM.

A B UenoM «Kpyr gobpa» ctas ABNIEHVEM,

MHTEPEC K KOTOPOMY BbIXOONT

3a pamkin 1 CagoBoro konbua, 1 Poccum

NOMMTUYECKNIA KAPT-BNAHLL
Besycyi0BHO, KO3BIpEM HOMED OJIMH 3TOH
VHUITAATUBBI CTAJT IIPE3UZIEHT CTPAHBI.
VIMEHHO U3 €ro yCT MPO3ByYasia HHU-
nuaTuBa o co3ganuu gouaa. U nanee
MBI YCJIBIIITAM OT IIEPBOTO JIUIIA CTPAHBI
my6IMYHOe 106pO HAa MHOTHE HOBBIE
3aJ1a4uu, 3a KOTOpbie bepetcst GoH:
peabruiiTanysi, HOBbIe BUBI TIOMOIIIH,
pacIiIrpeHue crircka Ho30y10rui. besyc-
JIOBHO, 3TO KaTaJIM3aTOP BCETO U IIOMOIIlb
B IIPEO/I0JIEHU N MEKBEZOMCTBEHHBIX
6apbepoB. BIM30CTH IEPBOTO JIUIA

K (DOH/Ty HE MOTJIa He TIOBJIUATD B I1€JI0OM
Ha MOOUJIM30BAHHOCTH, BHUMAaHUE

1 JIOSTBHOCTB KO BCEMY, UTO JieJIaeT PoH,
CO CTOPOHBI TeX, KTO MOT U JIOJKEH ObLI
TIOMOYb: TIPABUTENIBCTBO, (he/IePATbHBIE

Y pETHOHAJIbHBIE OPTaHbI 3/IPABOOXPaHe-
HUSI, BeyIINe KJIMHUKU U SKCIIEPTHI.

YCTONYMBAS ®UHAHCOBAS MOAE/D

Ee ycTOHYHBOCTD ObLJIa FapaHTHPOBaHA
6romxerom. QOH/I OJIyUIaeT CPeCTBA
yepes IPAHThL, KOTOPBIE 00ECTIEYNBAOTCS
6romxeroM. [Tpu 3TOM KJIIOUEBBIM MOMEH-
TOM peIeHHsI ObLIO TO, UTO JIEKAPCTBEH-

HOe ¥ HHOE obecIieueHue JeTeH ¢ 10po-
TMIMH JIUaTHO3aMH HE CTAJIO IIEPETSTHBA-
HUeM OIO/I?KETHOTO ofiesiyia. MBI 3HaeM,
4TO GIOPKETHBINA NCTOYHHK ITOSBUJICS

B pe3yJIbTaTe MOBbIIIIEHHs HAaJIora Ha 2%
(c 13 7m0 15%) Ha KOXO0A ¢ PUBUUECKUX JIUII,
el TOI0BOM JIOXOJT ITPEBBIIIAET 5 MJTH
py0sieii. Tak Ha3bIBaEMBIH HAJIOT HA GoraT-
CTBO, pacIpeieJIEHHBIN OCTPO HYK/Ia10-
IIMMCS B IIOMOIIIM JETSIM.

GUNA BONW + MEHEDKMEHT

Jlake njieayibHO YCTPOEHHAS MalllHa He
TpoHeTcs 6e3 ABrkKa. HaunHan paboty
(oHzA, MBI 3HAEM 3TO U3 MyOTUKAITNH,
OTHIOZb He B KOM(OpPTHOM pexxume. [Tep-
BbIE MeCsIIbI He ObLIO OI0/IKeTa — cxemMa
(uHAHCHPOBAHUA OIIPeIeIIAIACh IOJITO/IA.
HOPMAaTHBHO-TIPaBOBas 6a3a GopMHUpO-
BaJIach «C KOJIEC», JIIOIU paboTasu bec-
wiaTHo. U 371ech MOKHO TOBOPHUTD O JINY-
HOW BOJIE PyKOBOAUTe LA GOH/IA U €T0
KOMaH/[bL.

Be3 Bosii He 6bLI0 ObI U IPOJIOIKEHHS.
Crosuiy 3a/1a4¥ CO37]aTh YCTOHUUBYIO
cucreMy 00ecTiedeHH YIKe T10 JIECST-

DdunaHcosoill 6a3oit
CcMaa <HaA02 Ha
002amcmeo».
Heo0oavwoe nogwlute-
Hue H/I®D/I npunecao
padocmsv u HadeHcoy
mulesasuam cemeilt

Yias o cozdaruu gorda
«Kpye dobpa» 015 nood-
depoiciu demetl ¢ maicenwl-
MU, HCUSHEY2POHCAIOUUMU
U xpoHuueckumu 3a6oaesa-
HUAMU, 8 MOM Yucae ped-
Kumu (opdamHvimiy)

RARUS PEJIKME BOJIEBHU B POCCUU
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KPYI™ IOBPA

«51 BbIN 1 OCTaKCh
CBSILLEHHNKOM

1 Ha Nobyto 3apady
CMOTPIO Yepes aTy
npu3My»

Ne 24

KaM HOBOHOFHﬁ, BBOAUTH HOBBIE BU/IbI
TOMOIITH. A ¢ 2023 ro/ia K 3Tomy foba-
BUJIKCH ITIAITUEHTHI U3 IIEPEYHA «BpICO-
KO3aTPATHBIX HO30JIOTHI» — HOPAAKA
16 ThICAY JeTel. IToaBiiseTcs caoxHas
uHdOpPMaINMOHHAsA CUCTEMA, 100aBJIs-
IOTCs1 Bce HOBBIe paboune rpynmsl. e
KOMMYHHKaIVA C JeCATKaMU 3KCIIEPTOB,
MaIfMEeHTCKUMHU coobiecTsaMu. Best ata
OTPOMHAs Harpy3ka — Ha ¢OHE TOTO,
9TO BCE JOJI2KHO OBITH BOBpEMA, Kaye-
CTBEHHO, 110 3aKOHY.

3J1ech Heslb3s He cKasaThb 0 ¢purype Ajek-
casjipa EBrenpeBuua TkaueHKO, pyKO-
Bozuresisa donna. [Tonauay, He OyzieM
CKDBIBATh, B MEJUIINHCKOU OTPACIII
3BYJaJI COMHEHUs, CIIPABUTCA JIU OH, Jja
erie u 6e3 omnbITa B oOpdaHHOM OTPACIIH,

¢ ympaBJieHreM 3tuM Kopabiem. Ho st
VIIpaBJIEHHS KOpabyieM HEOOXOIUMBbI
OBLJIF, OYEBH/IHO, OOJIBIIIE OIIBIT MEHE/I-
JKepa, JyesIoBeKa ¢ 00pa3oBaHUEM U IPaK-
THUKON OPraHU3aTOPa 37{pPABOOXPAHEHNS],
a elle «paBHOYJAJIEHHOCTb» OT Pa3JIiy-
HBIX [IEHTPOB BJIMSAHUA.

O cTpemyieHUH K OO'beKTUBHOM O3UITTU
TOBOPUT P51/l PE30HAHCHBIX 3asIBJIe-

HUH pyKoBoAuTe s POHAA: OFHAKIIBI
OH Jja’ke IIPUTPO3MUJI, YTO OOpaTUTCA

B IIDOKYpAaTypy... bbl1 y HETO K TOMY
BPEMEHH U OIIBIT yYaCTUsI B 3HAKOBBIX
COOBITUAX, OOJIBIITNX HOBBIX IPOEKTAX.
Hamnpuwmep, yaacTBoBaI B BO3BpAIleHUU
B Poccuro uyznoTBOpHOU TUXBUHCKOMN
ukoHbl boxxueit MaTepu, Bo3pok/e-
HuM Mopckoro xpama B Kponmraare.
A B 2003 rofly ”HUIIUUPOBAJI CO3JJaHHUE
JeTckoro xocnuca npu Caukr-Ilerep-
Oyprckoii enmapxuu U CMOT Peain30BaTh
U MaciTabupoBath IpoekT. Pazpaba-
TBHIBJI JOKyMEHTBHI 110 TaJUTHATUBHOU
nomontu. B 2007 roay y uaeu nosBuics
HOBBI IoM: IpaBUTebCTBO CaHKT-I1e-
TepOypra BBIIEINIIO IIOJ] XOCIIHC 37JaH1e
6b1BIIETO HUKOIA€BCKOTO CHPOTCKOTO
[IaHCHOHA Ha TeppuTopuu napka «Kypa-
kuHa Jlada», 3aTeM MOABUJICA U BTOPOU
CTalMoHap, /1eJI0 IOILIO.

VHTeNIeKTyaJlbHBIM KOHTYPOM
U MBIIIEYHOH CHJIOH, TO eCTh 3HAHUAMHU

RARUS
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U KOHCYJIbTaHTaMH-IIPAKTUKaMH1 HOBOTO
doHza, cTaHOBATCA SKCIIEPTHI U3 PA3HBIX
obJjiacTell MeJUITUHBI, KOTOPble HAaX0-
JATCA KaK BHYTpHU (OHJA, TaK U BOBHE,
paboTarT B pexxuMe KOHCYJIbTaIUH,
pabouux rpyni. [TokazaTeabHo, 4TO

B 2023 r'0Jly COCTaB 3KCIIEPTOB BHYTPHU
donzpa ykpemisercsa — B pe3yJipraTe

B COCTaB 3KCIIEPTHOTO coBeTa GoH/A
MIPUXOAAT IPECTABUTEH KJIIOUEBBIX
POCCHUMCKUX MEAUIIUHCKUX YIPEK/IEHUH.

MOAEJINPOBAHUE

®oH/T He OTPAHUYWIICA PacIpeieJIEHUEM
(rHAHCOBO TOMOIIH 110 JIEKapCTBEHHOU
Tepanuu. Bo-1epBhIX, YUCIIO TIO3UITUN
(HOBOJIOTHI, IPETIAPATOB) TOCTOSIHHO
pacrer. Bropoe: 106aBsI0TCSA MeU-
nUHCKHE yesryru. TpeTbe: MeAUIMHCKIE
ussienusi. YeTBepToe: pa3Hble HANIPaB-
JIeHUs ToMOIIH. YacTo 3TO TO, UTO He
HMMeeT FOTOBOT'O CTaHJaPTHOTO PEIIeHHUS.
Hanpumep, Hy>KHO COKPAIIaTh CPOKK
ITOCTaBKH, COOJIIOAATH IIPOIEAYPHI paspe-
IIEHUH, COTVIACOBAaHUH, IPOTUBOCTOSTH
3a7Iep;KKaM M3-3a JIOTUCTUKHU, CYMETh
BIIMCATh HOBOE PEIIEHHE B CYIECTBYO-
i€ HOPMAaTHBHbBIE JJOKYMEHTBI — OBITh
PSA0OM C IIPOIIECCOM KOPPEKTUPOBKHU
HOPMAaTHBHO-IIPaBOBOM 6a3bl. U1 B 3TOM
cMbIcTie (POHJ CTaI, II0 CYTH, IPOEKTHBIM
0dHCOM: OH BITyCKA€T U MPOBEPSIET UHU-
[MATUBBI, 3aIyCKAET IIUJIOThI, BMECTE

¢ MapTHEPAMHU [TIOMOTAeT IMOSBUTHCSA HOP-
MAaTUBHOMY QJITOPUTMY, CO3/1a€T UHCTPY-
MEHThI — UH(POPMAIIMOHHbIE, OPTAHU3A-
[IMOHHBIE, KOMMYHHUKAI[IOHHbBIE, KOTOPBIE
IIOMOTAIOT HOBOMY IIPOEKTY COCTOSITHCS.
Jlydime MpakTUKU UMEIOT IIIAHC CTaTh
€CJIM He HOBBIMU CTaH/IapTaMU, TO OIIbI-
TOM JIJIS1 IPYTHX.

PABOTA NP0 CMbICA

B ogHOM 13 IEpBBIX HHTEPBBIO AJICK-
canp TkaueHnko ckazai: «IIpesugeHt
CO3/1JT BCe BO3MOXKHOCTH, YTOOBI MHOTHIE
JIETH C TAXKeJIBIMU, )KU3HEYTPOKAIOIIUMH,
B TOM 4HcyIe OpdaHHBIMU, H0Ie3HAMU
IIOJTyYHJIN TIOMOIIb. 1151 Bcex Hac 3TOo

He KaKas-To JIOTIOJIHUTeIbHAA Harpy3Ka,
a 6y1aropoHass MUCCHUSA — UCTOPUYECKII
IIAHC UBMEHUTD CUTYAITUIO K JIyqIlIeMy.
J1J151 5TOT0 MBI IIOJTyYUIIN BCe HEOOXO M-

Mble aMUHUCTPATUBHBIE U (PHAHCOBbIE
pecypchl — ¥ 00513aHBI TOMOYb JIIOZSAM».

BeITh MOXKET, UMEHHO TaKoe OTHOIIIe-
HUE K JIeJly — TO IJIaBHO€, YTO IIOMOTaJIo
U IoMoraeT KoMmaH/ie (poH/1a OTKPBIBATh
3aKPBITHIE IBEPH U HECTHU I'PY3, KOTOPBIH
HWHOT/Ia, BO3MOXKHO, OU€Hb HeJIEeTOK.

1 yennus crommu Toro! «/las MHOTHX
JleTell BEpHYJIOCH JIETCTBO. 11, HaBepHOe,
caMoe TpOraTeJbHOe, UYTO 1 CeHTAOPS
MHOTHE JIETH CMOIJIY IIOHTHU B IIKOJLY.
bes Tex sexapcTB, KOTOPbIE NIOKY-
nas GoHzA, AJIA HUX 3TO OBLIIO IPOCTO
HEeBO3MOXHO... 1 camoe r1aBHOE, 4TO
MBI CIlacaeM JKU3HU: ecyid ObI He GOHT,
TaKoe KOJINYECTBO JieTell He CMOTIJIN

OBI TIOMOIIIH IIOJTyYUTH HUTZE B APYTOM
MecTe», — CKas3aJl CIIyCTs /iBa I'o/ia oTel]
AjiekcaHJIp Ha BCTpeye C IPe3U/IeHTOM.

OjiHa 13 MaM OZ/HAK/IBI paccKasasa
HaieMy *KypHaity: «braromaps “Kpyry
nobpa” HaCc YMHOBHUKH B PETHOHAX
CTaJIY CJIYIIaTh, HAM CTaJIX OTBEYATH».
Jla, mpaBo Ha IIOMOIIb — 3TO BAXKHO.

A MHOTHE POJUTENN Beb OUEHb KAYT
ellle ¥ 5TOTro — IIpaBa Ha yBaKeHUe.

«31ech BaKHO TOCMOTPETH C TIO3H-
MU CMBICIIA, — CKa3aJl AJIeKCaH/Ip
EBreHbeBUY B OZ[HOM HHTEPBBIO.

— Ku3Hb HAIOJIHAETCA CMBICIIOM,
KOT/Ia ThI MOYKEIIb ObITh [TOJIE3EH I
npyrux sojen. Kakoit 661 HU 66T Mac-
mTab 3a7aun, Kakoii Obl HU ObLIa ee
CJI0KHOCTb, BaYKHO, YTOOBI y Hee Oblia
KOHKDETHAs IeJIb, KOTOPAasi IOMOKET
U3MEHUTD JKUBHB JIPYTUX JIOIeH

K JIydiiieMy. B mpuHnuie, 3To 3azjaua
J1IT060TO CBAIIEHHUYECKOTO CIYKEHUS,
Oy/Ib TO CBSI3aHO C IIOMOIIBIO CEMbE Ha
MIPUXO0/Ie, BOJIOHTEPCKasl JIeSTETbHOCTD,
CTPOUTEJIHCTBO XOCITHCA, IeSITeTbHOCTD
B O0wmecTBeHHOH naziare... S 6511

U OCTAIOCh CBAIIEHHUKOM U Ha JII00YIO
3a7jauy CMOTPIO Yepe3 3Ty MPU3MYy.
ITosTomy pa6ota B bouze “Kpyr mobpa”
JUTsI MEHsI — He IIPO JIeTue WiIN TPy/THee,
a PO CMBICJI, PO TPOJIOJIKEHNE MOETO
CBAIIEHHUYECKOTO CITYKEHUS».

Texem: Eaena 3asbsaosa

KPYI™ JOBPA

Y demeii nosisuaca
WAHC NOAHOUECHHO
Jcumv, a pooumeau
nouyecmeosan: ux
cabUam u yeaxcarom

RARUS
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CocTaB 9KcnepTHOro coeeta oHaa «Kpyr gobpa»

HoBbil1 cocTtaB
OKcnepTHOro
coBeTa poHpa
«Kpyr no6pa»,

C y4EeTOM U3MeHe-

HUIA HA OCHOBaHUW

pacnopshkeHus
npaBuTenbcTea PO
oT 6 uoHs1 2023 r.
Ne 1471-p

®doHO poc He 8 me-
NAUUHBLX YCAO0-
susx. Ilomozau
80.1e8ble Kauecmaea
KOMaHObL, Yynpae-
AeHYeCKUll onbim
pyxoeodumeans,
«MYCKYAbL» IKC-
nepmMoz20
coodowecmsea

Pymanuee Aaexcanodp I'puzopve-
euy, nipesiceaTeb JKCIEPTHOTO COBETA
npe3useHT OI'BY «HanuoHaabHbIH
MEeTUITUHCKHUH HCCIIeI0BATETbCKUI
LEHTP JeTCKOH reMaToJIOTUH, OHKOJIO-
TUU U UMMYHOJIOTUY UMeHH JIMUTPHUS
Porauesa» MunucrepcTBa 34paBoox-
paHeHus P®, ryiaBHBIA BHEIITATHBIN
CHENVAIHCT — JETCKUH OHKOJIOT-TeMa-
TOJIOT

Aaexceeea Examepuna Hocu-
doena, 3aBenyronias paguoaoruye-
ckum otaenennem OI'AY «HanuoHanb-
HBIHA MEIUIIMHCKUHN UCCIeI0BATEIbCKIIA
LIEHTP 3/T0POBbs JleTeli» MUHUCTEPCTBA
3npaBooxpanenusn PO, nupexrop Kiu-
HHUYECKOTO HHCTUTYTA JIETCKOTO 3/10-
poBbsa uM. H. ®. ®dunatosa PI'AOY BO
ITepBerit MTMY um. 1. M. CeueHoBa
MunucrepceTBa 3apaBooxpaneHus PO,
MIpe3UIEHT ACCOIUAIINY IETCKUX PEBMa-
TOoJiIoroB P®, r;1aBHbBIN BHEIITATHBIH E€T-
CKUH CIIEIMATUCT-PEBMATOJIOT MUHH-
CTepcTBa 3/ipaBooxpaHeHus: PO

Bapmow Examepuna bopucoena,
HCIOJTHUTEIBHBIN fUpeKTop biaro-
TBOpUTeJIbHOTO poHa KoHcTaHTHHA
XabeHnckoro

Besaenxuna Oavea Bopucoena,
3amectuTesb aupekropa ®I'BY «Hanu-
OHAJIBHBIM MEeJUIIMHCKUH HCCIe0Ba-
TEJIbCKUH IEHTP SHOKPUHOJIOTUH »
MuHucTepcTBa 37[paBooXpaHeHus PO —
JupekTop MHCTUTYTA AETCKOU SHIAOKPHU-
Hostoruu O®I'BY «HanuoHanbHBIA Meau-
IMHCKUH HUCCIIEIOBATEBCKUH IEHTD
SH/IOKPUHOJIOTUH » MUHHCTEPCTBA 3/1pa-
BooxpaHeHus: PO

Buccapuonoes Cepezeit Barenmumno-
euu, nupextop ®I'BY «HanuoHarbHBIN
MEeIULMHCKUH HCCIIe0BaTeIbCKUHA
LIEHTP eTCKOM TPaBMaTOJIOI'MH U OPTO-
nenuu uM. I'. Y. Typaepa» MuHucrep-
cTBa 37[paBooxpaHeHus: PO

Bapdghonromeeaa Ceemaana Paga-
aaeeHa, mupextop Hayuno-uccesenosa-

TEJIHCKOTO MHCTUTYTA JETCKOU OHKOJIOTUU
u remaTosioruu ®I'BY « HarmoHaabHbIH
MEZUITIHCKIH UCCIIE/I0BATENBCKUN IIEHTP
onkosioruu umenu H. H. biroxuna»
MuHucrepcTBa 3ApaBooxpaHeHus PO

Baodasey /Imumpuit Baadu-
Mupoeuu, pykopoauress Ilentpa
HepBHO-MBbIIIeuHOH nmatosoruu Hayu-
HO-HCCJIEZI0BATEILCKOI0 KIIMHUYECKOTO
HWHCTHUTYTA NeJUaTPUH U IeTCKOU XUPYP-
ruu uMeHu akazemuka 0. E. BesbTu-
meBa ®TAOY BO «Poccuiickuil HaIuo-
HaJIBHBIHN HCCIleZ]0BaTeIbCKUM MeIUIIUH-
ckuii yausepcuret uMm. H. 1. [Tuporosa»
MunucrepcTBa 3apaBooxpaneHus PO

TI'epmanenxo Oavea IOpvesHna,
JIUPEKTOP 61arOTBOPUTEILHOTO (DOHAA
IIOMOIIY GOJIBHBIM CIIMHAIBHOM MBIIIeY-
HOM aTpoduel U IPyTUMU HEPBHO-MbI-
meyHbIMU 3a601eBaHUAMEU «Cembu CMA»

TI'opee Baaepuii Bukmopoeuu, riiaB-
sbI1 Bpay I'BY3 ropoma Mockssr «Mopo-
30BCKas JleTcKasa ropojickast KIMHIYe-
ckas bospHUIIA [lenmapTaMeHTa 3paBo-
OXpaHeHUs ropozia MoCKBbI», TJIaBHBIH
BHEIITaTHBIN CIIeIUAINCT-HEOHATOJIOT
JlellapTaMeHTa 3/[paBOOXPaHEHHs TOPo/a
MockBel

I'pemaxosa Oavea HeaHoeHa, yupe-
JIUTENH 6JIaTOTBOPUTEIHHOTO (POHAA pas-
BUTHUS CUCTEMHOM ITOMOIIIH MaIeHTaM

¢ muoaucrpodueii Jromenna «opaei»

Apankxuna Oxcana Muxaiiroeua,
yieH ObIecTBEHHOM nasaTsl PO, mpe-
3UZIEHT OOIIEPOCCUICKOH 0OIIECTBEHHOM
opraHusanuu «Poccutickoe 0611eCTBO
IIPOUIAKTUKN HeNH(DEKIIMOHHBIX 3a60-
JIEBAaHUH »

2Kyaee IOpuii Arexcandposur,
compesiceniaTess Beepoceuniickoro corosa
0011IeCTBEHHBIX 00heUHEHNH TAIIEHTOB

Heanoe /Imumpuii Oaez2o08ui, pex-
Top ®I'BOY BO «CankT-IleTepOyprekui
rOCy/IapCTBEHHBIU IeIUATPUIECKUI
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MeJUIIMHCKUH YHUBepcuTeT» MUuHUCTEp-
CTBa 3/ipaBooxpaHeHus1 PO, riaBHbIN
BHEIITAaTHBIH CIIeIHaIICT-HEOHATOJIOT
MuHucrepcTBa 37paBooxpaHeHus PO

Kapauyncxuiit Arexcandp Hceaaxo-
euu, [upekTop HCTUTyTa OHKOJIOTHUH,
PaAMoIOTUY U SIEPHOU METUITTHBI
OI'BY «HanuoHaIbHBIH MEeTUIITHCKUHT
HCCJIEIOBATEILCKUH IIEHTP ETCKON
reMaTOJIOTHH, OHKOJIOTUN 1 UMMYHOJIO-
ruu uMeHu Jimutpus PoraueBa» Munu-
cTepcTBa 37jpaBooxpaHeHus1 PO

Kum Aaexceit Heanoeu™, 3aMeCTH-
TeJIb JUPEKTOPA 110 JIeueGHo pabore

C IeTbMU I'PYAHOTO U PAaHHET0 BO3-
pacra HCTUTYyTa KapIN0JI0TUU UMEHU
B. 1. Bypakosckoro ®I'bY «Hanmo-
HaJIbHBIM MEIUIMHCKUI HCCIe0Ba-
TEJIbCKUH IIEHTP CEP/IEYHO-COCYTUCTOM
xupypruu umeHu A. H. bakynesa»
Munucrepcrsa 3apaBooxpaHerus PO

Koemyn Oavea IlempoeHa, pexTop
®I'BOY BO «YpayibCKuil rocyAapCTBeH-
HBIA MEUIIMHCKUH YHUBEPCUTET»
Munucrepcrsa 3apaBooxpaHenus PO,
IJIaBHBIY BHENITATHBIN CIIEIIHATACT-TIe-
quatp MUHHCTEPCTBA 3/IpAaBOOXPAHEHUS
P® B Ypasibckom derepasbHOM OKpyTe

Kondpamveea Eaena Heanosna,
3aBe/lyIolas HayYHO-KJINHUYECKUM
otaesoM Mmykosucuugosa ®I'bHY
«MenUKO-reHeTHYeCKUH HAayIHBIN
neHTp uMeHu akaaemuka H. II. bou-
KOBa»

Kpyaavtit Baadumup Hzopesuu,
ceHatop P®, wien xomurera CoBera
dezepaluu Mo CONMATBHOU MOJTUTHUKE

Kyazenkxoea /oomura Muxaii-
J108Ha, pykoBoguress otaena OTAY
«HanmoHambHBIA MEAUIMHCKHAHN HCCIe-
JIOBATEJIbCKUU IIEHTP 37I0POBbs JieTel»
MuHucrepcrsa 31paBooxpaHenusa PO

Kyuee Cepezeit HeaHoeuM, Ty1aBHbIH
BHEIITATHBIN CIIEI[AAIKCT I10 METUIIH-
CKOU reHetrKe MUHHCTEPCTBA 3/IPABO-
oxpaHeHUs PO

Makxcumkxuna Eaena AHamo-
AveeHa, nupekrop PKY «denepans-
HBIH IEHTP IUIAHUPOBAHUS U OpTraHU-
321U JIEKAPCTBEHHOTO 00eceyeHust
rpaxkzian» MUuHHCTEPCTBA 3/IpaBOOXpa-
HeHus PO

Mumuw Baaepuiit Adhanacwve-

euu, nupexrop I'bY3 ropoga MockBbI
«Hay4uHOo-Hccne[oBaTeIbCKUN HHCTUTYT
HEOTJIOKHOH JIETCKO XUPYPTUU U TPaB-
MaTOJIOTUU» JleTlapTaMeHTa 3/I[paBooxpa-
HeHU:A ropozia MOCKBBI

Moececan Py6en Pydoavdhosun,
3aBeyIOIIU OT/e/IeHNeM KapAOXU-
pypruu caskr-nerepbyprcekoro I'BY3
«JIeTCKU TOPOJICKOH MHOTOIIPO(HIIb-
HBII KIMHUYECKHUH CIeaTn3upo-
BaHHBIN IIEHTP BBICOKUX MEAUITUHCKUX
TEXHOJIOTUH »

Odunaeea Huco /Jrcymaeena, rias-
HBIN BHEIITATHBINA TIEIUATP MIUHUCTEPCTBA
37ipaBooxpaHeHnss MOCKOBCKOU 006J1acTi

Ocmanoe Hemaun Mazomedosun,
m1aBHbIN Bpady I'BY3 ropona Mockssl
«JleTckast ropoJicKas KIMHUYECKAs
bosipHHIIA UMeHH 3. A. BanuiaeBoi
JlemapraMeHTa 3/ipaBOOXPAHEHMUS
ropozaa MockBbI»

INeuamnuxoea Hamaava Jleonu-
doeHa, pykoBoauTesb lleHTpa opdaH-
HBIX U JIDYTUX PeKUX 3200IeBaHUI
I'BY3 ropona MockBbl « Mopo30oBckas
JIeTCKas TOPOZCKas KJIMHIYecKas 00JIb-
Huta JlenapraMeHTa 3/[paBOOXPaHEeHUs
ropoza MockBbI»

Trxauenxo Aaexcandp Eezenve-

euu, TipezicesiaTesb npasieHnsa PoHma
HIOAZIEPIKKY JIeTeH C TAKETIBIMH, KU3HE-
YTPOKAIOLIIMHY ¥ XPOHUIECKUMHU 3a00J1e-
BaHUAMH, B TOM UHCJIe peakuMHu (opdaH-
HBIMH) 3a00s1eBaHUsAMH, « KpyT mo6pa»

Dducenxo Anodpeii Ilempoeun,
nupektop ®T'AY «HannoHaIbHBIA
MEeIULUHCKUH HCCiIe0BaTeIbCKUNA
LIEHTP 3/I0POBbs JleTeli» MUHHCTEPCTBA
3/IpaBooxpaHeHus PO

KPYI™ JOBPA

3 EBPAS 2021 FTOJA
COCTOSIIOCH MEPBOE
3ACELAHVE SKCMEPT-
HOIO COBETA ®OHLA.
ErO PELLIEHVIS:

CcnuHanbHas
MbliLLEeYHas aTpo-

thua BknroyeHa B nepe-

YyeHb 3aboneBaHuA,

C KOTopbiMu GyaeT

pa6oTatb ¢hoHp,
npenapartbl ang
CMA Bowwinu

B NepeYeHb JieKapcTB

BNA 3aKynku chooHaom
BCeX AETEN C reHe-
TUYEeCKU noa-

TBEpP>XAEHHbIM AuarHo-

3om CMA Bknounnm

B nepeveHb
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BYAYLUEE,
KOTOPOE
HACTYIUIIO

S Pewwamun 6onpocsl

Ha 3ape co3pgaHuns «Kpyra gobpa» ero pyko-
BOOUTENb ANekcaHOp TKa4YeHKO B OQHOM 13
NHTEPBbIO YKIOHYMBO U OUMJIOMaTU4YHO OTBE-
TWJ1 Ha BOMPOC O byayLlemM hoHaa.

OTBET Mbl Y3HaJIM cCaMn Yepe3 Ba roaa,
BeOb OyAyLLEE V)KE HACTYMNASIO

PRI IR I IIIIIT

SO

mam, 20e 20Mmoeuvix
omeemoes Hem -

Torya sxe OH OTBETHJI Ha BOIIPOC O Oy/y-
mem tak: «Mbl BIIEPBBIE CO3/Ia€M T10/100-
Hy0 (GOpMY IIOMOIIHM TSAKET000TBHBIM
nmersim. Ham HY’>KHO PeIInuTh EPBUYHBIE

TAKUX IPEIapaTOB CJI0XKHBI, UMEIOT
MHOrO mporeayp. Kpome toro, uacro
5TO OYEHb IOPOTHE JIEKAPCTBa, KOTO-
pble OOBIYHON ceMbe He 10 KapMaHy.

3a/1aun: Kak MOKHO ObIcTpee obectie- Ceronns, o coobiieHusM ¢GoH/a,

YUTH NIEPBBIX MTAIIEHTOB JIEKAPCTBAMU HaZIeXK/IbI CBA3BIBAIOT C OXKUAEMBIM cmo'/tl:no

U BBICTPOUTH CHCTEMY, KOTOpas Oyzer IIOSIBJIEHUEM POCCHICKUX IIPENapaToB — aemeu

paboratb 6e3 cooeB. Korma mbI cripa- WHHOBAIMOHHBIX U 3¢ PekTuBHbIX. [0

BHUMCS C 9THM, CMOXKEM OIIEHUTh Pe3yJIb-  PALY TEPAIHI OTeuecTBEHHbIE pa3pa- nOle‘lCUOm

tatbl. Torza s 6y/1y TOTOB TOBOPUTH

0 JIOJITOCPOYHBIX IIEPCIIEKTUBAX ».

B 3TOM BBIIIyCKe *KypHasia MbI IIOIPO6O-
BaJIM CYMMUPOBATh TJIABHOE U3 CZeJIaH-
Horo (OH/IOM 3a MPOIIIE/IIINE IBA TOJIA.
Yem oH cTair?

HAYYWJINCb PAGOTATb C JOPOTIMU
HE3APETUCTPUPOBAHHbLIMU

OOTUMKU yrKe TepeluI K KINHIIECKUM
HCC/IeIOBaHUAM.

rOTOBATCA BCTPETUTb HOBUYKOB
B urone 2023 roga ¢oHi OKa3bIBaET
JIEeKapCTBEHHYIO ITOMOIIb YKe 110

72 3a060JIeBAaHUSAM U 110 MEAUITUHCKAM
yeyram. Yuesto 6iaromnosydaresnei —
CBBIIIIE 7000 4yesioBek. Poct momoru

nomows om
¢donoa

5
B
E NMPENAPATAMU MO3KHO IIPOWJLIIOCTPHUPOBATH (hHUHAH- HaQa maKyTO
g ITepBbiM, YTO GOHA OCBOUJI HA COBBIMU ITIOKA3aTeJISIMU: B 2021 TOAY CUMM
'1‘ «IISITEPKY», cTaja paboTa ¢ He3aperu- KOHTDPAKTOB Ha IIpUoOpeTeHue JeKap- y y
3 CTPUPOBAHHBIMU IIpenaparamu. M3Ha- CTBEHHBIX IIPENapPaTOB U MEAUINH- SAK/MMOUHECHDLL
: YaJIbHO 3TO 0003HAYAIOCH KaK OJ[HA U3 CKMX U3eJIMHU OBLJIO 3aKJII0YEH0 Ha
MIEPBBIX 33/1a4 — CTATb JIOTIOJTHUTEIb- 31 MuIpz pybJiel, B cefyoneM — Ha KOHmpaKmbl
HBIM MEXaHHU3MOM, IIOMOYb CEMbIM 61 mutpz. B 2023 roay, kak coobaercs, a./lﬂ nomowu
C MaJIEHPKUMU ITalueHTaMu becrie- B [1€JIOM KOHTPAKTOB 3aKJII0YEHO Ha u!
peboiiHo nosyuath 3pPpeKTUBHBIE 171 Mupf, py6IIen. nauueumaM
MHHOBAIMOHHBIE IIpenaparsl, KOTO-
pbl€e IOKA He IIOJIyYHJIA PETUCTPAIIN IKCIEPTHI IPOTHO3UPYIOT, YTO K KOHITY C mﬂo’ceﬂbmu,
B Poccuu. Hy»KHO cka3aTh, 4TO IpeK/Ie 2023 rojia epevyeHb 3a00JIeBAHUH, ONACHBIMU
3TO OBLJIO OTPOMHOM POBJIEMOT 1JIsT 10 KOTOPBIM IIPUXO/IUT TA WU UHAS
cemeii. CxeMbl 3aKOHHOTO MTOJTyYeHUs IIOMOIIb, MOKET BBIPACTH JI0 100 HaU- 60/[83“}[]“1‘

RARUS
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Ilepebirvu nomows

no peaduaumauuu
HauaAu noayvuamb
nayueHmuwl ¢ msdice-
AbIMU HEPBHO-MblULeM-
HblMU 3a00.1e6aHUAMU

MeHoBaHUU. PykoBozcTBO oHzA He
CKDBIBAET, 4TO (POHJ, MOXKeT IPUHATD
Ha [ToIleYeHue YacThb MaleHToOB U3 TaK
Ha3bIBAEMOTO CITUCKA «17/24». Celiuac
9TO Ha IIJIedaxX PerioHOB, HO, II0 CJIOBAM
Anekcanzpa TkadeHKo, eCTb «IIpsAMOe
Topy4eHue pe3u/ieHTa PacCMOTPETh
3a00s1eBaHUA, JIJIA TEPAIIUH KOTOPBIX
JIeKapCTBEHHBIE IIPernaparsl 3aKyIaTCs
pPETHOHAMU He B IIOJTHOU Mepe». AHAIN3
TpoBe7ieH, U HOH/| 3aABUJI, UTO TOTOB
NIPUHATH HOBUYKOB, BHOCATCSA U3Me-
HEeHUs B HOpDMATHUBHO-IIPABOBYIO 6a3y.
«BBIII0 y3Ke HECKOJIPKO COBEIaHUuN

y MUHHUCTPA 3/IpaBOOXpaHEHUA, COOT-
BETCTBYIOIIYE ITOPyYEHUA 00 U3MEHEHUU
HOPMAaTHUBHBIX aKTOB JJaHBI, — TOBOPUT
Anekcaunp Tkauenko. — f rymaio,
BOIIpOC B Gimkariiiiee BpeMs Oyer
peleH».

IToMHMO AOPOTHX JIEKAPCTBEHHBIX IIpPe-
[apaToB JeTAM HAaYMHAIOT OILIAYUBATH
MEeJUIMHCKUE YCIYTH U Ba3KHOE IS
Tepanuu o6opyioBanue. CIIMCOK TaKOU
MTOMOIIY PACHIUPSETCS, U 3TO CIACEH-
HbIE JKU3HH.

PEABMINTALMNSA

Eme ogHa HOBeJs1a — IOMOIIB IO pea-
GrutnTari. 30 Masi 2023 TOZa SKCIIEPT-
HBII coBeT ¢oHma «Kpyr mo6pa» omo-
OpwI epBble 3aBKU Ha TpUobOpeTeHre
y3Ke U peabuInTaroHHOro 060pyIoBa-
HUsI IS IETel — Ha apanoANyMbl. ITO
JIOpOTHE IPUCIOCO0JIeHUS] 1A TIOAIEP-
JKaHUs TeJIa B BEDTHUKAJIBHOM COCTOSIHUAU
U JIJ151 IEPE{BUYKEHMSL.

Kak 1 mo ;pyrum HOBBIM HaIpaBJiie-
HUSIM, HAYaJTH C IIJIOTHOTO IIPOEKTA

B Kamyskckoii obsactu. B mtoT nomanu
3a00JIEBAHUA C TSKEJIBIMU IIOPAYKEHH-
SIMU HEPBHO-MBIIIEYHON CHCTEMBI: CIIH-
HaJIbHAasI MbIIIeYHast aTpodusi, 601e3Hb
IMomme, muonucrpodus [onenna,/
Bekkepa, HelipodubpomaTos 1-ro THIIa,
BPOKJIEHHBIH CKOJINO03 Ha GOHE HapY-
LIEHUsI CETMEHTAIIH OOKOBBIX IOBEPX-
HOCTEH TeJI T03BOHKOB ¥ CHHOCTO03a
pebep. Yike yTBEPKA€HbI KATETOPHU
JIETel ¢ HapylIeHHeM IBUTaTEIbHbBIX
yHKIII, KOTOPHIM IOKA3aHO HA3HAYeE-
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HUe INHAMUYECKOT0 [TapanofuyMa.
U cHOBa MBI BUUM OBICTPBIH CTAPT.
BrepBeble ITyOJIMYHO O BO3MOXKHOCTH
TIOMOIITY 110 peabUINTAIIUN CO CTOPOHBI
dona HauaIy rOBOPUTH B 2022 TOLY.

