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Paznen 1. «Peakue, HO CHJILHbIE BMECTE):
OpPraHbl 3IPABOOXPAHEHU, CPEACTBA MACCOBOM MH(pOPpMALIMU U
00111eCTBEHHbIE OPraHU3ANNM B HH(POPMALIMOHHOI U TPOCBETUTEIbCKOI

padoTe 1o peaKkum 3a001eBAHUM

1. Penkue 3a00/1eBaHNsl KAK TPY/AHAS KU3HEHHAS] CUTYaIUsl

TpyaHnast ’KU3HEHHAs] CUTyallds UHBAIUJIOB XapaKTEPU3YeTCsl KaK CUTyallUs
COLIMAJIBHOM HECTAaOMIJIBHOCTH, OIpEAENsIeTcs] KaK KpH3UCHas, CTPECCOreHHas,
nepeoMHas, SKCTpeMalibHasi, HEOIpeJeieHHAas U KPUTHYECKas. DTO CUTyallus,
OOBEKTUBHO HApYIIAIONIasi COIMAJIbHBIE CBS3U YEJIOBEKA C €ro OKPYKEHHEM,
YCJIOBUSIMH HOPMAJbHOM JKU3HENESITEIIbHOCTH U CYOBEKTUBHO BOCIPHHUMAaceMasi
UM KaK «CIIOKHas», BCJIEICTBHE YEro OH MOXET HYXJATbCid B TMOJACPKKE U
MOMOIIM  COLMANBHBIX CIyX0 juisi pemieHuss cBoed mpobiembl. [lpu
BO3HMKHOBEHWW TPYJHOW JKU3HCHHOW CHUTyallMM B JKU3HEACITCIBHOCTH ¥
WHUBUIA OOHAPYKUBAIOTCS AedOpMAaIINU, TIOSBUBIITUECS HA OCHOBE COIMAIBHBIX,
TICUXOJIOTUYECKHUX U (U3UUCCKUX TPABM.

Cornacno ®enepanbHomy 3akoHY Nel24-®D3 «OO0 OCHOBHBIX TapaHTHSX
npaB pebGenka B Poccuiickoii ®Denepanuuy, NEeTH, HAXOIANIUECS B TPYAHOU
JKU3HEHHOW CUTYaIluH, — 3TO JETH, OCTaBIIMECs 0€3 MONeUYeHUs] poauTeNei; 1eTH-
WHBAJIUJIBI; IETU C OTPAHUYEHHBIMU BO3MOXXHOCTSIMH 3/I0POBbSI, TO €CTh UMEIOIIHIE
HEJIOCTATKM B (U3UYECKOM U (WJIM) TMCUXUYECKOM Pa3BUTUU; AETU — >KEPTBBI
BOOPY)XCHHBIX M  MEKHAIIMOHATBHBIX  KOH(JIUKTOB, O3KOJOTHUYCCKHX U
TEXHOTEHHBIX KaTacTpod, CTUXUIHBIX OEJCTBUMN; NETH M3 CEMell OCKCHIIEB U
BBIHYKJCHHBIX MEPECEIICHIIEB; JIE€TH, OKA3aBIIMECS B DKCTPEMAJIbHBIX YCIOBUSX;
JIETH — SKEePTBBI HACWIIMS; JI€TH, OTOBIBAIOIIME HaKa3aHWE B BHJIC JIUIICHUS
CBOOOJBI B BOCHHUTATEIBHBIX KOJIOHUSX; JIETH, HAXOJIAIIWECS B CIEIHAIbHBIX
y4eOHO-BOCTIUTATCIIBHBIX YUPEIKIACHUAK; JE€TH, MPOKHBAIOIINE B MAIOUMYIIHX
CEMBSIX; JIETU C OTKJIOHCHUSIMU B MOBEJICHUH; JCTH, )KU3HEACATETLHOCTh KOTOPHIX

00OBEKTHBHO HapYIlIEHA B PE3yJIbTaTe CIOXKHUBIIUXCSA OOCTOATENILCTB U KOTOPhIE HE
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MOTYT TIPEOJ0JIETh JaHHBIE OOCTOATETHLCTBA CAMOCTOSTEHHO WM C TOMOIIBIO
CEMBbH.

Ocoboe MecTo OTBOAMTCS MpoOjeMaM JIMIl C HapylIEHHWEM 3I0pOBbA, C
OTPAHUYCHHBIMH  (QU3UYECKUMU U  [CHUXUYECKUMH  BO3MOXKHOCTAMH. A
WHBAJIMHOCTb, KaK TpyJdHAs >KU3HEHHas CHUTyallusl, paccMaTpuBaeTcs Kak
COCTOSIHUE  COLIMAJIbHOM  HEJIOCTAaTOYHOCTH  HA  UHAUBUIYAIbHOM U
MOMYJISIITUOHHOM  YPOBHSX BCJEACTBUE HAPYIICHUS 370pPOBbSI CO CTOMKUM
paccTpoiicTBOM  (YHKIMM  opraHu3ma, MPUBOJAIIEE K  OFPAHHUYCHHUIO
KUZHEJEATEIBHOCTH U HEOOXOAUMOCTH COITUATBLHOM 3aIlUTHI.

Uctopuyeckn CIOXWIOCH Tak, YTO OTEUECTBEHHAs MEJUIIMHA B
OONBIIMHCTBE CBOEM HalpaBjieHa Ha Oojee WM MEHEE pPachpOCTpPaHEHHBIC U
XOPOIIO U3BECTHBIE COIMATBLHO-3HAUNMbIE 3a00sieBaHus. [lalueHThl ke ¢ peAKUMHU
3a00JIeBaHUSIMUA ~ SIBJISIIOTCSL  OJTHOM M3  CaMbIX OOJBIIUX TMPOOJIEM CHUCTEMbI
3paBooxpaHeHust (M He TobKo B Poccun). /luarHoctuka Takux OoJie3HEll 4acTo
3aTpyJHEHAa WM HEIOCTYIIHA, JICUCHHE 4acTo HEAI(D(EKTUBHO H3-3a OTCYTCTBUS
COOTBETCTBYIOIIUX JIEKAPCTB (METOJOB JICUEHHUs), MPOTHO3bI HEYTEIIUTEIbHbI
[CokomoB A.A. [IlepconamusupoBaHHas MeEAUIMHA U JICYEHHE PEIKUX
3aboneBanuii / A.A. CokosioB // ®onn «BeuHas MOJI010CTh].

Cormacio (denepanpbHoMy 3akoHy «OO oXpaHe 370pOBbS TpaklaH
Poccuiickoit deneparuny», penkue 3a007€BaHUS TPAKTYIOTCS Kak 3a00JieBaHUS,
KOTOpBIE MMEIOT pacrpocTpaHeHHOCTh He Oonee 10 ciaydaeB 3aboneBanus Ha 100
Thicsiu HaceneHuss [O0 oxpaHe 370poBbsi TpaxkaaH Poccuiickoit denepanuu:
OenepanbHbil 3ak0H OT 21 HOs0ps 2011 r. Ne 323-@3. Crt. 44 [>neKTpOHHBIN
pecypc] // CipaBouHO-1IpaBoBas cuctema «KOHCyIbTaHT IITI0C].

Taxke MO  «pEeIKUMU»  TOAPa3yMEBaIOT  3a00JI€BaHMS, KOTOPbIC
BCTPEYAIOTCS Y HEOONBIIOTO YHCIA JIFOJIEH OTHOCHUTENIBHO OOIIeH YHCICHHOCTH
HacesneHus [Penkue 6onesnn / Beepoccuiickoe o0recTBo opdanHbIx 3a001eBaHU
/I [anexTponHbIii pecypc] http://www.rare-diseases.ru/rare-diseases/53-2010-06-
05-09-07-02.html].



B mupe He cymiecTByeT €IMHOrO0, IIUPOKO MPUHUMAEMOIO OMpEAeiIeHUs
penkux 3aboneBanuii. HexkoTopble ompeneneHusi OCHOBBIBAIOTCS HAa KOJUYECTBE
JOJeH, KUBYIIUX C 3a00J€BaHUEM, JIPYrue€ MOTYT BKJIIOYAaTh WHBbIE (AKTOPHI,
HaIlpuMep, JOCTYMHOCTh JICUCHHS OO0JIC3HHM WM BO3MOXXHOCTH OOJIETYCHHUS €€
teueHust [[Ipocroe o cnoxuoMm / Penkue 6ome3nu B Poccun. 2012. Ne 1. C. 22.].