B nexabpe npesusent Biagumup IyTus
Ha 3acemanuu CoBeTa 10 CTpaTeruye-
CKOMY Pa3BUTHIO U HAIIMOHAJIBHBIM IIPO-
€KTaM JIaJI EMY 3€JIEHBbIH CBET: y JIeTel
¢ opbaHHBIMH 3200JI€BAaHUAMH TOKHA
OBITH BO3MOXKHOCTH HE TOJIBKO II0JIy4aTh
JledyeHue, HO ¥ IPOXO/IUTH BOCCTAHOBIIE-
Hue. Ha 6aze ¢ponzga 3apaborana pabo-
yas rpymnmna peabuiutosoros, B O61e-
CTBeHHOH nasiate Poccuu npoBoguin
KOHCYJIBTAI[UX U BCTPEYU C ITalleHT-
CKHMMH OpPTaHU3aNUAMU, TPOGUIBHBIMU
6J1aroTBOPUTETBHBIMU HOHAAMH.

«39TO HOBBIM MaHAAT PoHIA» — TaK
Ha3BaJl HOBOe HalpaBjieHUe AJIeK-
cauzap Trauenko. B mianax — mpopabo-
TaTh BOIIPOCHI, KaK OyAyT IPUHUMATHCSA
pellleHuys, 10 KaKOMY IPUHITUITY CTaHyT
JIOTIOJIHATHCA CYIIeCTBYIOIINE ToCyAap-
CTBEHHBIE IPOTrPAMMBbI peabuIuTaIIY,
Kak B3auMozeiicrBoBaTh ¢ MUHTpy/a,
OpraHaMH COIIMaJIbHON 3alllUTHI, B Ubel
cobcTBEHHOCTH Oy/1eT peabuIuTaoH-
Hoe 000py/IOBaHUE.

MOMOLLb B3POGNEET

OpdanHoe cooOBIECTBO HE MEPBIN IO/,
Ober B HAbaT o mpobieMax MpH HoJIyye-
HUU TepPANH B3POCIBIMH MAI[HEHTAMH,
TIOTOMY IIPUMEeYAaTesIbHO, UTO IePBbhIe
TIOZIBMKKHU B 9TOM HaIlpaBJIEHHUH Cie-
sansl Toxke «Kpyrom 1o6pa». Ilpu uem
TyT leTckuil poua? IlepBbIii MpereieHT
TIOMOIITH IIPY ITEPEXO/I€ BO B3POCIIYIO
CETh KacaeTcst B3POCIIEIONTUX O/I0TIeY-
HbIX «Kpyra nobpa». ITo cytu, pons
TECTUPYET aJITOPUTM IEPeX0a JIJIsl IPY-
THUX B3POCJIBIX.

ITepBBIM IIATOM CTAJIO YBEJIMYEHHE IIpe-
JIeJIBHOTO BO3PAcTa OKa3aHUs ITOMOIIIH

¢ 18 710 19 sieT. ATOTO BpeMeHU PEerHOHY
JIOJKHO XBAaTUTh, YTOOBI IPUHATH pelle-
HUe II0 TIpernapaTam, cbOpMHUPOBATh
3asBKY, IPEyCMOTPETH CPEZCTBA B 010/~
»kete. Kpome Toro, oz mpogsuraer
HWHTEepeChl Oy/yIero B3pOCIoro: KOTraa

EASES.RU
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[I0/I0NIEYHOMY UCIIOJIHAETCA 17 JIET,
«Kpyr nobpa» yBeoMJIfeT BIACTH PETH-
OHa, YTO CKOPO Ha UX IoIleYeHre II0CTy-
IIUT B3POCJIBIH NarueHT. TeMa B3pOCIbIX
MallueHTOB BKJIIOYAETCA U B COIJIa-
LIeHUs, KOTopble (QPOH/, TOAIUChIBAET

C perHoHaMU.

GPOKM U 3AMNACDI

Aromy GOHJ yenseT IPUOPUTETHOE
BHUMAaHUe C Ha4aJjia CBOEro Co3/1a-
HWA, BeJIb ITOCTaBKa IIpernapara — 3T0
omnpezesieHHasa OI0OpOKpaTHUUYecKas
nporeaypa, Tpebyioiias BpeMeH .

A mocsteame coObITHA 100aBUIIN BCEH
dapmarneBTrKe TPO6IEMBI JIOTUCTUKH,
VMHOT/Ia HE HAXOJIUTCSA MOCTABIIUKOB 110
ayKIMOHY. 3HAYUT, C OHOU CTOPOHBI,
HY?KHO YCKOpEHUE IpoLeayp, ¢ Apy-
ro# — He0OXO/IUM pe3epB.

ITokasaTesbHO, YTO MIEPBOM B IMEpPEYHE
3a00/1eBaHUH ITOABJISAETCS TsMXKeaas,
OBICTPO TIporpeccupymoInas 60J1e3Hb
«CIUHAJIbHAS MbILIIEYHAsT aTPOGUA»
(CMA). U1 oHUM U3 IPUMEPOB I10
VMEHBIIIEHHUIO CPOKOB ITOCTABKH IIpe-
rmapaTta CTAaHOBHUTCSI COKpAIl[eHHe
CPOKOB MMEHHO II0 TIperapaTam st
nereit co CMA. Yxxe B 2021 rozy GOHJ,
co0011[aJ1, 4YTO 3a CYeT B3auMO/eli-
cTBUs ¢ GapMKOMIIaHUEH, IPOU3BO-
JSIel mpemnapar, yAaaoch B Ba pasa,
10 25 JAHEH, COKPATUTh 3TOT CPOK — OT
YCTaHOBJIEHUA AUATHO3A [0 MOJIY-
YeHUs mpernapaTa. DTOT OIBIT TOXKE
CTAHOBUTCsI CBOETO POJIa METOJAUKOMN —
aJITOPUTMOM, KOTOPBIH IpeIaraioT

U ApyruM GbapMKOMITaHUSIM.

Yro kacaercs GopMUPOBaHUsI 3a11aCOB
[IPernaparoB, TO BOIIPOC IOAHUMAJICS
TOKE C IIEPBBIX MecsIeB paboThl, BeZlb
«Kpyry nobpa» gyacro npuxoaurcs pabo-
TaTh C HE3aPETUCTPUPOBAHHBIMU IIpena-
paTaMu, a 3HAYHUT, HY>KHO I10 KOXKAOMY
HAI[UEHTY [IOJIy4aTh pas3pelieHie Ha
BBO3, UYTO HEY/I0O0HO, a NHOT/IA U KPH-
TUYHO JJIS TEpAIUH.

B 2022 rofy akTyajqbHOCTb BOIIpOCA
320CTPUWJIACH JIOTUCTUYECKUMU COOAMU
Ha pblHKe papMmupoaykuuu. B ponze,

1o cyioBaM Asekcanzipa TkaueHko, ¢pop-
MUPOBaHUE 3aIIACOB CUUTAIOT KpaliHe
Ba)KHBIM, «IIOTOMY 4TO IIpENapaToBs,
KOTOpBIe TPeOyIOT He3aMeJINTeNb-
HOTO IIPUMeHeHH, B lepeuHe GoHJa
HECKOJIBKO».

B pesynbrate ponz obuBaeTcs paspe-
nreHusA GOpMUPOBATH 3alackl Hesape-
THCTPUPOBAaHHBIX JIEKAPCTBEHHBIX IIpe-
mapaToB. B 2023 rozxy y»xe obcy:xaancsa
MeXaHH3M (GOPMHUPOBaHUA Pe3ePBOB:
COOTBETCTBYIOIUH ITIaBHBIH BHEIITaT-
HBIN crenuanucT MUH3/IpaBa Mojydaer
“HGOPMAIIHIO OT PETHOHOB O IIPOTHO3€
HOTPEOHOCTH, BHOCUT 3a5BKY Ha 9KCIIEPT-
HBIH coBeT GoHAA, 110 3TOH NOTpeOHOCTH
dopmupyerca 3anac. A BbIzaeTcs mpe-
Hapar, Koraa ogobpeHa 3asBKa UL KOH-
KPeTHOTO NanueHTa. Peayiusanus Hauu-
HaHUA B IIpoliecce, BHOCATCA U3MEeHEeHUs
B HOPMAaTHBHO-IIPABOBBIE JIOKYMEHTBI.

GHUXEHME LIEHbI

®oHJ y2Ke ¢ MOMEHTA CBOETO CO3/IAHMS
He sIBJIsUICS GOPMAaIbHBIM [IEPEIaTIH-
KOM (PMHAHCOB JJIs1 3aKyIIKK Ipenapa-
TOB. B meticTBusx «Kpyra mobpa» nsHa-
YaJIbHO MOKHO BUJIETH JIOTUKY JIEHCTBHI
CKOpee PAYUTEIHbHOTO IPEAPUATHS,
KOTOpPO€ 3a00THUTCSI O CAMBIX PA3HBIX
BOIIPOCAX — PACUIUPSITh HOMEHKIATYPY
YCIIyT, BCE [IeJIaTh B CPOK M IOHUMATh
3aIPOCHI CBOMX IIO/IOIEYHBIX. B JIoruky
PAIMOHATIBHOTO X03SICTBOBAHUS YKJIa-
IbIBaeTcs U pabora mo uenam. Io gau-
HbIM boHJa, 61arogaps nomouu Pese-
PaJIbHOM aHTUMOHOIIOJIBHOM CJTYKOBI,
KOTOpAasi yUaCTBOBAJIA B IEPETOBOPAX

C IPOM3BOIUTEIISIMU U [TOCTABLIUKAMU
[penaparos, y1aJ0Ch CIKOHOMHUTD
CBBIIIIE 10 MJIpZ, py0JIel 3a CUeT CHIKe-
Hus 1ieH. Ha 3akynaemble He3aperucTpu-

KPYI™ JOBPA

Ymoovt usdedxncamn
CPblE08 NocMmasKu
npenapamoes, hoHo
doduaca paspewe-
HUsa hopmuposamsw
3anacwl

RARUS
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Cogemnukamu cmaau
nayueHmckue
opzanuszayuu. Onu
darom ob6pamnyro
€C8A3b N0 OCMPHBIM
sonpocam, Kax ux
MOJCHO pewrums

Tenepuv cembn
nayueHma modcem
cama nodamsw 3anene-
Hue Ha NOCMAasKy
npenapama uepe3s
caiim zocycaye,
uHgopmayun
M2HOB€EHHO O0Yydem
noayueHa eaacmamu
pezauona, 20e

OM dicueem

POBaHHBIE ITpenapaThl OHU OBLIN CHH-
JKEHBI Ha 49%. COKOHOMJIEHHBIE CPE/I-
CTBa HAIIPABJIAKOTCA JOIIOJIHUTEJIBHO Ha
3aKYIIKy IIperapaToB U MEAUIITHCKUX
U3IeIANA.

MAPTHEPCTBO

OTs1agka Bcex MHOTOYHCJIEHHBIX U CJIOXK-
HBIX IIPOIIECCOB IIPOCTO HE MOKET He
ONMPATHCS HA TTAPTHEPCTBO.

FYBEPHATOPbI N PETMOHAJIbHBIE
MWH3APABDI

ITpaxTuecku cpasy «Kpyr 1obpa»
cobpast 1 06HAPO/TOBAJ /IS CEMEH Taly-
€HTOB U JIPYTUX YIACTHUKOB IIpoLiecca
KOHTAKTHI MECTHBIX YMTHOBHUKOB, OTBET-
CTBEHHBIX 32 IIOATOTOBKY JIOKYMEHTAI[UH,
TIOSIBUJINCh YIIOJIHOMOY€EHHbIe GOHA

B peruoHax. C 2023 roza HA4aI0Ch
3aKJIIOYEHVe corytamenni: Kamyxckas,
MockoBckas, CBepyioBcKast 00J1acTH,
AHAO u np. Takue napTHepcTBa IIOMO-
raoT OTJIAZAUTH CPOKHU, MAPIIPYTHI,
rocTaBky npenapata. C 2023 rozia 510
KacaeTcsi 1 HOBOPOKZIEHHBIX, 00JIe3Hb

y KOTODPBIX BBISIBUJIH €IIle B PO/IZIOME

B PaMKax HEOHATAJIHHOIO CKPUHUHTA

¥ KOTOPBIX HY?KHO GBICTPO HAYATh JIEUUT.

CeropHst OT MAIUEHTCKUX AKTUBUCTOB
MPUXOAUTCS HEPEAKO CIIBIIIATD: 61aro-
nmapsi «Kpyry mobpa» o Hac y3Haiu — HacC
CJIBIIIAT, OTBEYAIOT Ha HAIIK BOIIPOCEHL.
U 310, KOHEYHO, OJJUH U3 PE3YJIPTATOB
BBEJIJINBOU PAabOTHI C PETHOHAMH.

AKTUBHDIE NALUVEHTDI
O6paTHas CBA3b OT 6IATOIOTyYaTeNs —
9TO Pe3yJIbTAT COTJIANIIEHUN U JKUBOTO
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COTPYAHUYECTBA C MAI[UEHTCKUMU Opra-
HU3aIUAMUY, TpoduabHbIMU (PoHIaAMIU.
Eme o1HOM HOBOH TpaIuLINeN CTAIN
Berpeun «Kityba ipy3eii», KyZia BXOIUT
yxke nopsgka 30 HKO, manuenTckux
00beTMHEHUH U 6J1aTOTBOPUTETHHBIX
donmoB. Ob1IECTBEHHBIE OPTAaHU3AINHI
BBICTYIIAIOT B TOM YKCJIE€ COBETYHMKAMHU 10
HY>KHBIM BHZIaM TIOMOIIH, IIPE/JIaraloT
HOBBI€ BOIIPOCHI /IJISI PACCMOTPEHHUS Ha
SKCIIEPTHOM COBETE.

KOMNNAEHC

IIpu 6ospiiux 06beMax paboThI U pas-
HOOOpAa3uy IPOILECCOB IIPHU 3aITyCKe
HOBBIX IIPOEKTOB U MPOIIECCOB JIIOOOMY
dbouny u ocobenHo GoHAY, KOTOPHIT
paboraet ¢ 6I0/KETHBIMHU JIeHbI'aMHU,
Ba’kKHO M30eraTh PUCKOB: He HAPYIIUTD
3aKOHO/IaTEJILCTBO, CJIEA0BATh I1013a-
KOHHBIM aKTaM, IIpaBUiaM Ha/I30PHBIX
oprasosB u T. 2. I ¢poHp 3akimoyaer
COTJIAIlIeHUE O COTPY/THUYECTBE C HAIIU-
OHAJIBHOM acconuanuei « Kommiaene».
ITo cnioBam Anekcanapa TkaueHKO, OT
3TOT0 IAPTHEPCTBA OH OXKUAET OB~
JIEHUsI TOTOBOU MOJIEJIN, KOTOpasi MUHH-
MHU3UPYET PUCKU HaPYIIeHUs 3aKOHO-
JIaTeIbCTBA, CHUKEHUSI PEIyTaIlMOHHBIX
TOTEPH U B I[E€JIOM IIOJIYIEHUS OIIBITA T10
YCTOMYMBOMY Pa3BUTHIO HEKOMMepUe-
CKOTO cekTopa. « Harma meneTuibHOCTh
B o0OpallleHuH C HApOJAHBIM OI0[?KETOM
IIO/ITBEP:K/I€HA TPOBEPKAMHU KOHTPOJIb-
HO-pEBU3UOHHOTO ynpassenus Kasna-
YelCcTBAa U KOHTPOJIBHOTO YIIPaBJIEHUS
npesugenTa Poccuu. Ho M1 u fasnpiie
pa3BHUBaeM IMPO3PAYHOCTH U OTKPHI-
ToCTh QOH/A, — MOSICHUII AJleKCaH P
TrkaueHko. — Pe3ysibTaTOM JOJIXKHBL
CTaTh JIONOJIHUTEIbHBIE PEKOMEH -
WU U KOHCYJIbTAIITHOHHASA TO/IJIEP3KKA
B mpoliecce pa3paboTKH aJIMHHUCTPA-
THUBHBIX IIOJIUTHK, COBEPIIEHCTBOBAHUE
aJITOPUTMOB B3aUMO/IEHCTBUSA C KOHTP-
areHTaMu».

WHOOPMALVNOHHLIE CUCTEMbI

B donne 3anymens nudposad miar-
dbopma naHHBIX, 3TIEKTPOHHBIH TOKY-
MeHT0060pOT. be3 «1udpbi», OHATHO,
¥ He MOTJI0 OBITh TaM, I7ie UAeT paboTa
¢ OOJIBIINM KOJIMIECTBOM 0JIAarONOJIyda-
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TeJIel, JaHHbBIX, JOKYMEHTOB, CDOKAMH,
He00XOIMMOCTBIO KOHTPOJIA BCEX IIPO-
uenyp. Ho, mokasyii, caMmbIii HHTEpEC-
HBIU pe3yJIbTaT — POJUTENH (3aKOHHBIE
MIPeICTABUTENN) MTAIHEeHTOB MOJIy-
YHJIA BO3MOKHOCTb CAMU Y9acTBOBATD

B II0/1aue 3asIBJIEHUsI Ha JIEKAPCTBEHHBII
mpemnapar, CJIeJUTh 33 XOI0M IIPOIIecca.
Temepb OHU MOTYT CAMH II0OZATh 3asIBJIE-
HUE yepe3 CalT rocyciyr, nadopmanms
MTHOBEHHO ITOCTYIIUT B PETHOH [IPO-
JKuBaHus. J[aysee cucreMa I03BOJISAET

B PEXXHMe OHJIAWH CJIEJUTD 32 BCEMU
3TanaMy BIUIOTH {0 Hayajia TePaIiu.
3AT0 0cOOEHHO Y/IOOHO JIJIS JKUTETIEH
OTJIJIEHHBIX TEPPUTOPUNA. UTOOBI GBLIO
HPOILE B 3TOM Pa300paThCs, [JIsl [0JIb-
30BaTesIed pa3paboTanu CruenuaibHOe
MIOIIIATOBOE PYKOBOZACTBO. Bee 310 He
TOJIBKO JIeJIaeT MIPOIECCH TPO3PAYHBIMH,
HO U CHHU?KAET TPEBOTY PoauTesel, Oyaer
JIA y HUX JIEKAPCTBO.

PUCKH N CTPATEIAA

HewusbexHo pon paboTaer u ¢ pas-
JINYHBIMU KDUTHYHBIMHU CUTYAIHUAMHU.
Hampumep, B 2022 1oty u3-3a CAHKIIHI
HAYaJIuCh COOU B JIOTHCTHUKE, BOSHUKIIU
PHCKH yX07la HEKOTOPBIX IPENapaToB

¢ PBIHKA, U GoHJT oOpaTuics K papm-
KOMIIaHUSIM, HHUITUUPYsI OIIEPAaTHBHOE,
6e3 JOIOJTHUTEILHBIX COIJIACOBAHUM
3aKJII0YeHNe KOHTPAKTOB Ha OyzyIue
mocraBKu. VyT HHTEHCUBHBIE KOHCYJIb-
TaI[UH, IIEPETOBOPBI, YUTOOBI 3aKIIOUHTD
JIOJITOCPOYHBIE KOHTPAKTHI JI0 CEPETUHBI
Oyay1ero rosa.

BoT J1u11Ib OTHO U3 IyOJINYHBIX 3asIBJIEHUH
TOro BpemeHU. «IloHrMaeM BCIO C10K-
HOCTb CUTyally Ha papMarieBTHIeCKOM
PBIHKE, B JAHHOM CJIyJae IIPOCHM Bac
TIPOSIBUTH COLUAIBHYIO OTBETCTBEHHOCTh

U yYECTD COIMAIBHYI0 3HAYUMOCTB JTaH-
HOTO BOITPOCa U OCTPOTY 0OECTIOKOEHHOCTH
ceMeld, 3aTPOHYTHIX MPOOJIEMOH TSKEJIOTO
3abosieBaHus pebeHKa, — 0bpalaercs
Asexcanyip TkaueHKO K ITPeJICTABUTEIIAM
dapmrommanmii. — Jlety — ofHa U3 CAMBIX
VA3BHUMBIX IPYIII, JUIsI HUX BOKHBI HEIIpe-
PBIBHOCTD TEpAINHU U CTAOMIBHOCTD IIOCTA-
BOK JIEKapCTBEHHBIX ITpenaparoB. JTo, 6e3
IIpeyBeJINYeHNs, BOIIPOC KU3HU».

CerojziHs, Koria Hanbosiee OCTPhIe CUTY-
aluy OCTAJINChH 110331, & KOJIMYECTBO
Tepamnui, MEJUITUHCKUX YCIIYT, 000py-
JIOBaHUSA Bo3pacTaeT, GOHJ TOBOPUT
y3Ke 0 HeoOXOqUMOCTH BhIpaboTaTh
cTparteruio. ATy 3azauy AJIeKCaHAD
TkaueHKO 3aABUJI B HIOHE 2023 T0/la Ha
V BcepoccuiickoM HayYHO-TIPaKTHYIe-
ckoM KoHrpecce «OpdaHHbIe 60JI€3HU».
U 3TO0 yKe 0 CO3/TaHUH YCTOHUYHUBOH,
OCO3HAHHO pa3BUBAIOIIENCA MOJIEIIH.
He «HeoTs0kKa», a CTPYKTypa ¢ IPOAY-
MaHHBIM [1aKeTOM 3a7a4.

Bripouew, y:ke CeTofHs CIeIaHHOE
MOJKHO aHAJIM3UPOBATh U OpaTh HA
Boopy»keHue. Ha Ham1 B3z, GoHT,
BBIIIIEJT 32 TIPEZEJIbI 33/I1aYH [IPOCTO
CUCTEMBI 10 06€eCTIeYEeHHIO JIEKAPCTBEH-
HOU Tepanueill. BMmecre co cienuasnu-
CTaMU, SKCIEPTHBIM COOOIIECTBOM
WHUIIUUPOBAHO MHOTO Pa3HBIX IIPO-
€KTOB, CO3/IaHbI AJITOPUTMBI, KOTOPbIE
MoryT 6paTh Ha Boopykenue HKO,
OpPraHU3aTOPhl MEUIIUHBI, — KAaKHe
MapTHEPCTBA U KaK Pa3BUBATh, UTO
OpeAnpUHATHh B GOpPC-MaKOPHBIX
06CTOSITENbCTBAX, KAK IO/EPKUBATH
OTKPBITOCTH U IPO3PAYHOCTH JJIsA
MAIIMEeHTOB U HKCIEPTOB. B cymHoCTH,
Oynyiiee GpoHma 0KA3aJIOCH COIAAb-
HOH ¥ DKOHOMMUYECKOI TEXHOJIOTHUEH —
OBITH U OCTABaThCsA JOOPHIM B 06J1acTH
C 0YeHb TPYAHBIMU BOMIPOCAMHU. !

kPyr nO6PA | 29

10

MAPO pyodaeil
cocmasuaa
IKOHOMUSA

HA 3aKynke
AeKapcmeeH-
HblX Npenapa-
moe 3a cuem
nepez2o8opoa.
Imu cpedcmsa
noudym

HA NOMOWb
opyaum
nauueHmam
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KPYI IOBPA No 24
20 | BpoxaeHHble HapyLIEHVsi CUHTE3a XKeu- 26.08.2021
HbIx kucnot (HCXKK). KoropTta geteit: petn
C KJIMHUYECKVMU MPOSIBNEHVSIMUA CUHAPOMA
1 | CnuHanbHas MbiweyHas atpodus 03.02.2021 XONeCTasa v MONEKYNSAPHO-reHETUYECKUM
NOATBEPXKAEHNEM BPOXAEHHOrO HApyLIEHUS
2 | BonesaHb Momne 16.02.2021 CUHTE3a >KEMYHbIX KNCIIOT
3 | CemelHas cpegumsemHomopckas nuxopagka | 03.03.2021 21 | Heitpochmbpomaros 1 Tuna 02.09.2021
4 | KpuionupuH-accouumpoBaHHbii neproguye- | 03.03.2021 22 | Funep-IgD-crHppom/cuHapom geduumnra 02.09.2021
CKUIA CMHAPOM MeBanoHatkuHasbl (HIDS/MKD)
5 | NMepuoguyeckuii cMHAPOM, acCoLMUPO- 03.03.2021 23 | HapyweHvie o6MeHa L1Kna MOYEBHbI 02.09.2021
BaHHbIN C PeLenTopom akTopa Hekpo3a dopmbl 3a601€BaHMSA: HELOCTAaTOYHOCTb
ornyxonu NAGS, HepgocTaTouHocTb CPS-1, HepocTa-
TouHocTb OTC (E72.4), uutpynnmHemus 1-ro
6 | Mnococdarasus 01.04.2021 TUNa, apryHUHAHTapHasa aunoypus, apruHn-
Hemus,, cuHgpom HHH (runepammonHnemus,
7 | Mykononucaxapugos IVA 01.04.2021 rMNEePOPHUTIHEMUS, FOMOLTPYIIMHYPUS),
LMTPYIMHEMUS 2-T0 TUNa, IU3UHYprYecKas
8 | Heiipobnactoma 22.04.2021 HernepeHoCMMOCTb 6esika
9 | MuogucTtpocus OiowerHHa — Bekkepa 22.04.2021 24 | NunoaucTpodus 23.09.2021
10 | MykoBYCUMAO3 B COOTBETCTBUN C YTBEPXK- 13.05.2021 25 | M'omosurotHasi cemeiiHas runepxonectepu- | 23.09.2021
[EHHbIMY KaTeropumsmm Hemusi
11 | CuHOpOM KOPOTKOW KMLLKI 04.06.2021 26 | X-cuenneHHbI JOMUHaHTHbIA runogocda- | 23.09.2021
TEMUYECKNIN paxmT
12 | Ty6eposaHbiii ckepos 10.06.2021
27 | 3nokadecTBeHHble 3a6onesaHus HoBoobpa- | 23.09.2021
13 | CaxapHbiii anabet 1-ro Tuna (oetv ot 0 o 10.06.2021 30BaHuA ¢ TpaHcnokauuei reHa NTRK
4 ner)
28 | Anbgha-maHHO31a03 30.09.2021
14 | HepoHanbHbIi LeponaHbin nunodycumHos | 24.06.2021
2-ro Tuna 29 | deHunkeToHypusi 30.09.2021
15 | MepBuuHas runepokcanypus | Tuna 24.06.2021 30 | UncTuHos 30.09.2021
16 | OcTpbiit nuMdo6nacTHbin neikos. Octpuin | 01.07.2021 31 | NponvioHoBas aunoemus 30.09.2021
MuenobnacTHbln nenkos. T-numdgobnacTHas
numcoma. MepBrYHbIN UMMyHoaehULmUT 32 | NsoBanepraHoBas aumgemus 30.09.2021
17 | BynnesHbin anuaepmonma 22.07.2021 33 | MeTunmanoHoBas auyoeMus 30.09.2021
18 | dedrumt nusocomHon KCOoi N1nassl 22.07.2021 34 | CvHgpom yannHeHHoro uHtepeana QT 30.09.2021
19 | HacnepcteeHHas aucTpoduisi ceTyaTky, 29.07.2021 35 | KatexonamumHepruyeckas nonmmopdHas 30.09.2021
BbI3BaHHas GuaniensbHbIMY MyTaumsaMm Kesy[ouKoBasi Taxmkapams
B reHe RPE65. ®opmbl 3a60n1eBaHus:
BPOXXAEHHbI amaBpo3 Jlebepa (2- Tvn), 36 | HapyuweHvie 6eta-okucneHus xupHbix kuc- | 30.09.2021

NMUrMEHTHBIV PETUHUT (20-11 TUM)

not

RARUS

Ne 24 KPYI" IOBPA
37 | Cungpom Odpase 07.10.2021 57 | KoxHo-ckeneTHbI cuHapoM ¢ runodocda- | 29.09.2022
Temuen
38 | JlerouHas apTepuanbHas runepTeHsus, 07.10.2021
accounnpoBaHHas 58 | BpoxpgeHHbilii ckonnos Ha coHe Hapywerus | 13.10.2022
cermeHTauum 60KOBbIX MOBEPXHOCTEN Ten
39 | MomMoumcTuHypuisi. Dopmbi 3a6oneBaHus: 07.10.2021 MO3BOHKOB 11 CUHOCTO3a pebep
NMUPUAOKCUH HeYYBCTBUTESNbHAS (Pe3u-
CTeHTHasl) choopma, HepoCTaToYHOCTb 5,10 — 59 | BonesHb HumaHHa - Muka 17.11.2022
MeTuneHTeTparuapodonar peayKkrasbl
(MTHFR), HapyLieHve o6MeHa kKobanamyHa 60 | ATpeaus Hapy>HOro CllyxoBOro npoxoaa 26.01.2023
40 | AxoHgponnasusi 07.10.2021 61 | MukpoTus yLIHON PaKOBUHbI 26.01.2023
41 | HacnencTBeHHbIN aHrMOHEBPOTUYECKMI 07.10.2021 62 | CuHOPOMbI BPOXAEHHO KOCTHOMOSIOBOM 02.03.2023
oTek HELOoCTaTOYHOCTH
42 | XpoHuueckas BocnanutenbHas 4eMUIUHN- 07.10.2021 63 | Memorno6uHonartuu (6eta-tanaccemus u gp.) | 02.03.2023
3vpytoLLas nonMHesponaTms
64 | MpuobpeTeHHas ngnonatmyeckas annactu- | 02.03.2023
43 | LleHTpasibHbIi FUMOBEHTUMALMOHHBIA CUH- 21.10.2021 yeckast aHeMust
OPOM (CUHAPOM MPOKASTUS YHANHbI)
65 | HapyweHus o6meHa rntokozamuHrivkados | 02.03.2023
44 | MepBunyHble MMyHOAEPULWTLI C AeduLm- 28.10.2021
TOM aHTUTENnoo6pasoBaHns 66 | Octeonetpos 02.03.2023
45 | ROHHAD-cuHapom 17.02.2022 PROS - cnekTp CMHAPOMOB 136LITOYHOIO
67 | pocTa, accouMMpoBaHHbIX C MyTaLuen 02.03.2023
46 | CvHgpom Anaxunns 24.02.2022 PIK3CA
47 | MporpeccupytoLlas occuduumpytoLas 24.02.2022 68 | XpoHunueckuii renatut C 02.03.2023
mbpoamcnnasus
69 | CuHOpOM r1nonnasuu feBbIX OTOEsI0B 16.03.2023
48 | BpoxaeHHas He[oCTAaTOYHOCTb afeHO3H- 24.02.2022 cepaua
nes3amuHasbl (AOA-TKUH)
70 | OTxoxpaeHue neBoii KOPOHAPHO apTepum 16.03.2023
49 | OcTeocapkoma 17.03.2022 ot nero4Horo cteona Q24.5. CoctosHuA
nocne onepawmii KOPPEKLUM BPOXAEHHBIX
50 | Capkoma tOuHra 17.03.2022 MOPOKOB cepaua, Npu KOTOPbIX NPOBOAATCA
XMPYPruyeckme MaHunynsiumm Ha KopoHap-
51 | Pa6gomuocapkoma 17.03.2022 HbIX apTepusxX (onepauus apTepuanbHOro
NepeKtoYeHust NpM TPaHCNo3nLUm Maru-
52 | HeguddepeHumMpoBaHHbie CapKkoMbl 17.038.2022 cTpasnbHbIX apTepuin Q 23.0. Onepauys
Pocca npu natonoruy aopTanbHOro knanaHa
53 | HeipoTpoduyeckuin kepatut 21.04.2022 Q25.8)
54 | CuHgpom MNbepa PobeHa 23.06.2022 Mwuenonatus wenHoro otaena CrIMHHOro
71 | Mmo3ra, ocnoXHeHHasi 3aBUCUMOCTbLIO OT 30.03.2023
55 | HacnencteeHHbI pecuunt haktopa ceep- | 23.06.2022 annapaTa UCKYCCTBEHHOW BEHTUNSALNM
ThiBaHUS kposu Xl nerkmx
72 | FOHoLecKuin nanonaTu4eckuin CKonnos 11.05.2023
56 | ALK-nosuTnBHble onyxonu 09.06.2022
RARUS
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KPYI™ JOBPA

OcTpbitt IMMMO6NACTHbIN Nenko3. OcTpbIn
MnenobnacTHbIn nenkos. T-numcobnacT-
Hasi numdoma. MNepBrnyHbLIN NMMyHoaeh-
uT

MeamnumHckas NMoOMOLLb C MPUMEHEHNEM MHHOBALIMOHHOMO MeToAa «JleveHne 3nokaqe-
CTBEHHbIX 3a60neBaHnin KPOBU N KPOBETBOPHbIX OPraHoB U TAXKesbIX HE3JTOKa4YeCTBEHHbIX
6onesHen KpOBWU 1 BPOXXOEHHbIX VIMMyHO,El,erVILI,VITOB Ha nnarcopme BbICOKOL,03HOM XMMMO-
Tepanun, TpaHcnnaHTaunum aifioreHHbIX TCRQB—,D.QI'U'IQTVIDOBaHHbIX remMonoaTnyeckKnx npen-
LLIECTBEHHNKOB 1~ I'IepCOHaJ'IVISVIpOBaHHOIZ Tepanun reHHo-nH>XeHepHbIMK npenaparamm»

Ne 24

01.07.2021

OcTpbit IMMMO6NACTHbIN Nenko3. OcTpbIn
MnenobnacTHbIn nenkos. T-numcobnacT-
Has nuMmdoma. MepBuYHbIN UMMyHOLE-
runT. BpoxxgeHHas He[oOCTaTOYHOCTb
apeHosnHae3ammHasbl (AOA-TKUH)

MepguumHcKkas noMoLLb B NOVCKe, akTMBaumn 1 4OCTaBKe KOCTHOrO Mo3ra v nepude-
pUYeCcKnx reMonosTn4eCcKnx CTBONIOBbIX KNETOK U3 3apy6e>KHb|x perncTpos AoOHOPOB
KOCTHOIro Mo3ra Ansi AeTel ¢ OHKOreMaToIorMyecKumu, opcaHHbIMK 1 opyrummn
XKN3Heyrpo>xarowmmn 3aboneBaHusIMI, Hy>XOawLWmnxca B TpaHcnnaHTaunm KOCTHOro
mo3sra. Karteropun [EeTell: C OHKOreMaToIornM4ecKmMu, opaHHbIMK 1 OPYrMun XXn3sHe-
yrpo>xarowmmn 3aboneBaHnsIMU, HY>XOarUWmnxca B TpaHcnnaHTaunm KOCTHOro Mosra,
naumeHTbl, He gocTurwme 18-neTHero Bo3pacTa; OTCYyTCTBME COBMECTMOIro goHopa

B OTe4YeCTBEHHbIX PerncTpax, a Tak>xxe oTCyTCTB/Me NOIHOCTbIO COBMECTMOIo poa-
CTBEHHOro goHopa

01.09.2022

Bpo>xaeHHbIN CKoMo3 Ha thoHe HapyLue-
HVSi CermMeHTaummn GOKOBbIX MOBEPXHOCTEl
Ten No3BOHKOB U CUHOCTO3a pebep

[NpoBepeHve NepBUYHbIX NN STaMHbIX onepauw?l no paspa60TaHHO|7| MeToaNKe C UCMOoNb30-
BaHWEM HOBOW N3roTOBNEHHOMN VIH,EI,I/IBI/I,D.yaJ'IbHOIZ METaJITIOKOHCTPYKLUWUN. Kareropunm neten:
Hainm4yme BpO)K,D,eHHOIZ nedopmaumm N03BOHOYHUKA B rpyaHoOM 1nn rpyaonosaCHA4YHOM
oTaeNniax No3BOHOYHMKa B COYETAHUN C ,u,ecbopmau,meﬁ pr,El,HOI?I KNETKW; Ha hoHe HapyLleHns
cerMeHTaumm 60KoBbIX I'IOBerHOCTeI?I TeN NO3BOHKOB W/ OOHOCTOPOHHEro CMHOCTO3a
peGep, Ha (pOHE MHOXKECTBEHHbIX OAHOCTOPOHHNX aHomanmin PasBUTNA TET NO3BOHKOB

13.10.2022

Octeocapkoma. Capkoma KOuHra. Pa6go-
Mnocapkoma. HegudphepeHumpoBaHHbie
capKoMbl

OkasaHne Meg LMHCKOM MOMOLLY MO 3HAOMPOTE3NPOBAHMIO C UCTOMNb30BaHNEM HeVHBa3MB-
HbIX Pa3ABMKHBIX SHOOMPOTE30B MO MHAVIBIOYaNLHOMY YepTeXXy AETAM C 3a6oseBaHmsaMm
«OcTeocapkoma», «Capkoma FOuHra», «Pabgommocapkomar, «<HeguddepeHumnpoBaHHbie
CapKOMbl»

15.12.2022

CI/IH,D,pOM rmnonnasvn fieBbixX OTOes1oB
cepaua

MHOroKOMmnoHeHTHoe Xpypruyeckoe fieveHne cmHgpoma runonsiasnmn ieBbiX OTaesioB
cepaua, Bko4varoilee LIJVIpOKI/IIh CNeKTp MHHOBALMOHHBIX METOO0B B 3aBUCMMOCTW OT aHa-
TOMUYECKNX OCOBEHHOCTEN rnopoka

16.03.2023

OTX0XAeHVe NeBO KOPOHAPHOW apTepun
oT neroyHoro cteona Q24.5. CoctosiHusi
nocre onepaumin KOPPeKLMY BPOXKAEHHbBIX
NMOPOKOB CepALa, Npy KOTOPbIX NMPOBO-
OATCA XVPYpPruyeckne MaHnnynsumm Ha
KOPOHapHbIX apTepusix (onepauusi apTepu-
anbHOro NepPeKsIFYEHNs MPU TPaHCMNo3u-
L marucTpanbHbix aptepuii Q 23.0. One-
pauus Pocca npy natosiorn aopTanbHOro
knanaHa Q25.8)

KoMnnekcHoe xvpypruyeckoe neyeHrne naTonorum KOpoHapHbIX COCYA0B CO CHU-
>KEHUEM COKpaTUTENbHOW CNIOCOBGHOCTY M1UOKapaa NeBoro Xenynouka (c hpakuueit
Bblbpoca MeHee 20%) C NPUMEHEHVEM annapaTHbIX METOLO0B NOAAEPXKKMN (BUBEHTPU-
KynsipHon ctumynsaummn, SKMO 1 hapmakonornyeckom noaaepxKm)

16.03.2023

CvHOpoM yannHeHHoro uHtepsana QT
(145.8). KatexonammHepruyeckas noamMmop-
hHas >xenygoukoBasi Taxvmkapaus (147.2)

HoBbIin yHVKanbHbI MeToA, neveHuns «BugeoaccuctTupoBaHHas cenekTMBHas feBoCTo-
POHHSS CUMMAaTaKTOMUSA» (0f06peHa CPOKoM Ha 12 KaneHOapHbIX MecaLeB)

30.03.2023

HOHoLWEeCKMI noNonaTNnYeCKnin CKomo3s
(MKB 10: M41.1.)