B EBpore k peakuM, OTHOCAT 3a00J1€BaHus1, UMEIOIINE PACIIPOCTPAHEHHOCTh
1:2000 u pexe. Ognako 3Ty HUGpPy MOXKHO CUMTATh YCJIOBHOM, Tak Kak IS
pa3HbIX 3a00JIEBaHUI OHA MOKET MEHSTBHCS CO BPEMEHEM B CBS3HU C IMOSBICHUEM
HOBBIX JIAHHBIX WJIA B 3aBUCUMOCTH OT reorpauyecKkoro MOJIOKEHUS U COCTaBa
nonynsiuuu  [Penkue Oonesnn / Bceepoccuiickoe — 001IecTBO  OpQaHHBIX
3a00JICBaHU |,

Penkue 3a0o1eBanus MO CBOEH MPUPOJIC MOKHO YCIOBHO Pa3/iesiuTh Ha JBE
IpYIIbL: HACJIEACTBEHHBbIE M HEHAcleACTBEHHble. HacnencTBeHHblE MOTYT
NepeNaBaThCsl OT POAUTENEH U BOZHUKATH M3-3a NEPBUYHON MyTaluu reHoB. OHu
HE BCErja MpOSIBISIOTCS Cpa3zy IOCie POXKACHUS pPEOCHKa, MOATOMY HEJb3s
CMEIIMUBATh IOHATHUS «BPOXKJICHHBIN» U «HACIECICTBEHHBIN». HeHacnencTBeHHbIe
3a00JieBaHusl 00YCIOBIIEHBI JTM00 (pakTOpaMu BHEIIHEW Cpefibl, TU00 coueTaHueM
TUX (PAKTOPOB C HACIEJCTBEHHOMN MPEIPacoOKEHHOCThIO. BHEITHUE TPUYUHBI
MyTalii  MOTYT OBITh pPa3JIMYHBIMH. JTO H BO3JEHCTBUE OOIy4YECHUH,
CBEPXBBICOKMX YaCTOT, YJIbTPa(HOJETOBOIO M3IYyUYEHHS, TO €CTh PaJUallMOHHBIX
bakTopoB, a TaKKe XHUMHUYECKHX U TOKCHYECKHX BeIecTB. Bce 310 Moxker
MIPUBECTH K MOBPEKACHUSM T€HETUYECKOTO amnmapara ¥ BOSHUKHOBEHUIO TOTO WJIU
uHOro 3abosieBaHusi [MHTEpBBIO TJABHOTO CIEHHAINCTA 1O MEIUIMHCKON
renetkd Munsapasa Poccuu Ilerpa HoBrkosa].

Takxe cienyeT oTIMYaTh pejkue 3a00aeBaHusi OT opPaHHBIX (CUPOTCKHX).
EBpomneiickuii coro3 TpaktyeT opdanHoe 3a001eBaHue, KaK YTPOKAIOIIEE KU3HU U
3I0POBBIO0  XPOHHUYECKOE 3a00JIeBaHUE, KOTOPOE€ UMEET HACTOJbKO HHU3KYIO
BCTPEUAEMOCTh, UYTO HEOOXOAUMO TPUMEHEHHE CHEHUANbHBIX YCWIMK s

npcaoTBpaliCHUA 3216OJ'I6BaeMOCTI/I, paHHeﬁ CMCPTHOCTH M IIOBBIIICHHA Ka4YCCTBA



xu3Hu OonpHBIX [JleOeneB A. Bpems opdannbix 3aboneBanuii / A. JleGenes //
Menuiunackas razera. 2012. Ne 16. C. 10.].

Curyanus ¢ opraHuzanyeid MeJIUIIMHCKON U COIMaTbHOM MOMOIIN OOJIbHBIM
penkumu 3aboneBanusMu B Poccum octaercs cioxkuoi. [larmenTckue coobmecTna
CBSI3BIBAIOT ATO C OTCYTCTBHEM pErucTpa OOJbHBIX, CTAHAAPTOB JUATHOCTUKH U
JICYCHHS] TMAIMEHTOB, a TaKXe HEeIOCTYMHOCThIO JIEKAPCTBEHHBIX CPEJICTB
[MexpernonaiapHasi 0JJarOTBOpUTETbHAS OOIIECTBEHHAS] OpraHU3allds WHBAIHIOB
«CITHUITIOP3» [anekTponnsIil pecypce] http://spiporz.ru/]. CyiecTByeT MHEHUE, YTO
B HAIlIEW CTpaHE PEIIaroTCs MPOOJIEMBI TOIBKO COIMAIbHO-3HAYMMBIX OOJIe3HEH, a
OTJCNIbHBIN YENIOBEK C PEeIKUM 3a00JIeBaHMEM OCTAeTCs OJMH Ha OJUH CO CBOCH
007e3HpI0. MenUIMHCKasE TTIOMOIIb pacCYUTaHa B OCHOBHOM Ha 0oJiee WM MEHee
COIMAJIBHO 3HAYUMBIC TPYIIIHI MAIIEHTOB U MPAKTUYECKA HE OXBATHIBAET PEIIKHC
3a00JIeBaHUSI.

[IpoGnemMbl OoNbIIMHCTBA OONBHBIX PEIKUMHU 3a00JIEBAHUSIMHU CXOXKHU. ITO
HEJOCTYITHOCTh ~ CBOCBPEMEHHOW ¥  TOYHOW  JHUArHOCTHKH, OTCYTCTBHUE
uH(pOpMAIUK, a YaCTO M HAYYHBIX 3HAHUI O 3a00JIEBaHUU, TSHKEIIbIE TTOCIIEACTBUS
JUIS TIAIAEHTOB C COIMAJILHOM TOYKH 3pPEHUS, OTCYTCTBHE KadyeCTBEHHOTO
OKa3aHMsI MEIUIIMHCKOW MOMOIIH, OMUOKA U TPYAHOCTH B MOJIYYCHHUH JICUCHUS U
yxona [2012 r. momken crtath ['omom penkux Oosesnert / Coro3 malueHToB U
MAIMCHTCKUX OpraHu3aIuil peKuX 3a00JICBaHHMIA].

[TepBbIM IarOM K OpraHU3aIlMy METUITMHCKON MTOMOIIH O0JIBHOMY C PEIKOM
OONE3HBIO  SBISETCS IMOCTAaHOBKAa auarfHo3a. CrHenuaaucTsl  MEePBUYHOTO
JTUArHOCTUYECKOTO 3BEHA 3a4acTyl0 O0JaJar0T HEAOCTATOYHBIMHA 3HAHUSMHU T10
OONBIIMHCTBY peaKuX 3a0ojeBaHui (M dTa TpobiiemMa CyIEeCTBYET HE TOJIBKO B
Poccun). OtcyTcTBHE MHDOPMALIMY JICKUT B OCHOBE TMATHOCTUUECKUX OIIMOOK, a
ATO UCTOYHMK CTPAJAaHUN MAIMEHTA U €r0 CEMbH, MPUYNHA OTCPOUYKHA B OKa3aHUHU
MEUITMHCKONW TIOMOIIM, WHOTJA MPHUBOISAIICH K HEOOPAaTHUMBIM MOCIEICTBHIM
[JlebeneB A.A. Penkue 3a0osieBaHUs: MPOOJIEMBbI W TEPCIEKTUBBI peIICHUs //

BectHuk 001mecTBEHHOTO0 370pOBbS H 3apaBooxpaneHus JlambHero Boctoka

Poccumn. 2012. Ne 1.C. 23.].



B Poccuiickoit ®enepanu  TONBKO Hayan (OPMHPOBATHCS PETUCTP
OOJIbHBIX C PEIKUMHU TMATOJIOTUYECKUMU COCTOSHUSIMHU M, COOTBETCTBEHHO, HE
MPOBOJUTCA WX MOHUTOPUPOBAHUE, HET EAMHBIX IMPOTOKOJIOB U CTaHAAPTOB
JIMarHOCTUKU W JICYEHHUS ATUX MNalueHToB. He JOCTUTHYT TpeOyemblil ypoBEHb
JUArHOCTUYECKUX BO3MOXKHOCTEH MEAMIIMHCKUX VYUpPEXIACHUH, HET IeHTpa
uHopMaIMU 1O peAKUM OO0JIe3HsAM, KpailHe Majo Bpadeil, HUMEIOLIUX OIbIT
MOT00HOM NIEeATeNTLHOCTH, HE BBEJCHBI B 00Pa30BaTEIBHBIA MPOIECC CTYJACHTOB U
Bpayeil He0OX0JMMbIE MPOrPaMMbl TOJATOTOBKU MO00HBIX CIEIIUATHCTOB.

[IpobGsiema BTOpasi — moxyuyeHue HEOOXOAUMBIX JIEGKAPCTBEHHBIX CPEACTB IS
3G PeKTUBHOTO JIeUECHUSI U TOIJACPKAHUS  KUBHEACATEIbHOCTH OOJBHOTO.
[IpoGnema okazaHusi MEAMIIMHCKON TOMOIIM M JIEKQPCTBEHHOTO OOECIeYeHUs
JIOJIeH, cTpajarommx peaKuMu (opdaHHBIMU) 3a00JE€BAHUSIMU — OJIHA U3 CaMBIX
CIIOXKHBIX B cOBpeMeHHOW Memuiuue. [Ipunarue denepanbHoro 3akoHa «0O0
OCHOBAaX OXpaHbI 3/I0POBbSl IrpakaaH B P®» MoOrio pemwurb MHOTHE TPOOJIEMbI
NAlMEHTOB ¢ pelkuMu (opdaHHbIMU) 3a000eBaHusIMU. OTHAKO, 10 MHEHUIO psla
HKCIIEPTOB, JI0 CUX MOP HE MPUHATHI CTAHAAPTHI JICYCHUSI PEIKUX 3a00JeBaHUM, a
3apEeTUCTPUPOBAHHbIC B CTpaHe opdaHHBIE Mpenaparbl HE BXOMST B CIHCOK
JKU3HEHHO BaXXHBIX JIEKAPCTBEHHBIX cpelacTB. [loaTOMy, MHOTrME MalMeHThI
CTpaJlaloliie peAKuMHU 3a0o0sieBaHUSIMU, Hampumep Ooise3nb dalpu, nerouyHas
apTepualibHasl TUIIEPTEH3US, HE MOTYT MOJIYYUTh HEOOXOIUMYIO0 TOMOIIL [ Thicsaun
JOJed ¢ peNKUMHU OOJIE3HSIMH HE MOTYT MOJYYUTh HEOOXOAMMYIO IMOMOIIb /
Poccuiickas ~ koanmuuuss ~ OpoTUB  OEIHOCTH [PneKkTpoHHBIN  pecypc]
http://www.protivbed.ru/content/obshchaya-informaciya]. Crout nomyepkHyTb,
YTO JICKAPCTBEHHBIC TIpemaparbl, MpEeAHA3HAYCHHBIC I JICUYCHUS PEIKHUX
3a00JIeBaHUM, SIBJISIIOTCS BEChMa JIOPOTOCTOSIIIUMU M OCHOBHas (hUHAHCOBAs
Harpy3ka Ha oOecredeHue OOJIbHBIX HEOOXOJAMMBIMU JICKAPCTBAMHU JIOKHUTCS Ha
IJIeYu rocyaapctBa. [pyroi cioKHOCTBIO SIBJSIETCS OTCYTCTBHE IMpENnapaToB Ha
(dbapMaiieBTUUECKOM phIHKE. X TPOU3BOJACTBO OCYIIECTBISETCS TOJIBKO 3a
pyOexom, TJie UMeeTCsl 3HAUMTENIbHAs MOJAepKKa (hapMaIleBTUIECKUX KOMITAaHUN

co croponbl rocyaapctBa. Ho B Poccuiickoit ®enepauun HEOOXOIUMBbIC
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JIEKapCTBEHHbBIE NPenapaTbl HE TOJBKO HE BBITYCKAIOTCS, HO U NPAKTUYECKH HE
3aKyMArOTCs, HE JIMLEH3UPYIOTCs [lMarHoCcTUKa W Je4YeHHE peakux OoJie3HEeH —
HepellleHHas: pobiiemMa coBpeMeHHoM meaunuHbl / HanmonanbHas Acconuanus
opraHu3alnuii 00JIBLHBIX pEAKUMU 3a001eBaHusIMU «[ eHeTHuKay|.

Tpetbss mpobiieMa — 3TO 3Tanm MmojydeHus: oOpaszoBanusa jaeredi ¢ MHP u
peaxkumu 3a0oneBaHusiMA. OOpa3oBaHUE JETEH CO CIOXKHBIMH HApYIIECHUSMH B
pPa3BUTHM SBIIETCS JOBOJIBHO CEpPbE3HOW, HO HEAOCTAaTOYHO H3Y4YEHHOU
po0IeMoil KOPPEKIIMOHHON nenaroruku. JlaBHo u3BecTeH ¢GakT, eciu y peOeHKa
3aJIepKKa Pa3BUTHs, OH JIOJKEH OBITh MPUHAT HA O0yYEHHE KaK MOXHO paHbIIE.
Tak, B cTtpanax 3amanHou u CeepHou EBponsl, netn ¢ MHP npunumarorcs Ha
oOyuyeHue B LIKOIY C LIECTH, a TO U ¢ IATH JieT. B pa3zBurum moboro pedeHka
UCKIIIOUUTEbHO  BAXXHYIO pOJb UIpaeT I[O3HaBaTelIbHAs  JIEATEJIbHOCTD,
peanusyromasics B oOpazoBaHuu. B Poccum, He cMOTps Ha CyIIECTBEHHBIE
WU3MEHEHUS B 3aKOHOJATENILCTBE 3a MOCIIEIHUE MATH JIET, €I1€ OYEHb MHOTO JIETEeH
U3 YKcia AeTeH IIKOJbHOIO BO3PACTa «HE OXBauy€Hb» 0Opa3zoBaHueM. B ocHOBHOM
ato getu ¢ MHP. Cucrema WHKIIO3UBHOTO OOpa3oBaHUS HE TMpeanosaraer
«BKJIFOUEHUE» ITUX JIeTeH B 00IIyI0 00pa30oBaTe/IbHYIO PaboTy.

CBoeBpeMeHHasi OpraHu3alus KOPPEKIIMOHHOTO BO3JCUCTBUS SIBIAETCS
OCHOBHBIM  (haKTOpPOM, OOYCIIaBIIMBAIOIIMM  COIMAJBHYIO  aJanTalyio |
peabunuTanuio pedeHka. Ycmex paboThl € TaKUMH JETbMH 3aBUCUT OT
KOMIIETEHTHOCTH U MpoQeccuoHann3Ma meaarora-i1eQpeKTosora, JIoroneaa, Bpauen
ncuxuaTpa, HeBponatojiora. KoppeKUMOHHO-TIETarorn4yeckoe  BO3JEHCTBUE
JIOJDKHO OBITh HAIpaBJICHO HA MPEOJOJIEHHWE W MPEAYNPEXKIACHHE BTOPUYHBIX U
MOCJEAYIOMINX HAPYIIEHUN pa3BUTHS, & CAMOE TJIABHOE HA COLMANIM3AIMI0 TAKOTO
pebenka B o0uiecTBe, Ha (HOPMUPOBAHKE ONPEACICHHOIO Kpyra 3HaHU U YMEHHU,
HEOOXOJMMBIX [l YCIENTHOW TMOATOTOBKM JETe K JKU3HH BHE NIKOJIBI.
Opranuzanusi JESITEIbHOCTH CHEHHAIBHOTO (KOPPEKIIMOHHOTO) YUPEKICHHS
OTpeeIeTCs] OCOOCHHOCTSIMU Pa3BUTHUS JTAHHOW KaTETOPUM JIE€TEH U OCHOBHBIMHU
MPUHITUTIAMU TIOCTPOCHHST KOPPEKIIMOHHO-00pa30BaTeIbHON pabOThl B JTaHHOM

yupexaennn [OpemenkoBa H.D. CormuansHas pabota ¢ J€TbMH, HWMEIOIIUMHU
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penkue reHetuueckue 3aboneBanus / H.D. OpemenkoBa // OTedecTBEHHBIH
KypHau conranbHoi paboTsl. 2012. Ne 3. C. 115.].