Xvpypruyeckas KoppeKLmst TAXeNbIX CKOIMOTNYECKUX AedopMaLmii NO3BOHOYHUKA

y AEeTEN C MOMoNaTnYecKnUM CKOJIMO30M C NMPYMEHEHUEM TEXHOMOT M aKTUBHOM ONTHYe-
CKOIl TPEXMEPHOWN KOMMLIOTEPHON HaBurauum (opobpeHa CpokoM Ha 12 kaneHaapHbIX
MecsLEB)

11.05.2023

RARUS

Ne 24

KPYI™ JOBPA

C pykoBoauTenem aKcrnepTHoro coseta coHaa Anek-
caHgpoM PymsiHUEBLIM, npe3vngeHTom HMUILL petckom
remaTosfiorMmn, OHKOIOr 1 UMMYHOSIOTN M. OMmuTpus
PoraueBa (Ha choTO cnesa) n npefcenarenemM noneymn-
Tenbckoro coeeta coHaa, aupektopom Oy «HMUAL]
oTopuHonapuHrosiorum ®MBA», UneHOM-KOpPECMNOHAEH-
ToMm PAH Hukonaem Janxecom

KoHTaKkTbI'c.BeoyLLMMU
POCCUNCKMUN KIMHN-
Kamu 1 cneuyanmctamm
MO3BOJIAIOT U3YYUTb
cuTyauuo Ha MecTe

N YTOYHUTb NOBECTKY.
paboTbl hoHaa

OtyeTbl Nepep geny-
TaTamu, BbICTYMNEHNS

B CoBeTe dPepepaunn
CcTanu Tpaguumen doHpa

OpQHO 13 HanpaeneHuin
COTpYZOHUYecTBa —

C AnarHoctamu.

C rnaBHbIM BegyLLyM
cneumanmctoMm MuHs-
apasa PO no megn-
LIHCKOW reHeTUKe
Cepreem KyuesbiM (Ha
c¢oTo cnpasa)

RARUS
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KopoTKune oTBe
Ha TpyOHble BO

Ne 24

KPYI™ JOBPA

OB6bI4YHO CNOXXHOCTU, LWENeTUbHbIE BONPOCHI
OCTalrTCH 3a Kagpom odpuumaribHbIX MEPO-
npusatTnn. Ho Yyepes nonroga nocne 3anycka
doHpa AnekcaHop TkadeHKO gan Hawemy
KOPPECMNOHOEHTY HA MHOIME OCTpPbIE BONPOCHI
OTKPOBEHHbIE OTBETLI. TpaHCANPYyeM HEKOTO-
pble 3anNn304bl U3 3TOro pasrosopa

0 NEPBbLIX LWATAX

«MpBI BIEpPBBIE CO3/1aeM MTOLO0HYIO
(bopmy oMoy TKeT060TbHBIM
mersaM. HaMm HyKHO pemuThb mepBud-
HbIE 33/]a4: KaK MOKHO ObICTpee
06eCIeunTh ITEPBIX MAIHEHTOB JIEKap-
CTBaMHU U BBICTPOUTH CUCTEMY, KOTOPAst
Oynet paboraTs 6e3 c60eB. Korga Mbl
CIIPABUMCSI C 9TUM, CMOKEM OLIEHUTH
pesyibraTsl. Torma st Gyay roTOB rOBO-
PHUTB O IOJITOCPOYHBIX [TEPCIIEKTHBAX.
IToxa MOTy CKa3aTh O KPATKOCPOYHBIX
3a7jayax. Y HAC YE€TKO pPacCTaBJIEHbI
MIPUOPUTETHI HAYaIbHOTO 3Tana. CHa-
yasia jekapcrBa. Ha HUX MbI oTpabaThI-
BaeM Bech aJITOPUTM paboThI (POHA: OT
KOMMYHHUKAI[AHU C TallieHTaM1 U Bpa-
YaMH 10 IOTOBOPOB C ITOCTABIIMKAMH.
Cremytorumu 3azadamu 6yyT opra-
HU3AIMSA TPOBEIEHUS TOPOTOCTOSIIINX
omepanui s eTel U obecreyeHne
3aKyIIKH HEOOXOAUMOTO JIJIsA TAllHeHTOB
MEIUITMHCKOTO 060PYI0BAHUS».

0 3ANYCKE

«®OH/T YHUKAJIEH 110 CBOUM 33/1a4aM:

U MaciTab ero 1eATeIbHOCTH, U OTBET-
CTBEHHOCTD IIPU IPUHATUU PELIeHUH,
pabora c 610/I?KETHBIMHU CPEJICTBAMH.

B 3amycke ObLIO 33/1€HiCTBOBAHO OYEHD
MHOTO (eZiepaIbHbBIX, PETHOHAIBHBIX
OPraHOB BJIACTH, IPABUTEJIBCTBO PD.

U 3a 3T011 Ppaz3oil OrpOMHOE MHOIKECTBO
srofel. Bee HAYMHAIOCH ¢ UX HAMepe-
HUS [IPE/ICTABUTH, KaK JIyIIINM 00pa3oM

peannu3oBaTh Ty HOBYIO 3a/iaqdy, KOTOPYIO
onpeneana NIpe3ueHr.

NHcTpyMeHTH GOPMUPOBAIICH HE

J10, 2 OZTHOBPEMEHHO C HAYaJIOM Jiesi-
TesibHOCTU. POHJT Havas cBOIO paboTy

C MOMEHTAa BBIX0/Ia YKa3a Ipe3u-
JIEHTa, ¥ BCSI HOPMAaTHUBHO-IIPABOBAs
6a3a — MMOCTaHOBJIEHNE ITPABUTEIHCTBA
U OTIpeZeIAIONIUN PETJIAMEHT, IOPSIOK
IIPUHATUSA PEIIeHNH, TOPAJOK 3aKYyIIKH,
KpUTEPUH Ha3HAYEHUI — BCe 3TO pa3pa-
6aThIBAJIOCH OJJHOBPEMEHHO C PabOTOMH
SKCIIEPTOB, OMEYUTETIHCKOTO COBETA.

TTOCKOJIBKY 3TO TIOJIE JIEATETHBHOCTH
OBLJIO caMo 110 cebe HOBBIM, IIOCTAHOBJIE-
HUSI TPABUTEJNHCTBA BHIXOJUIIH YKE

C YYETOM IIPAKTHYECKOro ombITa. To ecTh
MHCTPYMEHTBI, KOTOPbIE OBLIN [IPEIJIO-
JKEHBI, 9TO TOKE HOBbIE HHCTPYMEHTBI

B MeIHUIIMHCKOM momotnu. Bexpb Gouz
co3aBaJicsa KaK JOMOJHUTEIbHbBIH
MeXaHHU3M OKa3aHUs MeAUIUHCKON
momortu. CyIecTByIoT mporpaMmma rocy-
JIAPCTBEHHBIX TaPAHTUH, YIPEIKIECHUS
37]paBOOXpaHEHUS, IEKAPCTBEHHbIE
Cpe/icTBa MPUOOPETAIOTCS PAa3HBIMH
criocobamu — 3a cueT GOH/Ia METUIIUH-
CKOTO CTpaxoBaHus, pemepasbHbIX IPO-
rpamm. Hara 3agava 6p11a, 9TOOBI 3TOT
JTOTIOJTHUTEJIbHBIN MEXaHU3M BCTPOUJICS
B CYIIECTBYIOIINE MPOTPAMMbI OKa3aHUS
MEeIUIIUHCKON TOMOIIIN — He Ay0JIHpo-
BaJI KX, & JIOTIOJIHSII».

RARUS
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«IIpenapamut
00ICHBL pe2ucmpu-
posamuscs Ha mep-
pumopuu Poccuu.
Pezucmpauus no3eo-
AUmM poccuiickum epa-
Yam umems NOAHYI0
uHgopmayuio o HuUx»

0 JOPOrOBU3HE NNIEYEHUA

«Jla, 1 3Ha10, YTO €CTh JIpyTue BaXKHbIE
IporpaMMbl, GUHAHCUPYIOIINE PEMOHT,
epeobOpyIOBaHUE U PA3BUTHE YUPEXK-
JleHu# 3paBooxpaHenus. Ho JaHHBIH
GoH/ co3maeTcs A1 JIeUeHU s KOHKPET-
HBIX fleTed. 91H aetu ectb. Touka. U ecthb
3anpoc o6IIeCTBa Ha TO, UTO TOCYAAPCTBO
JOJIKHO UX JIEUUTH».

0 GPOKAX NOCTABKW NPEMAPATOB
«Harra ocHOBHAaA 11eJ1b — IIOBBICUTH OTIe-
PaTUBHOCTH IIOCTABOK JIEKAPCTBEHHBIX
MIperapaToB U MeJUIIHCKUX U3ZeTHH.
Ha sT0 HampaBsieHa paboTa B 2023 TOAYy».

KT0 MOXET UHULIMWPOBATDb
BKJIHOYEHME NMPENAPATA

W 3ABOJIEBAHMSA B NEPEYHH

«3asABKU MOTYT II0/1aBaTh pusnveckue
JIUIA, MallUeHTCKHe 00beITUHEeHUS,
rJIaBHBIE BHEIITATHBIE CIIEIUATIH-
CTHI, 00IeCTBEHHBIE OpPTAHU3AIHU.
3asBKa HAIPABJIAETCA HA MOATOTOBKY
JIOKJIa/ia TpeM deZiepasIbHBIM LeHTPaM:
B MUHHCTEPCTBO 3/IpaBOOXPAHEHU,
PocsapaBHazgsop, LIeHTp 3KCIIepTU3BI
U KOHTPOJISI KaYeCTBA OKA3aHUS M-
IIUHCKOU MoMoIu. B pesysbrare cobu-
paeTcs 3aKJIIOUEHHE U HAIIPABJIAETCS

B 9KCHEPTHBIN coBeT onna. CoBeT

U IPUHUMAET PelleHNe O BKIIYEHUHN
3a60s1eBaHusI, 00 OIpesieJIEeHUN KaTero-
pui feTel, KOTOPBIM IOKa3aHO Jieue-
HUE IIPe/IJIOKEHHBIM JIEKADCTBEHHBIM
nmpenapaTtoM. ATOT Ke coBeT GOpMHU-
pyeT nepedyeHb JeKapCTBEHHBIX IIperna-
paToB, a YTBEPKAAIOTCSA OHU IOIEIH-
TEJIBCKUM COBETOM».

0 TPYAHOCTAX

«Cutyanuu 6p1Bayiu pa3usle. Hanpumep,
OUYEBU/IHO CIUIAHUPOBAHHBIE AKITUH.
OOBIYHO, KOTZ]A TIOSIBJIIETCSA 3asIBJIe-

HUE 0 PACCMOTPEHHUH 3200J1€BaHUA 110
BKJIIOUEHHIO B ITepevyeHb HOH/[A, K HEMY
MIPIJIOXKEHO MOPAAKA 10—20 0OpaIeHui.
A BOT 110 O/1HOM U3 60JIE3HEN TPHIILTO

«/[ns MEHA MO 68bl3086 U APKUIL
npumep “copadbomHuruecmsa’
2ocyodapcmaa u oowecmea»

Ne 24

OKOJIO THICSIYH 0OpallleH i, HalTuCaHHbIX
KaK 07| KOIIUPKY... Uto 3T10? KOHeuHo,
OpraHr30BaHHAasA KAMIIAHUA, /IaBJIEHNE.

Wiu cutyanusi, KOTa MPOBOZSATCS Tepe-
TOBOPBI ¢ (apMITOCTABIIIUKOM, U MbI
JIOCTHTaeM 3HAYMTEIHHOTO CHUKEHM
nieHbl. Ho uepe3 HECKOJIBKO JTHEH MoJTy-
YaeM CIUIAHHUPOBAHHYIO aKIIUIO B UHTEP-
Here. Viin, HanpuMep, TPOBOMM IIepe-
TOBOPBI C OTHOM KOMIIAaHUEH U JIOCTUTAaEM
CHIKEHUS [IEHBI ITIOUTH Ha 50%, YCIIOBUS
10 CPOKAM ITOCTaBKH. A yepe3 TPH JHSA
TOJIy4aeM MUCHMO B ITPABUTETHCTBO

¢ moAnrcaMH 650 JesoBek... KoneuHo,
5TO /IaBJIeHHEe Ha (POH/I U MIOTIBITKHY JIe3a-
BYMPOBATh HAIIHU JIEACTBUA. A BeJ[b MbI X
MpeATIIPUHUMAEM Uepes3 IIPU3MY Tocyzap-
CTBEHHOH IO3ULIAN».

0 HE3APETMCTPUPOBAHHBIX
MPENAPATAX

«Hama mo3unus 6bl1a U 0CTAETCs, YTO
Tperaparsl JIOJLKHBI PETUCTPUPOBATHCS
Ha Tepputopuu Poccuu. to Tpe6o-
BaHUeE SIBJISETCS OZHOU M3 BaXKHBIX
COCTaBJISIIOIINX 1€PETOBOPHOTO IIPO-
mecca, IOTOMY YTO PETHCTPAIUS IIpe-
mapara [O3BOJIUT POCCHUCKAM Bpadam
MMETh IIOJTHYI0 HHMDOPMAIIHIO O HUX,
6oJiee TOUHbIE [TPABUJIA HA3HAYEHU,
rcnosb30Banusi. OnpeseTuT u Mak-
CUMAJIPHO IIPO3PAYHYIO [[EHY, CAEIAET
BO3MOKHOU IIPOIEYPY 3aKyIKH Ipera-
paTa 1o 44-my denepaabHOMY 3aKOHY.
M5!I He pa3 rOBOPUJIM Ha IJIOM[A/IKE
OO1ecCTBEHHOH ITajaaThl, 4TO, JlaXe
ecnu ceituac GoHA 3aKyIaeT He3aperu-
CTPUPOBAHHBIN IIPEapaT, B KOTOPOM
HYKZAIOTCS I€TH, 5TO HU B KOEM CJIydae
He cHUMAaeT ¢ GapMKOMIIAHUU OTBET-
CTBEHHOCTHU 3aPErHCTPUPOBATH €0 Ha
TEPPUTOPHUH HAIIEH CTPAHBI».

KAK NONYYAETCS

WHOOPMALNA 0 HOBOM NPENAPATE
«3anpamuBaeM nHopmanuo y IleH-
Tpa SKCIIEPTU3bI U KOHTPOJIS KauecTBa
OKa3aHUA MeAUIUHCKOH TOMOIITN
(®T'BY “LIeHTp 3KCIEePTU3BI U KOHTPOJIA
KavecTBa OKa3aHUs MEAUIIUHCKON
nomo1 Munsapasa P®”. — Pen.). On

B CBOIO OYepesb UMeeT NHDOPMAIHUIo OT
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PocaapaBHaz;30pa U IrJIaBHBIX BHEIIITAT-
HBIX cIreruaanucToB. CBOM 3aKJII0UEHHUS
JIOJDKHBI JIATh TaKXKe TPU deiepaTbHBIX
MEUNMHCKUX IIEHTPa».

0 B3POC/bIX NALUNEHTAX

«C mepBbIX AHEH PabOTHI MBI IIEPEKU<
BJIH O TOM, HACKOJIBKO NHBECTUIIUH
obIecTBa B 310pOBbe eTell OyAYT
COXPAHEHBI ¥ IPEYMHOKEHBIY.

0 «COPABOTHWYECTBE>»

«YBepeH, MeHs Ha3HA4YWIM He IIOTOMY,
YTO 51 CBAIIEHHUK. A TIOTOMY, UTO 51 OBLIT
OJTHUM U3 TeX, KOMY JIOBEJIOCh ITOPaboTaTh
HaJl CO3/IaHUEM CHCTEMBbI TOMOIITH TSKETI0
GOJIBHBIM JIETSIM, Y MEHSI €CTh COOTBET-
CTBYIOIIM OBIT. COTJIACHJICS 51 TIOTOMY,
YTO BIKY B 9TOM HCTOPHUN HOBBII STAIl
pasBuTHs U 1151 cebst, 1 AJIst OOIIEeCTBa,

u s rocyziaperBa. Korga-To st OTKpbUT
TIEPBBIY ZIeTCKUH XOocHuc. CerofHs TaKue
VUPErK/IEHUs CO3/JAI0TCS BO BCEX PETHOHAX,
¥ 51 IOHUMAI0, KaK OHU Oy/IyT paboTaTh
yepes 5 U 10 JieT. JT1a ObLia IepBasi CTy-
TIeHb, OHA ITPOH/IEHA.

Cettuac crout HOBas 3a71ava, OYeHb CIIOXK-
Hasl, MHOTOKPaTHO 03ByYEeHHasI OOIIECTBOM
u chopMy/IMpoBaHHasA rocyiapeTBoM. s
MEHSI 3TO BBI30B U SIPKU IPHUMEP TOTO
camoro “copaboTHrYecTBa” rOCYAapCTBa
u 00111eCTBA, 0 KOTOPOM 51 MHOTOKPATHO
roBopwI. U nasexo He TEPBBIH, HO APKUA
¥ CBEXKUI OTBET TEM, KTO IIOCTOSIHHO YIIpe-
KaeT roCcyapcTBo B Ge3pa3/IMyuii K COLH-
aJIBHBIM ITPO0IEMAaM».

0 BJIATOAAPHOCTHU

«Xouy cka3aTh BCeM, KTO pab0OTaEeT 10
9TOH TeMe: IPE3UIEHT CO3/1aJT BCE BO3-
MOXKHOCTH, ‘-ITO6bI MHOTI'HM€e IETH C TAXKe-
JIBIMH, )KU3HEYTPOXKAIOINNMU, B TOM
yucsie oppaHHBIMU, 60IE3HAMU MOy
YHJIU IIOMOIIb. Z[JI}I BCE€X HAC 3TO HE KaKa-
SI-TO JIOTIOJIHUTEJIbHASA HArpy3Ka, a 6J1a-
TOpPOJIHASI MUCCHS — 3TO UCTOPUYECKUI
IIAHC U3MEHUTD CUTYAllHIO K JIyqIIeMy.
JIJ151 3TOTO MBI TIOJTYUMITH Bee HEOOXOU-
MbI€ aIMUHHUCTPAaTUBHbBIC U (IJI/IHaHCOBbIe
pecypchl — ¥ 06A3aHbI TOMOUB JTEOZAM». ’

Texem: Eaena 3asbsaosa
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U3 unmepewto 015 «Bbenoil kHuzu»
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ITosienenue gponda «Kpye dobpa»
CMUMYAUPOBAN0 HOBble 0OCYHCOeHU
8 coobuecmse: umo euue

Heobxo0uMmo 045 pedxkux nauueHmos?
Kaxotl doaxcHa 6bims cmpame2us
nomouwiu camozo ¢oxHoa?

W3 nociegHero — ueT AUCKyCCUA

0 pYMeHEHHH IIpU paboTe ¢ JOPOTUMHU
opdaHHBIMU IIperapaTaMy pUCK-1IIe-
puHTa. MexaHu3M pUCK-IIEepUHTa Ipe/-
I10J1IaraeT, 4TO OIlJIaduBaeTCA TOJIBKO

Ta 9aCTh JIEKApPCTB, KOTOpas IIoMorjia
IMaIguEeHTY. XoTs ecTh U Apyrue MHEHUA:
3G dEeKTUBHOCTD Ipemnapara, 1 0COOeHHO
HOBOTO, — ZIEJIO TOHKOE. Y Pa3HbIX MMaly-
€HTOB Pe3yJbTaThl TePAllUU MOTYT IIPO-
SIBJIATHCS TI0-PA3HOMY U Yepe3 pa3Hoe
BpeMs. OJTHAKO MHOTHE CXOAATCS B TOM,
qTo HeO6XOIII/IMO He€ TOJIBKO IIJIATUTH 3a
TE€paluio, HO U OCYIIECTBJIATHD MOHUTO-
PHHT COCTOAHUA ITallTUEHTA.

OcTpoii TEMOH SIBJISIETCSA JIEKAPCTBEH-
Hoe o0ecrieueHre B3POCIbIX AalUEHTOB,
KOTOPBIM CJIOKHO HOJIYUYHUTh TEPATIHIO

B peruoHax. IIpo3Byyasiu MHEHHUS,
YTO MOJKHO €Ille YBEJUUYUTh «HAJIOT
Ha 60raTcTBO» (IIOOXOAHBIN HAJIOr Ha
(puBHYECKUX JIUIL C TOAOBBIMHU TOXOAAMHU

vronspervs | 39

MNognucanue
cornatleHuns Mmexay
doHgom «Kpyr no-
6pa» n Bcepoccuin-
CKMM 00LLEeCTBOM
penkux (opdaHHbIX)
3aboneBaHnmn

-,

Lo |

e

'k w.\

CompyoHuuecmeo ¢ nayueHmMcKumu
op2aHU3AUUAMU NO360.151em
noAYyHams OOPAIMHY1I0 C8A3b

U UHEGOPpMAUN0 0 CaMblX OCMPHLIX

eonpocax navueHmos

CBBIIIIE 5 MJIH Py0JIei), 4TOOBI TOMOYb
u B3pocsbiM. O3ByueHa ujiest Bcex
B3POCJIBIX MAIMEHTOB C HO30JIOTUAMU,
KOTOpbIE BKJIIOUEHBI B «KpyT 106pa»,
J106aBUTH B (pefiepaibHYI0 IPOrpaMMy
«BbICOKO3aTpaTHBIE HO30JIOTUU».

IIpensiaraem BameMy BHUMAHUIO HEKO-
TOpre MHEHU A BKCHepTOB, HpeI[CTaBI/I-
TeJIeH IMalueHTCKOro coobImecTsa.

RARUS PEJIKME BOJIEBHU B POCCUU
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Aaexcandp Pymanues,
npesudenm O®I'GY
«HayuonanvHulil meduyuHckuil

uccsaedosamensckuil yeHmp
demckotl 2emamo.o2u,
OHK0102UU U UMMYHOA02UL
um. /Imumpus Poeauesa»,
0.M.H., akademux PAH

ITpecc-kongepeHyun e 2azeme
«H3eecmus»

«Ba>xkHoe

Ne 24

3Ha4YeHne mmeet

MC

B umcsio 6;1aromosryyaresieit poHga
«KpyT n06pa» BKJIIOUEHBI HAIIUEHTHI
y2Ke CBBIIIIE 70 HO30JIOTUHA, U MOXKHO
NMIPOTrHO3UPOBATH, YTO K KOHIY
2023 rozia ux 6yeT moxa 100. 3a 3TUM
ctouT GoJbiiast paboTa, KOTopas Ipo-
BezieHa GOHOM BMeCTe € 9KCIIEPTaMHU,
U OHU PabOTAIOT MPAKTUUYECKH €3Ke-
JTHEBHO. JKCIIEPTHBIA COBET IPOBOJIUT
coBellaHus 0 BIOOpe 3a00IeBaHU A,
KOTOpPOE MOJIEXKUT JIEYEHHUIO, a C JAPY-
TOH CTOPOHBI — MO BHIOOPY TEXHOJIO-
THHU, KOTOPas SBJISETCS I0Ka3aTeb-
HOU ¢ TOUKH 3peHus 3¢ GeKTUBHOCTH
JIeYeHU s MalueHTa.

Eme oqHO HanpaBieHue paboThl POH-
na — obecmevyeHue ¢ 2023 roja Jie-
KapCTBEHHBIMHU IIperapaTaMu JeTen
U3 IporpaMMbl «BricOKO3aTpaTHBIE
HO30JIOTUU». DTO MOpAAKa 16 ThICAY
YeJIOBEK, KOTOPBIE CTAJIH OJIYyYaTh
Tepamnuio 3a cueT QoHA.

Crenyromas BaskHas IO3UIN, U 110 HEH
TOXKe paboTa uzeT — GUHAHCHPOBAHUE
3a cueT HOH/A NATUEeHTOB JI0 19 JIET,

a He 710 18 JieT, Kak ObLIIO IpeXK/ie. DTOT
JIOTIOJTHUTEJIbHBIH IO/l GUHAHCUPOBAHUS
IpelycMOTpeH, YT0OBI cyOBeKT Dete-
panuw, rje NpoKUBaeT MaueHT, CMOT
OpraHU30BaTh CIENNAIbHOE PellleHe

HI
N>

KOHCHJIMYMA U B IaJIbHEHIIIEM 3aKyaTh
srexkapcerBo. [Ipu aToMm Hatle derepaib-
HOe MUHHCTEPCTBO 3/[PaBOOXPAHEH NS
MPEJIOKUII0 cyObekTam Desrepanuu,

B KOTOPBIX MaJIo OpaHHBIX TAIIUEHTOB,
00bEIMHUATH YCUIN I, OPTAHU30BATh
MEKBEIOMCTBEHHBbIE IeHTPATN30BaH-
HbIE 3aKYIIKH, YTO 0JIKHO yJEIIEBUTD
nprobpeTeHNe JIEKAPCTBEHHBIX IIperna-
pPaTOB JJist B3POCJIBIX TAIIUEHTOB.

B 1esioM xo4y cKasatb, 4TO /iBa Tofia
Ha3a/ MBI ZlaKe He MOIVIU cebe ImpezicTa-
BUTb, UTO CMOKEM IIOJHATH 3Ty paborty,
CBSI3AHHYIO C IIOMOII[BIO IETSM C OpdaH-
HBIMH 3a00JIEBAHUSMU. A ceiyac yxe
JIyMaeM O TOM, KaK OTPETYJINPOBATH ee
UJI€AJIBHO C TOUKU 3PEHUA CKOPOCTH

U IOCTYITHOCTH ITOJIyYEHU S JIEKAPCTB
U MEUIIMHCKUX TEXHOJIOTHH /14 ZieTel.

OueBU/IHO, HYKHBI PEIIEeHU U 10 TU-
arsocrtuke. Jlymaro, uto 3a6oseBaHuA,
KOTOpbIe KypupyeT doHJ «KpyT nobpa»,
CO BpeMeHeM JIOJI’KHBI BOHTH B CHCTEMY
OMC, uT06BI OB1JIa BO3MOKHOCTH ITPOBE-
JIEHH A JUATHOCTUIECKUX HCCIIeZIOBAaHUH.

BaxxHOoe 3HaueHMe MMeeT 1 MOHUTODHHT
COCTOAHU A AIIUEHTOB, KOTOPHIE IOy~
yaloT Tepanulo. HazeeMcs, u penenus
1I0 MOHUTOPHUHTY Oy/IyT IPUHATEHI.

RARUS
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«[laumeHToB

CrnuHanpHasA MbllledyHas aTpobus —
OJIHO U3 CaMBbIX YaCTBIX CPeJIU PEeJIKUX
3a00sieBaHUl. PaHee HeM3JIeUYnMOe,
CETO/IHsI OHO UMEET TPU 3aperucTPUPO-
BaHHBIX Ha TeppuTopuu PP sekapcrseH-
HBIX IIperapaTa, 0/{HaKO X CTOUMOCTb
He I103BOJISIET CEMbSAM CaMOCTOATEIBHO
OILIATUTH TAKOE JIeUeHHE (CPeAHSASA CTOU-
MOCTB JIe4eHU S B IO/l Ha OTHOT'O MaI[1eH-
Ta — OKOJIO 20 MHUJIJIMOHOB py06Jiei).

CMA He BXOZUT HU B OJIHY TOCyZap-
CTBEHHYIO IIPOTPAMMY, ¥ HAIIIA CEMbU
MMEIOT IIPaBO Ha JIEUeHHUE He TIOTOMY,
YTO €CTh TSKeJI0e 3a00/IeBaHKe, a TOJIb-
KO 110 PaKTy HAJTUUW sl WHBAJIUTHOCTH,
U OILJIaTa TAKOTO JIeYEeHU — 3a/1a4a pe-
THOHA, B KOTOPOM IIPO’KHUBAET MAIUEHT:
JloJiTHie TO/TbI IOy YeH e JieUeHUs ObLIIO
TPY/HOM 3a/1auei JJ1s1 KaK/I0H CEMbH,
JIEKapCTBa IPUXOAUIOCH OYKBAJIBHO
«BBITPHI3ATh», U 3a4aCTYI0 JOCTYII K Te-
panuu TpeboBaJ MHOTOMECSYHOM 60ph-
ObI, TOMOIIY IOPUCTOB U CYZOB C PETHO-
HaMH, KOTOPbIE IPOCTO HE CIIPABJIAINCH
¢ BoIpocaMu o0ecriedeHu s JIeUeHU
13-3a CTOMMOCTH IIPENapaToB U 60JIb-
IIIOT0 KOJIMYeCTBa MaIllHeHTOB, AJIs
KOTOPBIX TAKOE JIeUeHUE TPeOOBaIOCh.
U BoT ¢ co3nanuem ponza «Kpyr go-
Opa» *KU3Hb JIeTeH, KUBYIIUX co CMA,
U UX CEMEH paJIUKaJIbHO U3MEHMJIACH:
donyp B35 Ha ce0s1 06eceYeHne UX
JIEKapCTBEHHBIMH IIpenapaTamu. Ce-
TOHS OH 00ecIieunBaeT 00Jiee ThICIUHN
nereit co CMA 70 19 JIET JOPOTOCTOSI-
I[UMU JIEKapCTBEHHBIMH ITpernapaTaMu
BO BCEX POCCUMCKUX peruoHax. OpHako
IapaioKcaJTbHbIM 00Pa30M MOsIBJIEHUE
(oHa CIPOBOIIPOBAJIO pa3/ieIeHIE
MMAIEHTOB Ha JIBE HEPABHBIE I'DYIIIIHI
BHYTPHU OJTHON HO30JIOTUH — IO OCTY-
Iy K JIeYeHH10. 32 60PTOM OCTAJIUCH Te,
KTO MHOTO JIET CpaKaJICs C KOBAPHOM
00J1e3HBIO, — HAIITK B3pOCble. CeromH st
ux 6osiee 385 UesI0BEK HA BCIO CTPA-

HY, ¥ BOIIPOC UX TapaHTUPOBAHHOTO
6ecnepebOMHOr0 U CBOEBPEMEHHOTO
JIedeHUs JIO CUX IOP He pelleH. Bompoc
JIEKapCTBEHHOTO 0bOecrieueH sl JI0-

YION SPEHNA

e co CMA u ceifiuac ofUH U3 CaMbIX
octpbix. ITo-ipekHeMy OHU (HO TeTEph
yiKe HaIllX B3POCJIble) BBIHY K IeHbI
BBIOHBATH JIEUeHHE, HA3HAUEHHOE UM 10
JKUBHEHHBIM MMOKa3aHUSIM, Yepe3 Cy/bl.
Ananu3 cyne6HbIX KEHCOB MOCIeTHUX
JIBYX JIET MIOKA3BIBAET, UTO MPAKTUUECKHU
IIOJIOBHMHA BCEX CY/IOB B 00JIaCTH PEKHUX
3abosieBaHUi — 3TO cyAbl o CMA 1o
3apErUCTPUPOBAHHBIM JIEKAPCTBEHHBIM
mpernapaTaM.

dupexmop
Jlpyrasi IoJIOBUHA — 3TO B OOJIBITNHCTBE
CBOEM Cy/Ibl IO IIpenapaTaM, He3aperu-
crpupoBaHHbIM B Poccun. BosdHukaer
BOIIPOC: IIOYEMY I'DAKAHE CTPAHBI BBI-
HYKJIE€HBI CyIUTHCA 32 IIPABO JIEYEHU S
3aperucTpPUPOBAHHBIMHY IIpenapaTaMuy,
60J1ee TOTO — 32 Te, KOTOPbIE BKJIIOYEHBI
B niepeuyeHb XKBHJIII? OTBeTa y MeHsA
HeT. Ho 04eBU/THO, UTO BOIIPOC TpebyeT
BHUMAaHUS 3aKOHOJATEIbHON U UCIIOTHH-
TeJIbHOU BJIACTH U IPUHATHA 1A TbHEN-
IINX pellleHn .

«Kpye dobpa»

S y6erxieHa, YTO MOTHOCTHIO PELTUTh
BOIIPOC JIEKAPCTBEHHOTO O0eciedeH st
601pHBIX CMA (11 IETEH, 1 B3POCJIBIX)
BO3MOKHO, TOJTHKO BKJTIOUUB CIIMHAJIBHYIO
MBIIIEYHYIO aTPOMHUIO B IEHCTBYIOIIHE
TOCYAaPCTBEHHbIE IPOTPAMMBI K YETKO
3aKPENUB IT0JTHOMOUUS (a 32 IOJTHOMO-
YHSMU V ICTOYHUK (DIHAHCHPOBAHUS)

TI0 JIEKAPCTBEHHOMY O0ECIIEYeHHIO STOH
rpymIbl manueHToB. Ha ceromns onTu-
MaJIbHBIM pellleHneM HaM BUUTCS ITOCJIe-
JioBaTesIbHOE pacmupeHye dezieparbHON
nporpammel B3H (BbicOKO3aTpaTHBIE
HO30JIOTMH) ¢ BKIIouenreM B Hee CMA kak
penxoro 3a6osieBaHus ¢ HanboJIee MHO-
TOYHUCJIEHHON KOTOPTOM B3POCJIBIX ITAIIH-
€HTOB, a B TIOCJIETYIOIIEM U IPYTHX 3260-
JteBaHUI. OYeHb XOUeTCs HaJIESIThCS, UTO
IIOMUMO PA3BUTHS [TPOrPAMM IIOMOIIU
donma «Kpyr 100pa» B cricreme HaleTCs
MECTO U PEHIEHUI0 IP06JIeM B3POCIIBIX Ma-
[IUEHTOB, KOTOPBIE CETOIHSA OKA3bIBAIOTCS
B YAA3BMOM ITOJIOKEHUH.

Texcm: Tamapa Amenuna
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Heas IlozocaH, 3amecmumens
npedcedamens npagaeHus
Bcepoccuiickozo obwecmsa
pedkux (opdanHuix) 3aboresaHuill

o mosiByienust «Kpyra mobpa» y Hac

B Poccun JAE€THU UMEJIU pa3HbI€ BO3-
MOXKHOCTU. Bosiee Hazie:KHO obecme-
YHBaJIUCh TAIIUEHTHI 10 (peepaTbHOl
nporpamme B3H (BbIicokO3aTpaTHbBIE
HO30JI0TuN). XyxKe 6bLI0 10 3a60J1eBa-
HHUAM U3 TaK Ha3bIBAa€MOI'O CHHCKa'24
(cetiuac B HEeM 17 3ab0JIeBaHU). DTOT
rnepedyeHb (PUHAHCUPYIOT PETHOHBI, HO
OHH pa3Hble, ¥ paboTaia mporpaMmma
HE OYeHb XOPOIIIO.

Erie 6b1111 6071€3HU, /17151 KOTOPBIX MOSIB-
JISUTACH TIPETaparhl, HO OHU He BXOIVIIN
HU B O/IFH U3 IIEPEYHEH, 3aKOHOIATEILHO
MMaIUEHTHI He OBLIU 3aIIUIIEHBI. Jla,

C HaIIIel IOMOIIIBI0 OHHU IBITAJIUCh JOOU-
BaThCS JIEUEHU I KA3K/IbIH B CBOEM PETHO-
He, HO He 00XOUII0Ch 6€3 TTI0XO0/I0B B CY/IbI,
TIPOKYPaTypy — TOJIBKO TaK HEKOTOPbIE
MOIJIM TIOJTyYaTh TEPAIHIO... A ellle Beib
€CTh HOBBIE IIPEIapaThl, KOTOPHIE HE 3ape-
ructpupoBanbl B Poccun! Vimu manuyeHTs
TOKe He 00eclIeunBaJINCh HU 10 OHOU U3
MIPOrPaMM, U IIOJTyYUTh HE3aPETUCTPUPO-
BaHHBIH IIPeNapar — 3To ObLJIO YTO-TO U3
obsactu panTactuku. CeMbu 60POJTUCH
3a HUX CAMH, KaK MOIJIH, HO IIIAHChI PaB-
HSUJTACH IPAKTHYECKH HYJIIO.

U Bort c noasieHueM pouaa «Kpyr
Jlo6pa» )KU3Hb HALIIUX IAIlUeHTOB

B KOpHe u3MeHusach. [IpakTudecku
BCe HO30JIOTHH, KOTOPBIE HA TOT MO-
MEeHT UMeJIU JIeYeHNe N OXKUATU

Ne 24

«OHU OCTPO

€ro MOsIBJIEHU, BKJIIOYasi HE3aPEeru-
CTPUPOBAaHHBIE IPENapaThl, HEPEILIN
oy oneky ¢donaa. Eme aBa-tpu roga
HazaJ| MbI 00 3TOM Ja’ke HE MOTJIH
MeYTaTh, IPOU30IIJIO Yy/0!

Taxyro IOMOIIb TPY/{HO IIEPEOIEHUTD,
BeJlb MHOTHE pe/iKUe 3a00IeBaHUs HE
TEPIIAT OTJIATATEIHCTB B JIedeHUH. EcTh
TaKue, 10 KOTOPBIM II0CJIe TUATHOCTUKHU
Tepamnus A0JKHA OBITh HaYaTa B CIHU-
TaHbIE JHU — HHAYE 37[0DOBbE MOKET
HeoOpaTuMo mocTpazaarh. boyie3Hn
IMomIie, HapyIIEHU [[UKJIa MOYEBUHBI,
OpraHuYeCcKUe AU ypuH, JeUIIUT JIH-
30COMHOU KHCJION JIUIa3sel, TUIodocda-
Tasus, runogochaTeMUIECKUI PAXUT,
dochar-muabeT — 3TH 3abosieBaHUA
MOAAAIOTCS TEPAIINH, HO IIPEXK/e NaIu-
€HTBI UMeJIN MaJIo IIAHCOB €€ MO0JIyYaTh.
Bospioe criacubo ¢hoHay, 4TO TaM yMe-
0T YCJIBIIIATH Hac. MBI IOHMMAaeM, YTO
HEBO3MOJKHO B OJTMH MOMEHT CO3/1aTh
HOBYIO MO7IeJIb IIOMOIIIY, KOTOPAas cpasy
’Ke 6e3ymnpeuHo 3apaboraet. Ho mpu
donze coznano o6veTUHEHNE «KpyTa
Zpyseii» «Kpyra no6pa», B HETO BOIIJIN
MpaKTHUYEeCKH BCe MAIMEHTCKUE Opra-
nuzanuu. Hate Beepocceuiickoe o61e-
¢TBO peakux (opdaHHbBIX) 3a00I€BAHU
MTO/IIIHCAJIO JIOTOBOP O COTPYAHIYECTBE
B UKCJIE [IEPBBIX.

Mp&1 BeTpedaeMcs B HOH/IE ¥ OTMeYa-
€M, U4TO Hey/I0OHO, HETTPABUJIBHO UJIH
npocenaet. I HaC cIbIIIAT: HA 3aMeva-
HUA U IIpeyIockeHus GpoH obpaiaet
BHHUMAaHUE U CO BpEMEHEM CTapaeTCst
PEIIuTh BOPOCHL B UHTEPECcaX MaIueH-
TOB. MBI OUeHb 6J1aTOAAPHBI 32 TAKYIO
XOPOIIYI0 06paTHYIO CBs3b. [10s1e3HbI
MEpOIPUATHUS B PETHOHAX, KOTOPBIE
yJaT B3auMOJeHCTBOBATH C POH/IOM.