YerBeprass mpobiema. Poautenu, poauBiime peOEHKA € TEHETHUYECKUM
3a00/ieBaHMEM, HE HUMEIOT JOCTaTOYHBIX 3HAHWM O ero 3a00JIeBaHUU, €TO
BO3MOXKHOCTSIX U OyaynieM. B OGoJIbIIMHCTBE ciydaeB, I€TU UMEIOT COXpaHHBIN
uHTEUIeKT. OHU TOCEIIaloT OOBIYHBIE JOIIKOJBHBIE U 001e00pa3oBaTelIbHbIC
YUpPEXKACHUS, HO UX 00pa3 >KU3HU OTIMYAETCS OT 00pa3za KU3HM JIPYTUX JIETEH.
[Ipensiaraempie yCIyrd IO COLMAIBHOM peadmiuTalui JeTel ¢ pelaKuMu
3a00JIeBaHUSIMA  3a4acTyl0 HE€ JOCTHUraloT I[IOCTaBJIEHHOW 1elu, Tak Kak
peabuIUTalMOHHBIE MEPOTIPUSATHS HA3HAYAIOTCS 0€3 yueTa MHEHHUS CIICIUaINCTOB
(MEIMKOB U MICUXO0JIOrOB) MO MPOQHIII0 3a00JIEBaHUS U COOTBETCTBEHHO NEPEUYEHb
IpeIaraéMbIX YCIIyT, HE B JOCTaTOUYHOM CTETIEHH COOTBETCTBYET MOTPEOHOCTSIM
JETEH.

ConmanibHass MCKIIOUEHHOCTh M JIE3MHTErpalus JeTedl C  pPeaKuMHU
3a00JIeBaHUSIMU, HE WHPOPMHUPOBAHHOCTh CEMEU, OTCYTCTBUE HEOOXOIUMBIX
3HAHUU y CIIELUAIMCTOB Pa3HbIX MPOoduUiIeii 0 KOMIUIEKCHOM MOJIXOE B BOMpOcax
COIIMATILHON peaduIMTaluKu JeJal0T ATy MNpoO0JeMy akTyaibHOM B Maciirabax
oonpmMHCTBA CyOBekTOB Poccuiickoit deneparum.

B Poccunm He cyimiecTByeT CHeUMaTU3WPOBAHHBIX pPEaOMIUTAIIMOHHBIX
HEHTPOB AJIs JTIOCH C PeIKUMH 3a00JI€BaHUSIMH, B CTPYKTYPY KOTOPBIX BXOIHIIO
Obl OTAEJIEHUE MEIUKO-TEeHETUYECKOW AMArHOCTUKH, KaK JJIsl B3pPOCIbIX, TaK U
netedl ¢ peakuMu 3a0oneBaHusIMUA. OTCYTCTBYET Takash MOJENb peadWIMTALNH,
IpU KOTOPOH chenuanbHO OOyYeHHbIE MEJaroru U peaOWJIMTONOTH, HAyYWIIH
MPUCTIOCOOUTHCS K peambHOM  KM3HW, HAy4YWJId  HaBBIKAM  OOIICHMUS,
caMmoo0ciykuBaHusi, puzndeckoit u ¢uHaHcoBou rpamotHocTH [Jonropykas E.
CornmanbpHas peadbmuTanus Jiroaen ¢ peakumu 3aboneBanusvu / E. Jlonropyxkas //
Buptyanbsnsiii sxypHan «Hunter syndromey].

[Tepeuncnennbie podIeMbl peOeHKa C PeIKUM 3a00JIeBaHUEM U €0 CEMbU
B COBOKYITHOCTH COCTABJISIIOT LIEJIOCTHYIO TPYIHYIO >KM3HEHHYIO CUTYallUIO, TIpU

KOTOpOH i peOeHKa He MPEACTABISIETCS BO3MOXHBIM MOJTYYUTh MOJHOLIEHHOE
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JedeHue, JEKapCTBEHHOe oOecrieueHue, o0pa3oBaHUE W MPONTH COLMATU3ALUIO
KaK TOJHOIEHHOMY ujeHy oOmiectBa. KoanuecTBO MaluMeHTOB € pPEIKUMU
3a00JIeBaHUSMU TOJl OT rojla pacTeT, Kak B LEJIOM MO MHpY, Tak U B Poccum.
OOmiee  KOJNMMYECTBO  BBIABICHHBIX  MNAlMEHTOB, CTPAJAOMIMX  PEIKUMHU
3a00JIeBaHUsIMH, NPOKUBAIOIIMX TOJbKO B PecnyOnmke Tarapctan — Gosee 450
YeJaoBeK, M0 JaHHbiM  DopMysnspHOro komurera Poccuiicko —akaaeMuu
meaunHckux Hayk (PAMH), poccusia ¢ peakumu 3a001eBaHUSIMI HACUUTHIBACTCS
okojo 300 ThICSY 4YeNOBEK, MAlMEHTCKUMM OpraHu3alusMu OblUI COCTaBJIEH
CIIMCOK pPeIKuX 3a00JieBaHMi, 3aperucTpupoBaHHbiX B Poccum Ha 2012 rom —

Bcero 230 HauMeHOBaHMUH.

2. Penkue 3a0o/ieBaHNsl, KPUTHYECKHE COCTOSIHUSI M MHOKECTBEHHbIE
HApYUIeHUs y AeTeil
Hctopuyeckn CIOXKWIOCH TakK, YTO OTEYECTBEHHAs MEIULHMHA B
OOJBIIMHCTBE CBOEM HampaBieHa Ha Oojiee WM MEHEE pPACHpPOCTPAHCHHBIE H
XOpOIIIO U3BECTHBIC COIMATBHO-3HAUNMbIC 3a00s1eBanus. [1alueHThI ke ¢ peaKuMu
3a00JIeBaHUSIMUA ~ SIBJISIFOTCSI  OJHOM M3 CaMbIX OOJIBIIMX TPOOJEM CHUCTEMBbI
3paBooxpaHeHus (U He Toibko B Poccum). J[marnoctuka Takux 0oJie3HEH 4acTo
3aTpy/lHEHA WM HEJOCTYIHA, JieYeHHe 4acTo Hed((EKTUBHO H3-3a OTCYTCTBUS
COOTBETCTBYIOIIHX JIEKAPCTB (METOLOB JICUCHFs), IPOTHO3bI HEYTCIINTEIIBHBI .
Cornacio (denepanpbHoMy 3akoHy «OO oOXpaHe 370pOBbsS TpaxkIaH
Poccuiickoit @enepanuuy peakue 3a00JeBaHUS TPAKTYIOTCS Kak 3a00jeBaHUs,
KOTOpbIE UMEIOT pachpocTpaHeHHOCTh He OoJiee 10 ciyyaeB 3a0oneBanus Ha 100

TBICAY HaCCHeHI/IHZ.

! CokonoB A.A. IlepcoHann3upoBaHHas MEIWMIMHA M JedeHHe peaknx 3abomesanuii / A.A. Coxonos // ®onx «Beunas
MoJI010CThY [3mexkTponHsIi pecype] URL: http://www.vechnayamolodost.ru/pages/pages/permeilereza8b.html

2 06 oxpaHe 370pOBbs Tpaxcaan Poccuiickoit Mexepammu: Denepansusiii 3akon or 21 moséps 2011 r. Ne 323-®3. Cr. 44
[anexTponHsbIii pecypc] // CripaBouHo-TpaBoBasi cucreMa «KoHCynbTaHT ey / Www.concultant.ru
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Taxke moOm  «peAKMMU»  TMOApPA3yMeBAIOT  3a00J€BaHUS, KOTOPHIC
BCTPEYAIOTCSA Y HEOONBIIOTO YHCIIA JIFOJICH OTHOCHUTEIBHO OOIIEH YHCICHHOCTH
HACEIICHHSL .

B wmupe He cCyliecTByeT €AMHOTO TMPUHATOrO OMNPEICTICHUS] PEIKUX
3a0oneBanuii. HekoTopeie ompeneraeHusl MOJararoTcs Ha KOJUYECTBO JIIOJIEH,
KUBYIIUX C 3a00JIeBaHHEM, JPYTU€ MOTYT BKIIOYATh MHBbIC (PAKTOPHI, HAIIPUMED,
JOCTYITHOCTb JICYCHNUs OOJIE3HU MM BO3MOKHOCT OOJICTICHHS €€ TCUCHIS .

Wrak, kak Mbl yKa3bIBalu paHee, B EBporie K peIKUM OTHOCST 3a00JieBaHus,
uMeronue pacrpoctpaneHHOCTh 1:2000 u pexe. OmgHako 3Ty UUPpPY MOKHO
CUMTATh YCJIOBHOM, TaK Kak JJisg pa3HbIX 3a00JieBaHUN OHA MOXET MEHSIThCA CO
BPEMEHEM B CBSI3M C IMOSBJICHUEM HOBBIX JAaHHBIX WJIM B 3aBUCUMOCTH OT
reorpadMuecKoro MOMOKEHHS H COCTABA OMYJISIIIA".

B CIIA Akt o penkux 3aboneBanusx 2002 roma ompeaeisieT peaKue
0oJIe3HU KaK «0O0JIe3HU WIIM COCTOSIHUS, 3aTparuBaromue Meree 200000 mroaeit B
CIIA», wnun npumepHo | yenoeka u3 1500. B SAnonum penkue Oosie3HH
OTIpEIEIISIIOTCS Kak 0oJie3Hu, 3aTparuBatomue Menee 50000 maiueHToB, Uil OKOJIO
1 cpenu 2500. Onnako EBponerickas KOMUCCHS IO 3APAaBOOXPAHEHUIO ONPEAEISET
penkue 00e3HN KaK YyrposKaIOIINe KU3HU WM XPOHUYECKUE CepbE3HbIC OOJIE3HH,
MMEIOLIME HACTOJIbKO HU3KUM YPOBEHb B MOMYJSLUUU, YTO JJII UX HU3YYEHUS U
OOpbOBI C HUMHU TPEOYIOTCS CHEIUaIbHbIC O0IINE YCUITHS.

Taxoke ciemyeT oTau4aTh peakue 3a00jeBaHus OT Op(aHHBIX (CUPOTCKUX).
EBpomnelickuii coto3 TpakTyeT opdaHHOe 3a00I€BaHUE KaK YIpOXKAOIIEe KU3HU U
3I0POBBIO  XPOHUYECKOE 3a00JieBaHUE, KOTOPOE€ HMEET HACTOJbKO HHU3KYIO
BCTPEYAEMOCTh, YTO HEOOXOJAMMO TPHUMEHEHUE CHCIHAIBHBIX YCUIUH IS
npeoTBpalieHus: 3a0071€BaeMOCTH, paHHEH CMEPTHOCTH W TIOBBIIIEHUSI KauecTBa

6
JKU3HU OOJIbHBIX .

® Penxue Gomesun / Beepoccniickoe oGmectBo opaHHbIX 3aGonesanuii // [amekrponnsii pecypc] URL: http://www.rare-
diseases.ru/rare-diseases/53-2010-06-05-09-07-02.html

* IIpocroe o cnoxxHoM / Penkue Gonesun B Poceun. 2012. Ne 1. C. 22.

® Penxue Gomesuu / Bcepoccniickoe oGmiecTBo opgaHHbIX 3aGomeBaHmii // [smextponHsii pecype] URL: http://www.rare-
diseases.ru/rare-diseases/53-2010-06-05-09-07-02.html

® JleGenen A. Bpewmst opdannsix 3a6oneBannii / A. Jlebenes / Memunuackas razera. 2012. Ne 16. C. 10.
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MHorue penkue 3a005€BaHuUs ABISIOTCA TEHETHUECKUMU, U, CIIE0BATENbHO,
CONMPOBOXK/JIAIOT YEJIOBEKA B TEYEHUE BCEU IKU3HM, [AXKE €CIH CHMIITOMBI
MPOSIBIISIIOTCSL HE cpa3y. MHorue penkue 001€3HM BO3HUKAIOT B JIETCTBE, U OKOJIO
30% meTeil ¢ peaKHME 3a00JICBAHUSMHE HE JOXKHBAIOT 10 5 JIeT .

Pexxe BcTpewaroTcs TOKcHYeCcKHE, WHGEKIIMOHHbIE WM ayTOMMMYHHBIE
«cupoTckue» 0one3nu. [lpuurHaMu WX pa3BUTHUSL MOTYT ObITh HACIEICTBEHHOCTD,
ocnabieHne HMMYHUTETa, IJI0Xas HKOJIOTHUS, BBICOKHM paaualMoOHHBIA (oH,
BUPYCHBIC MH(DEKIIMU Y MaMbl U 'y CAMHX JIETEH B paHHEM BO3pacTe.

bonpmmHCcTBO peakux (opdanHbIX) 3a0oneBaHul — XxpoHuyeckue. OHU B
3HAUUTEIBPHOM Mepe YXyIUIaloT KadyecTBO JKU3HU YeJIOBeKa M MOTYT CTaTh
OPUYMHON JIeTaNbHOrO wHcxoda. Jns OonpliMHCTBA Takux Ooyie3HEH He
cymectByeT 3(ddektuBHOoro sedeHus. OcCHOBa Tepanuu TaKUX OOJbHBIX —
YIYUYIIEHUE KAYECTBA U YBEIIMUYECHHUE MPOJOJKUTEIBHOCTH )KU3HU MMAITUEHTOB.

B Hacrosiee Bpemsi B pa3BUTBIX CTpaHaxX BEIAETCA AKTUBHOE H3Yy4YEHUE
penkux 3aboneBanuii. OHO 3aTPyIHSETCS MajbiM KOJMYECTBOM TMAIMEHTOB,
HEJOCTAaTOYHBIM JJI IPOBEJCHUS MOJTHOLEHHOro uccienoBanus. OqHako Ha Oasze
Hay4YHBIX U3bICKAHUIN CUHTE3UPYIOTCS HOBBIE TIpenapaThl U BEICTPAUBAIOTCS CXEMBbI
JIeUCHHS GOTBHBIX .

B cmucok  opdannpix  Oone3HeW — cmenuamucTel - MuUHHCTEpCTBa
3npaBooxpanenus PO B 2012 roxy BHecin 230 HaMMEHOBaHMM, OJJHAKO B ClIy4ae
BBISIBJICHUS HOBBIX Oojie3Hed ChucoKk Oyner momoyHAThes. [lo  maHHBIM
dopmynsipHoro komutera Poccuiickoil akagemun meaurmHckux Hayk (PAMH),
POCCHSIH C STUMH OOJIE3HSIMU HACUUTHIBAETCSl 0KOJI0 300 ThICSY UEIOBEK.

[To panubiM MuHucTEpCcTBa 3apaBooxpaHeHuss PP, B Hacrosiiee Bpems
pa3paboranbl 24 cTaHjapTa OKa3aHWS TMOMOIINU OOJIbBHBIM C PEAKUMHU

3a6OHCBaHI/I$IMI/I, YIpOXKaromMH KU3HH U IIPHUBOAAIOIUMHU K WHBAJIWJIHOCTH. 910

" Penxue 3a6onesanms / CBoGoHAs SHIMKIONE M «Bukunenus» / [anexrpornsiii pecype] URL: wikipedia.org.ru
® Mumiap Maiist MuH3IpaB COCTaBMII CHHCOK PENKUX 3a00JIeBaHHi: B mepedeHsb Bonwio 230 Oonesneit / M. Munmnus // ra3era
«AprymenTsl 1 daxts» [dexTponHbIi pecype] URL: http://www.aif.ru/health/article/49979
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http://www.medweb.ru/encyclopedias/spravochnik-po-zabolevaniyam-i-sostoyaniyam/article/ez_orvi

1)

OOJIE3HH, KOTOpBIE JeYaTcs, NPUYEM TEepanusl HalpaBlieHa Ha YCTPAHEHHE HE
CHMITTOMOB, a ITATOJOTHIECKOTO mpomecca’.