HYXAAlOTCH
B MPOOOJIKEHUN Teparnuu
n 6e3 nepepobIiBOB»

Mpzl OXXHJJaeM U HOBBIX BAXXKHBIX pe—
meHui. POH/T CO37]aH JJIA TOMOIIU
naueHTaM g0 18 jet, a ¢ 2023 roga —
10 19 jieT. OMHAKO IJIIOC OJTUH TOJ,
He pelllaeT BOIpOca: YBbI, IOB3POCJIEB-
1Ire IMMaITueHThI OKA3bIBAIOTCA IIE€pEa
3aKPBITOU IBEPBIO, UM IIPUXOAUTCS
BI)IGI/IBaTb HUHBAJIUAHOCTDH TOJIBKO IIOTO-
My, 4TO HecIIaTHOE MOoJIyuYeHue Ipe-
mapaTta NpuBA3aHO K HHBAJIU/JHOCTH.

Cetiuac GOH/I TOATTUCHIBAET COTJIAIIIEHU S
¢ rybepHaTOpaMU PErHOHOB. DTO JieJia-
€TCsI B TOM YHCJIE /I Pa3BUTHA B3aKUMO-
JIeACTBHA, YTOOBI B pETMOHAX MIOHUMAJIH,
YTO Y HUX €CTh B3POCJIbIe MaI{HEHTHI

C OmacHbIMU 3a00JIeBAHUAMU, OHU
OCTPO HYK/TAIOTCS B TIPOJOJIKEHU U
Tepanuu u 6e3 nmepepbiBoB. Ho Benp
KaKOU-TO PETMOH MOXKET ITIOMOYb, KO-
My-TO Tpy/IHee, Bce TyOepHaTOPHI pas3-
Hble. UTOObI y «BBIIIYCKHUKOB» (POH/IA HE
OBILJIO TAKKMX 3200T, MBI MEUTAEM, UTOOBI
HX IepeBeJId /IS obecrieyeHus Tepa-
nuel B hesepaspHyio nporpaMmmy B3H.
OueHb HajieeMcsl, YTO TaK U POU30U/IET.

Eme oHa Hama Hazex/1a, 4To QOHT
TIOJIKJIIOUHUTCS K BOIIPOCaM peabuiu-
TallH, U 3Ta TEMa y3Ke 06CyKaaeTcs.
ITousTHO, YTO JIeueHHEe OP(PAHHOTO
manueHTa — He TOJIBKO Ipernapar, HO

¥ peabUIUTAIMOHHBIE TIPOIEAY PBI,
obopynoBaHue. OueHb JOPOTO HHO-
I7la BCE BTO, HE BCE MOKHO IOy IHUTh.
A nisg mHorux 3aboJeBaHHUH ele
OYeHb BaKHO OecniepeboiiHOe cHabXe-
HHE CIEeNUaTU3UPOBAHHBIM JI€YeOHbIM
nuTaHueM. Mbl OY4eHb HaJIEEMCS, YTO
MMOCTENEHHO MPO0JIEM y TAITUEHTOB
GyZeT ocTaBaThbCs BCE MEHBIIIE. ’

Texcm: Pumma Illeeuenxo
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Hamaausa

. Xopoweecxan,

2 eedyuguil dHa Ui
\.. 000 «Gemaum

N «UNDPA» B MEAULWHE — HE PUTENMN,
¥ A BOJIbLLUE ABUALMA

JI0BOJIBHO pacmpocTpaHeHa TOYKA 3pe-

HUA, YTO IIOAABJIAOIIAA D01 WHBECTHU-

Uil B uudpoBoe 3[paBOOXPAHEHIIE HE

:,.*r. TIPUHOCUT JIOJIZKHOTO BO3BpaTta. OmHoM

13 KJIIOUEBBIX IPUYUH IPOOIIEM TAKOTO
pona ABafgeTcA TOT QaKT, YTO 37[paBOOX-

paHeHUe — OueHb HelpocTas HHAYCTpHs,

CO CJIOKHBIM 3aKOHOAATEJIbCTBOM, 60J1b-

XM YHCJIOM Pa3HOPOAHBIX YYaCTHHUKOB,

Pa3JIMYHBIMHU, HHOTAA IIPOTHUBOPEYAIIU-

"=| MU IpYT APYTY HHTEPECAMH U CJIOKHON

CUCTEMOU B3aUMOJIEHCTBU S MEKIY

| HuMU. B 37011 cBA3U b poBU3aAIU

4 37]paBOOXpaHEHUA — TaKKe KOMILJIEeKC-

HBIH IIPOLIecC, KOTOPBI OJIMIKe, HATIPU-
Mep, K aBUALINY FJIH aTOMHOM IIPOMBIIII-

VMHHOBALMIN 1 TEXHONOT U

Lindoposas megymHa —

TemMa Oasieko He HOBag,

HO MO-MNPEXXHEMY ropsHas.

C 0HOW CTOPOHbI, Cenyac,
BO3MOXXHO, Y)KE HE IMEET
CMbICJ1a FOBOPUTL O LINDPOBOW
MEANLIMHE Kak O YEM-TO
OTAE/IbHOM, MOTOMY YTO

BCS MeauLyiHa NMOCTENEHHO
CTaHOBUTCS LIPPOBOW.

C Opyron CTOPOHBI,
adphpeKTMBHOCTL digital health
00 CUX MOP MOABEPraeTCH
COMHEHMIO MO BCEMY MUPY

JIEHHOCTH, Y€M, CKa’KeM, K PUTEHITY.

Yro kacaercs chepbl opbaHHbIX 32601€-
BaHUM, OHA BCET/A MPEJICTaBJIsIa COOOM
0COOBI BBI3OB JIa’Ke BHYTPU METUITUHBI
u papmbl. CuuTaeTcs, HAIpUMeED, YTO
€CJIU Y TOTO UJIX UHOTO BKCIIEPTA, MEHE-
JKepa ecTh IaKe CYIeCTBEHHBIH OIIBIT
paboTsl B papManieBTHYECKUX KOMITAHH-
51X, OZTHAKO C PeIKUMU 3200IeBaHUAMU
OH HE CTaJIKHBAJICSH, TO, C OOJIBIIION BEPO-
SITHOCTBIO, OH OyZIeT aOCOTIOTHO HEyCIe-
reH B opdanke. OHaKO, Kak HU Iapa-
JIOKCAJIPHO, UMEHHO 3TOT COBEPIIIEHHO
0co0bIi XxapakTep opdaHHOU OTPACIIH
MOJKET CTaTh KJIIOUOM K YCIIEITHOCTHU
BHEJIPEHUA B 3TOH 06s1acTH I POBHIX
pellIeHU#, B YaCTHOCTH TEXHOJIOTUH
HCKYCCTBEHHOT'O UHTEJIJIEKTA.

RARUS
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«Toavko nayueHmul

U ux 6AuU3KUe 3HaIOM
npasuwavsHble omee-
Mbl HA MHOJCECMBO
BAMCHBLLX BONPOCOE,

0e3 yuema Kkomopuix
8HedpeHue M00bLX “YMm-
Hbix” UHCMPYMEeHMOo8
MoOdHcem oxa3amucs
0ecno.ae3HbLm»

~a

CAMAS «<YMHAS» MALLUHA

HE 3AMEHUT 1IOKTOPA

311ech X0TeJI0Ch ObI OTMETUTH HECKOJIBKO
Ba’KHBIX IPUHITUATIOB, KOTOPHIE TOXKE yKe
JlaJIeKO He HOBBI, HO IIPO KOTOPBIE YaCTO
3a0BIBAOT IIPU BOBHUKHOBEHUH KaK/I0TO
CJIEYIONIETO Xalia, KaXKJ0i HOBOM BOJI-
HBI POCTa UHTEPECA K UCKYCCTBEHHOMY
WHTEJIJIEKTY. BO-TIEpBBIX, KAKUM OBbI «yM-
HBIM» HU OBILJIO TO WJIH MHOE IIPUJIOKE-
HHe (HapuMep, eCTh MHEHHE O TOM, UYTO
ChatGPT y:xe IeMOHCTPHUPYET IIPU3HAKHI
CUJIPHOTO UCKYCCTBEHHOTO MUHTEJIJIEKTA),
5TO BCEr/ia BCETO JINIIIb UHCTPYMEHT,

¥ UCKYCCTBEHHBIH MHTEJIJIEKT J0JI3KEH
0CTaBaThCs TOJIHBKO HHCTPYMEHTOM, OCO-
OeHHO B MeJTUITUHE. ITO KOPPEJIHPYET CO
cJIeAyIOIUM NpUHIUIIOM: 3agada MU —
He IPUHSATHE PelleHUs, a TOJAEPKKA
TIPUHSATHUS PElIeHuns.

3AT0 HeOOXOIMMO YUYECTH U IIPHU CEPTUDU-
Kalluy MHTeJJIEKTyaJIbHBIX IIPOrpaMM

B CJIy4dae X UCIOJIb30BaHUA B KJIMHU-
YeCcKOU IPaKTHKe. B KakoM-To cMbIcTIe
WU 3pech He oTyI4aeTcA, HallpuMep, OT
annapara MPT: cHUMOK JIUIIIb IOMOTA€eT
Bpayy NOCTaBUTH JUATHO3, a PUHAIbHOE
pellleHre Bcerzia ocTaeTcs 3a clieliuasu-
ctoM. U oHO 13 00BbACHEHUH — HUKaKOe
TEeXHUYEeCKOe CPEeZICTBO (BIIPOUEM, KAK

U YeJIOBEK) He CIIOCOOHO OXBAaTHUTh BCIO
KapTUHY MUpPAa [IeJINKOM, & 0OTOOpaskaeT
JIMIIB ONIpe/ieIeHHYI0 YacTh PeaJIbHO-
ctu. OgHaKo, ecsiu TOT ke annapat MPT
HCKa)KaeT peaJIbHOCTh B TOX YacTH,

B KOTOPOH OH JIOJI?KEH ee 0TOOpaskath,
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BO3BHHUKAIOT BOIIPOCHI Y2Ke K pa3paboTIu-
KY, a He K Bpauy.

Oco6ble TpeOOBaHUS K PEIIEHUSIM Ha OC-
HoBe VU, KOHeUHO, aKTyaJIbHbl UMEHHO
B CJIy4ae HCIOJIb30BaHUSA UX B PEAIbHOM
KJIMHUYeCKOH mpakTuke. Ho ecyiu Mbl
CMOTDPHM Ha UHTEJJIEKTYaJIbHBIE IIPO-
rpaMMBbl HMEHHO KaK Ha CPeJICTBA IIO/I-
JIEP’KKY IPUHATHUSA pelieHus (1o cyTH,
nH(POPMAINIOHHO-aHATTUTHIECKIIE HH-
CTPYMEHTBI), TO 3TO ITO3BOJISIET U30€KaTh
MHOKeCTBa IIpobJieM, B TOM YHUCJIE B 00-
JIaCTH IIEPCOHAJIBHBIX JAaHHBIX. Harpu-
Mep, MOTYT ObITh pa3paboTaHbI peIleHHs,
KOTODBIE BBISBAT HETMATHOCTHPOBAHHBIX
[IaIlEHTOB U IOMOTYT UM C HaBUTanyen
B IUATHOCTHKE, IIPIYEM B AHOHIMU3H-
poBanHoM popmare. B yactHocTH, y «Ce-
MaHTHK Xab» €CTb YCIIENTHBIE IIPOEKTHI
II0 BBIABJIEHUIO JIAXKe YIIBTPAPENKIX
[IaIIEHTOB HA OCHOBE TAKUX ITOJIXOZI0B.

JIYYLLE XOPOLLEI0 BPAYA TOJIbKO
BPAY, NOHWMAIOLUMWIA PABOTY U

Emie onyH BaXKHBIHN Te3UC, KOTOPBIU
HCIOBelyeT, HaIIPIMeD, Halla KOM-
MaHUs, — UCKYCCTBEHHBIH HHTEJIJIEKT
HUKOT/ZIA He 3aMeHUT Bpada. OxHaKo
€CTb TOYKA 3PEHUsI, ¥ 9TO BHICKA3bI-
BaHUE CTaJIO yKe KJIACCUUEeCKUM, YTO
Bpa4H, KOTOPBIE UCIIOJIB3YIOT UCKYC-
CTBEHHBIH NHTEJIJIEKT, 3aMEHAT Bpa-
4Jel, He UCIIOIb3YIouX ero. C 3Tum,
BHU/JIMIMO, TPYZHO IIOCIIOPUTH. B esiom
JII0601 TIporpecce, JII0Oble HHCTPYMEHTHI
YacTo ycyryOJIsioT ieJieHue TOH WU
WHOU NTpodeccuoHaIbHON ayTUTOPUHI
Ha PAZIOBBIX OIIEPATOPOB U BBICOKOKBA-
sudunupoBaHHBIN nepcoHal. [locien-
HHUU cIocOOeH He TOJIBKO TPAMOTHO
HCI0JIH30BATh 3TH UHCTPYMEHTEI, HO

U CTaBUTD 33/1a4¥ UX Pa3paboTInKaM.
U 3mecrk MBI BO3BpaIaeMcs K TOMY,

¢ 4ero Havyasu: 4TobObl BHeZpeHne nud-
POBBIX pPEIIEHUH B MeTUIUHE OBLIO
yCIIEITHBIM, HEOOX0IMO TApMOHUIHOE
B3aHUMOJIENCTBHUE BCEX CTEHKXOJIIEPOB.
B 5T0ll yacTu APYyrUM TepaneBTHYE-
CKHUM 00J1aCTAM €CTh UeMY IOy IUThCS
y opdaHHO uHAYCTpHU. VIMEHHO B Op-
danHO# cepe yacTo, HECMOTpPA Ha BCE
CJIOKHOCTH U 6apbephl, HAbTI0ZaeTcs

RARUS
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ciaskeHHas paboTa Bcex BOBJIEUEHHBIX
CTOPOH — Bpayei, MaI{MeHTOB, OTIEKY-
HOB, IAIIMEHTCKUX OpraHu3amui, papm-
KOMITaHHUH.

«LIUOPE» N NALMEHTY-3KCNEPTY

ECTb 0 YEM NOr0OBOPUTH

Korzma MBI rTOBOPUM O IPUHATHUU Pe-
IIeHUH Bpa4aMU, Mbl He JI0JI2KHBI
3a0bIBaTh O Ba’KHOM OOIIEMHPOBOM
TpEeH/Ie — POCTe HHTepeca K IOHATHUIO
«IMallUeHT-3KCIepT» (eCTh JAae yHU-
BEPCUTETCKHE IPOrPaMMBbI, HAIIpUMeEP
B CopboHHE, OpHEHTUPOBAaHHbIE HA ITO/I-
TOTOBKY TAKHX CHEI[UAICTOB), K ITOSIB-
sneHuro patient decision making. B koH-
1€ KOHIIOB G POBBIE PEIIEHNU S, KAK

1 JII00bIe APyTHe pelleHus B ophaHHON
o61acty, He JOJIKHBI IPOEKTHPOBATHCS
6e3 ydeTa rojioca rnaiueHTa.

ITo cyTH, TOJIBKO MAITUEHTHI ¥ UX OJIU3-
KUe 3HAIOT IIPaBUJIbHbIE OTBETHI Ha
MHOJKeCTBO Ba>KHBIX BOIIPOCOB, 63
ydeTa KOTOPBIX BHEZIPEHHE JTIOOBIX «yM-
HBIX» HHCTPYMEHTOB MOJKET OKa3aThCs
6ecrionie3nbIM. KakoBo 6pemsi 3a6osieBa-
HUS U CyIIecTByloIero sedennsn? Kakve
1po06JIeMBbI KauecTBa JKU3HH ABJIAIOTCS
Haubosiee octpbiMu? Kakue 6aphepbl

B 00JIaCTH AUATHOCTUKY U JIEYEHU
caMble 3HaYUMBble? UTO CTOUT 3a BBIOO-
POM TOH UM HHOU TepaTIeBTUUECKOH
«ONIUU»? A 32 IpUBEPKEHHOCTHIO U
OTKa30M OT jieueHHA? KakoBbl KpuTepuu
VCIIEITHOCTY TePAIyH B IVIa3aX MalueH-
Ta? HakoHell, KoMy BepsT NallueHTHI?

B yacTHOCTH, KOMY U II0YEMY OHU T'OTO-
BbI JIOBEPUTH CBOH JIAHHBIE?

3AYEM LUWUOPOBOMY POBOTY
COLIMANbHBIE CETH

U sTo nanexo He Bce BOIpOCHL. MMen-

HO 103TOMY «CeMaHTUK Xa0» BUIUT
CBOIO MHCCHIO B TOM, YTOOBI JIOHECTH IO
KJIIOUEBbIX UTPOKOB WH/IyCTPHU I'0JIOC
MALNEHTOB C TSAXKEJIBIMH U IIPEXKJIE BCETO
peaxumu 3a601eBaHUAMU. C IIOMOIIIBIO
texHosioruii U1 Mbl o6pabaTeiBaeM

B aHOHUMHOM (popmare cooOeHUsI
MAIFEHTOB U UX OJIN3KUX B COIIUAIBHBIX
ceTsX U Ha popymax, uToObI cOOpaTh
JlaHHbIEe 00 OIIBITE U Iy TH ITAIIEHTOB,

YTO HEOOXOIMMO J[JIsI YCITEIITHOTO 3a-
IyCKa HMHHOBAI[MOHHOH TEPaINH, J1JIs
60Jtee paHHETO BBISIBJIEHUS HEJIHATHO-
CTHPOBAHHBIX PEIKUX HAIUEHTOB. MbI
BEPHUM B TO, UTO STH CBUETETHCTBA

W3 MEPBBIX YCT SIBJISIIOTCS OECIEHHBIM
MCTOYHUKOM HHCAMTOB, X 3HAYNMOCTD
KaK MUHUMYM He yCTYTIaeT JPyrum
BUIaM JIaHHBIX PeaJIbHON KJIIMHUYECKOH
MpaKTUKU. I OHY, HECOMHEHHO, IOJI?KHBI
OBITH UCIIOJIb30BAHBI HAa 0J1ar0 MaIlHeHT-
ckoro coobmecrsa. OcobeHHO 3TO Kaca-
ercs peAxkux 3aboseBanuii. B opdanHoi
chepe 3HAUMMBI HE TOJIBKO OOJIBIIINE, HO
¥ JTI00BbIE MaJIble JaHHBIE.

Texcm: Hamaaus I'pudHneea

VMHHOBALMIN 1 TEXHONOT U

ncnoBeaAb NCKYCCTBEHHOMY
WHTEJIJIEKTY UMEET PUCKU

bl MHOIO FOBOPUM O CKPWHUHIE — HEeo-

HaTaJIbHOM CKpUHUHre, obcrieqoBaHuu
rpynn pucka. HaBepHoe, CKoOpo rnosBuTCA eLLe
OVH BUO, UccrieoBaHNN — LMAPPOBLIX, C MPpU-
MEHEHUEM MCKYCCTBEHHOro uHtennekra, UA.

Ho HacKonbKo Mbl MOXEM OaTb BO3MOXXHOCTb

Examepuna 3axapoasa,

A BmewmBaTbCA B HaliM MNepcoHaslbHble

3asedyrowas nabopamopueil paHHblE? XOTMM JiM MO3BONUTL €My U3y4aTb

HACAEO0CMBEHHbLX
6ose3Hell obmeHa

HaLum BHeLwHne oco6eHHocTn? U Tak panee.
C oOHOW CTOPOHbI, UHAPOPMALIMOHHBbIE TEX-

sewecmse ®PI'GHY «MT'HI]», HOJIOrUM Y>Ke OYeHb MomoratoT npu guarHo-

3asedyrowasn xagedpoil
buoxumuveckoll
ceHemuxu u HbO
HUBu/IIIO

OI'BHY «MTI'HI]», 0.M.H.

CTVKe, Harpumep reHeTUYEeCKNX CUHPOMOB.
Ecnun, ckaxkeMm, caenatb ooTo nawuuyeHTa v oT-
npaBvTb €ro B MporpaMmmy, KoTopas BblOacT
BO3MO)XHble AuarHo3bl. Takasa nporpamma
aHann3MpyeT U COMOCTaBfiIAeT OaHHble Co

BCero Mmpa, u3 BCeX ICTOYHUKOB, MOCTOSAH-
HO o6yy4aeTcs, U TOYHOCTb €e OTBETOB O,0BOJIbHO BbICOKA.

Ho cyLuecTtByeT u pucku. Mogo6Hble CUCTEMbI LOSHKHbI GbITh CTPOro 3a-
wmieHsl. To Xke KacaeTcs MeOULMHCKUX AaHHbIX. [a, npekpacHo, ecnu
«yMHbIN» U/ npoaHannaupyeT Bally UCTOPUIO GOJIE3HN U COMOCTaBUT
NpU3HaKy ¢ GoSbLUMMU OAaHHLIMKY, YTO NMPUBELET ero K BepOATHOCTHOMY
avarHosy. 970, oueBMaHo, 6yneT rnonesHaa noackaska osif Bpada. Ho
CeMbe Ba)KHO MOMHWUTL: 3TO AaHHbIe MauyeHTa, MHdpopMaLms O YneHax
CeMbW, BalleM 3[40P0Bbe, M COBEPLLEHO HeOomnyCcTUMO, YTO6GbLI STUM MOT-

Ji1 Bocrnosib3oBaTbcs 6e3 BaLlero paspeLueHus.

KoHeuHo, 3a 60/1bLUMMY JaHHBIMU U LMdopoBM3aL e MeOULIMHbI Halle
6yqoyLee, HO HY>KHO GbITb O4Y€Hb OCTOPOXXKHLIMU, U MPABOBOE Perysvpo-
BaHWe 3TUX BOMPOCOB — MepBOe, YTO HY>KHO [OeJiaTh y>Ke cenyac.
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ansa Munbl

1306peTeHmne nepcoHaIbHOroO npenapara —
noka pegkocTb. CMOryT S ObICTPbIE
PEeLIEeHNs 019 OOHOMo nmauyeHTa cnacarb
>KN3Hb Opyrmx?
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ITo meaesu3opy nokaswvieaau Guivm,
3aseyuana aobuman necus Muavl, esouxa
6vLra 8 Bocmopee! B amo epemsa omeu
wecmuemueil Muavt Oepxcan 2azemy npsimo
neped ee AUUOM, 0OHAKO 00Ub HA NOMeEXY
nepeo sKpaHom He ompeazuposaada. B amom

MOMeHm podumenu
NOHAAU CMPALHOE:

Jdoub ocaenad...

UTO0 He TaK C UX APKOU 00aATETbHON
JieBoukor? MecsIl 3a MecsAIeM TPEBO-

ra poauTesel pocia. Itorom crana
IIOCTAHOBKA IMarHo3a — 60se3up bat-
TeHa. ATO KpaliHe pe/iKoe, TAXKeJI0e

U CMEPTEJIHHO OITACHOE T€HETUUECKOE
3abosieBanue. Ho mpuMepHO uepes rof,
IIePCOHAJIBHO JJIs1 OHOU-eIUHCTBEHHOU
JIEBOYKHU B MUPe U300peJI JIeKapCTBEH-
HBIU npenapat. OH 06'beJUHUII POJIH-
TeJieH, JOKTOpa-3HTY3UAaCTa, AECATKH
CIIEIHAJIUCTOB U IPOCTO AOOPBIX JIFO/IEH.

YHUKANIbHAS MYTALLUA 3ANYCTUNIA
YHUKAJIbHYIO UICTOPUIO

O6BIYHO pa3paboTKa JIEKapCTBa 3aHU-
MaeT HEeCKOJIBKO JIET, IPEK/IE YEM JIETIO
JouzeT (1 He BCerja JOXOAUT!) 10 KJIIMHHU-
YeCKUX UcbITaHui. Ho ucTopus ceMbu
JTxynuu Burtapesio (Julia Vitarello)

u Asteka Maxkosa (Alek Makovec) craia
JIOKa3aTeJIbCTBOM JKHU3HECIIOCOOHOCTH
KOHIIENI[UY TTPEITU3UOHHON MeTUITHBI:
pa3pabaTbIBaeMblIi ITpenapar aanTHpo-
BaH K OZJHOMY-€JHHCTBEHHOMY ITAIIEHTY
B Mupe. IMeHHO Tak pa3paboTasiu Jie-
KapCTBO 11 MUJIBI — CITEITHAIIBHO JIJIST
ee YHUKaJIbHOM MyTanuu. CITyCTsI I€BATD
MECSIEB TI0CJIE HavaJia TEPATIMH POIUTE-
Jiv peOeHKa ¥ BpayuH [TOJTHbBI HA/IeK/IbL.

HauaJio 3Toi UCTOPHU OBLIIO TIOXOKE Ha
HCTOPUY MHOTHIX IPYTHUX JeTel Mupa
C PEAKUMH MaJI03HAKOMBIMHU JUATHO3a-

4

. /':-‘x\“\_ :

—

M. MuJia 6b1y1a pa3BUTHIM ITO/IBHKHBIM
peberkom. Ho B TpH rosa MaMa 3aMeTH-
J1a, 4TO HOKKA Y IOYKH HayaJsia moBopa-
YHUBATHCS BHYTPb, & B YETHIPE JIEBOUKA
crasia HeykJTtokel. Kya mosieBaiach
KOOpAWHANIMSA?

TToo3peBau ayTU3M, XOTS MaMa B 3TO
He BepuJia, BeJb IPesK/ie T0UKa Oblia
AKTHUBHOM, CMET/IMBOM, OOIIIUTEIbHOM.
Korza cTajia O4eBHHOM TTOTEPs 3pe-
HUWA, IOUCKY TUATHO3a aKTUBU3HPO-
BasIuCh. [€HETHYECKOEe TECTUPOBAHIE
MOKa3aJi0: y MUJIbI MyTaIusi, KOTOpas
IpUBOAUT K 60s1e3HU BaTTeHa.

AWATHOCTUKA CTANA HAYAJIOM
W30BPETEHUA

¥ 6oste3nu BarteHa oueHb crerudu-
yeckasd TpaeKTOpUs, U OHA pa3pyliu-
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MILANSEN Ansl MWibl ObbEAVHWN
CNELMANTUCTOB

ITpumepHO B 5T0 ke BpeMsi FDA oo6pu-
J10 mpenapar «Crimapasa» (Spinraza) s
JIeYeHU s CITUHAIBHOU MBIIIIEUHOMH aTpo-
¢umn. Ilpenapar sABJIsIETCS AHTHUCMBICJIO-
BBIM OJIUTOHYKJIEOTH/IOM.

MNEPCOHAJINSPOBAHHASA,
W NPELIN3NOHHASA, MEOVLINHA

OTpaCJ’Ib MeauLnHbI, KOTopasa y4YnTbiBaeT nHaomsunayanib-

Hble pa3nnMums B reHax, MMKpo6romax, cpene, CeMenHoM
NCTOPUU U Ap., YTOObI ONpeaennTb MHAMBUOYaNbHYO CTpa-
Terno ONarHoCTUKN UK NiedeHns, kotopasa byaoeT Hanpas-

CXOZHBIN 10 MEXaHU3MY JeHCTBUSA
npemnapar Mor 661 ToMo4b Mue, ecu
OBl yZayioch pa3paboTarh CPeCTBO,
KOTOpOe ObI CBA3BIBAJIOCH C COOCTBEH-
HOU YHHUKAJIbHOU MyTallel IeBOUKU.
VIMEHHO 3TO JOKTOP U NPEAJIONKHIT
ponuTeaaM Musl.

IIpenapat pa3paboTaju K aBr'yCTy TOTO
JKe ToZia, 1 yUeHbIe HauyaJIi TECTUPO-
BaTh €ro Ha KyJIBTUBUPYEMBIX KJIETKAX
Mutbl. JIOKTOp Havasi 06 beTUHSITH
CIIEIMAJINCTOB B 00J1aCTH HEBPOJIO-

JleHa Ha KOHKPEeTHOro nauneHTa

TaHUe Ha OJJHOM IaleHTe IOJIyYnII0
3eJIeHbId cBeT. KOHTpaKTHBIH Tpon3-
BOJIUTEJIb CO3/IaJ1 03bI IIpenapara s
BBeZleHuA Muite. JlekapCTBO MOJIy4YHUIIO
ee uMmsa — «Muacen» (Milasen).

IBE MUHYTbI BOJIN NPEBPATUJINCD
B NAPY CEKYHA

Mexay TeM COCTOSTHHE JIEBOUKY YXY/I-
muock. HeckoyibKko MecsIieB y Hee

Yuc.ao npucmynos

UM, TeHeTUKHU U aHECTE3UH, JeCATKU OBLIN IPUCTYIIBI, HO TEIIePh OHU y4a- yeeauuocov
YVYEeHBIX, KOTOPbIE MOIJIX ObI IOMOYb CTUJINCH J10 30 pas B JieHb. Horu oTka- Jo 306 aeub,
Jloxmop usy«ua TeJIbHA. DTO TpyIIa 3a00IeBaHUH, U IPYyTUX UCTOYHUKOB y/IaJI0Ch cOOPATh C IPOU3BOZICTBOM, TOKCHUKOJIOTHEN 3bIBAJIUCh XOJIUTH, Muia 3a,ublyfana05 u poaume AU
MHOZ0 cmameii, co- Ha3bIBAEMbIX JIU30COMHBIMHU OOJIE3HAMHU  IIOYTH 3 MJIH JI0JIIAPOB. U IlepeJIOBBIM TecTupoBaHueM. Koman- BO BpeMs e/ibl, 1a’ke MpoTepToi. Bery, pewaucs
HAKOIJIEHU, IPU KOTOPBIX TeHeThYe- Jla IpeoioJiesia HOpMaTUBHbIE IIpe- KOTOPBIE PaHbIIle HAX0 1A 3a0aBHbI-
mp yaHulla./l Ccpecy- ckuil iedeKT IPUBOAUT K IeDUITUTY Eme B sHBape 2017 rozia MaMa OILy0JIIKO- MATCTBUA B paMKax nporpaMmMmsl FDA MH, O0JIBIIIE HE BBI3BIBAJIN €€ CMeXa. nonp o6osams .
asamopamu u3 FDA, Ba’KHOTO MeTaboINdecKoro pepMeHTa. BaJIa B COIICETH TOCT, ¥ OH TIONaJI B IPYIIITY «IIyTh cOCTPAAATEILHOTO HCIIOIb30- CeMbs1 Bcepbes MPUCTYIINIIA K KIUHH- u300pemenmblil
20680pua co ecemu, B utore HakanJauBamOTCA TOKCUYHbIE Marepeii ¥ Bpauel, a uepe3 Hee K HEBPOJIO- BaHUA», U K 3UMe€ KJINHUYECKOEe UCIbI- YeCKHUM UCIBITAHUAM, XO0TA «Musiacen» npenapam

KMo 0bla 20moe e2o
caywamsw, u coopan
0ovwYyro mexncoucuyu-
NAUHAPHYIO KOMAHOY

0eJIKM ¥ IUIIUJBI B MO3Te, TUOHYT
HeHpOHBI. [[J1 IPeooIeHus 3TOTO
TS2KeJIOT0 Heslyra pa3pabaThIBaeTcs
Tepanus. YIIpapJeHHe [0 KOHTPOJTIO 33
npoxyktamu u siekapcTBamu CIIIA (Food
and Drug Administration) B mporiom
rofy 0f00prII0 3aMeHAIIUN hepMeHT
npenapar «bpuneiipa» (Brineura) ajs
JledueHust OfHOM u3 popm 3abosieBaHUA.
Ho Hu4ero focTymnHoro A1 BapuaHTa
rena Musisl CLN7 He ObLIIO.

Jlns popuTesieii cnoco60M CpaBUThCS
C MBICJIAAMH 00 y’KacaroleM IPOTrHo3€e
JI04YepH ObLIN UCCIIEAOBAHUSA U AKTHB-
Has IeATebHOCTb. J>Kysus Burtapesio
OCHOBaJIa 6J1IaTOTBOPHUTEJIBHYIO OPTaHU-
3anuio Mila’s Miracle Foundation u uc-
II0JIb30BAJIa CBOM HABBIKY CIIEI[HAJIHCTA
II0 pEKJIaMe U MapKETHHTY, YTOOBI TIOBBI-
CHUTB OCBEJIOMJIEHHOCTb JIIOJIEH O HE/lyTe
U IOOUTHCA BBI/IEJIEHUA CPEZCTB Ha
JlasbHelee ero usydenue. C HOMOIIBIO
kpayadanauHrosoro caiita GoFundMe

ry Tumotu fO. (Timothy Yu) 6ocToHCKOI
nerckoi 6onpHULE (Boston Children’s
Hospital). Ona cBsizasacs ¢ Burapesuio

U IIPeJIJIOJKIIIA ITIPOBECTH CEKBEHUPOBA-
HUe Bcero reHoma Juid Musibl. Bpauu 31a-
JIN, 9TO OHA YHACJIEJIOBAJIA OTHY MYTAIHIO
rea CLN7 oT 0TIIa, HO KaKas BTopas My-
TaIus, yHacJIeJOBAaHHAS OT MaMBbl, Y3HATh
OBLII0 HEBO3MOXKHO. UTOOBI IPUOETHY Th

K T€HHOU TEPAITHH, CIIEIUAJIICTaM HYKHO
ObLJI0 3HATh 06e MyTanuu. 11 BOT MecsII|
CIIyCT#, TIOCJIE TOTO KaK Cy/bba cBeJia ce-
MBIO C HEBPOJIOTOM, OOHAPYKUJIH BTOPYIO
MYyTAI[HIO TeHa.

Ara MyTanus ObLIa THTEPECHOM: OHA
SIBJISIETCS PETPOTPAHCIO30HOM, B IAHHOM
CJIy4ae IpeACTaBIAIONIIM co00H dpar-
MEHT U3 2000 HyKJIEOTUOB, KOTOPBIN
[IEPEMECTHIICS U3 OZHOH YacTH reHoMa

B reH CLN7, uameHnu ero. B peaysibraTte
0eJI0K, KOTOPBIH A0JIKEH ObLIT BhIpabaThI-
BaTh TOT I'€H, 0Ka3aJICs YKOPOUEHHBIM

1 He3(PHEKTUBHBIM.

WWW.RARE-DISEASES.RU
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e/1Ba Ju OBLJI UCTIIBITAH HA XKUBOTHBIX,
ero 3¢ GeKTUBHOCTD ObLIa BO MHOTOM
HeusBecTHA. Ho Apyroro BeIX0/1A JJ1sI
JIEBOUKH, UCIIBITHIBAIOIIEH KaK/IbIH JIeHb
MYYHTEIbHYIO0 00J1b, He Ob1710. MuIa
HayaJia IpUHUMAaTh npenapar. OH BBO-
JIUTCA Yepe3 KaleJTbHHUIY B CTHHHOMO3-
rOBOH KaHaJI U ObLI IIpeHa3HAYEH JIJIsS
BBeJIeHUA pa3 B TpU MecsAna. Jlokropa
Ha4aJId OCTOPOXKHO BBOAUTH IIPEIAPAT,
YBEJIMYNBAS JI03Y, KOTZA CTAJIO0 OUEBU/I-
HO, YTO IAIJUEHTKA MOXKET IEPEHOCUTD
JiedeHue. BplyI0 3aMeTHO yiIydieHue.
YncJ10 IPUCTYIIOB CHU3UIIOCH 10 5—12,

a UX IPOAOJIKUTEIIBHOCTD — C JIBYX MHU-
HYT /10 Iapbl ceKyHA. Mama 0TMeTH1a,
YTO I09b CUJIUT IIPSIMO, HE 0CE/IAeT, PYKU
U HOTH MeHee CIIacTHYHbIe. VI3MeHnI0ch
u noBezieHue: Mua crana 60ee BHUMA-
TEJIbHOU — CJIYIIAET, KOT/Ia C HEH TOBO-
PAT, cCMeeTcs, KOTZa IPOUCXOAUT YTO-TO
3abaBHOe. «OHA 0CO3HAET OKPY>KAIOIIH
mup. OHA IPUCYTCTBYET 3/1€Ch U Cceli-
yac», — rosoput Jxynusa Burtapesio.

«3T0 HE MOXKET NPON30MTH

HA GIIEAYIOII.I,E“ HEAENE»

JlesiaTh OKOHYATEJIbHBIE BEIBOJBI €I1Ie
paHo, u oktop Tumoru IO. npeny-
MIPEK/IAET, YTO €T0 KOMAH/IE TPEJCTOUT
y3HaTh OOJIbIIIE B OJIMKAMIITHE MECSITHI.
ITockonbky myTanusa Mussl pezika,
MaJIOBEPOATHO, YTO «MuiaceH» MOK-
HO UCII0JIb30BATh /115 JIEUEHU I APYTUX
nerel ¢ bosie3Hbi0 barrena. OqHako 3TOT
cJIy4ai 1aeT IMIaHC APYTUM JIETSM, KO-
TOpBIE HECYT TOT K€ PETPOTPAHCIIO30H B
CBOEM reHOMe, TI03TOMY KOMaH/1a CIIeIH-
aJIMCTOB KMCCJIeI0BAJIA eIlle 500 MOJTHBIX
TE€HOMOB, IIPOCTO UTOOBI IIOCMOTPETH,
TIOSIBUTCA JIU I7ie-HUOY/1b IOA00HBIH pe-
TPOTpPAaHCIO30H. [ToKa He CMOIVIN HANTH
HH OJTHOTO, HO HAJIEIOTCS, UTO pa3paboT-
Ka JIEKapCTB MOKET ObITh YCKOPEHHOH
JULSL APYTHX 3a00JIEBAaHUH Y JIETEH.

Onnako Tamap I'pocecman (Tamar
Grossma), IUPEKTOP 10 TPAHCIISI[UOH-
Hoii megunuHe B Ionis Pharmaceuticals,
/e pazpabaTpiBasiach Spinraza, ckasa-
J1a, YTO TOJIOBOKPY KUTEIbHBIE TEMIIBL,
¢ KoTopbIMH pa3pabarbeiBasicss Milasen,
TPYZAHO MOBTOPUTH: «YHUKAJIBHOCTD

Ne 24

3TOH MPOTPaMMBbI B TOM, YTO 3TO OANH
MmaIreHT, OgHOo 3aboeBaHue». ITo ee
CJI0BaM, KaK TOJIBKO Y BacC MOABJISETCS
6oJsiee osiHOTO NanuenTa, FDA TpeGyer
1a11e60-KOHTPOJIUPYEMOTO UCCIIEI0-
BaHMsA U UCCJIENOBAHNS €CTECTBEHHOM
HUCTOPHUHU, TO €CTh HABJIIOZIEHU S 3 TaI[U-
eHTaMmu ¢ 3abosieBaHneM. « MHe KaJib
pPa3ovapoBBIBATh, HO 3TO HE MOYKET
MPOU30UTH Ha CIIEAYIONIEN Helee.