Penkue 3a0oneBaHust y AeTel MOTYT CONPOBOXAATHCS WX KPUTUYECKUM
COCTOSIHUEM  3JIOPOBbSI M  MHOKECTBEHHBIMU  HAPYIICHUSIMU  Pa3BUTHSL.
Kputnueckoe cocTosiHre — 3TO KpaiHssl CTENEHb JII0OOW MaToJI0TUH, TPU KOTOPOU
TpeOyeTcss HMCKYCCTBEHHOE 3aMElIeHHEe WM TOAJEPKKA >KU3HEHHO Ba)KHBIX
DyHKIHT.

KoHuenrtyanbHOi  OCHOBOM  JjieueHHs  OOJNBHBIX €  KPUTUYECKUMH
COCTOSIHUSIMM  SIBJISIETCSI KOPPEKIMs HapyIIeHHbIX (YHKIUNA, a UWHOTAA UX
npore3upoBanue. [Ipu 3TOM 3THOJOTHYECKH (PAKTOP KPUTHUYECKOTO COCTOSHUS
OTOJBUTACTCS Ha BTOPOM IUIAH, a IJIABHYIO pOJb NPUOOPETAET KOMILIECKC
CUHAPOMOB, TpeOYIOUIUX, KaK MPAaBUIIO, HEMEIJIEHHON Koppekuu. [Ipu 3ToM peub
UJET HE O BTOPOCTENEHHOCTH ATHUOJOTUYECKHX NPHUYMUH 3a00yieBaHus, a 00
STHOJIOTHYECKHX IPHUMHAX KPUTHUCCKUX COCTOSHHIL .

B nurepaType M mpakTUKE B HACTOSIIEE BPEMS HE YCTAaHOBWJIACH €IMHAS
TEPMUHOJIOTHS, OJTHU U T€ K€ HAPYIIEHUS MOTYT ObITh Ha3BaHbl U CIOXKHBIMU, U
KOMIUIEKCHBIMU, U MHO>KECTBEHHBIMU.

Hapymienue pa3Butusi MOXET OBITh H30JHUPOBAHHBIM (€IUHUYHBIM) WIIH
CJIOHBIM (MHOXECTBEHHBIM). ENMHUYHOE HapyIIIEeHUE — 3TO HapYIIEHUE KaKOW-TO
OJIHOM cucTeMbl opranusma. CloKHOE, WIM MHOKECTBEHHOE, HapyUIEHUE — 3TO
NEPBUYHOE HapylleHUE ABYX WM Oojiee CHUCTEM OpraHu3Ma y OJHOTO peOeHKa C
MOCIIETYIONIM KOMIIIEKCOM BTOPUYHBIX PACCTPOHCTB .

B 3aBucMMOCTH OT CTPYKTYypbl HapylIeHUs JE€TH C COYETaHHBIMU
(MHO>XECTBEHHBIMH ) HAPYLICHUSIMU Pa3JEsAIOTCs Ha 3 prHHBIlS.

AC€THU C ABYMS BLIPpAXKCHHBIMU HCI/IXO(l)I/IBI/I‘ICCKI/IMI/I HapylICHUSAMMU,

® Byrysosa O. Penkuii auarso3: otkyna 6epytcst opdarmbie 3a6oneBanua? / O. Byrysoa // Meaumusckuii mopran «Medveby
[smexrponnbiit pecypc] URL: http://www.medweb.ru/articles/chto-takoe-orfannye-zabolevaniya

10 Mobpymmma O.P. IMocmescteus kputhaeckux cocrosumit / O.P. Iobpymmna // Memumunckuit mopran «CNSINFO»
[amexrponnsiit pecypc] URL:http://www.cnsinfo.ru/encyclopaedia/syndrome/consequences/

1 Pmxmma JLA. XapakTepuCTHKAa COCTOSHHS 30pOBbS ¥ JMHAMHKH HEBPOJNOTHYECKOrO CTATyca OETeH, IepeHeCIIHX
KPUTHYECKHE COCTOSHHUS TIPH POXKICHUHM, TIPH PA3NIUYHbIX MOAX0ax K ux koppekuuu / JI.A. Psokuna, benoycosa T.B., Nmanuna
H.IO. // AxTyanbHble BOIIPOCHI IIEANATPUH U reMuocTtasuonoruy, T. HoBocubupek, 2011 r. C. 131.

12 Mewmepsiko A.M. Ombit 00yueHHs JeTel, CTpaJaonX MHOXeCTBeHHbIMH Aedektamu / AWM. Memepkos // {edexronorus.
2009. Ne 3. C. 23.

13 KoMIiekcHBIE CEHCOPHEICE M HHTEICKTyalbHbIE HapymieHns. KOHCIEKT mekumii [smektpoHHeni pecype] URL:
http://gendocs.ru/v7809
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2)

3)

KaXXJ10€ U3 KOTOPBIX MOXKET BKIIFOYATh AaHOMAJIUIO Pa3BUTHSI;
UMEIOIIHE OJHO CYIIECTBYIOINIEE MCUX0(PU3NIECKOE HAPYIIICHNUE

(Bemyiiee) U CONMYTCTBYIOIIEE €My JAPYroe HapylleHHe, BbIpaXKEHHOE B CJIaboi
CTEIEHU, HO 3aMETHO OTSTOLIAIOIIEE X0 Pa3BUTHS;

JIeTU ¢ MHO)KECTBEHHBIMHU HapYIICHUSAMH, KOT/1a UMeeTcs 3-001ee

HapyIIeHUs, BBIPAXKCHHBIC B PAa3HOM CTENEHU M IMPUBOJISAIIME K 3HAYUTEIbHBIM
OTKJIOHCHUSIM B Pa3BUTUU PeOCHKA.

JleT ¢ MHOXXECTBEHHBIMU HAPYIICHUSMU Pa3BUTUS — 3TO JETH, Y KOTOPBIX
HaOJII0/1aeTCsl CTOMKOE HapyIICHUE 3JJ0pOBbsl, pacCTpoiicTBa (PYHKIIMNA OpraHu3Ma,
a TakXke TMOCHeACTBUS 3a00JieBaHUs, KOTOphle HE TO3BOJIAIOT PEOCHKY
CaMOCTOSITEJTLHO OOCITYy»XKHBaTh ce0s, BBIpaKaTh CBOM YYBCTBA M IIOXKEIAHUA,
COBEpIIaTh OMPENICIICHHbIC NEHCTBUS, )KUTh MOJHOLICHHOW >KU3HBIO, MPUYEM BCE
3T0 oaHOBpeMeHHO. K ompeneneHno HeEOOXOIMMO JA00aBUTh  MPUYHUHBI
ICHETUYECKOr0 XapakTepa BCIEJICTBHE XPOMOCOMHBIX aHOMaJIMM (Harpumep,
cugapoM Perra), nmuOo BHyTpuyTpoOHas MyTalWs; MHOXXECTBEHHBIE IOPOKHU
Pa3BUTHS, KOTOPHIE B CBOIO OYEpeab BEAYT K HApYIICHUAM (HU3NYECKOTO U
YMCTBEHHOTO pa3BUTHS peOeHka (YMCTBEHHasi OTCTAJIOCTh, TCUXHYECKUE
paccTpoiCTBa, MAPATUTUUYECKUE CHHJIPOMBI, OOJE3HH OpPraHOB 3pEHHS, CIyXa,
HOBOOOpa30BaHus, OOJIE3HH PHJIOKPUHHON CHUCTEMBI, 00JIE3HU KOCTHO-MBIIICYHON
CUCTEMBbI, 00JIE3HU CEPJICYHOCOCYIUCTONU CUCTEMBI, OTCYTCTBHUE PEUH U TakK Jiajee).
Takoe cocTOsIHHE OCITOKHSIET aanTaiuo peoecHKa B obmecte™”.

Jlronu ¢ THKETBIMUA U MHOKECTBEHHBIMU HAPYIICHUSIMU Pa3BUTHUS TPEOYIOT
MOCTOSTHHOM, MHTEHCUBHOW MOJJICPKKU B 0ojiee 4eM OJHOM >KU3HEHHO Ba)KHOMU
NEeATEeTLHOCTH, JUIsl TOTO, YTOOBI y4acTBOBaTh B WHTETPAIIMOHHBIX MPOIIECcCax
CBOEro cooO0IecTBa 1 UMETh BO3MOKHOCTh IT0JIb30BAaThCSI BCEMH OJlaraMu »KU3HH,
JOCTYMHBIMU JpYruM JtoAsiM. OCHOBHBIM CPEACTBOM TMOJAEPXKKUA JIETeH C
TSOKEIBIMA W MHOKECTBEHHBIMM ~ HApYILICHHUSIMU  SBJISIETCA  CHEI[MajIbHas

MCUXOJIOTO-TICAaroru4eCKas 1ImoMoIllb B HX Pa3BUTHUH, KOTOpasd OCYHICCTBIIACTCSA

¥ Tumyna O.B. JleTH ¢ MHOKECTBEHHBIMH HapylueHHsMH passutis / O.B. Tumyna // UemoBex M OOIIECTBO: HA py6ere
TBICSTYETIETHI: MEXKTyHApOJHBINH COOPHHMK HAay4HBIX TPymoB / moj. obmieit pex. mpod. O.M. Kupnkosa. — Bemyck XLVII. —
Bopounex: BI'TIY, 2010. — C. 175.
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pPa3IMYHBIMA ~ CHELUAJUCTaMM B TECHOM  COTPYAHUYECTBE C  CEMBEW,
BOCITHTBIBAIOIIEH PeOSHKA-HHBATHAA .

Hekoropsle cnenuduyeckre OCOOCHHOCTH pa3BUTUSL JAETEH C JaHHOM
KaTeropueil HapylmeHud UMEIOT OOIUE YepThl, KOTOPHIE MO3BOJSIOT Pa3feinuTh
JNeTed Ha TpW Trpynnbl. Jletm mnepBoW Tpynmbl HUMEKOT TIKEIBIE OIMOPHO-
JIBUTATEJIbHBbIE HApYLIECHUS HEBpOJIOrMueckoro reHesa (cioxHsie (opmbr LTI,
CHACTUYECKUI TeTparape3, TUIEpKUHE3 U T.J.) U, KaK CJIEACTBHUE, MOJHAS WU
MOYTH TMIOJIHAsg 3aBUCHUMOCTb OT TIOCTOPOHHEW IIOMOIIM B TEPEIBUKEHUU,
CaMOOOCITy’KUBAaHUU W TMPEIMETHOU JEATEIIbHOCTH. BONBIIMHCTBO JeTed 3ToM
TPYIIBI HE MOTYT CAMOCTOSITENIBHO YAEPKUBATH CBOE TEJIO B CUIAYEM MOJIOKEHUU.
[Tpouecc oOmIEHUsT 3aTpyJHEH B CBSI3U C HECPOPMHUPOBAHHOCTHIO SI3BIKOBBIX
CPEICTB M PEUYEMOTOPHBIX (PYHKUUN TMOPOKIAEHUS SKCIPECCUBHOW pEUH.
VIHTEIUIEKTYaIbHOE PA3BUTHE ACTEil IepBOil IPYIIIBI Pa3INIHO.

Oco0eHHOCTH pa3BUTHSL JIETE BTOPOU TPYIIbl BHI3BAHBI HAPYIICHUSIMU UX
AMOIIMOHAJIBHO-BOJIEBOM  cepbl U  MPOSIBISAIOTCS B PAaCTOPMOKEHHOCTH,
«TOJIEBOM)»  TOBEAECHUH, CTEPEOTUIIUSX, TPYAHOCTSIX KOMMYHHUKAIMA U
COLIMAJIBHOTO B3aMMOJEUCTBUSA. KOHTAKT C OKPYKAalOUIMMH OTCYTCTBYET WU
BO3HMKAET B opMe (HU3UUECKOTO OOpaIieHusi K B3pOCIbIM OOBIYHO B CUTYAIIUSX,
Korja peOEHKy TpeOyeTcs MOMOINb B YAOBIETBOPEHUU MOTpeOHOCTH. Jletn
JTAHHOW TPYIIbI, OOBIYHO, HE BBIPAXKAIOT UHTEPEC K JCSATEIBHOCTH APYIHUX U HE
MPOSIBJISIFOT ~ OTBETHBIE  pPEAKIMM HA  TMONBITKM  YUYWUTENS  OPraHU30BaTh
B3aMMO/JICHCTBHUE C 0pr>KaIOHII/IMI/Il7

JleTn TpeTheill Ipymlibl MOTYT MMETh HapyllIeHUs OOUIeil MOTOPUKH, HO
MEPEIBUTAIOTCA CaMOCTOSITENIbHO, B OTJIMYME OT JeTed mnepBou rpynmbl. Hx

MOTOpHasd HEOOCTAaTOYHOCTD IMPOABIIACTCA B 3aMCOJICHHOM TEMIIC,

% Epommma I.JO. PaspaboTka u peanwsamus Mojeeil HHTETpAaLHH €Tl C TSHKENBIME M MHOKECTBEHHBIMH HApYIICHHSMHU
pa3BHUTHS B cHcTeMe crenuanbHoro oopasosanus / .10, Epommna // Koppeknnonnas mefaroruka: Teopus u npaxktuka. 2012. Ne
3.C.3.

18 OcobenHOCTH pasBUTHS AETEH ¢ TAKEIBIMI H MHOIKECTBEHHBIMHA HapyLeHUsIMU pa3BuThs / MH(OpMaMOHHBIN mOpTa s
uHBanuI0B // [3nexrponnsiii pecype] URL: http://aupam.narod.ru/pages/deti/programmih_obucheniya_deteyj_s_tyazhyolihmi
_i_mnozhestvennihmi/page_02.htm

" Mawmaesa A.B. PasBurue JIEKCUKO-TPaMMAaTHYECKOH CTOPOHBI peur y JeTel ¢ LepeOpaiabHbIM MapaauyoM, UMEIOIIUX pa3HbIe
ypoBHHU c(HhOpMHUPOBaHHOI IKcIpeccuBHOI peun / A.B. Mamaesa / Bocriutanue u o0ydeHue aeTeil ¢ HapymICHUSIMH Pa3BUTHS.
2012. Ne 5. C. 26.
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HeCc(HhOPMUPOBAHHON KOOPAMHAIIMN U HETOYHOCTHU JBIKEHUN. Y HEKOTOPBIX JETEH
HAOJI0JaeTCsl CTEPEOTUIHSA, HEXEJIaHWe KOHTAaKTUPOBATH C OKPYXKAIOIUMU U
JPYTUe ayTUCTUYECKHWE YEpThl, CBONCTBEHHBIE B 0o0Jiee BBIPAXKEHHOUN CTENEHU
JETAM BTOPOW TIpynmbl. bDOJBIIMHCTBO AETEH TPEThEW TIPYINNBl  HMEIOT
c(hOpMHUPOBAHHBIE JIEMEHTAPHBIC HABBIKU ob6eHns .

Takum 00pa3oMm, B MUpE HE CYIIECTBYET €IMHOTO OMNpENCICHUS PEIKUX
3a00J1eBaHUM, KaXJas CTpaHa TPAKTYEeT IAHHOE IIOHATHE II0-CBOEMY M OHO
3aBUCHUT OT YacTOTBl BCTPEYAEMOCTH cpeau HaceneHus. B Poccum mnonsitue
«penkue 3a00JIeBaHus» 3aKOHOJATEIBLHO 3aKPEMMIIOCh TOJIbKO ¢ sHBaps 2012 roga
U TPAKTyeTCs KaK «3a00J€BaHus, KOTOPbIE UMEIOT paclpOCTPAHEHHOCTh HE Ooiee
10 cioyuaeB 3aboneBanust Ha 100 Teicsu HacenmeHus». Takke B TEKyIIEM IOy
MuHuctepcTBOM 31paBooxpaHeHuss P@® ObUI COCTaBlIEH MEPEYEeHb PEIKHUX
3a00JieBaHUM, B KOTOPHINA Bouuu nopsiaka 230 3aboneBanuii. B nureparype Takxke
HapsAy C MOHSATUEM PEJIKUE 3a00JIeBaHUS MOKHO BCTPETUTD MOHATHE «OPGhaHHBIC
WIN «CHpOTCKue 3aboneBaHus». CoriacHo TpakToBKe EBpocoro3a opgdaHHBIM
IPU3HAETCSI XPOHUYECKOE 3a00JIeBaHUE, KOTOPOE YIpOXKAaeT >KU3HH U 30POBBIO
YEeJIOBEeKa, M, HMMEET HACTOJbKO HH3KYI0 BCTPEYAa€MOCTh, 4YTO HEOOXOAMMO
MPUMEHEHUE CIEUUAbHBIX YCWIMWA JJIs TMPEeJoTBpAIleHUsT 3a00JIeBaeMOCTH,
paHHE! CMEPTHOCTHU U TIOBBIIICHUS Ka4eCTBa JKU3HU OOJBHBIX.