YHUKANbHbBIA CNYYAIR POXKIAETCS
OnbITOM IECATKOB U ﬂEC’IT“HETHﬁ
ITo cnoBam [:xynum Butapesio, 3Be3-
bl COILINCH B uctopuu Muiel. Cynure
caMi, HHUIIMATUBHASA CEMbs HAIILIa
Bpaua — Bpaua, Y KOTOPOT'O XBaTHUJIO
1300peTaTesIbHOCTU U CPEJICTB, UTOOBI
IJIyOOKO TOTPY3HUTHCA B U3y YEHUE CO-
CTOSTHUS IEBOYKH. Bcero 3a HECKOJIBKO
MeCSITIEB /IO 3TOTO ObLII 000pEH APYTOH
WHHOBAIIMOHHBIH ITPEIapaT, OH IMOCIy-
3KHUJT HCTOYHUKOM BJIOXHOBEHHUsI U 00pas-
oM st komauael Tumoru HO.

Ho sKcrepTs! BUASAT B Uepesie Crydai-
HBIX COBIIQ/IEHUH ¥ 3aKOHOMEPHOCTbD.
«Pomurenu u yuensle 30 JieT paboTaiu
HaJl CO37JaHUEM YCJIOBHH, YTOOBI HEUTO
10106HOE MOTJIO TPOU30UTH TaK ObI-
CcTpo», — ckasaia [IxxkanuH /lemapc Konu,
ocHoOBareJb ¥ IpesuaeHT ObIecTBa
perucTpa 1 UeceI0BaHusI XPOMOCOMBI
(18 Chromosome 18 Registry & Research
Society) u mpodeccop HayuHoro rieHTpa
3710pOBbsi TeXacCKOTO YHUBEPCUTETA
(University of Texas Health Science
Center) B CaH-AHTOHHO.

... 9Ta UCTOPHUS CTABUT MHOTO HHTEPEC-
HBIX BOIIPOCOB JIJIsI IUCKYCCUH B 00IIIE-
CTBE U CPEJIH CIIEIIHATUCTOB. MOKHO JIX
HaIIPABUTH OOJIBIIINE CPEJICTBA HA CIIa-
CEeHUe OJTHOTO pebeHKa, eCJIU OHU MOTYT
IIOMOYb Macce Jipyrux? MosxeT su dap-
MaleBTHYeCKasi HayKa c)OPMHUPOBATh
B IIEPCIEKTUBE aJIBTEPHATHUBY J0JITOMY
IIyTH U300peTEHN A HOBOTO ITpenapara?
MoskeT JIu chJia YeJI0BEYECKOTO CO-
YyBCTBU S OKa3aThCs CUJIIbHEE 00CTOs-
TEJILCTB U 3aKOHA BEPOATHOCTU?

Texct: Pumma IllegueHko
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MAMAM MO CUJ1IAM JTIOBbIE BAPBEPDI

XKenaHue maTtepwm cTtano
3HaMEeHUTbIM MUPOBbIM 3aKOHOM
3HaMeHNTbIN ~ aMEepPUKaHCKUA  3aKOH
Orphan Drug Act, 6narogapsi KOTopomy
NoSIBUIUCb MOHATUE OpPgaHHOro («cu-
pOTCKOro») npenapara u rocynapcTBeH-
Hble npedepeHLMn ANS MHHOBaLUWIA, Bbin
WHNLMNPOBaH HEe KOHFPECCMEHaMU 1 ce-
HaTopamu. /1 paxke He MpeycneBatoLLMm
hapmkomnaHuamu. ipes pogunack 6na-
rogaps yavmButensHon mame 366u Men-
epc 13 Hbto-Dapdunga. B 1976 ropy
OHa y3Hasa 0 peiIKOM HEBPOJIOrN4ECKOM
3aboneBaHnN CbiHa — «cUHApPoMe TypeT-
Ta». Mama medytana, 4to O/ €e CblHa
n306peTyT ahheEKTNBHOE NTEKAPCTBO, HO
hapmMkoMnaHmsa ocTtaHoBuna paboTbl Mo
n306peTeHnIo Npenapara, nocymMTas nx
HepeHTabenbHbIMU.

Torpa 966K Menepc Havana obbeon-
HSITb BOKPYI CE6S1 CEMbU, KOTOPbIE TOXE
Hy>XOanncb B NOXoXen nopaepxke. Op-
HaXXAbl MPaKTUY4ECKUN CryYarHoO 06 3Ton
NcTopuM Hanmncan He6osbLUYIO 3aMETKY
>KYPHanucT, paboTaBlwuii B napsiameH-
Te. 3ameTKa nonanacb Ha rnasa MeHeq-
>XepY KpynHoro Mmegua. Y MegmameHes-
>Xepa B CEMbE oKasanacb TOXe TpyaHas
MeauLMHcKasa uctopus. M XxypHanmcThbl
3anycTuan naeto B Macchbl. AKTUBHOCTb
0661 Menepc mobunmsoBana He ToJb-
KO poguTenen, HO N agBOKaToOB, 3aKO-
HopaTenemn.

JlekapcTBo gns cbiHa 966u Menepc He
6bII0 NPUAYMaHO, HO 6bl1 NMPUHAT 3a-
koH Orphan Drug Act, KOTOpbI CerogHs
naet npusmnernun gns hupm-paspaboT-
YMKOB U MPON3BOANTENEN HE TOMBKO [0~
POrMx NHHOBaLMOHHbIX hapmaLleBTUYe-

CKUX 1 B1O0rn4eckmx npenaparos, HO
1 ANs MEANLNHCKON TEXHUKM, AneTnye-
CKNX NPOAYKTOB NUTaHWA. 5narop,ap;|
3TOMY COTHWU N TbiCAYN neten B Mupe
nonyymnu waHc Ha cnaceHune n nonHo-
LEeHHYIO XN3Hb.

B namsiTb 0 norn6liem cbiHe
3anycTuna «3akoH dngaHa»

Cembsi Curep, nbiTascb cnactu CBOe-
ro cbiHa dnpaHa, y3Hana, 4Tto no naAT-
HY BbICYLUEHHOW KPOBWU €Lle B pPOAno-
ME& MOXHO MPOBECTW TECT Ha Hanmyne
TSOKENOW MaTosiorun  «aapeHoNenko-
ouctpodus» (X-AJ14). YBbl, y camoro
OnpaHa 60ne3Hb Bpayn BbIIBUMIM NO34-
HO, 1 Manbyuk ymep. Ho pogntenu no-
Hanu: BknodeHne X-AJ10 B nporpammy
HeoHaTaNlbHOro CKPWHWHra MO3BONUT
BOBpPEMS pacrnosHaTb 6051e3Hb, MpoBe-
CTW TpaHCnIaHTaLuio KOCTHOro Mo3ra,
korpa 6onesHb ele «cnut». B namsatb
O CblHE OHU Ha4vanu 6opbby. NHdopma-
UM B coumanbHbIX CETAX, MHOFO4YMC-
JIEHHbIE 61aroTBOPUTENIbHbIE MPOEKThI,
UHTepBbIo — 1 BOT B 2013 rogy B wrarte
Hblo-Mopk, Ha poavHe OiipaHa, npu-
HAM 3aKOH M BKOYWIM 3Ty 60ne3Hb
B MporpamMy HeoHaTanbHOro CKpu-
HUHra. 3aKkoH MONy4YMn UMS Masbyu-
Ka — «3aKoH dngaHa».
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MNpexxae cemMbs, CTOJIKHYBLLAACH C TakM
AMarHo30M, He nmena HdopMaL

N He 3Hana, Kak noJly4nTb MeAULNHCKYHO
NOoMOLLb. Bce Hadano MeHaTbeS,

Korga poguTenn oobeguHUNNCH

N co34asi1 CBOK OpraHmn3aLmo

Cambimu HA0eHCHbIMU NOMOWHUKAMU cemell
¢ Hellpodpubpomamosom cmaau pooument
U 83pOCble NaUUEeHMbl

WWW.RARE-DISEASES.RU
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IX CJIOJKHBIX CHCTEMAX, KaK Op-
OTpAacJIb, Hy>KHa, II0JIe3Had,
BIBAIONIAs CICTEMHA I IIOMOIIb

YacTo ee HaUaJIOM CTAHOBUTCS MHUIIHA-
THBa HEPABHOAYUIHBIX JIozied. VI yacTo
9TO BBICTpaJaHHAA uzed — OT CEMbU

U IaqueHTa, KOTOpble CaMU ITPOIIJIN
HEIIPOCTOU ITyTh.

Tak poAMIIOCH U HAIIIE [IEJI0, HAIIIE CO-
obmectBo. Korza B 2015 roy y MeHs
ponucsa pebeHOK ¢ Helipodubpoma-
TO30M 1-TO TUIla, 1 Ha JUYHOM OIIBITE
CTOJIKHYJIACh CO MHOKECTBOM IIPO-
6J1eM — B IIEPBYIO OYEPE/b C TOJTHBIM
OTCYTCTBHEM BO3MOKHOCTEU /15
MOKCKAa ZOCTOBEPHOI nHpOpMAaIuu

0 3a60JIeBaHUM, BPaYaxX, KOTOPBIE XOPO-
110 B HeM pasbuparrcs. [la, Poccus —
OrpOMHasi CTPaHa, rae paboTaloT ThiCs-
4y Bpaueil. Ho B HOZOGHBIX CIyYasiX ThI
OKa3bIBAEIIbCs OAUH Ha OJUH ¢ 60JIe3-
HbI0, MU(DaMH 0 HEN U CTEPEOTUIIAMHU.

Muds! 1 cTepeoTHIIBI — He TaKas 6e30-
OupHAA Bellb, KAaK MOXKET IIOKA3aThCs.
meHHO OHU 10OMBAIOT U 6€3 TOro
CTPECCUPOBAHHYIO CEMBIO. Y JIfofiel
OILyCKAIOTCA PYKH, a Be/Ib OYeHb BaKHO,

aIFIeHTaM He IIOsBJISeTCS caMa 110 cebe.

‘-ITO6bI IMaIlueHT U €r0 POACTBEHHUKHU
OBLITH B pecypce, YTOObI COCTOSTHHE
YIJIy4IIaJI0Ch U KAUEeCTBO KU3HHU CEMbH
C AMarHO30M He CTPaAaIo.

Takas npobsieMa nprBesia K TOMY, YTO

Y HaC ¢ OZIPYTOM POAMIIACE U/IES C/IETIATh
“H(POPMAIIOHHBIN ITOPTAJ O HEHPO-
¢ubpomaroze. Mbl myOJIMKOBAIN TaM
JIOCTOBEPHYI0 HHGOPMAIHUIO O HEM,
IIOATBEPXKAECHHYIO HAYYHbIMU JaHHBIMU,
HOBOCTH HAYKH 1 IPAKTUYECKON Meu-
[MHEI 110 Ha1e# TeMe. [ocTerneHHo caiT
CTaJI IOMOTHATHCA WH(pOpManyen He
TOJIBKO U3 3apy0eKHBIX HICTOYHUKOB, HO
Y IAHHBIMH O BO3MOKHOCTSIX IIOMOIIIH

B Poccun. Hac crasu HaXoQUTh CEMbU
¢ HeHpopUOPOMATO30M CO BCEU CTPAHbI

C BOIIPOCAMHU U 32 MOAIEPKKO. Tak mo-
CTEIIeHHO MBI IIOZIOIITN K HOBOU 3a/1a4e —
co3aTh 0PUIHATBHY IO OOIIECTBEHHY 0
OpraHM3AaIUIO0 TIOMOIIH JIIO/ISIM C HEHPO-
¢ubpomarozom.

B 2020 roay cuTyanus ckaazbpBaiach
TaK, YTO MAIUEHTHI ¢ HeHpohUubpomMaTo-
30M CO BCEH CTPAHBI ObLITH BHIHYKIEHBI
exarb B MOCKBY B Ha/IeK/le HAUTH Bpaven
¥ HEOOXOTUMYIO METUIIITHCKYIO TIOMOIITb.
Ho 310 mosty4yasiocs ajieKo He BCeryia,

Anna Quemonpydosa,
OUPEKINOP MEXCPE2UOHANbHOU
obwecmaeHHOll opaaHu3ayuu
codeticmeus nNOMOWU NAYUeHmam
¢ HellpohubpomMamosom «22/17»

«Y ;uno0eii
onyckaromes
PYKu, a eedv
OUEHb BAICHO,
UIMOObL ceMbs
ObL1a 8 pecypce»
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C BOMpocom.

Hapus Boponyosa,
ypamop MPOO «22/17» no HD2
Ds: netipogpubpomamos 2 muna, Mockea

Anna Yucmonpyadoea,
mama AaekcaHoput
Ds: Hetipogpubpomamos
1muna, Mockea

Eue cemb neT Ha3apg, Korga Mbl BCTPETUIIUCHL C OMarHO30M, MHe Ka-
3aJ10Cb, YTO NMOMOYb CBOEMY pebeHKY Mbl MOXXEM TOJIbKO 3a py6exom.
Ho cerogHs pa)ke MbICSIM HE BO3HMKAET Ky[a-To exaTb, KOHCY/IbTUPO-
BaTbCH C 3apyGeXxHbIMU cheuuanucTamu. Kaxkapin rog noyka npoxo-
OUT BCe HeoBXoaUMble 06CenoBaHUA y POCCUACKMX CMELMannucTos,
KOTOpble NpeKpacHo pa3bupatroTcs B HepodoubpomaTose U HaxooAT-

CAl B Kypce MocriegH1UX MMPOBbIX CO6bITUI N3 obniacty aToro 3a6o-
neBaHus. Ja, HeMpodonbpomMaTos OT HaC Y>Ke HUKyOA He AeHeTcs,
OH C Hallel CeMbel Ha BCHO KU3Hb, HO Tenepb Mbl YyBCTBYyeM cebs
ropasno CrokonHee, Tak Kak 3HaeM, KTO 1 rae Ham NOMOXKeT.

A KaXk,abli AeHb 06LLaCh C NMaUUMEHTaMN U CEMbSMU U BUXKY, YTO
orpaHuyeHus B XKM3HW Ka)XK bl ycTaHaBNMBaeT cebe cam, a AuarHos
TYT 4acTO HU Npu YeMm. B Hallem NaLmeHTCKOM coobLL,EeCTBE OYEHb
MHOIO BAOXHOBJIAIOLLMX UCTOPUM JIIOOEN, KOTOPbIE XXUBYT 3ameya-
TesibHO, HeCMOTpPS Ha auarHo3. Ml oHM He TOJNIbKO CMOIIN HanaauTb
CUTyauUIo B CBOEWN CEMbe, HO 1 MOMOratoT Opyrum.

Ne 24

Y3HaTtb, uTo y Tebs reHeTUYeckoe 3aborieBaHue, — 9TO Bcerga
CTpaLUHO, 1 00 KOHL,a He BepuTcs. [0 CUX NMop MHoraa aymato,
UYTO pacckKasbiBato fogsam He o cebe, a 0 KaKoW-TO Opyrom ae-
BOYKe, HO TaKoBa MOS peasibHOCTb! M 3Ta peasibHOCTb He TOJIbKO
MOSi, HO 1 OpYruX JItofen C TaKuM AnarHo30M, UX CEMEN.

Y MeHs 6b1IM OFPOMHOE XKeNlaHNe U CUJbl MOMOraTb, MO3TOMY
Hayana pa6oTaTb B NaUMEeHTCKOW opraHm3auum «22/17». Cevac
Kypupyto nauueHToB ¢ H®2 no Bcent Poccun n papga, 4To oHM

He 4YyBCTBYIOT ce6s1 0QUHOKO, BCcerga MoryT o6paTtutbcst KO MHe

OueHb BaXkHO HanagmMTb Takyto MOMOLLLb MaLMeHTam, YTo6bl
OHa Npuxoanna BOBPeMs, YTOGbl KAYECTBO XKU3HU GbINo nyLLe,
W, KOHEYHO, NpenynpeavTb Pa3BUTUE cpaTasibHbIX CUTYaLUiA.
Hy>kHo, uTo6b1 Bpauu, yueHble 1 NaLUeHTCKne opraHMsauum
pa6oTtanu coobLua. U s yBepeHa, y Hac aTo nosnyuunrcs!

HIOCKOJIBKY B CJIy4ae C peAKUMHE 00JIe3HsA-
MU Ba>KHO He TOJIBKO YUPEXKAEeHHUe, a UTO-
ObI B HEM UMeJICS CIIENNAIINCT, KOTOPBIT
6bLJI GBI XOPOIIIO 3HAKOM C KOHKPETHBIM
3a6oseBaHreM. 1 MBI Hauau COZEHCTBO-
BaTh GOPMHUPOBAHUIO MYJIBTHIUCIIH-
IIJIMHAPHBIX KOMaH/I Bpavel B KaXK0M
enepasbHOM OKpPYTeE, YTOOBI MAI[UEHTEI
MOIJIH B CBOEM DETHOHE HAUTH Kade-
CTBEHHYIO ¥ CBOEBPEMEHHYIO IIOMOIITb.

Ha ceropHAIHMIA IEHb MOXXEM IIPEAJIO-
JKUTH IIOMOIITH YK€ B 26 PETHOHAX, U B Jie-
BSITU U3 HUX peOEHKY ¢ HeHpoduOpo-
MAaTO30M IIPeZJIaraloTcsi BO3MOKHOCTH
€)KETOZIHBIX OECIIATHBIX KOMITJIEKCHBIX
obOcenoBaHuN.

B 2021 rogy B Poccuu 6611 3apeructpupo-
BaH IepBbIli B MUpe IIpemnapat, 0100peH-
HBIH /17151 JledeHu s OTHOTO U3 CUMIITOMOB
Hanlero 3a0o0JieBaHuUs — IIJIeKCU(POPMHOH
Helipodubpomsl. Peus 0 nobpokave-
CTBEHHOMU OIyX0J1H B 00J1aCTH KPYIHBIX
nepudepuyecKkux HEPBOB, KOTopas
MO2KeT pa3pacTaThbes 0 3HaUUTEJIbHbIX
pasMepoB, co3/iaBas Hey/100CTBa UIH
Jlaxke yTpoay 370poBbI0. B 90% ciydaeB
TaKas OILyX0JIb HeollepabesIbHa, MOXKET
CONPOBOXKAATHCA 601B10. C IIOABIEHNEM
Ipemnapara UMelolIue TaKyo npobie-
My ieTH 0Opesi HAaKOHEeIl-TO IIaHC Ha
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Hadecoa
(dernucenxo),
mama Muwu,
xypamop MPOO
«22/17» no
FOoicromy gpede-
panvHoOMYy oKpyay.
Ds: netipogpubpo-
Mamos 1 muna,
KpacHooap

Mwuue 66110 OBa € NONIOBMHOM roga, Korga s ysHana o guarHose. Torga s He
npencraensna, YTto genartb U Kyaa obpaiiaTtbcs. B Hawem pernoHe B To
BpeMsi Masio 3Hasn 06 aTon GoNesHU, 1 1 cama 3aHsaIacb NOUCKaMM NMOMOLLLA
M rNo3Hakomunach ¢ nauueHTCKon opraHm3aumen «22/17». Ctana BoJIOHTEPOM
opraHusauum n kypatopom no KO>xHomy cpeiepanbHOMy OKpYry, MoMorato

C HaBuUrauuen, passuTMEM MOMOLLLU, KOMIMJIEKCHbIMX 06GCrieaoBaHUAMM.

Cama s npowna [LOJITNA U CNOXKHbIN nyTb, 4TO6bI MOMOYb CbIHY, TaK 4YTO yXXe
€CTb 4eM noaesiInTbCA C gpyrumm naumeHTamm, Tem 6onee 4yTo B KpacHonape
n KpacHogapcKom Kpae nosiBujiaCb BO3MOXXHOCTb NMPOXOaUTb obcnepnosa-
HUS, KaK 1 B cheaepasibHbIX LLEHTpaX, C Ha3Ha4YeHMEM Jie4YeHUs Ha MecTe.
Kpome Toro, Mbl Ha4anu pacLUMpATb TEPPUTOPUIO MOMOLLW, BbILLIX 3a npe-
AeJibl CBOEero pernoHa — noaHAJ211 Borpoc 06 ob6cnenoBaHUAX U Ha3HaAYeHNAX

B Bonrorpage.

JIe4yeHue U KU3Hb 6e3 60s1u. Biarogapst
cotpyaHuuecTBy ¢ hormoM «Kpyr mobpa»
HaIlla OPraHU3AaIusA IIOMOTaeT MaIeHb-
KHUM [aIfieHTaM MaKCHMAaJIbHO ObICTPO
MIOJIyYUTD STOT JOPOTOCTOANIUH IIperna-
par GecriaTHo.

E1ie ofgHO HapaBieHue HaIIeH aes-
TEJIbHOCTH — COZIeCTBIE 3aHHTEPECO-
BaHHBIM BpayaM B 3HAKOMCTBE APYT

C APYTOM, B IOJIyYeHHH MaKCHMAaJIbHO
IIOJTHOM, JTOCTOBEPHOM U CBekel HHPOP-
Manuu B o6s1actu HelipodubpomaTo3a
co Bcero Mupa. Ml BeZieM CBOI peecTp
narnueHToB ¢ HO u npezaraem Bcem
3aWHTEPECOBAHHBIM BPayaM BOCIIOJIb-
30BaThCs BO3MOXKHOCTHIO [TPOBE/IEHUA
OIIPOCOB CPeHU HAIIUX NAIlHEHTOB,
YTOOBI HOJIYYUTh AaHOHUMU3HPOBAHHBIE

CTaTUCTUYECKUE JIAHHBIE JIJIsI CTATEH,
HAyYHBIX pa0OT.

Kpome TOro, Mbl TECHO COTPYAHUYAEM
C eBPOIENUCKUMH TTAIIUEHTCKUMU OPTaHu-
3AIUSAMU U CIIENUAJICTAMU, OPTaHU3YEM
BUJICOMHTEPBBIO C IKCIIEPTAMH B 00JIACTH
3a060J1eBaHUs1, IPOBOJIUM IIIKOJIBI ITAIIH-
eHToB ¢ HO ¢ yuactuem denepaapHbIx
Bpaueli B peruoHax. XoTs u3HAYaIbHO
Hara paboTa 6plIa HalleleHa Ha 10~
CTPOEHHE CUCTEMBI IIOMOIIIH ITAIUEHTAM
¢ HeHpohUOpPOMATO30M 1-TO THUIIA, TETIEPD
cTapaemcs [IOMOraTh U MAIUEHTaM C HEi-
podhubpoMaTo30M 2-T0 THIIA U IIIBAHHO-
MaTO30M. DTO IPUHIIUITHATIBHO Pa3HbIE
3ab0JieBaHUs1, 00YCIOBIEHHBIE HAPYIIIE-
HUSIMY B pa3HbIX reHax. Ho MblI B3s1HCh
W 32 5TY HATIPABJICHUSI. ’
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www.nf2217.ru

Fop;wan NuHUSA And nayneHToB
C HenpodpnépomaTosom

+7 (800) 234 13 90

o Micuxosioruyeckas nopaepxxka
° ropuan4ecKasi NoMoLLb

© MOMOLLb B HaBUraLMu: NauneHT
1 Bpa4 MOryT GbiTb COPUEHTUNPO-
BaHbl B BO3MOXXHOCTSAX NoJiyye-
HUSI KOHCY/bTaLM Y3KUX creum-
anucToB, XOPOLUO 3HAKOMbIX

¢ HOD, a Tak)xe B BO3MOXXHOCTSAX
¥ BapuaHTax JiedeHus otaenb-
HbIX CUMNTOMOB 3a6GoneBaHNs

2[e]

RARUS PEJIKME BOJIE3HU B POCCUU

WWW.RARE-DISEASES.RU



58 AKABERUAPEAKVX BORESHEN

.

o~

o

NAT

6e3.co.

i
.
-.l,r-
“‘1 \-f
L]

" .
Y i =
o
\x .
'\.‘ ®

i

-

+

b

H

Heiipogpubp
Ovleaem mpex munoe,
U Kaxcoblll — 0COOEHHD

Henpodhunbpomatos (HD) -

rpynra reHeTn4eckKunmx

BPOXOEHHbIX 3abonesaHumn
C ayTOCOMHO-OO0OMUHAHT-

HbIM TUMOM Hacs1iegoBaHUA.

PasnnyaioT Tpn hopmbl
6OME3HN, N ITO TPU
HE3aBUCUMBbIX
3aboneBaHuns,

OAMWH TUM HE MOXET
nepeTekaTb

B Apyrou

-

OMQIMos -

!

A‘ >

JHUa-

|'t."h

=

1

o
hf

3

'

Ne 24

HEPO®WUEPOMATO3 1 TUNA
Hetipodubpomaros 1 THIIA HA3BIBAIOT
TakKe «00Jie3Hb PeKJIUHTXay3€Ha,
nepudupuvecKkuil HepobrOPOMAaTO3».
ITO OJTHO U3 CAMBIX PACIIPOOCTPAHEH-
HBIX TeHeTHYeCKuX 3a0osieBanuii. HO1
CBsSI3aH C U3MEHEeHUAMU B reHe NF1,
KOTOPBIH KoAupyeT 6esI0K Helpodubpo-
MUH U B HOPMe IPENSATCTBYET 00pa3oBa-
HUIO OIIyXoJied B opranusme. [Tpu HO1
BO3HHUKAIOT I0OPOKaYECTBEHHBIE, KAK
IIpaBUJIO, OIyX0Ju (HeHpobu6GpOMEI),
KOTOpBIE 3aTParuBaloT repudepuye-
CKYIO U IIEeHTPAJIbHYIO0 HEPBHYIO CHCTe-
My. YacToTa BO3HUKHOBEHU 32601eBa-
HUA Y MY>KYMH U JKEHIIWH OIMHAKOBA.

Kak nnpaBusio, nepBeIiMy IpU3HAKAMU
H®1 y gereii, 1o KOTOPBIM MOXKHO 3aI10-
JO3PUTH 60]163Hb, ABJIAIOTCA IIATHA IBE-
Ta Kode ¢ MOJIOKOM. [Ipyrue nposBaeHu s
CHUHZPOMa MOTYT BO3HUKATh C BO3pac-
TOM. CIIEKTD KJIMHIYECKUX ITPOSIBJIEHUN
LIMPOK, U OHU MOT'YT Pa3IN4aThCs JaxKe
y WIEHOB OZTHOU CEMbH, KOTOPBIE CTPAa/ia-
10T 3TUM 3200JIeBaHUEM.

JlnarHos «HeiipodubpomaTos 1 THIa»
MOXKeT 6BITB IIOCTaBJIEH IIPU HAJIUYNUU
COYeTaHUA IBYX U 60]166 CHMIITOMOB:

® 11ecTh U OoJiee MATEH 1BeTa Kode

¢ MoJs1okoM (café au lait, CAL) 6oJiee

5 MM y IeT€d U 15 MM Y B3POCJIBIX;

® 1Be u 6oJiee 06bIUHBIE HEHPOPUOPO-
MBI UJIH O/THA TIJIeKCU(OpPMHasi HeHpo-
ubpoma;

® TUIepIMrMeHTanuAa B HOI[MI)IHIe‘-IHOI‘/JI
U/WJIU IaX0BOU 06JIaCTAX;

® y3esku JIuma (MUrMeHTHPOBAHHBIE
raMapTOMBI DAy KKH);

® 3HaUUTeJIbHbIE KOCTHbIE aHOMAJINU,
TaKHe KaK .TIO)KHBIﬁ CyCTaB, IUCIIJIa3UuA
KPBLJIBEB KJ'IHHOBPIHHOﬁ KOCTH, CKOJIN03
U Ip.;

® ry1MoMa 3pUTEIbHOIO IIyTH;

o Haiuuue HO1 y ogHOrO U3 poauTee;
© IaTOT€HHBIA TeHETUYECKU I BApUAHT
BreHe NF1.

Xots 3a601eBaHYE BBI3BIBAET PABIUY-
Hble HapyIIeHUsI, MHOT'HE JIIOAY C Hel-

RARUS PEJIKME BOJIEBHU B POCCUU
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TUNbl HELPO®UEPOMATO3A

HENPO®UEPOMATO3 1 TUMA
HEUPO®UEPOMATOS3 2 TUMNA

LUBAHHOMATO3

B 2022 rony B EBpone npoLien nepecMoTp gnarHocTuye-
CKUX KpuTepunes 3abonieBaHuns, 1 Tenepb Henpohnobpo-
MaTo3 2 Tuna npegnaraeTcs HasbiBaTb «HP2 accounmpo-

BaHHbIV LUBAHHOMATO3»

podrubpoMaTo30M HE UMEIOT CEPhE3HBIX
nposiBiaeHut 6ose3un. Pororpadun
HelpoduOpPOM B MUHTEPHETE COJIEPIKAT,
KaK IIpaBUJIO, U300pakeHUs CEPhE3HBIX
cJIy4yaeB, ¥ OOJIBIIMHCTBO MAIEHTOB

c HO®1 Ttak He BBITJIAAT.

Kak npaBuno, naumeHTam He NpoOTU-
BOMOKa3aHbl:

x IIPUBUBKU;

»* Maccax;

» JIOK;

¥ COJIHEUHbIe BaAaHHBI (Haxoxc/:[el-me Ha
COJIHIIE).

VIcKJIIoueHre COCTABIIAIOT CIyYaH,
Korja Takue Ipoueaypsl IPOTUBOIIOKA-
3aHbI COIYTCTBYIOIIUM 3a60JIeBaHUEM
WU IPOABJICHUAMUA 60He3HI/I.

HEAPOOUEPOMATO3 2 TUNA (HD2)

ITO peIKOe reHETHYECKOE 3a00IeBaHIE.

Ero npu4nHOH ABJIAETCS OBPEXKIEHUE
reHa NF2, KOTOPBIH JIOKQJTU3YyeTCA Ha
JUIMHHOM ILjIeYe 22- XPOMOCOMBI U
KOAMPYeT CUHTe3 6eJIKa MepJInHa.

IIpn HO2 npoucxoauT pa3BuTHE OIIy-
X0JIeH Ha BOCBMOM Y€PENHO-MO3TOBOM
HepBe U BeCTUOYJIAPHBIX HEPBAX, UTO
3aQ4acTyIO BBI3bIBACT JjaBJICHUE HA CIIy-
XOBBI€ HEPBBI U IPUBOAUT K IIOTEPE
cJIyXay namueHTa.

Kaxk npasuo, B IOAPOCTKOBOM BO3-
pacTe MOKeT NOABUTHCA ellle PAJ
CHUMIITOMOB:

© 3BOH B yIIax;

1:2500—3000 —-
yacmoma H®1

6 mupe

1:10 OO0 —
yacmoma

H®1 6 Poccuu
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lMceBOooapTpoOsbI -
JIOXXHble CycTaBbl

MaTHa
Koche
C MOJIOKOM

Y3enku Jluwa

MnexkcndopMHble
HelipocunbpombI

MEXAHU3M BO3HUKHOBEHUA
N LLUAHCDbI A4J11 MOTOMCTBA

CnoHTaHHas MyTauusd

Y nonoBuHbI NAUWEHTOB C HelpodnbpomaTo3om 3abone-
BaHWe — pe3ynbTaT CNOHTaHHOW MyTaLuMn reHa, To ecTb

camun poamnTenn 340pPoBbI.
HacnepctBeHHbIN
XapakTtep

Hacnepyetcs no ayTOCOMHO-AOMUHAHTHOMY TUMy.
50%— BEPOATHOCTb, 4YTO naumeHT ¢ HP1 nnn HD2 moxeT
nepenatb 60ne3Hb pebeHKy (Mpu KaXkaon 6epeMeHHOCTN).

BbissButb nameHeHve B reHe NF1 MOXXHO ¢ MoMoLybto

reHeTn4eckKoro aHasiunsaa.

Ne 24

1:25 000 —wacmoma H® 2 muna

© OHEMEHUE JINIA;

® rOJIOBOKPY KEHHUE, XPOHUYECKHNE
rOJIOBHBIE 0OJIH;

® HapyIIeHHe 6ajIaHCca TeJa;

© IpY HAJTMYUHU OITyXO0JIEH CITUHHOTO
MO3Ta BO3MOYKHO OHEMEHHE YacTel
Tesa.

BosMoxxHBI ApyTrHe NIPOABJICHUA:

® JIpyTHe THIBI J0OPOKavYeCTBEHHBIX
OIyX0JIel TOJIOBHOT'O UJIN CIIUHHOTO
MO3ra;

© paHHss KaTapaKTa;

©® MEHUHTUOMBI U 3IIEHAUMOMBI — J10-
OpokavecTBEHHBIE OIIYXOJIU, PACTY
nire M3 KJIETOK MO3TOBBIX 060110qu
(Y HEKOTOPBIX MMAIEHTOB);

© IIATHA [IBeTa Ko(e C MOJIOKOM, KO-
Hble HeipoduOpoMBI (pesKo).

LUIBAHHOMATO03

Jra popma 3a60/IeBaHUS BBIABIEHA
OTHOCUTEJIFHO HeJlaBHO. [IIBaHHOMATO3
cBs3aH ¢ myTanuei rena SMARCBI,
unu LZTR1. Bei3pIBaeT pa3BUTHE J10-
OpoKaveCcTBEHHBIX OIyXO0JIei — IIBaH-
HOM — OOBIYHO Ha CIMHHOM MO3T€ U IIe-
pudepryeckrux HepBax. XapaKTepHbIe
JULs HeiipodubpomaTosa 2 THIIA SIIeH-
JIUMOMBI I MEHUHTHOMBI, KaK U JIByCTO-
POHHUE HEBPUHOMBI, IIOYTH HE BCTPeYa-
I0TCA Y MAI[UEHTOB CO IIIBAHHOMATO30M.

Bosie3dns moxkeT BO3HUKHYTH B JIIO-
60M BO3pacTe, HO Yalle IPOsIBIISETCS
B Bo3pacrTe oT 30 A0 60 snet. Camas
pacnpocTpaHeHHas kajnoba nmpu
IIBAHHOMATO3€ — 3TO 6OJ'Ib. BoJjieBrie
OIIyIIE€HUA MOTYT BOSBHHUKATh B TOM
MecCTe, rje pa3BuBaeTCsAa IIBaHHOMA.
Nuorza 60J1b OT/IAET U B IPYTHE Ya-
CTH Tejia. Y MHOTHX ITaIlMeHTOB 00JIb
ABJIAETCA €JUHCTBEHHBIM CUMIITOMOM,
U [IO3TOMY LIBAHHOMATO3 TPYAHO AHa-
THOCTHUDPOBATb. ’
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HAYYHbIE OANATHOCTUHECKUWE
NPOIMrPAMMBI MIHLU

HoBoe 3KCKI03NBHOE N3gaHne MoXeT CTaTb HACTONTIbHOW KHUMOWM Ka>Xkaoro
MeONUNHCKOro reHeTunka, Bpaqelh Y3KUNX cneumanbHOCTEN, TepaneBsToOB

n negnaTpos. OHo pacckKasbiBaeT O gnarHOCTN4eCKnx BO3MOXKHOCTAX

0151 NaUMEHTOB U CEMEN C reHeTU4YecKMn 3aboneBaHnsaMmn

Ta KHUTa — OO0JIbIIIe YeM pac-

CKa3 0 HAyYHBIX AUATHOCTH-

yecKux nporpammax. OnHo-
BPEMEHHO OHa CTaJjIa I[yTEeBOAUTEIEM IO
OCHOBHBIM Op(aHHBIM 3a60JIeBAHUAM.
B craTpax pacckasbIBaeTcs, B KAKOM BO3-
pacTe u Kak cebs nposBisgeT 3aboyeBa-
HHe, KaKue UCCIIeZI0OBAaHUs HYKHO IIPO-
BECTHU Ha PA3HBIX STAIlaX yCTAHOBJIEHUA
U IO TBEPKIEHUA JUaTHO3a.
BocnpusTture cnenuaabHONH HHPOPMALIUT
obiervaeTcs 6yarogaps MeZuaHaBUTa-
[MH: KaX/IBIY OJIOK NMeeT SICHYIO CTPYK-
TYpY, a WJIIOCTpanuu u nHporpadukxa
aKIEHTUPYIOT BHUMaHHe Ha OCHOBHBIX
CHMIITOMAaX OOJIE3HHU.
Vizpanue moAroToBJeHO KypaTopa-

«f ucxkpenne naoeroco,
ymo uzdanue 6yoem
Nn0.1e3HO0 049 6ce20
MeQUYUHCKO20 coodue-
cmea, cmaiem HacmoAb-
HOU KHU201l 8paua

U nomoicem Goavwe
Yy3Hamov 0 pedxux
3a00.ae8aHUAX U coBPe-
MEHHbBILX 603 MONCHOCMAX
ux JuazHocmuku».

MU Hay4HBIX JUATHOCTUYECKUX MPO- Cepzeii Kyues,

rpamm, CIenuaJIuCTaMU BeAyIero de- oupexmop ®I'BHY «MT'HI]»,

JIepaJIbHOTO yupeKJeHus B 0b6JacTu 2a8HbIL 6HEWMAMHbBLLL

reHetuyeckou auaroctuku — ®rbHY o PHC ot cneyuaaucm no MeouyuUHCKotl

«MeauKO-TeHETUYECKU Y [IEHTP UMEHU Mﬁ\l‘“"\a ,f,g\t“ﬁ"” 2enemuxe Munucmepemea

H.II. BoukoBa». e . 30pasooxparerus PD,
Bty " axademux PAH

WAEA U3OAHUA U HAYYHASA PEQAKLUA v e B

C.H. Kyues, rupexktop PT'BHY «MI'HII», ' o

IJIaBHBIH BHEIITATHBIH CIEIIUAJIUCT a e o=

110 MEUITUHCKOIN reHeTrnke MUHUCTED- et 94 R

cTBa 3paBooxpaHenus PP, 1.m.H., aka- a

ek PAH = | =| PEKOE ATEHTCTBO

B.JI. MaxeBckas, 3aMECTUTENb JUPEKTO- e \ ‘ : =

pa 1o Hay4HoH pabote ®I'BHY «MT'HI», v;’._,..-’“";"“' \ = R VIHhOPMAaLMOHHbI NapTHep

npezncenaress POMI, 1.m.H. - \ " B, «Pefkoe AreHTCTBO»

E. 0. 3axapora, 3aBeqyiomas jaboparo- /'___ \ *"T s MpoeKkTpoBaHne N N3roToBIEHNE

puell HacJIe/ICTBEHHBIX O0sIe3Hel 06MeHa “ : . = i 3KCNEPTHBIX Meaua

BemiectB PI'bHY «MTI'HIl», 3aBegyromasn =) % E. B. 3aBbsnosa,

Kadenpoli GMOXUMHUUYECKON T€HETUKH @ = 3 '—,‘ VAT pyKoBoAUTeNb MegnanpoekTa

u HBO UBu/ITIO ®I'BHY «MI'HII», A.M.H. ; A A.B.KyTbUH, An3aiiH
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\

B Hamu THU, 0COOEHHO ¢ pacIIupeHneM
eOHATAIFHOTO CKPUHUHTA HOBOPO-
@ IX, KOrjia 00JI€3Hb MOKET BbI-
BJIATHCSA Ha CTaAUH 6€3 CUMIITOMOB,
MIOSABJISIETCS] HOBasl MpobJyieMa: ceMbe
TPYZHO IPUHATH Auarso3. He noromy,
4TO peOEeHOK CTPaAaeT. A IOTOMY, UTO

OoJie3HH, KaxeTcs, HeT. CUTyanus Ko-
BapHas U OlacHasl.

W3YYAEM NOABOAHDIE PUDbI
«bOJIE3HN BE3 CUMNTOMOB»

o C xakumu cao}cCHOCMAMU cCMAn-
Kusaromcsa pooume.au HO80PO-
JMHCOEHHDBLX, Y KOMOPBLX 8 PAMKAX
HEOHaAMaAbHO20 CKPUHUH2A 8blAA-
euau ummyHoodedpuyum?

YacTo Takas rpymnmna 3a00JieBaHUH I
pOZ[PITeJIeﬁ He BBIIVIAAUT KaK OIlaCHasA
0oJie3Hb, BeIb 60JIE3HU HE BCETIA BU3Y-
anu3upyoTcs. Pe6EHOK MOKET XOPOIIO
ce0bs YyBCTBOBATH, BECTH AKTUBHBIN 00-
pas3 XKU3HU. Wi cuMIITOMBI TOXO0KHU Ha

RARUS PEJKHME BOJIE3BHU B POCCUH
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Hamaava KaunuHuna,
MeduyuHckuil ncuxonoe Ilen-
mpa demckotl cemamono2ull,
OHKO0.102UU U UMMYHO102UU
um. /Imumpusn Poeauesa,
ncuxomepanesm u NCUxo.102
gonda «Ilodapu HcuzHb»

KON OTPACIIN

MacCy APYTUX IIPUBBIYHBIX COCTOHHHﬁ.
U popurenu nymaioT: «Har pebeHOK
pocTo vacto 6oseeT. ITouemy 510 0651-
3aresIbHO UMMyHozebunut?» Tpebyer-
Cs1 BpeMsI 0CO3HATh, YTO ITO CEPbE3HOE
JKHU3HEyTrporkalee 3a60ieBaHue.

WHorza Bpauu He cpa3y MOTYT HAHUTU
NPUYHHY O0JIE3HH, YTO TOXKE BBHI3BIBAET
HeJloBepue. My mpuvmnHa COMHEHHH
00BsCHAETCA OTCYTCTBHEM HHbOPMa-
[IM{ O HEKOTOPBIX FTeHeTUYECKUX I10-
JIOMKaX, BeJ[b XOPOIIIO OIIHCAHBI CaMble
YacThle MyTaI[UH, 2 PA3HOBUHOCTEN
ropaszo 6osbie. 11 Korjja HAaXOAAT pefi-
KYI0 II0JIOMKY, He UMeIOIyI0 OIUCaHU,
poAuTe N BO3MYIIAIOTCA: a3 OHA He
ommcaHa — 3Ha4YuT, U 60JIe3Hb

He JloKa3aHa.

o Kax ece-maxu npoucxodum amo
oco3nanue? H npoucxodum au 60-
oowe?

WHorzaa, 4TOOBI POIUTEIIH TOHSIJIH BCIO
CEPbE3HOCTH MOJIOKEHU ST, PEOEHKY IIPHU-
XOUTCS MEPEKUTD HE O[HO TAKEJI0E
COCTOSTHHIE WJTH JIaKe cercuc. [Ipuxomaut
MOHUMAaHUeE ¥ TOT/Ia, KOTJA POIAUTEH

C J€TbMH I'OCIIUTAJIU3UPYIOTCA B OTAEC-

IMTepeuunviit ummyHodehuuum

Yy demei — 00.1e3Hb Heoca3aemasn,
noamomy koeapHas. IIpocmo
pedbeHok mHo20 60aeem. C xem

He obieaem? Ho 6 cembax,

20e poouica pedbeHoOK ¢ maxKum
JuUa2HO30M, eCNMb C80U CA0HCHOCTNU

WWW.RARE-DISEASES.RU




64 | pyEsHbE ol

Ioucku npuruHbL
00.2e3HU Oblearom

Henpocmvimu,
u pooumeau HaQWUHa-
10M COMHEB8aAMbCA:

a ecmv Aau ouazHo3?

Ne 24

Ymoo6wt podumeau noHaAU

JIeHWe UMMYHOJIOTHH. TaM OHU BUAT
JleTel ¢ MoZOOHBIM AUArHO30M. BoT ToT-
Jla HAYWHAIOT PACTH I'PALyc OCO3HAHHO-
CTHU ¥ IOHUMAaHUE, YTO HYKHO JIeUeHHE,
HY?KHO CJIyIIaTh Bpadem.

o ITpu Hekxomopuvix giopmax um-
myHnodedpuyuma mpeodéyemen He-
MmedreHHan nepecadka KOCMHO20
mo32a. Kak pooumeau peazupy-
rom Ha amo?

WM 3TO KazkeTcs: KaTacTpOoGUIUECKUM
peutenueM. Bpoze 6b1 BHelHE ¢ pebeH-
KOM HHYETO He MIPOUCXO/UT, a Bpauu
MIPeAJIararoT TAKOH CJIOKHBIHM THII Jie-
ueHus. Hepe/iko ceMbsi OTKa3bIBAETCS
OT Iepecajiku KOCTHOTO MO3Ta UJIA
OTKJIQIBIBAET PelleHne. A coryaniaercs,
Kor7ia pebeHOK yoKe B KpaiHe TAKeJI0M
COCTOSTHUH... Tak 4TO 3TO O6OJIBIIAS
mpobJieMa 1 3a/1a4a A1 MeTUIUHBI —

Yacmo duaz2Ho3 pedeHka
3anyckaem nouck euHO8amMozo,
6 MaKUX CEMbAX MHO20 Pa360006

6C10 cepbe3HOCMb
no.odceHus, peGeHky
npuxooumcsa nepex}xcums
He 00HO msicenoe COCMosn-
Hue wau davice cencuc

MOTHBHPOBATh POAUTEJIEH HA TAKOE
cepbe3Hoe JieueHune, YToObI n30eKaTh
OOJIBIIINX PUCKOB.

OT OGBUHEHMWIA W BUHBI 10 CEMEHBIX
TAIH W PA3BOJ10B

©® Ymo npoucxodum enympu
cembu?

YV MHOrUX pofuTesieil BOSHHKAET BO-
IIPOC: OT KOr0 OHO nepezaanocs? Kro Ho-
cuteJb ledekTHOro reHa? O4eHb 4acTo
JIMArHO3 3aIyCKAET IONCK BHHOBATOTO.
B cembsx, rze ecTb peOeHOK C HMMYHO-
neduuTom, 60JIBIIOE YHCJIO PA3BO/IOB,
0COOEHHO ecJId PeYb O MaJIbuHKaXx.

o ITouemy maavuuxku
cmanoeames NPUYUHOlL
pasdopa?

Ectp uMMyHOAEDUIIUTEI, KOTOPBIE
IPOABJIAIOTCA TOJIBKO Y HUX, a IIPpU-
‘-IPIHOfI CTAaHOBHTCS MaMUH r'eH. 1 xkak
JKe 5TO TPAruvHO I ceMel ¢ ocobou
3HAYUMOCTBIO POXKIAECHUA MaJIbYUKOB!
I[J'IH HUX Jaxe AyMarb O TOM, 4YTO BCE
CBIHOBBS OYyAYT ITOABEPKEHBI STOMY
3a60JI€BaHUIO, cTPAIIHO. IIoaTOMY HM-
MYHO/AE(UIIUT 4acTO acconuupyeTcs

C HJIOXOﬁ HaCJIeACTBEHHOCTBhIO MaMBI.
HekoTopsie pOAUTENTH CKPBIBAIOT OT
POJZICTBEHHUKOB 00J1€3Hb. Jlaske MaMBbl
He Bcerja FOBOPAT O HEH CBOUM MY2Kb-
AM. B o61ieM, AHAarH03 MOXKET BbI3HI-
BaTh CEMEHHbBIE J[PAMBI.

o Kax oxkpyscarowue peazsupyrom
Ha makxoit ouazHoa?

Jleuenne numMmyHOAePUIUTA, KAK U BO3-
HUKHOBEHUe 00JIE3HH, YaCTO COIIPO-
BoxkaeTcA Mudamu. Camu poauTean
4 MHOTHE BOKDYT AyMalOT, YTO AMMY-
HOZEeUITUT — ITO UTO-TO, IIOXOKEE

Ha CITN/] unu BUY. Vnu yBepeHsl,

WWW.RARE-DISEASES.RU
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4TOo 60JIE3Hb OIIACHA JJIs1 OKPYKAIOIIUX
U MOJKeT IlepelaBaThCs BO3AYIIHO-Ka-
MeJIBHBIM ITyTeM. VI3-3a Takux MuGOB
HWHOTIJIA OT CEMBU OTBOPAYUBAIOTCS
Jla’ke pOACTBEHHUKH. U ele HeoyMe-
BAIOT: KaK MaJIeHbKUU peOEHOK MOXKET
3a00J1eTh HMMYHOZIe(DUITUTOM, KTO

ero 3apasur?! Cembe TpebyeTcs BpeMs
1o60POTHCS ¢ HEBEPHBIMHU YCTAHOBKAMU
OJIN3KHX U OKpYyKaomux. Y nanpire
oHa OyZeT CTaJIKUBATHCS C TEMH, KTO
OyZleT CYUTaTh HTO ONIACHOU U 3apa3HOU
60J1e3HBIO.

XHW3Hb B U30NALUN TPEBYET

HOBbIX HABbIKOB

o Kaxoeo maxomy peGeHky 6 co-
yuaavHoll cpede, ooweHuu?
bose3us HaKJiaablBaeT OrPaHUYCHUA.
PebGeHOK, HATPUMeEp, He MOKET XOAUTh
B JIETCKUH €A/l U IIIKOJIY, YTOOHI He 3a00-
JIeTh, 1 Mbl 4HaCTO BUJJUM ILETeI';I, KOTO-
pBI€ HE YMEIOT 00IIaThCsI CO CBEPCTHU-
KaMu. B sydmem ciaydae oHU pocan

B ceMbe ¢ OpaTbsiMu U cecTpamMu. CeMbs
BBIHYK/I€HA OrpPaHUYNBAaTh KOHTAKTHhI,
Ipuraamarb B TOCTH UJIN I'yJIATH C pe-
GEHKOM, TOJIPKO KOT/Ia OH XOPOIIIO cebst
4yBCTBYET U Y HETO BBICOKUE II0OKa3arTe-
JIX B aHAJIN3aX KPOBH.

o Kax 004120 HYyH#CHO HaAxXo0umsbcs
8 camou3zoarayuu?
NMMmyHOAEDUIUT COTPOBOKAAET pe-
OeHKa BCIO KU3Hb, €CJIU He C/Ie/IaTh
TPpaHCIIJIAHTAITHIO. U nmoka cembs Takoe
pellleHyue He IPUHAJA, € TPUXOIUTCS
KHUTH B IIOCTOAHHBIX OTPAaHUYECHUAX.
3avacTyio OHU OBIBAIOT U3JIUIITHUMU,
KOT'/Ia POAUTEIIH JIUIAIOT pebeHKa
IIPaKTUYECKH BCero. A yepes3 Kakoe-To
BpeMs Ha HUX BAPYT HAKAThIBAET Oelrre-
Has yCTaJIOCTh.

® A ecau cHaMb 0O2paHuUHeHUR,
YmoosL nouyecmaeosams cedos
HOpMAAbHBLIM?

Taxkoe ciyuyaercsa. I 370 IpuBOAUT

K YXY/AIIEHUIO COCTOSTHU A, TOCITUTAIN3a-
un. Boobe, 77151 ceMbH ITOMCK OastaHca
oueHb ciioxkeH. Kak, cobirozas orpa-
HUYEHUs, TPOAOJIKATD KUTh OOBIYHON
’ku3HbI0? [Icuxuke He OUeHb KOM(OPTHO

l NAMATKA POOUTEJTO

JoBepsinte Bpadam! Pe6eHok

MOXXET BbIJIAAETb 340P0-
BbIM, HO UCCJ1Ie00BaHUS FTOBOPST
06 o6paTHOM.

2 MpumuTe 601€3HBb — HE TepsnTe
BPEMEHU Ha camoy6erxxaeHue

B oLunGke. OTcyTCcTBME HabtoneHus

1 Tepanun yxyauiaeT LaHCbl naumeHTa.

MomoruTte cebe. OT0 NO3BOSINT

JiyyLle nomoydb pe6eHky. Mepyto
MCUXOJIOrMYECKYHO MOMOLLLb MOXKHO O-
JIy4UTb B MEOULIMHCKOM yUpeXXaeHuu,
raoe Bbl GyoeTe NpPoXoOuTb JIEYEHUE.

Monb3yhTechb BO3MOXHOCTAMM

TenemeguLMHbI U Opyrumu doop-
MamMu ygasnieHHbIX MCUXOJIOrMYEeCKUX
KOHCynbTauuii: 3To yaobHo 1 6e3onac-
HO OJ14 naumeHTa.

Hanpute nucpopmavumio o ooH-

[ax 1 nauueHTCKNUX opraHusawm-
AX, rae ectb 6ecnyarHas rncuxosioru-
yeckasi MoOMOLLb.

VLEBHBE Cbl | 65

B maxux cemvax
HaOaro0aemcesn
ncuxo.oz2uve-
ckaa ycma.aocmow
om 60ae3Hu
pebenxa,
NOMoMy cembs
Haxodumes

6 HanpsuiIceHuu
u usornauuu
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Kusmn

C Heu38eCMmHo-
CMbI0 USHYPU-
meavHa. Taxue
nauyueHmul

u cemvu
HYHCOarOmcs

68 COUUaNbHO
adanmauuu

HaXOIUTHCA B CUTyallun HBOﬁHbIX IIocJia-
HHUH — IOMHUTH 00 OTTACHOCTH U CTpe-
MUTHBHCA ) KUTh HOJIHOHeHHOﬁ KH3HBbIO.

MOMOLLb BECIJIATHA

® B uem 21aeHble npodaembl,

€ KOMmopbvLMU cMmaakueaemces
cembs 60 epema neveHua?

MBI 4acTO BUUM, YTO y POAUTETIEH
MHOT'O IPOTHUBOPEYHBBIX YCTAHOBOK II0
[TOBOZY IIPENaparoB, HAPUMED II0 UM-
MyHOrI00yimHaM. CeMbe KajkeTcs, 4TO
3TO [TOYTH KaK HAPKOTHUK, OT KOTOPOTO
pebeHOK MOKET BIIACTh B 3aBUCUMOCTbD.
WNnu u”orza no6o4YHOE ZIeHiCTBUE TIpe-
yYBEJINYHUBAECTCA. B IeJIoM CeEMbHU C Ta-
KHMHU JE€TbMHU XKUBYT B TPE€BOre, OHU
YacTo IMOCen[amT Bpaueil. BeryT Kk HUM
ClaBaTh U nepecgaBaTh aHAJIU3bI IIPKA
IIEPBBIX XK€ OCJIOXKHEHUAX UJIU HOBOI'/)I
uHpexnuu. ATo cepbe3HOe UCIIbITA-
HUE — JKUTh B IOCTOSHHOU yTpO3e.

® Ho ée0db 3mo Mo4#cHO Npeooo-
aesamv? IHonumarom au cemvu,
MO UM HYMHCHA NCuxoao2uve-
ckaa nomows?

INonumaroT. OHU IOCTATOYHO MOTUBUPO-
BaHBbI, ‘—ITO6I)I IoJ1y4aTh IIOMOMIb IICH-
xoJiora. B Takux cemMpsx Ha6J'IIOZ[aeTCH
[ICUXOJIOTHYECKAs YCTAIOCTh OT 6OIe3HU
peberka. IMMyHOZebUIUT — XPOHUYe-
cKoe 3260JIeBaHUE, I0ITOMY CEMbSI HAXO-
JAUTCA B HAIIPAXKEHUUN U U30JIAIUHA. OHu
TePAIOT HABBIKU OPraHU3aIUH O0BIYHOU
JKU3HU, UTO OTPAKAETCS U Ha pebeHKe.

Ne 24

o Cywecmayiom au pecypcubl

0an maxkux cemeir?

Ects ponp «Ilozconuyx», 1 ofiHA U3
OCHOBHBIX €0 ITPOTPaMM HOAJAEPKKH —
TICUXOJIOTUYecKas. B oTaesieHnn nm-
myHosoruu llenTpa nmenu JIMmutpusa
PoraueBa Toxxe pabOTaIOT IICUXOJIOTH.

e O kakom hopmame ncuxoro2u-
yeckoit nomowju udem peusv?

O 6ecnIaTHOH IMOMOIIM BO BpeMSI Jieue-
HH B OOJIBHUIIAX — B PAMKaX IPOrpamMM
pa3HbBIX HOH/IOB, IPOEKTOB U TPAHTOB,
TIOTOMY 4YTO (pHAHCOBOE IT0JIOKEHE

y ceMell HepeIKO CTeCHEHHOE, MHOTHE
poauTesId BBIHYKAE€Hbl HAXOOAUTBHCA
ITOCTOSTHHO PSLIOM € PEOEHKOM, HY?KHBI
CpeZCTBA Ha €ro I0MaliHee 00y JeHue,
1oe3ku B deJiepasibHble KIMHUKU.

o Xeamaem au ncuxoa0208, Wmo-
Obl NOMOYUbL MAKUM ceMbAM?

B poccuiickux 60JIbHUTIAX, T/Ie HET
MITATHOTO MICUX0JIOTA, MOKHO IOy YUTh
KOHCYJIBTAIIUIO IUCTAHITUOHHO U B HY K-
HOM 00beMe. DTO KaK pa3 3aJI03KEHO

B OZHOH 13 nporpamm dboHza «Ilomapu
JKU3HbB.

ncuxonor NPUXOAUT YOAANEHHO

e Kax cemba nonadaem k eam?
ITpo6siemMa pemiaeTcs ¢ IBYX KOHIOB.

C 0ZTHO¥ CTOPOHBI, JIFO/TH IIOHUMAIOT
CBOU IPOOJIEMBI, a C IPYToi — (POHABL
BBISIBJISIIOT TAKHE CEMbBU U CTAPAIOTCS
WM IIOMOYb TICXOJIOTUUECKH. XOTS He
MOT'y CKa3aTh, YTO IIOKPBITO 100% I10-
TpeOGHOCTH, HO UM BCETZa eCTh Ky/1a 00-
patutbes. 1 elie Mbl 06ydaeM KOJLJIET,
paboTraem HaJ| pa3HBIMH (POpMaTAMK
oMoy, OcraeTcst OUeHb aKTyaJTbHOU
JVICTAaHIIMOHHA S ITOMOIIb. DTOT ¢popMaT
JIJIA HAIIUX ceMel HanboJtee 6Ge3omac-
HBIN U 2KeJIaTeIbHBIH.

o Kak ncuxoaozu paéomarwm

¢ makumu cembamu?

OOBIYHO MBI IPOBOAUM IHATHOCTHUKY,
ecsiv OHa Hy»kHa. Hama 3asaua — BeI-
SICHUTb, HACKOJIBKO a/IeKBaTHA KapTHUHA
60JIe3HU U JIeYeHUs Y CeMbU U pebeHKa.
U HACKOJIBKO UX BUJIEHHE COOTBETCTBY-
€T COBPEMEHHBIM ITPEJICTABIEHUAM

WWW.RARE-DISEASES.RU

RARUS PEJKHE BOJIE3BHU B POCCHUN

Ne 24

0 BO3MOKHOCTSIX COBPEMEHHOH MeTu-
LOUHBI, He U300MIyeT U OHO Mupamu

U CTpaxaMH. 3,2[er HWHOrZla IPpUXOAUTCA
IIOAKJII0YAaTh JOKTOPOB, €CJIN HY>KHO 10~
TIOJIHUTEJIbHO HHDOPMUPOBATh CEMbU.
ATO0 AestaeTcs, YTOOBI CII0KUIOCH aJeK-
BaTHOE PeaJIbHOCTHU IIpEACTaBJICHUE.

® Kakxue eonpocuvt
eocmpeboeanvt?

OueHb BOCTPeOOBAHBI IOMOIIb B Opra-
HU3AIUY JKU3HU peOeHKa, pa3BUTHE
COLIMaJIPHBIX HABBIKOB, COIIHAaJIbHA A
agarnTanusda.

® HyjcHa au ncuxoao2uueckasn
nomowb pooumeanm, Komopbwvte
MOABKO Y3HaAAU, YMO Y UX pedeH-
Ka ummynodedpuyums?
ITcuxosoruyeckas paboTa MOKET
OKa3BIBATHCSA TOJIBKO 110 JKEJTAHUIO

U ¢ coryiacus popuTesei. [lepBeimu

C POAUTENSAMU OOIIAIOTCA BpAvH, KO-
TOpbIE COOOIIAIOT O AUarHo3e. MeH-
HO UM Ba’KHO PaBUJIBHO, TPAMOTHO
¥ HETPAaBMAaTHUYHO COOOIIUTH 0 bose3-
HU pebeHKa, MOTUBHUPOBATh CEMbIO HA
sneuenue. VX 3aj1aua — cZiey1aTh CEMbIO
COIO3HUKOM, a HU B KOEM CJIy4ae He
HAIyraTh U OTTOJIKHYTbh. B Kako#-TO
MOMEHT, KOT/Ia ceMbsi Oy/IeT Hy K/1aThb-
Cs B CEPbE3HOU NICUXO0JIOTUIECKOH
MoAZIepIKKe, Bpa4u MOTYT [I€peHarnpa-
BHUTD €€ K ICHUXO0JIOTaM.

TECT HA GTPECC W JIEKAPCTBO

0T OAANHOYECTBA

o Kaxoea 3adaua ncuxoao2a, ko20a
pedenox Haxodumes 6 6oavbHuye?
OOBIYHO JIeTH C UMMYHOePUIIUTAMU
MOCTYTAIOT B CTAI[MOHAD HA HEJIUTEIb-
HOe jieyenue. Tam 3a/1aya CUX0JIora
CBSI3aHA C KOMILJIAEHTHOCTBIO JIEUEHU I
(IpUBEP}KEHHOCTHIO K TEPAIIHH), YTOOBI
TOAIePXKaTh y POAUTENEN U pebeHKa
MOTHBALMIO HA JIeYeHUE. DTUM CEMbIM
HY>KHBI MOPaJIbHasl U SMOIOHAJIbHAS
MO IEPKKA, PEKOMEH/IAINH 110 COBJITI0-
JIEHUIO U COXPAHEHHIO HalaHca OTHOIIIe-
HUS K IPOUCXOZSIIEMY.

® Ecmv au mecm, ¢ nomowsvlro Ko-
mopoz20 MOMCHO 8blaABUMDb CeMblo,

HYMcoaowyloca 8 ncuxoaoz2uve-
ckoit nomowu?

EcTbh TaKoil HHCTPYMEHT, ¥ OH UCITOJIb-
3yeTcs B HAIIIEM I[EHTPE — TO JTUC-
Tpecc-TepMmoMertp. Eciiu ypoBeHsb guc-
Tpecca y poJiUTesIel BhIIEe YeThIpeX
WJIH IATH 0aJ1JI0B, 2 MAKCHMaJIbHBIH
YPOBEHB — 3TO JIECATH, 9TO TOBOPUT

0 CepbE3HBIX ICUXOCOIUATBHBIX IIPO-
O6seMax B ceMbe. 3HAUHT, TpebyeTcs
KOHCYJIbTAI[US [ICUX0JIOTA.

Hepenko 1011 ¢ BBICOKUM yPOBHEM
nuctpecca 06J1a1aloT pecypcoM crpa-
BUTHCS C HIM CAMOCTOSITEJIBHO. A JIIOAHN
C HEBBICOKHM JIUCTPECCOM SIBJIAIOTCS
OTPEeOUTEIAME IICUXOJIOTTIECKOH
IIOMOIIIY, BEICOKO €€ OIIEHUBAIOT U 1yB-
CTBYIOT 3 DeKT.

® A ecau podumens uAU nayueHm
C KPUMUMHbIMU NOKA3AMeNIMU
omxa3ssvleaemes om ncuxoaoza?
HeB03MOKHO IPUTJIACUTH CEMBIO, €CJTU
OHA He X0YeT IOJIYIUTb ICUXOJIOTH-
YecKylo momoIis. EAUHCTBEHHOE, MBI
MOJKeM CJIeJIaTh ICUXOJIOTHYECKYIO II0-
MOIIb IOCTYITHOH Ha BCEX HTAIAX Jede-
HUSA U [I0CJIE €TO 3aBEPIIEHNU S, B PA3HBIX
dopmarax u popmax u peKOMeH]0BaTh
ee. Takoii IOAXOJ C TOCTYITHOH, IPU-
BJIEKATEJIPHOH U He HaBA3bIBAEMO
[IOMOIIIBIO YMEHBIIIAET CTPeCC OT CTPaxa
00IIeHN S ¢ IICUX0JIOTOM U CIIOCOOCTBYeT
00paIaeMoCTH 3a MOMOIIBIO.

o Kaxue ewge ecmv hopmut noo-
depoicku cemeir?

I'pynibl B3aUMOIIOMOIIU /1J1sI POUTE-
sieii. Oco6eHHO OHU BaKHBI JJ151 ceMel

¢ UMMYHOZEDUITUTOM, KOTOPBIH JTHa-
THOCTUPOBAH BCETO Y HECKOJIBKUX JleTen
B Mupe. CeMbH MOTYT yZjaJIEHHO MTO3HAa-
KOMUTHCS C TOBAPUIIAMU 10 HECYACTHIO
W3 IPYTUX CTPaH, 00MeHATbCs HHPOP-
manuen. Takue coobIecTsa mojIe3HFbl,
IIOTOMY YTO JIa’Ke PEJKUE CEMbU MOTYT
MOJI/IEPKATh APYT APYyTa, OOCYAUTD, KaK
OHHU CIIPABJIAIOTCA ¢ 60JIe3HBIO pebeHKa.
ITO O3BOJISIET UM HE YYBCTBOBATH CEOsI
OJMHOKHMH. ’

Texcm: Hamaavsa I'pudnesa

[VLEBHBE Crbl | 67

LONCTPECC-
TEPMOMETP

VIHCTPYMEHT, KOTOPbIi
nomMoraeT Ncuxosnoram
onpenenntb, eCTb

B CEMbe CepbesHble
ncuxocoumarnbHble
npo6saembl 1 Heobxoau-
MOCTb B KOHCYAbTauum
ncmxosora

Haiidume ceoe
nauueHmckoe
cooowecmeo — mam
podumeau
nomozarom opyz
opy2y u deasmen
onbLimMom
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[TPOEKT CEMEN, KOTOPbIE XMBYT C PEAKMMI 32001
amn. Mbl BMeCTe nsyyaem npobnaemy, gaem nauueH
OKCMEPTWN3Y, NpeansiaraeMm CBou pe

Joou-

HesUOUMKU

Hnoz20a um npuxodumcs
OopombCs 3a Kaxcowlil
200, mecsu, 0eHb. OHu
gepsm, Yimo NOMoulb
gce-maxu npudem

RARUS
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CorsacHo pecypcy Orphanet, B Mupe
HaCUHUTBIBaeTcs b6ojiee 7000 peaKux
Oosie3Heil. Ho maroreHeTnyeckas Tepa-
VA, BJIUAIONASA HA IPUYUHY 3a60J1€e-
BaHMUSA, CO37]aHA ITOKA JINIIIH JIJIST 200-
250 6ose3Hel. B Poccun HeKOTOpBIE
opdanHble 3a601eBaHUA, JIJIT KOTOPBIX
ecTb 3 deKTUBHOE JledeHNe, HaXO0AT-
cs Ha monevueHuu pouma «Kpyr gobpar.
E1e HeCKOJIBKO HO30JIOTHUH BOIILIU

B IepevyeHb «BrIcOKO3aTpaTHBIE HO30-
JIOTUH», TAITUEHTHI 00eCIeYnBaIOTCS 32
cueT cpeAcTB deepasbHOrO OI0/IKETA.
YacTp JTI0/Iel oIy JaeT JiedeHue 1o
nporpamme XKHBJIII: 3T0 npenaparsl,
KOTOPBIE OJI)KHBI GUHAHCUPOBATH
peruoHaJbHbIE GI0/IKETHI, HO TaK IPO-
HCXOIUT HE BCerza.

A 9TO 3Ke C TaI[MeHTaMU OCTAIbHBIX
90—95% penkux 6ose3neit? Kak ;xuBer-
csa um? JlaBaiiTe UCCIEyEM STO BMECTE
C marueHTaMH.

AWATHOCTUKA

Jlasexo He Bce Bpayu CTaJIKUBAIOTCS

c opdaHHBIMU 3a607IEBAaHUSAMU B CBOEH
MIpaKTHKe, 0COOEHHO B peruoHax. M3-3a
MaJIOrO KJIMHUYECKOTO OIbITA HA yCTa-
HOBJIEHUE TIPUYUHBI HEyTa MOTYT YHUTH
TOJIBI — TOZbI, IOTEPSHHBIE 115 JICUEHU .

Ceemaana T. (50 aem, Mockea,
nceedoaxonoponaa3us)

Bosesns crasa npoABAATHCA C IEPBBIX
JIET )KU3HHU, a IUAarH03 YCTAaHOBUJIN
TOJIBKO B 12 JIET — y2Ke IlepeJ, XUpypru-
yeckuMu onepanuamMu B Kyprasne. I1o
csioBaM CBeTJIaHBI, IaKe KOTJa POXK/ia-
eTcsi peOEHOK U3 TPYIIIBI PUCKA, Y KOTO-

MNALVEHTCKY IO30P

BmecTe ¢ HEKOTOPbLIMI NaUMeHTaMn U NX
CEMbSIMW Mbl BbISICHSI/I, YTO XK€ NPOUCXOaUT
C TeMW, 151 KOro He pa3paboTaHo naTtoreHe-
TMYECKOro nevyeHns. A Beflb Takux 3abore-
BaHWI B opdaHHOM MMpe — NoJaBnstoLLlee

OONbLUNHCTBO

poro 3Toi 60JIe3HBIO CTPAIAIOT POAU-
TeJIN, TeHETUYECKUH aHaIu3 pebeHKy
HE JIeJ1al0T, IOCKOJIBKY 3TO HE BXOJHUT

B CTAH/IAPTHI OKA3aHU S MeJUIIHHCKON
ITOMOLI[H.

Hamanvs U., mama Mapxa (9 aem,
Buiick Aamaiicko20 Kkpas, cuH-
Opom HacmuuHoOllt MOHOCOMUW)
Mapxk popusca B 2014 rozy, a CuH-
JIPOM YaCTUUYHOH MOHOCOMHUH 2(23.1
(meneuus B rene MBD5) 6b11 ycTa-
HOBJIEH B 2020 TOAY, I71a30-KOKHBIH
asbOMHU3BM 4 THII (MyTalus B reHe
SLC45A2) — B 2022 rony. Tak 4uTo

B HAIlIEM CJIy4Yae LIECTh JIET YIIJIO

Ha [EPBBII TUArHO3, BOCEMb — Ha
BTOPOW... A 3a60JIeBaHU S TsKETIbIE.
CHH/IPOM aCCOIUMPOBAH C 3a/I€PKKOU
MHTEJIJIEKTYaJIbHOTO, ICUXOMOTOPHO-
IO Pa3BUTUS, TAKEJIBIMU HAPYyIIEHHU -
MU peYH, IUJIENCHEeH, HAPYUIEHUAMU
[OBEZIEHHU s, CTEPEOTUIINEN, MUKPOIle-
danuent, TULEBBIMU AUCMOPPU3Ma-
MU, MHOKECTBEHHBIMU AaHOMAaJIU MU
pa3BUTHUA.

Bepa U., mama Andpes (2 200a 9 me-
cayes, Examepunoypez, 2auxo2eHo3
IX muna (601e3nb Xaza — 9 mun))
JleTu ¢ 5TUM AUATHO30M MeJIJIeHHee pa-
CTYT, IJIOXO HAGUPAIOT BEC, y HUX 6OJTb-
I10¥ JKUBOT, XyI€HbKUE PYYKH U HOKKH.
A n3-3a majieHus ypOBHs caxapa — cjia-
60CTh, IPOKAT PyKHU. PeGEHOK MOXKET TI0-
6J1eTHETH U IOTEPATH COBHAHUE, Y HETO
TOHKAs KOKa, XPYTIKKE BEeHbI, OH COHJIH-
BBHIH — JIHEM MOKET TIO/IOJITY CaTh. Jlna-
THO3 YCTaHAaBJIUBAJICA 1,5 TOJ]a, TOUHBIH
Pe3yJIbTaT MOJIYYHIIU B 2 TOfA.

Tamwvsnua B., (35 rem, JaavHuit Boc-
MOK, KOHEUHOCTNMHO-NOAACHAR Mbl-
wevunan oucmpogus (KIIM/T)

Ecyu 5TOT UarHO3 YCTAaHOBJIEH HA PaH-
HUX CTaJIUSAX, €CJIU HA HTO YIIIeJ JIUIIb
T'OZl, TO MOKHO CYUTATh, UTO [TAITUEHTY
ITOBE3JI0. A KOTI/Ia ellle 33 CUeT CPEZCTB
OMC, rocuporpamMm HJIu TPaHTOB IIPO-
114 AUATHOCTHKA, TO CYIEPIIOBE3JIO.
Ho y MHOTHX OT IIEPBBIX CHMIITOMOB /10
TEHETUYECKOTO IIO[TBEPK/IEHHU S IIPO-
xonuT OoJiee 10 jeT. [Ipuyem nepBbie
CHMIITOMBI — 3TO HE IPOCTO HOBBIIIIEH-
o1l KOK (pepmenT kpeaturdocdo-
KHHA3a), 4, HAI[PUMED, TAKUE BULUMbIE
CHMIITOMBI, KaK MBIIIIeYHast cJ1a00CTh,
KOHTpPaKTyphl. [loBe310, ecsiu Bpay
Cpa3y CMOKET CY3UTh KPYT [TOZ03PEHMUI,
a He HAYHET C CAMBIX U3BECTHBIX CJIOB
«Ha BCAKHUU CIydali» U «3a Balll CIET».
MHe AuarH03 MOCTaBUJIU B 13 JIET,

a IEPBBIN TEHETUUECKU I aHAJTU3 TTPO-
Besiu B 26 jieT. Jlasbiie Obla mpore-
Zypa CEKBEHHPOBAHMUS 33 CBOM CUET.
Kor/a ucmosiHUIOCh 35 JIET, yaJI0Ch
[IOJIyYHUTh BAJIU/IANIIIO MyTALMH Y POJ-
cTBeHHUKOB. HaMm moBesJ1o, 77151 Hac OHa
OKazaJiach OECIJIaTHOMU.

/Jluana b. (30 rem, Mockea, oucdiep-
AuHonamus). boie3Hp cTaia nposs-
JATh cebs B 18 JIeT, Bpayu 3aM10103PUIIH
muonaruo. Ha nosnyuenuve aguarsosa
yuwio 60siee BOCbMH JieT. B moyuku-
HUKe TepaneBT, IV Ha pe3yJIbTaThl
OMOXUMUH, Ta’Ke HE 3HAJIA, K KAKOMY
Bpauy MeHs HanpaBuTh. K HeBpoJiory
IomaJia TOJIbKO Yepe3 IJIATHOT'O peBMa-
ToJiora. HeBpoJior ckazajia, 4To B MOeM
cJiyyae el O4eHb CJI0KHO MOHATD, Ka-

RARUS
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«MHoraa Ha 06-
cnepoBaHUs Npu-
XxopuTca e3gnTb

B bapHayn, a aTo
165 km o1 Bbuiicka,
3 yaca Ha noe3ge
B OAHY TOJIbKO
CTOPOHY>»

HepeAKo cemMbsM nauneHToB
npuxoanTca cnbiwaTth: «[enatb
HMn4yero He Hago, BCe paBHO HN4e-
ro He NoOMoXXeT>»

KUe aHaJIN3bl HeOOXOANMO Ha3HAYaTh
TaKUM Mal[UeHTaM, KakK s, IOCKOJIbKY
9TO TOYHO 3HAIOT TOJIBKO T€ HEBPOJIOTH,
KOTOpBIE CIIENHATU3UPYIOTCS Ha HEHPO-
MBIIIEYHBIX 3a00IeBAHUAX, 2 OHU OYEHb
penku naxe B Mockse. K Tomy ke mos
MyTaIl[is OUeHb HETUIIMYHAS, U ee Ha-
IIIJTH TOJIBKO C TPETHETO TEHETUUECKOTO
Tecra 61arozjaps O4eHb HACTOHINBOMY
U 3PYAUPOBAaHHOMY Bpauy, KOTOPBIX
HUMeJI BOBMOXKHOCTH 3aKa3aTh JI0PO-
TOCTOSIIUH crienuPUIECKUN aHAIH3.
JTO yKe YUCTOe Be3eHHE, UTO 5 Molaja
K HEMY.

TEPANNSA

Ecnu HET maToreHeTHYECKOI0 JIeYeHU ,
TO OCTaeTcs IO JIePKUBATh MaI[eHTa:
YMEHBIIATh IPOsABJIeHUs O0JIe3HU, 3a-
MeJIJIATh CKOPOCTh ee pa3BUTHA. OUBIT
TaIreHTOB-HeBU/IUMOK [TIOKa3bIBaeT,
4TO IVIaBHAsA MpobseMa — MeCTHbIE
BpayM He 3HAIOT, YTO /IeJIaTh C TAKUMU
narueHTaMu.

Tamvana B. CtaikuBaeMcs ¢ TeM, UYTO
Bpa4H He 3HAIOT 00 0COOEHHOCTIX MUO-
TaTui. A BeJib UX O4eHb MHOTO. TOJIbKO
KOHEYHOCTHO-IIOSCHBIX 00Jj1ee 30 THIIOB!
[TareHTOB MpaKTUYECKU He HabTI01a-
I0T. B MECTHBIX MTOJTUKJIMHUKAX MBI pac-
cKa3bIBaeM BpauaM 06 0COOEHHOCTSX
3a00JieBaHUsA, a He OHU HaM. A MMaliu-
€HTBI, KOTOPBIM TOJIBKO UTO ITOCTAaBUJIA
JINarHO3, BOOOIIE MOTYT YCJIBIIIATh:
«Y Bac HeT JieueHus, 3a4eM BaM reHe-
THYECKHH TecT?» Win: «JlesaTh HUYEro
He HaJI0, BCe PAaBHO He MOMOKeT». Kaue-
CTBEHHOH peabUIUTALNHU TOXKE HET.
Ckopas IOMOIIb CJI0KHOMY IaIlUEHTY

Ne 24

C MUOIIATHEH [TOYac OTKAMKET, JasKe He
B Ka’K/I0M peaHMMAIIMH 3HAIOT CIIEIH-
UKy Be/leHUST TAKKMX MAI[IEHTOB, 0CO-
OEHHO ecJIH YeJIOBEK Ha HeMHBAa3UBHOU
VJIM UHBA3WBHOU BEHTHJIALIUY JIETKUX!
Jla, manueHThI-HEBUIUMKH CYIIIECTBY-
[OT. A KTO MBI, €CJIH Y HAC HET IOJTMKJIH-
HUYECKOT0 HABJIIO/IEHHU T, HET IIPOTO-
KOJIOB BEJIEHU ST, HET COIIPOBOXKIEHU S,
yueTa U HaOTioaeHu1?

Hamaava H., mama Mapxa. Ham
JIarHo3 — 3TO TOJIbKO OyMara, MecT-
HBIM BpauaM TPYZHO pa3obparbcs

¢ HapyllIeHUsMU, KOTOPbIe aCCOIUU-
POBaHBI C HAIIUM CUHAPOMOM. MHoOro
BpEMEHH yIIyIleHO B IEPBUYHOM 3Be-
He: JIOJITOM OKa3aJjach 0pOra K y3KUM
crnenuanuctaM. Ceffyac CbIH IOJTydaeT
MeJHUKaMeHTO3HYIO Tepanuio A
JKKT, ecTp Ha3HaueHUs HedpoJiora,
remaroJiora, opragpmosiora. Habiro-
JlaeTcsA y Bpaua-UMMYHOJI0Ta, HEBPO-
JIoTa-3MHUJeNToJIora U ICUXuarpa,
1oJiy4yaeT IPOTUBO3MNUIECNITUYECKY IO
Tepalulo, Ho OHa TpebyeT KOPPEKIIUH.

Wnorzpa Ha 06c1ef0BaHUA IPUXOJIUTCS
exarb B bapuay, a 9T0 165 kM oT buii-
CKa, U I0e3JIKU COBEPIIAIOTCA 32 CBOU
cueT. Ha noesze 5To Tpu yaca B OAHY
ctopoHy. ITockoabKy pebeHOK GBICTPO
U CUJIBHO yTOMJIsAETCSA, IPUXOAUTCSA
JIOIIOJTHUTEJIPHO NJIATUTH ellle 32 CheM
JKUJIbS, YTOOBI OH MOT OTIOXHYTH TI€e-
pPeA BU3UTOM K BpadyaM.

EcTb Bompocsl 1o JiekapcTBaMm. J[Ba
mpernapara moJjy4yaem 1o JbroTHBIM
TepeYHsM, OCTaJIbHbIE — 32 CBOH CUET.
Kpome Toro, pebeHKy HEOOXO UMbl
JIOTIOJTHUTEIbHbBIE 3aHATHA ¢ TebeK-
TOJIOTOM, IICHXO0JIOTOM, JIOTOTIE/IOM,
ABA-Tepanus, HO ceMbs HE MOXKeT
OIJIAYMBATh BCe ATH yCaAyTH. K mpu-
Mepy, 3aHATHUS C AePEeKTOIOTOM 3a-
OGUpaIOT MOJIOBUHY NeHcHU pebeHkKa,

a Gmkaiimas ABA-Tepanus Haxo-
nutcs B HoBocubupcke, Kypc CTOUT
250 ThIC. py6. u 6osibIe. 3aHATHUS

B OacceliHe Toxe TpeOyIOT feHer. f mo-
JIydaio 11 500 py6. mo yxozay 3a pebeH-
KOM-UHBAJIU/IOM, U B CEMbE €CTh ellle
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JBOe cTapinux aetedl. EcTh TpyaHOCTH
U C IOPOTO¥i: YTOOBI MOMACTh K CIIEIH-
aJINCTy MO peabUIUTAIINH, HYKHO
3aTpaTUTb OOJIbIlIE BpEMEHH, YEM HA
caMo 3aHATHE.

Ceemaana T. Ham Heo6xoauMO
CO3/IaHHE CUCTEMBI, IPU KOTOPOH

B CBsA3Ke paboTasu ObI OPTOIIE, HE-
BpoJioT, UHCTPYKTOp JI®K, Mmaccaxucr,
JIUETOJIOT, KOTOPbIE MOTJIM ObI, HCXO-
Jis 3 ocobeHHOCTeH 3a60IeBaHU A

Y UHAUBUAYaJIbHOCTU MAllUEHTa,
BBICTPOUTB JIJII HETO OCOOYI0 CXEMY
JleyeHus u peabuutanuu. Y 4Tobbl
MaIMeHTOB C IICEB0aX0H/IPOTIa3uei
JI0 4 JeT Opasiu Ha peabUINTAIUIO.
Kpome Toro, IeTH HAXOATCSA Ha OIe-
PaTHBHOM JIEUEHUH B CBSI3H C UCIIPAB-
nenuem gedopmanuii. PebeHka MoryT
IIOCJIE HECKOJIBKUX JTHEN B 6OJIBHUIIE
BBIIIKCATH JIOMOM, ¥ BCE CJIOKHOCTH
10 YXO/Y 32 KOHCTPYKI[MSMH, IIPOIIEC-
CBI HCITPABJIEHUS JIOXKATCSA Ha IJIeYU
ponuTesnew.

MHOT0 BOIIPOCOB B CBA3H C 3HJ[OIIPO-
Te3UPOBAHHUEM CYCTaBOB. TPyZHO IO~
JIYYUTDH BHATHBIE PA3bACHEHU 00
OITHMAaJIFHBIX CPOKAX TAKOTO IIPO-
Te3upoBaHus. UHbopManuo o6 aab-
TEePHATHUBHBIX METO/IaX JIEYEHUS TOXKE
IIPUXOAUTCS UCKATh. MBI ObI XOTEIN
3HATh U TO, KAKHEe KJINHUKU B Poccun
JIEJIAI0T COOTBETCTBYIOIIHE OIIE€PAI[UL
HanboJsee KBaTuUIMPOBAHHO, HO IIOKA
cobupaeM JaHHbIE CAMH, [I0 KPYIIUIIAM,
U3 CIy4YaWHBIX KICTOYHUKOB.

Bepa U., mama Andpes. PeGenka Ha-
OJIIO/TAET yIKe IIEeCTOM IeUaTp, U Kak-
JIBIH pa3 3a/1al0Ch BOIIPOCOM: a 3HAET JIX
OH PO HaIy 60Jie3Hb? B KOHIE KOHIIOB,
OTHOIIEHU S C MEAYUIPEKJEHNUEM CTATTN
HaTAHYTHIMU. He cpaBHUTH € MOMOIIBIO,
KOTOPYIO MOXKHO TIOJIYUYUTH B eZiepaib-
HOM MEJUIIMHCKOM yupexkaeHuu. Pyky
IIOMOIIIM HAM IIPOTSHYJI 3aBeIYIOIH I
OT/IeJIEeHNeM racTPOSHTEPOJIOTUH IS
nereit HYIW neguaTpuu U OXpaHbl 3/10-
poBbs fieTeil. B MockBe B cTarjoHape
MBI JIEKAJTU TI07] HabJII0IEeHUEM JIPYTO-
T'0 3aMeyvaTeJIbHO TaCTPOIHTEPOJIOTA,
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neguaTtpa. ATo AJs Hac /iBa 6ora, O4eHb
IIOMOTJIY ChIHY. Bpauu 30510ThI€, OHU
CIIACAIOT JIeTeH ¢ IJTUKOT€HO30M.

PELLEHMSA, KOTOPBIX XAQYT

MpbI cobpaIu OKUJAHUS POAUTETIEN:
4TO OBI UM XOTEJIOCh U3MEHHUTH B CUCTE-
Me COMPOBOXK/IEHHU S MAI[MEHTOB-HEBU-
auMoK. IToka3zaTeJIbHO, YTO UX MHEHUSI
YacTO COBIIAJIAIOT C BU/IEHUEM DKCIIep-
TOB OTPACJIH, IIO3TOMY IIUTUPYEM TEX

U IPYTHX.

«[lBa 6ora pnsi
Hac - 3To Bpa4u
13 pepepanbHbIX
KJIMHUK, O4YE€Hb
MOMOIJIN CbiHY>»

YTOBbI NPOBOOUTNCDH

HAYYHbIE NCCNIEQOBAHUA
N PASPABATLIBAJINCD MNPEMNAPATbI
Ceemaana T. IlceBroaxoHApoNIa3us
SIBJISIETCS TSKEJIBIM IIPOTPECCUPYIOIITUM
Y UHBAJIUTU3UPYIOIIUM 3a00JIeBAaHUEM,
U XOTEJIOCh ObI, YTOOBI OBLIO CO3IaHO
Hay4JHOe IoApa3iesieHue Ha 6a3e yueb-
HBIX UJIX HAyYHBIX UHCTUTYTOB, KOTO-
poe 3aHUMAaJI0Ch ObI MIOMCKOM METOZIOB
[MATOTEHETHUECKOTO JieueH s U 3pdek-
THUBHBIX CITOCOOOB peabuIuTaINu JTaH-
Horo 3aboJieBaHUA.

YTOBbl BblJ1 KOOPOWHALLMOH-
HbIW LLEEHTP OJ19 NALMEHTA
N EFO BPAYA
Hy>KHBI KOOP/IMHAIITTOHHBIE MEUITNH-
CKUe IIeHTPHI, Ky/1a CTeKaiach ObI BCSA
nHbOpMaIus Mo 3a00JIeBaHUI0, MOTJIH
obpaiaThcs 32 KOHCYJIbTAI[UeH maIu-
€HTHI U UX JIeYalliie BpauHu.

Ceemaana T. CeMbsiM ¢ THAaTHO30M
«TICeBJ0AaXOH/IPOIJIa3UA» YacTo Herzie Mo-
JIy9uTh THGOPMAIUIO O COCTOSTHUY pebeH-
Ka, METO/]aX JIEYeH sl ¥ peab TN TaIIUN.
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«B nonnknuHnke Te-
paneBT, rNSAa Ha MOU
aHann3bl, Aaxe He
3Hana, K Kakomy Bpady
MEHS OTNPaBUTb»
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Tamuvana B. Hy>xeH HepBHO-MBIIIIeU-
HBIU IIEHTP € HECKOJIBKUMHU DUIHATaMU
10 CTpaHe, B KOTOPOM ObI 0600111a1ach
NIpaKTHKA BeJleHUs MMaI[UeHTOB, pa3pa-
6aThIBAJINCh CTAH/AAPTHI, IPOUCXOAUIIO
oOyueHue, B TOM YHCJIEe OHJIAliH, Bpauel,
cneruanucroB MC3I/®CC, sprorepa-
IIeBTOB, [TAITUEHTOB.

3amecmumens 2Aa6H020 8paua
Moposoeckoit /[T Kb Hpuna Bum-
Koeckasn

IKCHepT CYUTAET, UTO OppaHHbIe IIeH-
TPBI JOJIKHBI B YHCJIe MHOTHX 337144
BECTH U JUHAMHYECKOe HabJoeHue
3a MarUeHTaMU, KOHTPOJIUPOBATh JIe-
JeHUe, BECTH PETHUCTPHI, YUET 110 BCeM
opdaHHBIM HO30JIOTUIM.

YTOBbbl CO30ABAJINCb KJTNHU-

YECKWE PEKOMEHOAL NN
OHU IOMOTYT Bpauam, 0COOEHHO B PErHo-
Hax, BeCTH IanueHTa. /{a, ux cos3manme —
JIeJI0 HEOBICTPOE U CJIOKHOE, TIOATOMY
TMAI[UEHTHI ¥ CIIEIUAJIUCTHI €[THOAYIII-
HBL: MOKHO CO3/1aBaTh IPOMEXKYTOYHbIE
JIOKYMEHTBI — ITPOTOKOJIBI, METOIITIECKHIE
pexkomeHnaau. MoskHO Opath 32 OCHOBY
3apy0OeKHbIE TPOTOKOJIBI ¥ aZJalITUPO-
BaTh ux K Poccun. Bo3MOKHBI 1 JIOKAJIb-
HbIE JIOKYMEHTbI, HAIIPUMeP 110 BeIEHUIO
pebeHKa ¢ orpe/iesIeHHbIM 3a00JIeBaHUEM
B peaHUMAIIUU.

Aaexcandp Pymanyes, npezudenm
HMHMUI] demckoit 2zemamono2uu,
OHKO0102UU U UMMYHOA02UU UM.
dmumpusa Pozauesa,

axademux PAH

Mt (8 2cemamonozuu. — Ped.) HauaIu
OpraHM3aIHUI0 KOOIIEPHUPOBAHHBIX MHO-
TOIIEHTPOBBIX UCCIIEAOBAHUI B 00J1aCTH
JIETCKOrO JIeHKo3a 6oJIbliie 30 JIeT Ha-
3aj1. OTpaboTaIu KECTKO persiaMeHTH-
POBaHHBIH TPOTOKOJI, ¥ TIOJ] STHM TIPO-
TOKOJIOM XOTb ¥ M€JIJIEHHO, He Cpas3y,
MO/ CATUCH OOJIBIITHHCTBO METUITHH-
CKUX VUPEXKIEHUH, T/Ie JiedaTcs malu-
€HTBI ¢ TUMPOOIIACTHBIM JIEHKO30M.

3a 5TUM IPOTOKOJIOM CTOSJIH TTEPEBOT
¢unancupoBanus B cuctremy OMC,
€ZINHbBIE 3aKyIOYHbIE [[E€HBI JJIsI CTPAHBI
U T. /., TO €CTh MBI CTAHZAPTHU30BAIIH

JIEYEHHE ITUX NAI[UEHTOB, JIOCTUTHYB
YJIydIlIeHUsI PE3YJIBTATOB JIEUEHU I JIUM-
dobaacTHOrO JIEiiK03a B 10 pas.

YTOBbl HALLJTN BCEX NALUMEH-

TOB U CO30AJIN PETUCTPbI
IToxa perucTpsl HUMEIOTCS He 10 BCEM
opdaHHBIM 00JIE3HAM, a 3HAUUT, €CTh
«IIOTEPSIHHBIE» MMAI[UEHTHI. Mex 1y TeM
PErucTp — 3TO He IPOCTO CIUCOK. DTO
XOPOUIUYA UHCTPYMEHT HAOJIIOeHU S
MOKHO OLIEHUTH, KAKOM 00'beM ITIOMOIIHA
HY?K€H, MapUIPyTU3AIUIO TaI[HeHTa
¥ TO, KAKOE JIEUEHUE OH II0JIYYaEeT.

Cepezeii Kyuees, 21aeHblil 6Hewt-
mammvtit cneyuaaucm Munsopaea
Poccuu no mMeduyuHckoil 2eHemuxe
IKCIIEPT I10JIaTaeT, YTO PETUCTPHI T0-
3BOJISAIOT IPUMEHSATD JIJIsI STUX TPYIIIT
MaIieHTOB MHHOBAI[HOHHBIE METO[bI
JIMaTHOCTUKY, OLIeHUBATh 3 HEeKTUB-
HOCTH TAPTeTHOH Tepanuu. ECTh m1aHbl
CO3/IaHUsI €JUHOTO PETHCTPA MAIUEHTOB
¢ opdaHHBIMU 3260JI€BAHUSIMH.

YTOBbbl IBMEHUTOCb OTHO-

LUEHUE K NALMEHTAM
[TanmeHTHI CUUTAIOT, YTO MECTHBIE
BpauH MaJio 3HAIOT O PeIKUX O0JIe3HAX,
IIO03TOMY He IIOHUMAIOT, KaK IMalieHTa
BECTH, 4 UHOT/Ia U HEATUYHO BEAYT ce0sl.

Kanna 4., mumoxondpuaasHasn
Mmuonamus. A 6051e3HU CBOHCTBEH-
HO elIle U IporpeccupoBaTh. MHe yike
TPYZAHO XOAUTb. Ecu 4T0-TO CyunTes,
A laXke He 3Halo, Ky/Jja UATU.

Tamwvana B. Hy>xHo 00y4yaTh Bpauei
TICUXOJIOTHHU OOIIEHUS — OT co001Ie-
HUS JUATHO3a JI0 Pa3roBOpa O TOM, KaK
OyZieT MEHSThCS TEJIO, UTO Oy/1eT Ipo-
HCXOAUTH C HAIEHTOM U KaK K ATOMY
a/anTUpoBaThCsi. YTOOBI MBI HE CIIBIIIA-
Jin: «A 9TO BBI XOTHTE, 3TO HE JIEUUTCS»,
«Takue JieTHu J10JIT0 He JKUBYT». YTOObI
HAC [IePeCTasIy JIUIIATH JKeJTaHUs KUTb.

BO3MOXXHOCTb MNOMNACTb

B ®EOEPAJIbHYIO KITMHUKY
IMoka HaboaeHve B pefiepaibHbIX
MeJUIMHCKUX HHCTUTYTaX C BeJleHueM
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¥ KOpPEKIIUEN JIeYeHU T 1151 MHOTUX
ocTaeTcs HeCOBITOUYHOI MeUTOH, Kak
¥ MYJIBTH/TUCIIAIIIHHAPHOE COMIPOBO-
JKIEHHeE.

Kamnna Y. Korpga s yiexxasna B 60JbHU-
e B MocKkBe, MHe Ha3HavaJH JieueHue,
BOT 5TO ¥ IPUHUMAIO.

Bepa HU. MeuTtaeM uMeTh OJHOTO-
€IUHCTBEHHOT'0 ITOCTOSHHOT'O IIe/na-
Tpa, 4T0OBI Hac HabII0a1 B 061aCTHON
6OJIPHUIIE TACTPOIHTEPOJIOT.

YTOBbl MOMOIA/N

C MHOOPMALLMEN
ITo TakuM fuarfoszam HHGOpMaLU A
JacTo cobupaeTcs 1o KpynunaM caMu-
MU CEMbAMMU. I/IHOI‘ﬂa N3 HCTOYHUKOB
Ha HHOCTPAHHBIX A3bIKAX, KOTOPbIE
HEeNIPOCTO KOPPEKTHO IIepeBeCTU Ha
PYCCKH A3BIK.

Ceemaana T. Bco nadopmanuio Ha-
XOOAT MAalUEeHThI UJIU UX POAUTEIIN.

Tamwvsana B. Ham camMmuM 0puxoauTcsa
U3y4aTh MEeJUIHUHY, 3aKOHOIATEIHCTBO
110 MHBAJIMHOCTH, UCKATH CIIOCOOBI
TOJIYYEeHHU S TON UJITM UHOU MeTUI[UH-
CKOU yCJIyTH.

IToxa nanueHThI-HEBUJUMKH JlepKaTCs
110 IPUHIUILY «CIIac€HUe yTOMAIIUX —
JleJIo PYK caMUX yTonaronux». OHu
00BeAUHAIOTCSA B TPYIIIBI, HILYT I0JIE3-
HYyI0 HH(pOpMaIuIo, JaI0T APYT APYTy
COBETHI U3 CBOEU NPaKTUKU. /la, O4eHb
YCTAIOT OT TSAKEJIOro yXo/a 3a pebeHka,
HO caJATcA MUCaTh MUCbMa B pa3Hble
WHCTAHIIUH, IBITASCH JOOUTHCA TOTO
WUJIU JpyTOro.

TepneHuro u cuae 60.ae NayueH-
M08 MOMCHO MOALKO YOUBAAML-
ca. JI10606b10 U NPEdaHHOCMbIO
MaM K cgoum demam ¢ ouazHo3sa-
MU MOHCHO MOABKO 80CXUW AL
ca. Ho daeaitme cdeaaem mak,
YMoGvL Hecmu My HOWY UM cma-
10 nezue. ’

Texcm: Pumma Illesuerkxo
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B Ham ouenv xouemes, umoowt Ha-
YyuHoe coobwecmeo 6 Poccuu npo-
A6UA0 HAYUHDBLL UHINEPeC K TMoMYy
pedxomy 3a60.1e6aHUIO U NOUCKY
€20 aeueHus.

Ia, 3a pyOexoM My T KIMHUYECKHE
HCITBITAHMSA JIEKAPCTBEHHOTO IIPerapara,
coOpaHbI 6a3a TaHHBIX MAIEHTOB, UX
6romatepuasibl. Ho Mbl yBepeHbI, 4TO

u B Poccuu eCThb T0CTaTOUHbIE PECYPChI
JUISI TAKUX pa3paboTOK.

B Heo6xo0uma pannas
JuazHocmuka.

Ee oTcyTcTBHE Cpasy mocsie POKAEHUS
BEJIET K Pa3pyIIEHHIO 3I0POBbsI ieTei. OT
OBICTPOY MOCTAHOBKH TOYHOTO TUATHO3a
3aBHUCAT COCTOSTHHE JIETEN U YCIIENTHOCTD
JaJIbHEHIeN TaKTUKY BBeeHus. Ho o
OIIBITY HAIIUX JIETEH UMEHHO Ha PAHHIX
CTaIUsX COBEPIIAIOTCS OIIMOKH ¥ TPATUT-
Cs1 IpAroLeHHOEe BpeMsI (10JIroe BpeMsi Ha
MBJI, nomaya KuCa0po/ia BHE BEeHTUIIAIN
JIETKVX, HapaCTaHUe TUIIEPKATTHUH BCJIE/I-
CTBU€ OTCYTCTBHUSI KOHTPOJISI Ta30B KPOBH,
a IMEHHO YTJIEKUCJIOTO ra3a, yCTAaHOBKA
TPaxXeoCTOMbI, OTCYTCTBUE IIPUMEHEHHS
OTKAIILJIUBATEJIsT).

N Hyosrcro knnuveckue
pexomeHdayuu.

Het euHOM TAKTUKH BEJIEHNS HAIIIAX
JIETEH, Bpauu JIOMYCKAIOT OITHOKH MU
BOOOILIE OTKA3BIBAIOT B BEICHUN TAKUX
ManUeHToB. My IBTHAUCIUILTHHAPHBIN
TIO/TXO7] ceiiuac OTCYTCTBYET BOOOIIIE,

Ka’>xX0ro Bpa4ya UuIleMm, Jaxe BbINCKHUBaeM
MBI CaMHU, POAUTEIIN. EcTb Takske 0TKa3bl
B ITIPOBEAEHUH T€X UJIX UHBIX 06c11en013a—
HHfI, AHaJIN30B, BbI3bIBAET BOIIPOCHI UX

IIEPUOAUYIHOCTD.

B Cuumaem uenecooGpaztvim
co3daHue eOUHO20 UeHmpa no eede-
HU0 NAYUEHIMO08 ¢ HEPBHO-MblULeH-
HbMU 3a00ae8aHUAMU.

Taxo¥i 1eHT], T/Ie MbI MOTJIH ObI TIOJIy4YaTh
KOHCYJIbTallUU Bpadel 6e3 mpobitem, 6e3
OTKa30B C IIPUBJICYECHUEM Y3KHUX CIIeIra-
JIACTOB, JIJISA HAC YKM3HEHHO HEOOXOIMM.
JIn6Go mpocum onpenenTsh (hesepaabHble
MEIUIUHCKHE LIEHTPbI, KOTOPbIE CMOIJIN
ObI HAC MPUHUMATD Ha MOJTHOE 006CIIeI0Ba-
HUE U JIEeHEHHE.

B Heo6xo0uma nomown

6 NOBbIUEHUU 2PAMOMHOCTU NPU
nomowju 0emsnm ¢ Hep8HO-MblULeY-
HbMU 3a00ae8aHUAMU.

MbI HabJTIOZJaeM OTCYTCTBHE 3HAHUH

1 OIIBITA IIPEX/Ie BCEr0 y PEaHUMAaTOJIOTOB

B pe€ruoHax I10 BEACHUIO TAKHUX ITAaITUEHTOB.

HemocTaToYHO OIbITA BEIEHMS MAIIEHTOB
Ha peCIIUPATOPHOH MOIEPKKE. 371ECh
PeyYb He TOJIBKO O Bpauax, HO U O CIIEIHU-
aJIiCTaxX peabruTauu (abUIuTaum).
PeabutuTosory 160 OTKa3bIBAIOT HAM,
160 OpUEHTUPYIOTCS HA IIPAKTUKY TI0
60J1ee U3BECTHHIM HEPBHO-MBIIIEYHBIM
3aboseBanusM — CMA, muoguctpodus
JronrenHa. Heo6xomumo o0yueHue CIieru-
JIMCTOB — peabUIUTOJIOrOB, GU3HOTE-
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[Tponos vepes
HEMNpPOCThle
ODCTOATENBCTBA,
CEMbM MaLIEHTOB
cchopmynmposann
CBOV NMPEOSIOMKEHUS,
KaK MOXXHO Y/yULLINTb
CUTYaUMIO

PATIEBTOB, TEPATIEBTOB, 9PTOTEPATIEBTOB
B PErHOHAX J1J1s1 pabOTHI ¢ HAIIMMU TTAI[H-
enTamu. TakyKe B pETHOHAX HAIIIUM JIETAM
HY’KHBI IPyTHE CIEIUAJTUCTDI, 3HAIOIIHE,
Kak paboTarh C 3STUMU 3200 IEBAHUSMH:
JIETCKHE Ty IEMOHOJIOTH, TACTPOSHTEPOJIO-
', TEIIaTOJIOT 1, OPTOIIE/IBL.

B Cgpopmuposamv peecmp nauyuen-
moe ¢ MuomyoYyAspHoiL
Mmuonamueili.

MBbI He 3HAEM TOYHOT'O KOJIMYECTBA JieTei
¥ B3POCJIBIX C HAIIIMM JIHATHO30M.

N IHarauamuenas nomown.
YesioBeK, HYK/IAIOIIUICS B OKA3aHIH
MMaJTHATUBHOM MEeTUITUHCKOM TIOMOIITH,
HY>K/Ia€TCsI, KaK IIPABUJIO, U B MEJIH-
[MHCKUX U3/IEJIUSAX, UCIIOJIb3YEMBIX Ha
nomy. Ho mpesx/ie, 4em MoJIyduTh CTOJIb
HEOOXOIUMBbIE allaparhl, rapaHTHPye-
Mble nprkasoMm Munszapasa PO N 348H,
POIUTENSAM IPUXOUTCS U3YIUTH 3aKO-
HOZIATEJIbCTBO U HEPEIKO 00paIaThest

B Ha/I30PHbIE OPraHblL.

Tloka HET IMPOCTOTO YEJIOBEYECKOTO YBa-
JKEHUS K JII0O0MY, /10 TeX 1op OyzeT Hero-
HUMAaHUe, 3a4eM JIeJIaTh dKU3HD MaJIIHa-
THUBHBIX JIETEH JIyUIIIe, IOHATHE «KAYeCTBO
JKM3HM» Ha HAIIIEH PAKTUKE OTCYTCTBYET.
OT 3TOro OrpOMHAasI TPYCTh. BUMIM TOBBI-
IIIeHHE KAUueCcTBA JKU3HU pebeHKa OCHOB-
HOW 33/1a4€eli HAIIIero COTPY/THUYECTBA. ’

Coo6wecmeo podumeaeii demeit
€ MUOMYOYAAPHBIMU MUONATIUAMU

RARUS PEJIKME BOJIEBHU B POCCUU
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IlnarHo3bl CTaBATCA NO30HO, U OeTn BEe3BO3-
BpaTHO CTpagatoT. Bpaun Ha mectax He Bcer-
A 3HatOT, Kak BECTW BOEe3Hb. A NosyyYaTtb
0bopynoBaHMeE U CneunnTaHne MHorga npu-
XOOUTCS C MOMOLLBKO MPOKYPAaTypPbl 1 CYOOB.
Peannn, 0 KOTOPbIX pacckasasivi CEMbW, rae
POOVNNCL OETV C OMaCHbIM HEPBHO-MbILLIEY-
HbIM 3a001eBaHNEM

No 24

L

I

[MABA 1. BEAA

Mama Baneuxu: «<He paspewuna
cefe u cae3bl AUMb»

BaHI0 MBI 3K/1a/11 [1Ba C [IOJIOBUHOU rO/ia.
B 2018 roxy nocJie moTepu HaIIero nep-
BOTr0 pebeHKa 0OPaTHIIHCEH C CYIIPYTOM

K peciy0JIMKAHCKUM reHeTHKaM JIJ1s
IJIAHUPOBAHMUS BTOPOY GEpEMEHHOCTH.
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Kyua aHaiu30B, 00CjIe/IOBaHUM, TOJITOPA
rojia JieueHus — U ypa, HaM paspeniuiu!

Ho noce poxxaenusa Bansa He 3akpuyadi,
€ro He BBIJIOKHJIH MHE Ha 3KUBOT, HE T10-
KasaJIy, yHec/Iu B peaHnManuio. Kucio-
ponHasa macka, VIBJI ¢ iepBbIX Ke CYTOK.
Cepzre Moe pa3pbIBaJIOCh HA KYyCKU, HE
Bepsl, UTO BTOPOU pa3 UTO-TO HE TaK.

Pyku 51 He omycTHUIIa, He paspentia cebe
¥ JIUTB cJie3bl. [Ipexpariia o6marsest

C BHEIITHIM MUPOM, FICKJIFOUAasi MaMy U Cy-
mpyra. Bce cBou crJIBI HampaBuIa Ha BOC-
craHoBIeHue Baneukn. JIHAMU 1 HOYaMuU
JIe?KYPUJIA Y KPOBATKH B DpEAHUMAIIHH.

Ha BocpMBIe cyTKHU NOCJIe/I0BaJI Iiepe-
BOJI U3 POZJIOMA B peaHUMAaIlHIO HOBO-
poxaeHHbIX. KaXp1ii IeHh aHATU3EI,
obcieZioBaH A, KOHCYJIBTAllUK — TaK
npoiiesi Mecs1! Bpauu iy HaBcTpe-
4y, pa3pelliajay NIpUxXoIuTh K Bane He
TOJIBKO KOPMHUTB, HO ¥ O0IATHCS C HUM
B J1I000€ BpeMsi, KpOMe BPEMEHH IIPOIie-
ZIyD, le7IaTh Maccask, YacaMHu JIepKaTh
Ha pyKaX, IPUKUMas K IpyAu (MeTox,
JoHamuBaHus «KeHTypy»), IeTh [IECHH,
YUTaTh MOJIUTBBI, yTOBaPUBaTh JbIIIATD
CaMOCTOATEJIBHO.

Mawma Apocaasa: «Tozda kazaaocw,
YUMo Mbl 6Ce HA20HUM»

SIpociiaB mocste pokaeHust uMe 8/9 mo
mKasie Amrap, ¥ Ha TpeThH CyTKH HAaC BBI-
TIHCAJIY U3 POAMJIBHOTO oTAesieHus. Ho
y3Ke C IEPBOT0 MecsIa Mbl HaGII0aINCh
Y HEBPOJIOTa I10 IIOBOALY MBIIIIEYHOH I'UII0-
TOHUU (c1a60CTH, BAIOCTH MbI). IIpo-
XOJIMJIU KyPCBHI Maccaska, THMHACTUKH,
nocemnianay GU3HOKaOUHET (i, KaK OTBET-
CTBEeHHasl MaMa, B JII00YI0 IOTOAY TaIluIa
pebeHKa /1ae Ha 31eKTpodopes), IPOX0-
JIMJIA KYyPCBI HOOTPOITHOH Tepanuu.

AddexrT ot TeueHus ObLT: peOEHOK Iepe-
BOpa4MBAaJICs Ha *KUBOT U 0OpATHO, 3a-
XBaTBIBAJI UTPYIIKH, YIEP2KHUBAJI TOJIOBY
Ha *kuBoTe. Tak kak fIpocsaB — 3T0 Hamt
BTOPOY CBIH, MBI HECUJIBHO IIepeKUBAJIN
U3-32 €T0 COCTOSHU S, BeZ[b Y MHOTHX
JleTell B KapTOUKe 3HAYaTCsA TANHCTBEH-
Hble 6ykBbI [1911 (mepuHaTaIbHAA SHITE-

(asonarusi), HO K TOAY TaKKe IPOOIIEMBI,
KaK MPaBUJIO, IPOXOAAT. Pe6EHOK XOPOIIIO
HabupaJi Bec, HHTEPECOBAJICA UTPYIITKa-
MH, ysbioasics. Toraa ka3aaoch, UTO MbI
BCE HAarOHUM...

Mama /lanuuaa, 11 aem: «CotH
weeseaunca caabo, Kak kKomuk aan-
Koir»

JlaHs B HaIllel ceMbe BTOPOI peOeHOK,
IepBOH pozusIach 1ouka. Bo Bpems Gepe-
MEHHOCTH CBIHOM PAaZIOCTHU HE 6BIJ'IO ape-
nesa. Kasasoce, 4T0O Bce MEUTHI COBLIVCH:
JIOYKa ¥ CbIH — (pOpMyJIa HAIIIETO CYACTHs!
Ho BTOpO# KUH/EP 0KA3aJICA HACTOALIUM
CIOPIIPHU30M.

Pasnura Mexxry IeTbMu He0OJIbIIas,
JiBa ro7ia, IO3TOMY y MeHsI ObLIH CBEXKHU
BOCIIOMHMHAHH O IIepBOY HepeMeHHO-
CTH, ¥ BOJTHOBAJIO, UTO CBIH IIIEBEJIHJICS
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«Kaotcowlil Oenv
aHaau3wl,
00cedosaHus,
KOHcyavmauuu —
makx npowea
ueaslit mecau!»

Mol nepeBeny aMepuKaHCKY 6po-
LIIOpPY-NaMATKY No Hawemy 3aboneBa-
HUIO, corlacoBaB 3To ¢ choHaom Joshua
Frase Foundation n aBTopom Alison
Rockett Frase. Oxxuagaem, 4To HanpyTcA
poccuiickue Bpa4m, KOTopble NOMOryT ee
OTpeAakTUpoBaTh.

MNMocTosiHHO cneavM 3a HOBOCTSIMM MO
Hawemy 3aboneBaHuio, BCe Ny6nmkaumm
JIOBUM B coLManbHbIX CeTsX, Fae ecTb COo-

Tamvana IHIu2una,

o6lecTBa NauMeHTOB U3 APYruxX CTPaH.

Kxoopduramop coobwecmsea  CMOTPUM U cilyluaemMm BeGUHapbl, YATaem

«MuomybyaspHote
Muonamuu»

onbIT pogutenen. HepaBHo cocTosincs
OYeHb UHTEPECHbI BeGUHap No BOMNpo-

camMmm npo6nemaM nevyeHu npuv Hawem
AanarHose, Mchopmame Gblna Obl O4eHb NMoJIe3Ha U AN HaLnX
Bpaqe|7|, HO OHU NMOYEeMYy-TO He MPUHUMAIOT y4acTus B 3TOM.

B couuanbHbIX CETAX Mbl CO34anM rpynnbl, YTO6bl POAUTENN-HO-
BUYKMW MOIN HAnTU Hac. EcTb y Hac 1 yart, rae Mbl o6uaemcsi, ge-
NMMCS onbITOM, NoAAepXUBaem apyr apyra. Cumtaem Heo6xoau-
MbIM 06beAMHUTbLCS 1 pacckasaTb o0 ce6e, UTo6bl Hac yCnblLanu.
Bce Hawum cemby GbIOTCS1, YTOObI NONYUYUTb BCE, YTO MOJIOXKEHO OT
rocygapcTBa: MeauumMHCKoe 06opyaoBaHne, pacxoaHbie Meau-
LIMHCKINe n3aenus, nekapcTBeHHble npenapatbl, TCP, meanuvH-
cKoe o6cnyXuBaHue Ha gomy. Kak npaBuno, Aetv ¢ Halwum ana-
rHO30M UMEIOT NasINaTUBHbINA CTaTyC U MHBaNNAHOCTb C AeTCTBA
1 MO 3aKOHY UM MOJI0XXEHO MHOr0€e, HO, YTOGbI BCE 3TO NMOMNYUUTb,

Hafo U3 roga B rog 6UTbCA...

RARUS PEJKHME BOJIE3BHU B POCCUH
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Yacmo maxue demu cpasy noc.1e pooooma nocmy-
naom 6 peaHuMayuu, omaoeaeHUs Heapo.102ull,
U 8paviu He NOHUMAIOM, WMo ¢ HUMU deaamb

Bo mHO20M HcU3HL Ma-
Kux Oemell CmMaHo8uUMces

JNle2ve u mensee, nomo-
MY HMO UX He ocmasuau
MamMbl. IMo ux pyku
nodHumarom, ymewa-
tom, 800XHOBAAIOM,
neuam

no-apyromy. OueHb cy1abo, Kak KOTUK
JIanKO#. Bpau ycriokauBasia, Beib 110
BCEM aHaJIM3aM ObLJI TIOJIHBIN MOPS/IOK,
KOJIMYECTBO IIIEBEJIEHHUH 3a CyTKHU B HOP-
Me, a MOH OIIYIIEHUsI CIIKCAJIH Ha TEMIIe-
paMeHT pebGeHKa.

ITpobieMBbI HAYAIHCH Y2Ke B pPOzi3aJIe.
ITocsie GBICTPOTEYHBIX POZIOB Y CHIHA
HavaJicsl KOMILJIEKC yTHETEHU I, Bce
pedIiekchl ObLIN CHUKEHBI, 8 B BEPXHIX
JIbIXaTeJIbHBIX Iy TAX OOMJIBHO KOIIIJIACh
CJIU3b, IPUXOIUIIOCH IOCTOSTHHO CAHU-

Ne 24

poBath pebeHKa, II03TOMY €ro 3a0paJiu

B IIUT (najsilata UYHTEHCUBHOU TepPAIIHH).
Jansa nponexasn B [IUT o nepeBoza

B IIEpUHATAJIBHBIN IIEHTP, TaM MBI IIPOBE-
JIY eIlle TP HEZIETH.

IMABA 2. OJIFTASl AOPOTrA K AUATHO3Y
Mama Baneuxku: «Bpauu He noHu-
maau, nouemy peGeHoK 8blil»
Bpauu He TOHUMAJIH, TOUeMy peOeHOK
BSJIBIH, MBIIIIBI OYE€Hb c1abble, ABUIa-
TeJIbHASI aKTHBHOCTH CHUKeHa. I1ozio-
3peBaJIi FeHETUKY, HO TOT/Ia Ka3aJI0Ch
IJIaBHBIM, 4TO aHaym3 Ha CMA oTpuria-
TeJIbHBIN. BbIucasiu Hac OMOM B Tpu
MecsIIa, C KUCJIOPOAHBIM KOHIIEHTPaTO-
poM u crimparopowm. Jloma awiias Bansa
C KHUCJIOPOIHOM MacKo#. KTo 6b1 3HAI
TOT/Ia, YTO TAK KATETOPUYECKU HEJTb3s!
Ho auarHocTuka Ajiuiach O4eHb J0JIro,
Pe3yJIbTaT 10 CEKBEHUPOBAHUIO MBI T10-
JIyYHJIH, KOT/Ia BaHe OBLIIO y2Ke mosroza.

Mawma Apocaasa: «<Ewe 6 cemn
Mecaues npod.1embl € pazsumuem
20.106H020 M032a He 6bL10»

B cemb MecsAIEB, KOT/Ia OTCTaBaHUE
OBLIIO y2Ke OUeHb 3aMETHO, HaC FOCIUTA-
JIN3UPOBAJIH B OT/EJIEHHE HEBPOJIOTHUH.
ITpuxopsinue Bpauy CMOTPEJIU Ha ChIHA,
KaK Ha JUKOBHHKY, — 110 00C/IeZJOBAHHU-
sIM HIYETr0o CEPbe3HOT0 He BHISIBIIIH,

a peOeHOK Kak pa3psiKeHHas OaTapei-
Ka: TOJIOBY, JIeXKa Ha JKUBOTE, YAEPKUBa-
€T HEeJI0JITO, Ha YeTBePEHbKY BCTATh HE
MOJKET. BrImucanucey Mbl y2Ke ¢ AHarHo-
3aMHU Ha [MOJICTPAHUIIBL...

He y Bcex geTeli ¢ 60s1e3Hb10 MeHKeca
3a00JIieBaHue [TPOABJIIAETCSA TaK, KaK
OIIHCAHO B INTepaType. B ciydae ¢ Mmoum
CBIHOM 3aTSAHYBIIAACA JUaTHOCTUKA
OKOHYATEJIBHO IOTy0uIa Bce HaleXK bl
Ha HOPMAaJIbHYIO JKU3Hb, BeJIb elIle B CEMb
MecsAIeB IPo6JIeM ¢ pa3BUTHEM I'OJIOBHO-
r'o MO3Ta He 0BLJIO, U 3TO IOATBEPKIEHO
pesyabratamu MPT, xesnynouHo-Kku-
IIEYHBIN TPAKT TOXKe 6L 6e3 0cOOEHHO-
crell. K HaneMy BeJINKOMY COXKaJIeHHIO,
y Bpauell He XBaTUJIO 3HAHUH U OIIBITA
JUIs1 HA3HAUeHH A PACIINPEHHOI0 TeHeTH-
YecKoro aHausa. M ToJbKo B 11 MecsALeB
TIOTIaJIN Ha IIPHEM K reHeTHUKY B MockBe.
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Mama Januuaa: <A 6edb cumnmo-
MOKOMNACKC ObL NPOABAEH APKO!»
W3 pogoma, a 3aTeM EPUHATATIBHOTO
LIEHTPA HAC BBIITHCAJIN TOJIBKO K KOHITY
[IEPBOTO MecsAIa. 32 3TO BpeMs Bpadel He
HACTOPOKUJI CHMIITOMOKOMILJIEKC, & BEJIb
OH ObL1 TposABJIEH APKO! JIpIXaTeIbHAA
HEJIOCTAaTOYHOCTbh, CHHKEHUE MBIIIETHO-
T'O TOHYCa, 0P TATBbMOILJIETH A, IPOBHCA-
HYie HeOHOU 3aHaBeCKU (M3-H3 5TOr0 BO
BpeM s KOPMJIEHHS U3 HOCA MTOATEKAIIO
MOJIOKO), CKOTLJIEHHE CJTU3U B IbIXaTEJIb-
HBIX IYTAX, OYeHb CJIa0bII ToJI0C, TPOMKO
He IIJIaKaJI, oauxornedaibHas ¢popma
yeperna, TOTUYeCcKoe He0O, yJTHHEHHBIE
[aJIBIIBI PYK.

U Benp JlaHumIa IOCTOSHHO CMOTPEJIU
Pas3Hble BpaYu: HEOHATOJIOTH, HEBPOJIO-
'Y, reHeTUKHU. Ho HUKTO He 3a1107103pUJI
HePBHO-MBIIIIeYHOE 3a00s1eBaHue. Bep-
cuH OBLIH TOJIBKO O BHYTPHYTPOGHOM
nHunupoBanuu. IlpenBapuTenbHbIN
JIMarHO3 «MUOINATUA» IIPU IIEPBOM 3Ke
OCMOTpe IIOCTaBUJI TOJIBKO Y4aCTKOBBII
HeBpoJior. Ham oueHb OBe3JIo ¢ 3TUM
BpavOM, HO ZjaJTblIle ObLIN TP My4H-
TEJIBHBIX TO/IA, YTOOBI YTOUHUTE GOPMY
MUOIATUH.

B opHOM U3 KIIMHUK MOCKBBI B 2013 Oy
Hac II0BeJIH 110 JIoKHOMY IyTd. Ho
6J1aromapsi reHeTUKAaM U3 MeuKo-Te-
HETHYECKOro IieHTa ExaTteprHOypra Mol
TI03HAKOMUJIHCH C TPOdheCccopoM-HeHpo-
reHetukoM Jlopanom CepBe, KOTOPOTO
3auHTepecoBasi JJaHuH cirydai, u OH
IIPpUIJIaCUJI HAC OJ14 YTOYHEHU A JUarHo3a
B [Tapuk. Tosbko Tam B UHCTUTYTe MUO-
JIOTUH GI)IJ'I YCTaHOBJIEH TOUHBIH JAUAar”Ho3.
Ha toT MmomeHT /laHe 651710 y3ke 3 rofa.

[MABA 3. MbITAPGTBA

Mama Baneuxu: «<Ham ckazaau
“poorcaitime om Opyzo020 nanvt”»
TozHee y Hac OB KOHCYJIBTALIUU C Be-
JIyIUMU BpaYaMHU PECITyOIUKH. UTO MBI
yc]'IbIH.Ia.TII/I? «Takue JE€THU JKUBYT MaKCH-
MyM 70 18 MecsitieB... PorkaiiTe OT pyroro
narsl». Bee 3T0 Ka3a10¢h JUUbIO IIPOCTO!
VHTepHeT Ha 3aIpoc O HalleM 3a60J1e-
BaHUU BBIJIA€T COBCEM KYILyI0 UH(OP-
Maruto. Ho oueHb OBICTPO s HaIILIa

ponuTesieli IPYyrux MaJIbuMKOB C TAKUM
ke 3a00J1eBaHHEM, 1 9TO ODIIEHME 1aJI0
OueHb MHOTO HH(OPMAIIUH, a TTIABHOE,

YTO HEJIb3S ABIIIATH YUCTHIM KHUCIIOPO-
oM. OxaspiBaeTcs, HaM Hy>kHbI HVBJI
¥ HocoBas macka! Crnacnbo MaMaM, BeJlb
aTa nuHGOpManus cracjaa Moero cbiHa!

[NTABA 4. 3A ANMAPATYPOM - B CY/,
3A CNEUNWTAHWUEM - B NPOKYPATYPY
MBI JIETJIH B CTAI[OHAP 34 MOJIyYeHU-
eM obopyzsoBaHus. VI CHOBa IPUIILIIOCH
MIPOUTH Yepe3 peaHuMaiuio, IBJI.
HesHnaHue Bpauei, 4To maiueHTaM

C HEPBHO-MBIIIIEYHBIM 3a00JIeBAaHHEM
3ampenieHo AbIIIaTh KUCJIOPOAOM, —
BOT 4TO /IOBeJIO pebeHKa /10 MOBTOPHOU
WHTYOAIUH...

Jlosiro /1au obecrieyeH s armnapaTomM
HEWHBAa3WBHOU CKYCCTBEHHOU BEHTUIIS-
i sterkux (HVIBJI), oTKalinBaTesiem,
VBJIAKHUTEJIEM, ITYJIHCOKCUMETPOM.
IlesbIii Mecs1I, ITOKA 3K /1aJ11, pe6eHOK
ObL71 UHTYOUPOBAH... TOT MOMEHT JI0 CUX
TIOp BHI3BIBAET KpaliHee HeroloBaHuUe!

B Mupe, re Gy1ryer KOBU/T U 3aKyTTAIOTCS
JIbIXaTeJIbHBIE allllapaThl, He HAIILJIOCh

NALMEHTCKU 1I030P | 77

/Jla, neueHus om
Ux maxicen020
3aboaesaHus
noxa Hem. Ho
ManeHvbkue nayu-
eHmblL No-0emcKu
CUNBHO 8epsam
83POCAbIM, YMO
NoMowb 0M HUX
oba3amenvHo
npudem

Bosspawaacs domott,
podumenu noHUMarOM:
uHgopmayuu Hem,
MHO20€e npuxooumcs
«6blousambvb», a uHo20a
cavnuam «podcaiime
om 0py2020 nanvL»

RARUS PEJIKME BOJIEBHU B POCCUU
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«Meumaem
Haltmu spavii
8 Poccuu,
Komopuvte Obl
noodzomosuau
KAUHUYecKue
pexomeHOauuu
0aa aedeHus
naauueHmos

C MUOMYyoyAap-
HbLMU MUoOna-
musmu»

OJTHOTO JIJIs1 TSI3KeJsI0 60JIbHOTO pebeH-
ka! I moTom Bce, KpoMe OTKAIILINBA-
TeJd, HaM 6I)IJ'IO KYIIJIEHO U BbIJAaHO
xocnucoM. ToJIbKO rox CIyCTsd, Ja U TO
II0 pEIIEHUIO Cyaa MaJIJINaTUB BbIaaJl
PEe3EepBHYIO ammaparypy.

Oco0y10 HaCTOHINBOCTH NIPUIIIJIOCH
MIPOSIBUTH B BOIIPOCE ¢ 0becrieYeHueM
HeOoOXOIMMOY aIapaTypo: IPoKypa-
Typa, CeICTBEHHBIA KOMUTET, CYZBL...
ToJBKO TaK, K COKAJIEHUIO, MOKHO
JI0OUTHCS JKU3HEHHO HEOOXOAMMOTO
Jist pebenka. Tak ke 00CTOAT Aesa

u ¢ obecrieyeHreM ClienaIn3uPOBaH-
HBIM JieueGHbIM TUTAaHUEM — TOXKe 6e3
peleHus cyza He 060IIIOCh.

Mama Apocaasa: «<Ho ama me-
panusa yeaecooopasHa 6 paHHem
eo3pacme»

A Befb IO/I/IEPKUBAIOIIIEE JIEUEHIIE
€CTb... 32 TPAHULIEH JJI51 TAKUX JeTen
OHO IPHUMEHSIETCS, HO 3TA TePATIUs
esiecoobpa3Ha B paHHEM BO3pacTe.

K Hamemy BeJIMKOMY COXKaJIeHUIO, HE
OBLJI IPOBEJIEH PACIIUPEHHbBIA T€HETH-
YeCKUH aHaIu3.

Mama Januuaa: «Muvt cmoakHy-
AUCH € PA3HbIMU MPYOoHOCMAMUW
IToMHMO CJIO’KHOCTEH C II0CTAHOBKOM
JIMarHO3a MBI C TOJIKHYJIUCH C PA3HBIMHU
TPYZTHOCTSIMU B pa3BUTHH pebeHKa: 3a-
JIep’KKa MOTOPHOTO Pa3BUTH S, TSKEJIbIE
OpOHXUTHI ¥ THEBMOHMH (M3-3a cJ1ab0CTH
JIBIXaTeJIbHOW MYCKYJIATyPbI JIETOUHbIE
60J1e3HU OyKBaJILHO IIPECIIEA0BAIIN
pebeHKa B TIEPBBIE IIECTD JIET) U IPU 3TOM
C OTCYTCTBUEM KOMILJIEKCHOHM TIOMOIITH.

IMABA 5. 0XXMAAHNA

Mama Baneuxu: «<Hem xaunuue-
cKux pexomenoayuil u dalice npo-
gpemandapma»

Ha MecTax u jase B perioHe HelocTa-
TOYHO OIIbITA BEAEHU A I[eTeﬁ C HAIllUM
HEPBHO-MBIIIEYHBIM 3a6OJ'IeBaHI/IeM.
HeT KJIMHUYECKUX PEKOMEH AN 110
HameMy 3a601eBaHuI0. XOPOIIIO, YTO
Ceﬁqac AOCTYIIHBI JUCTAHITUOHHBIE
koHcysbTanuu. Ho MbI BepuM, 4TO Bce
HN3MEHUTCA U BCE HOJIy‘-II/ITCH!

Ne 24

Mama Janu: «2Kumuv 6e3 Hadedic-
Obl CA0HCHO»

Bonpeku BceM nnporuosam JlaHe yaxe
yeTbIpe roa. OH )KUB, HO OUYE€Hb UCTO-
II[eH U HYKJ]aeTCsI B PECIIUPATOPHOU
nozaziep:kke. VTHOT/1a ero MyJaT 60J1H,
KOTOPBIE IIpeJjlaraeMbIMU CPEACTBAMU
He CHUMarTcs. f moHnMar, 4To Ham
ellle TI0BE3JI0, TAK KaK y OJTHOTO 3ab0Jie-
BaHHs OBIBAIOT pa3Hble POPMBI, © MHO-
rue masspuuku MTM1 maske He gbpIIIaT
CaMOCTOSATEIbHO.

JKUTh TOJIBKO CETOAHSIIHUM AHeM Oe3
HaJIeXK /bl OYE€Hb CJIOKHO... MbI He 3HA-
€M, KaK Jiablie OyZeT HATH Pa3BUTHE
cbIHa. MI3BeCTHO Jnib, 4TO 3a601€e-
BaHUE MeJIEHHO IIPOTPECCUpYIOLIee,
KOBapHO ZIbIXaTeJIbHBIMU PAaCCTPOICTBA-
vu. KoHeuHo, KOTZia »KU3Hb CTATIKIBAET
¢ Takou pobJieMoii, He0O6X0AUMa KOM-
IJIEKCHAS TOMOII[b, OZHUM POIUTEIISAM
He cupaBuThes. JKu3HeHHO HeobxoauMa
oA ZiepKKa My IbTHAUCIUILINHADHOH
KOMaH/Ibl Bpauel, KOTopbie ObI pa3ou-
pasuch B 0cobeHHOCTAX 3a00/IeBaHNA,
Ha0JII0Z]aT TAKUX MaJIbUMKOB M BOBpe-
M1 KOPPEKTHUPOBAJIU TEPATIHIO.

IToxa B MUpe HET [TaTOreHeTUYeCKOT0
JleyeHU s MUOTYOYJIpHON MHOIIATHH,
HO BeJlyTcs pa3pabOTKH, TOTOBATCS
KJIMHUYEeCKYe UCTIBITAaHUA. X0ueTcs
BEPUTH, UTO HAIIU MAJIbYUKU JJOKAYTCA
JleyeHUsI, a IIOKa MeuTaeM HalTH Bpa-
uelt B Poccry, KoTOphle ObI 3aHHTEPECO-
BaJIUCh 5TUM 3a00JIeBaHUEM U BMeECTe

C POJIUTEIAMU MOATOTOBUJIN KJIMHU-
yecKkye peKOMeHAIlUU 15 BeJleHU
MaIueHToB Ha MecTax. Bce Maspuuku
MTM1 uHTeNIeKTyaJabHO COXPaHHBIE
JleTH, U KOMIIEHCATOPHBIE ITPOIleCChl
TBOPAT UyZeca. lIHaye 3aueM BcA 3TO
Urpa reHoB B IATHAIIKHU?

Mawma Apocaasa: «<Xomum eHUMa-
HUA MEQUYUHCKO20 cooduwecmea»
Heo6xouMBbl KIIMHUYECKHE PEKOMEH/Ia-
AU, IETH HYKAAI0TCA B KAYECTBEHHOM
06€e360IMBAHIY, TUTAHUN U peabuinTa-
i, MbI O4eHb XOTHM, UTOOBI Ha HAIIIMX
JleTel 06paTiyIo BHUMaHUe MeTUIUHCKOE
COOBIIIECTBO. ’
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APYT
HEJIOBEKA

- Kanucmepanus

noereE ot |79

nomocaem

mscen1000.1bHbIM
JH00IM HAX00UMb
padocmb

68 MOMeHIme

Dnekeng Mupakn ABEHVH — UMS MO MEHbLLEN MEPE
CKa304HOro 3aMOPCKOro npuHLua. Ho aTo mMpocTo nec nopoab!
LLUN-TLY, OH e BeHs, cobaka-Bo/1oHTeP. BeHs nomMmoraet
TAXKeNob0oIbHbIM NI0ASM, YHaCTBYSA B KaHUCTepanuy. XoT4
Takom MeTOL, JIE4YEHNSA HE NPU3HaH, Ae-(aKTo OH yXKe

NMENMEHAETCA B I'IpaKTI/IL-IeCKOPI MeanunHe

RARUS PEJIKME BOJIEBHU B POCCUU
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KaHucTtepanus (ot nar.
canis — cobaka u rpeu. Te-
panus — sie4eHne) — HeTpa-
OULIMOHHBIN BUL Tepanum

1 peabunurauunm c npueie-
yeHnem cobak. Oco6oe me-
CTO 3aHMMaeT TaKTUJIbHbIN
KOHTaKT. [J19 KaHUCTepanum
oTOMpaloT KOHTaKTHbIX CO-
6aK ¢ yCTON4YnMBON HEPBHOMN
CUCTEMOW U UX crieunanbHO
obyyatot. B 1960 rogoy net-
ckum ncuxuatp bopuc Jle-
BUHCOH CJly4anHo obpartumn
BHMMaHue, 4YTO BO BpeMsi
npuema Ha gomy ero coba-
Ka BbI3bIBAET Y NMaLMEHTOB
MOJIOXKUTESTIbHYIO PeaKLMIo.
C Tex nop meToLn, JiIeUYeHwus,
BKJIIOMAOLLIUIA B cebs1 obLLe-
HUE C XKMBOTHbLIMUW, Ha4aJl
pacnpocTpaHATLCS

cS o4YeHb
06LLNTENbHBIM MCOM,
N ero B35 B BOJIOHTEPDI

Y BeHU eCTb CBOs POXK/AECTBEHCKaA
ucropus. byay4du olHaK/1bl OCTaBJICH
YeJIOBEKOM, OH OKazaJics B mpuioTe. Ho
ckopo Pnexcuny Mupakiay ABeHUHY
[I0BE3JIO: ero 3abpaJsia JOMO HOBast
xo:mfnca. A TIOTOM OHH BMECT€e HadyaJIu
IIOMOTraTh JIIOAAM.

YeM cobaka moxoka Ha uyejioBeka? yme-
€T BbIPa’KaTh CBOU YyBCTBA C IIOMOII[bIO
roJioca (CKyJIUTb, JTasITh, PbIYaTh) U C O-
MOIIIBIO JIEUCTBUH (IPHITaTh, IPUCE/ATH,
BUWJIAATh XBOCTOM). Pearupyer Ha cjioBa

U JIEWCTBUSI CO CTOPOHBI YeJIOBEKA U CIIO-
cobHa obyuaThcs. Ho miaBHoe — cobaka,
KaK U 4eJI0BEK, SMOIIMOHAJIbHA: OHA
pajiyercs, TPyCTUT U YMEET COIIEPEIKU-
Barh. Kak pa3 3a sMnaTuio cobak 1eHsT
MEeJHKHU U ITallueHThl. Y BeHu aTux ka-
YECTB OTCHIIIAHO BIBOWHE, TOTOMY YTO
OH — cobaKa-KOMITAaHbOH, X HAXOAUTHCS
B OITHOYECTBE JIJIs1 HETO TPAaKTUYECKHU
IIPOTUBOIIOKA3aHO.

JIOMA NOCENWNCA NEPEBOPOT

— f B3sy1a BeH1o u3 npuroTa 11 JieT Ha3az,
— pacckasbiBaeT ero xo3siika Kens Ko-
BasteBa. — [IpexKHUN XO351H OTKA3aJICS
oT Hero. B IIEPBBIE )K€ JHU IIOHAJIA, YTO

B IIpUIOTe BeHs MompocTy He BBIKUII OBI,
[IOTOMY YTO OH KOMITAHEHCKUI — Ha BCe
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CTO IIPOLIEHTOB, Ia3Ke /I0Ma He MOXKeT 6e3
JII0/el. B mepBbIii o1 Halllel COBMECTHOM
JKH3HU MHE OIBAXKbI ITPUIILJIOCH CAEJ/IaTh
PEMOHT, IIOTOMY 4YTO, KaK TOJIBKO A OCTaB-
Js51a BeH10 0/1HOT0, OH PbLAAJI U CKYJINJI,
o6psIBas 0601, pa3bupast mapkeT, Ipo-
pBIBasi j1a3 K cocesim... M Torpga st pe-
mua: pa3y cobaky Take 0COOEHHOCTH
— 3HAYUT, 51 ©U3MEHIO CBOH 00pa3 KU3HHU.
Crex II0P MBI CTAJIN BCE Ziej1aTh BMECTE —
TYJIATH, IIyTEMIECTBOBATD U JaXXe XOAUTH
Ha pabory.

IToxa mbI obmiaemes ¢ JKeneii, Bens uc-
cinenyet borannueckuii cax PAH. Hamn
3aMOPCKHH [IPUHI] YCIIEBAET IPOBEPUTH
KYCTbI, 0OHIOXaTh XOJIOAHBIN IIPY/, O-
n060BaThCA yTKaMU. BOT OH yike 6exuT
K JKeHe ¥ IbeT U3 NOXOTHON MUCKH, BOT
TIO/ICTABJISAET 3aTHIJIOK, KOTOPBIA MBI
MOCJIYIITHO YellleM, a BOT CKAYeT JaJb-
me. Korza mposieTaeT MEMO IIPOXOXKUX,
y BCeX OAMHAKOBAs PEAKIIUs — YMHUIIU-
TeJIbHOE BBIPAKEHUE JIUI[A U IIUPOKAs
ysIBI0Ka. 9TO BEeHNHO yMeHUe BeceIuTh
JIIOZIel OAHUM CBOUM BHZIOM KOTZ[a-TO
momorio JKeHe, 1 OHO K€ IPUBEJIO UX

B BOJIOHTEPCTBO.

— Heckosbko JieT Haza/ y MeHs ObLT
CJIOXKHBIH TIEPUOJT, U 1 IOYYBCTBOBAJIA,
YTO MHE HY?KHO UTO-TO Jies1aTh. TouHee,
B JIyIlle BO3HUKJIA TIOTPEOGHOCTH KOMY-TO
nomMoraTb, — BcrnoMmuHaeT JKens. — MHe
OBLIO HE BayKHO, YeM 3aHUMAThCsI, HO
5THM HYKHO ObLJIO 3aHUMAThCSA ¢ BeHel,
U 5 HayaJia UCKaTh.

BEPA NPUBEJIA

B MockBe MHOTO OpraHU3aIuii, KOTOpbIe
TIPUBJIEKAIOT BOJIOHTepOB. Korza Kensa
obpartiaiach Ty/a, mpejjiarasi CBOU yc-
JIyTH, Bce ObLIN Paibl, HO, KAK TOJIBKO
y3HaABaJIH, YTO OHA XOYET BOJIOHTEPUTH

¢ cobakoii, 3By4as oTKa3s. JleTckue oma,
GOJIBHHUIIBL, TyHKTHI pa3ziauv MUIIH Ma-
JIOUMYIIMM U 6€3IOMHBIM — BE3/IE€ «HET».
JKeHs1 1aske MPUIILIA B IIEPKOBB, UTOOBI
TIOCOBETOBATHCS C GATIONIKOM. ..

U kak Gy/ITO KTO-TO €€ YCJIBIIIAL... YKe
oTtyasBimecs ;Kens u BeHsa HaTKHY/IUCD
Ha TIOCT B OJTHOM U3 coricereii: «Tpeby-
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IOTCS BOJIOHTEPHI C cOGaKaMU B XOCITUCHI
u LleHTp nmaJITMaTUBHOMN TOMOIIIH».

— fI nake He NOBEPIUJIA, — BCIIOMUHAET
Kemns. — [Tozxke BbINLIa HA KOOPAWHA-
TOpOB ITpoekTa «IIoMoIIb BoJIOHTEpa»,

U 0Ka3aJI0Ch, UTO TaM JIEHCTBUTEJIFHO
PpaAbI »KUBOTHBIM B CTaI[OHApax, 1 Bens
TOKE MOXKET CTaTh BOJIOHTEPOM U JlasKe
HACTOAIINM TepaneBToM!

CobecenroBaHue ITPONLTH UAeanbHO. Oco-
6oe BrIeUaT/IeHUE TPOU3BeJI BeHs, Beb
OH (PaHATUIHO JIFOOUT JIIOJIEH, U €CITH
€CTh BbIOOp, C KEM UT'PATh — C YEJIOBEKOM
WJTH APYTOH cOOAKOM, TO OH BCerza Bbibe-
PerT uesoBeka.

Bewns 6vicTpo cTas arobumurkoM. YKeHs
coobrana koopauuaropam GbOH/IA, YTO
€CTh BpeMs U BO3MOXKHOCTb IIPHEXATh
K Dal[UeHTaM, U UM ¢ BeHeil Ha3Haua-
1 yRoOHble /111 BeeX AHU. MHOTHE
MaIMeHTHI XK/ai BeHto u, koraa o
mpuberas, TYT 3Ke BOCTOPKEHHO KPH-
yanu: «BeHsina, ypa-a-a, ugu ko MmHe!»
A pyrue B 3TO BPeMs HETEPIIEIUBO
JK/1aJIM CBOEH OYepe U U CIIPALIUBaJIH,
KOT7ZIa y2Ke [eC IPU/IET K HUM?

— KoneuHo, y Hero ObLIIN U CBOU JTIOOUM-
4uKH, — roBoput Kens. — Hanpuwmep, on
OY€Hb JII0OUJI OHY TalleHTKY-KOJIACOY-
HUILy — OHH IIpocTo cresuck! OHa caxa-
J1a ero K cebe Ha KOJIEHU, U BCe, CUUTAH,
4TO HeT BeHH, ITOCKOJIbKY OHA €ro yKe He
XOTeJIa OTIycKaTh. A Bensma u pajg — ot
Hee eMy Bcer/ia Ilepenaiaau BKYCHAIIKH.
ITourpars ¢ co6akoil — 3TOro0 6BIIIO0
JIOCTATOYHO, YTOOBI MAI[UEHTHI TOYYB-
CTBOBaJIM cebs Uy Tk JIyullle: IpoObuBascs
DPyMSsIHeLl, MOABJIAJICS alllIeTUT, XOTeJIOCh
pasroBapuBaTh.

W NPOCHYTbCA OT LWEBETA NTULY

Xora kaHuCTepanus B Poccun He nmeer
0¢UIUAIBHOTO CTaTyCa, K 3TOMY METOLY
IIOMOIIY AI[UEHTY BPAYH IPUOEraloT
Hepenko. CyIIecTBYIOT KPUTEPHH 0TOOpa
SKMBOTHBIX JIJIS] TAKUX 3aHATUU U IIPO-
rpaMMa OATOTOBKH. DTU IIPaBUJIa HOCAT
PeKOMeH/IaTeIbHBIN XapaKTep U 6a3upy-
10TCA Ha KOZleKce 3THKHU KaHHCTepaneBTa.

Kak BcioMoraTe IbHbIH HTHCTPYMEHT Ka-
HHUCTEPANIA MOXKET IIDUMEHATHCA JaKe
JULSI TAKUX HeTyToB, Kak J{I1T1, 3a6osieBa-
HUS CEPIEIHO-COCYUCTOM CUCTEMBI, IIPH
MICXOCOMATUYECKUX PACCTPOMCTBAX.

B 2003 rozy B MockBe noABUIICA IPOEKT
«COJTHEYHBIH TIeC» — JIJIST PEIIEHUS COLIH-
JIPHOH aJIaNITAIli} U MHTETPALIVH JIeTel
C OTPaHUYEHHBIMHU BO3MOXXHOCTSIMH.
Cobaku MpoxoaAT 00ydeHHe 110 KypCy
«cobaka-TepareBT» U paboTaloT C IIeZjaro-
ramu-zedexTosoraMu, CHXOHEBPOJIOTa-
MH U TIcuxosioramu. Vicxozis u3 fuarsosa
U COCTOSTHUSA pebeHKa, COCTABIIAETCS
WHAUBUYAJIbHAS IIPOTPAMMa 3aHATHH.

B 2012 rogy B CankT-IleTepbypre 3ape-
rucTpupoBaHo CooOIIECTBO MOIEPIKKHU
U pa3BUTUA KaHUCTepanuu. YaeHbl
OpraHU3aIUH IPOXOAUIIHN 00yUeHre
METOJIaM U IpueMaM peabuauTaumu
¢ nomo1pso cobak. Bmecre ¢ IICIIBI'MY
uM. . I1. IlaBioBa 31€Ch IPOBOAATCA
HCCJIEIOBAHU A KIIUHUYECKOU dpdek-
THBHOCTH KaHUCTEPAIINU IIPU peabuu-
TalluU MAallUEeHTOB II0CJIe NHCYIbTA.

KoT ®duns - niobumel,
MHOTUX XXUTeNnemn
LeHTpa

noseoE oy | 81

MepBble ynoMmnHaHns

0 KaHucTepanuun obinu
ewle Bo BpemeHa 'vn-
nokpara, 3a 450 net go
Hawewn 3pbl. B [lpeBHen
Npeuun n Erunte co-
6aKun ncnosib30BanuUchb
OJ151 NNevYeHuns YenoBeka.
A c koHua XVIIl Beka
yeTBepoHoOrue apys3bs
y4yacTBOBaJiM B Tepanuu
AyLWeBHOOONbHbIX B AH-
rMn: NauueHTbl yxa-
»XKuBanu 3a cobakamu,

M cneynanucTbl OTMETU-
v noBbiweHne adcek-
TUBHOCTU JleYeHus
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JOEPLIE MOV

Kowka-
BOJIOHTEP
Jlanare — oueHb
Munas u camo

| crokoincTane

JTuanoza Myitdunosa,
Kxoopduramop ITepsozo
MOCKOBCK020 xocnuca

um. B. B. Muaauorwuxosoti

«O0H@iHcObL 2 Npuseaa

6 XOCnuc c8010 KOWKyY
Jlaaaze. bvLaa xono0oHas
3uma, nodaMoMmy Kowka
ObLra 6 wyoke. Kozoa
Mbl nepeodesanucs

6 2apodepooHoiL, myoda
3auna J¥ceHwuHa, Ko-
mopas ée3na Ha Kaman-
Ke MYHCUUHY. IO Oblau
MYydic ¢ rnceHoil. 2Kermwu-
Ha eouwLa c 6eavim, 3a-
CIMbLIBWUM AUYOM, OHA
ObL1a OHeHb Hanpsice-
Ha. Bopyz ona yeudena
KOWKY U 2POMKO OUKHY-
aa. C yousaenuem oHa
nodowna K Heit u cma-
Aa 2aadumv, a nomom
edpye 3anakaaa u no-
UWa OOpaIMMO K Mydicy.
Ho, xo20a ona exoduaa
6 cmauyuoHap, y Hee
0bL10 Ydice cosepuLleHHO
dpyzue auuo u Hacmpo-
eHue — MumMoaemHoe
ooweHue ¢ KowkKoil 0ao
el cunbL»

®onyp, «Bepar, rie Tpyauics Bens, ceti-
vac nomoraet 1leHTpy mauInaTHBHOU
TIOMOIIH, ero 11 GUIINAIAM-XOCIIHUCAM,
JIOMY CECTPHHCKOTO yX0/1a «JIF00IIHO».
IMTouTH B Ka>K/I0OM CTAI[OHAPE ECTh CBOU
JKUBOH YTOJIOK — PBIOKH, MOITyTau, KPo-
JIUKY, IMAHMWLIEL CoTpyaHUKY GOHA
PacCKa3bIBAIOT, UTO ITAIIEHTHI OUE€Hb
JIIO0AT JKUBOTHBIX, OHU C Y/IOBOJIBCTBHEM
HaboarT 32 HUMU. OcOOEHHO HPaBUT-
s IPOCHINATHCS YTPOM IO, 1ie6eT IITHUII.
A elre aKTHBHO BOJIOHTEPAT KOIIKH, HHO-
I71a MUHH-IIUTH, EHOTHI U JIAXKe IIOHH.

BETEPAH KAHUCTEPANUN

Ha rnaBHOI nHTEpHET-CTpaHuIle GoH1a
oMoty xocrucam «Bepa» ectsb dpa-
3a: «IToMoraeM Hen3J1e9rMO GOJIBHBIM
JIIOZSIM TIPOKUTB IOCJIeTHUE JTHHU C JI0-
CTOWHCTBOM U 0e3 60in». 32 3TUMU
CJIOBAMH CTOUT MHOTO BCETO — UCTOPHH,
SMOLIVH, JIIOJY U JKUBOTHBIE. Kazasoch
OBI, XOCIIHIC — HE caMoe JKeJJaHHO€e MeCTO,
BeJIb UX XKUTEJIN 3HAIOT, UTO KaKbIH
JIeHb MOJKET CTaTh NOCAeJHUM, HO JKeHs
TOBOPUT, 9TO 00 5TOM BCIIOMUHAIOT
PEAKO, IOTOMY UTO KasK/IbIU JIEHb U Yac
371ech co3aeTcs aTMocdepa JKU3HHU.

— OpHaXK Bl MEHS HAKPBLIIO, 5 BBIOe-
JKaJIa U3 XOCIIKCa, 3apbliaa, — paccKa-
3piBaeT JKeHs. — Ho Bce-Taku 0OBIYHO
51, HA0OOPOT, BBIXO/IUJIA 3aPSIKEeHHOU
SHEprueH, BeZ[b MbI C BeHel TpoKuIu
9TOT JIeHb He 351, IOMOIJIH, CeIaIu
TIpUATHOE, ITOpazioBaIn. MbI yeTpanBa-
JIV KOHIIEPTHI, BeJIb BeHs 3HaeT HEKOTO-
pble IUPKOBbIe KOMAH/IBI: «KYBBIPKATh-
csA», «TAaHIEBATh», «KPYKUTbCA». Bee aTO
OH C y/IOBOJIBCTBHEM JIEMOHCTPHPOBAJI
CBOUM BOCTOP?KEHHBIM 3pUTEIbHULIAM.

JBa rona BosionTepus Bens. OH Beerzia
OT/IaBaJI BCEro cebsI 1, KOr/ja BO3BPa-
11aJIcs IOMOH, Iazai 6e3 CHJI U CIasl
10 HECKOJIBKO YacoB. BosioHTEpCTBO
SHEPro3aTpaTHO HEe TOJIBKO JIJISA JIIOZIEH,
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HO U JIJIs1 ’)KUBOTHBIX, II03TOMY B (hoHIE
«Bepa» Bcerna npocsT x03s1eB ObITh BHU-
MaTeJIbHBIMHU K COCTOSTHUIO ITUTOMIIA, ETO
HACTPOEHHUIO U BO3PACTY.

— BeHe y>xe 13 JsieT, AJ151 cCOGAKU 3TO
COJINIHBIHM BO3PACT. A B IPOIIJIOM T'OAY
OH IIepeKUJI cephe3Hble IPOOIEMBI CO
370poBbeM. Criacu60 BpadaM: OHHU €0
cTabUIN3UPOBAJIH, HO C TE€X IIOP CUJIb-
Ho czai. IlosTomy BeHsiua yxe cam
«Ha IIeHCUU».

Bor u ceffyac HaIll CTAPUYOK MTOTYCTAT.
HaberasImuch, IJIOXHYJICS Ha MOIO
HOTY, TIOZICTABUB IIYIIUCTYIO TOJIOBKY
JULS TIoTyTaskuBaHuit. OH 3a[yMYHBO
IJIAAUT B CTOPOHY TYJISIONUX TPOXO0-
3KHX, U B €r0 B3IVIsAZe — IOHUMaHUE BCe-
T'0 HECOBEPIIIEHCTBA MUPA, YTO OCO3HA-
IOT MIPOXKUBIIIKE OJITHE TOABI CTADUKH.

HE BbUIEYMUBAET, HO JIEYMT
Kanucrepamnus B paMKaXx XOCITHCA — 3TO
OJIVH U3 UHCTPYMEHTOB MaJITMATUBHON
nomoinu. Korma namuesT 06e3601eH

¥ UBHYPAIOIIIE€ CHUMIITOMBI €0 6O0JIbIIE
HE MYYalOT, y HEro MOSIBJISIOTCS 00bIY-
HBIE JKeJIAHUS — TOCITYIIATD JIIOOUMYIO
MY3BIKY, CheCTh ITHPOKHOE, IOTJIATUTh
cobaky. KaHucrepamnus, KOHEYHO, HE
MOJKET BBLJIEYHMTD WJIM PeaOUIMTUPOBATD,
HO OHA IIOMOTa€ET Y€JIOBEKY OOPOTHCSI CO
CTPaxoM, HAXOJUTh HACJIAK/IEHHE B Ka-
3KJIOM SITU30/IE YKU3HH, 0OpeTaTh CHITY
B MaJIEHbKHX PaIOCTSX.

— 3HaeTe, BBIXO/ISI KaXK/bIA pa3 U3 XOCIIH-
ca, 1 lymaJia, 4YTo BOT OHa, )KU3Hb. Ee
ropaszo 60JIbIIIe IMEHHO B 9THX CTEHAX, —
BcnomuHaeT KeHs1. — CKOJIBKO JTI060My
u3 Hac orMepeHo? He 3Haet HukTo. Ho

51 BCeryzia 3HaJja, 4To y Hac ¢ Beneli ectb
CErofHANTHUHN JIeHb, ¥ MbI IIPOXKIIH €T0
TI0-HACTOAIIEMY.

Texcm: Ana Iloauesa
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Bcepoccuitckoe
obwecTso
op®aHHbIX

3ab0neBaHuI

«XOYET, YTOBbI JIOAW BCEFAA bbl/IA 10BPbI»

«$ »xenato Bcem ceMbsM HrKoraa He 6oneTb. [locne noctaHoBKYU
OuarHosa y Hac 6bIsio TpU Mecsua cnes, 1 4o Cux nop Aylla pBeTcs
Ha yacTu. CbiHy y>Xe TPyOHO OaeTcs NOObEM MO NIECTHULLE, OH

He MOXeT urpatb B pyT60/1 BO ABOPE, Y Hero obmnaa ot 6eccunms
3ane3Tb Ha ropky. Hawm getn oveHb XayT nedeHust. M BoisBNsSTb
OnarHo3 Hado Kak MOXKHO paHblle, Beb BPeMs AN Takux geten
6€eCUEHHO 1 BbICTPOTEYHO!

lysenb, Mmama Aviparta

1

PEOKASA 'AJIEPEA

Anpar,
CcrnvHasnbHas
MblLLIEYHas aTpodms

PaHHssa guarHoctuka TP nossonut nsbexartb
TS>KEbIX, HEPeAKO UHBAINON3NPYIOLLUNX
OCJIOXKHEeHUU

B CpeAHeM y NaumneHTa
c FTOD B TeueHmne
XN3Hn'!2

MaunenTbl c FTPP obecneumsatoTcs
3a cyeT cpencTB GoHAa
Kpyr Lobpa?

a. Cpeau naupnerTos ¢ nepenomamu Obveautertbie gaHHsie HIPS/HOST onpoca cpeaw naumertos ¢ FTOD
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