Penkue 3a0oneBanus y jJeTed XapaKTEpU3YIOTCS HAIUYUEM KPUTHYECKUX
COCTOSIHUM U MHOKECTBEHHBIX HApyLIEHUU pa3BUTUSA. B ureparype u npakTuke B
HACTOSIIIEE BpPEMSI HE YCTAHOBWJIACH €IMHAs TEPMHUHOJOTHS MHO>KECTBEHHBIX
HapylIeHUN pa3BUTHS, OJHM W TE€ JK€ HApPYyIICHUS MOTYT OBITh Ha3BaHbl U

CJIOKHBIMH, U KOMIIJICKCHBIMH, 1 MHO>KCCTBCHHBIMM.

3. OcHOBHBIE NPOOJIEMBI J1eTell ¢ peKUMHU 32001eBAHUSIMU

Cutyanus ¢ opraHuzanye MeIUIMHCKON U COIMaIbHON MOMOIIU OOJBLHBIM

PCAKNMHU 3a0o01eBaHusIMH B Poccuu octaercs o4yeHb CJIO)KHOfI, CBJ3aHHO 3TO U C

18 3apeunosa E.A. Kanengapu: mpueMsl paGOTHI ¢ Pa3THYHBIMU BHAAME KaleHapeil Jis AeTel ¢ HAPYIICHHSMH Da3BHTHS,
BKioyast cnenorinyxoty / E.A. 3apeunosa, E.H. Tonopkosa // ledpexromnorus. 2011. Ne 6. C. 42.
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OTCYTCTBHUEM PErucTpa OOJIbHBIX, U CTAaHIAPTOB JMATHOCTHUKU W JICUCHHS TaKUX
NAI[MeHTOB, a TakKe JOCTYNMHOCTBIO JIEKApCTBEHHBIX cpeAcTB. CyllecTByeT
MHEHHE, YTO B HAIIeW CTpaHe penaroTcs NpoodJieMbl TOJIBKO COLUATbHO-3HAYMMBIX
Oose3Hei, a OTACNbHBIN YeI0BEK C PEIKUM 3a00JIeBaHUEM OCTAE€TCS OAMH HA OJUH
co cBoeil Oosie3Hpro. CyllecTBYIONIasi CUCTEMa OKa3aHUsS MEIUIIMHCKOW MOMOIIH
paccuuTaHa B OCHOBHOM Ha 0oJjiee WM MEHEe COIHMAIbHO 3HAYMMBIE TPYMIIbI
MAIMEHTOB U IPAKTHYECKH HE OXBATHIBACT PEIKHE 3a00ICBAHMS

[IpoGnemMbl OoNbIIMHCTBA OONBHBIX PEIKUMHU 3a00JIEBAHUSMU CXOXKHU. ITO
HEJOCTYITHOCTh ~ CBOCBPEMEHHOM M  TOYHOM  JWAarHOCTUKH,  OTCYTCTBHE
nHGOpMAIH, @ YaCTO M HAYYHBIX 3HAHUI O 3a00JIEBaAHNU, TKENBIE MOCIEICTBUS
JUIST TIAIMEHTOB C COLMAIBbHOM TOUYKH 3pEHHUs, OTCYTCTBHE Kaue€CTBEHHOIO
OKa3aHUsl MEIUIIMHCKOM MOMOIIH, OIMUOKYA ¥ TPYJHOCTU B MOJTYYCHHUH JICUCHUS U
yxoma’.

[lepBbIM 1IaroM K OpraHu3aluyd MEIUIIMHCKON MOMOIIH OO0JIBHOMY C PEIKOM
00Me3HBI0  SABISETCS MOCTaHOBKA  auarHo3a. CHeruaiucTsl  MEPBHYHOTO
JIMAarHOCTUYECKOTO 3BEHA 3a4acTyl0 OO0JaJar0T HEJOCTATOYHBIMH 3HAHUAMH TIO
OOJBIIMHCTBY peaKHX 3a0oieBaHui (M 3Ta MpodiieMa CYHIECTBYET HE TOJBKO B
Poccun). OrcyrcTBrE MHDOPMALIMM JICKUT B OCHOBE TMATHOCTHUECKUX OITHOOK, a
ATO MCTOYHMK CTPaJaHWUN MAIMEHTa U €r0 CeMbH, IPUYNHA OTCPOUYKH B OKa3aHUU
ME/IMIIMHCKO# [OMOIIIH, HHOT/IA TIPHBO/AIIEH K HeOOPATHMBIM MOCIEICTBHAM

[To nanaeim EURORDIS (EBpomeiickoro ambsiHca opraHu3ariuii 0OJbHBIX
peakuMu 3a00J€BaHUSMH) JBE TPETH PEOKHUX 3a00JieBaHUN MaHU(DECTUPYIOT B
pPaHHEM JETCKOM BO3pacTte, B 65% cllydyaeB UMEIOT TSAXKEIO€ WHBAIMIU3UPYIOIICE
TeueHue, B 50% — yXyAlIeHHBIN MPOTHO3 ISl XKU3HU, B 35% ciydasx sIBIAIOTCA

MIPUYMHON CMEPTHU B TeueHue l-ro roga xu3Hu, B 10% — B Bo3pacre 1-5 ner, B

¥Coxkonos A.A. [TepcoHanu3upoBaHHass MEAMIMHA W JieueHHe peakux 3abosneBanuit / A.A. CoxosoB // Poun «BedHas
MOJIOIOCThY [3mekTponHsIi pecype] URL: http://www.vechnayamolodost.ru/pages/pages/permeilereza8b.html

292012 1. JIOJDKeH cTaTh ['ogoM penkux Oonesnedt / Coro3 MAIMEHTOB W MAIMEHTCKUX OPraHU3aIMid PEAKHX 3a00JCBaHMIL:
[anexTponnbIii pecypc]URL: http://www.mps-russia.org/index.php?key=4

21He6eneB A.A. Penkue 3aboneBaHus: mpoOieMbl W TepcreKTuBbl pemenns / A.A. Jlebenes // BecTHHK 0OIIECTBEHHOTO
310pOBbs U 31paBooxpanenus JanpHero Bocroka Poccuu. 2012. Ne 1.C. 23.

17



12% — B Bo3pacte 5-15 mer’’. V Kakmoro BTOPOr0 GONE3Hb COMPOBOXKIAOTCS
MOTOPHOM, CEHCOPHOM WJIM HMHTEJUIEKTYAJIbHOM HEIOCTATOYHOCTBHIO, Y KaxKJI0ro
MATOTO — XPOHUYECKUM OOJIEBBIM CHHIpOMOM. Bmecte ¢ TeM mpu BoBpems
MOCTABJICHHOM JIMarHO3€ U CBOEBPEMEHHO HAYaTOM JICUEHUH OYEHb YacTO YAAETCs
MOJIHOCTHIO MCKJIIOYUTh BO3HUKHOBEHUE KIMHUYECKUX CHUMIITOMOB 3a00JeBaHUs
(mpumep: OGonpHBIE C rematolnepeOpaabHON auctpoduelt, 6onesnwso [omie), u
YEJIOBEK OCTAeTCs IOJHOLICHHBIM YJIEHOM OOIIecTBa. bBONBIIMHCTBO peaKuX
3a00JIeBaHUN XapaKTepU3yeTCs LMIUPOKUM CIEKTPOM PACCTPOUCTB U CHMIITOMOB,
KOTOpbIE BapbUPYIOT HE TOJIBKO MpU Pa3HbIX 3a00JEBaHUAX, HO Y Pa3HBIX
NAlMEHTOB, CTPAJAIOIINX OJHUM M TeM ke 3a0oneBaHueM. OTHOCUTEIBHO YacTo
BCTPEYAIONIUECS CUMIITOMBI MOTYT MacCKUpPOBaThCs. B aTOM citydae 6071pHOMY, Kak
IpaBWiIO, BBICTABISIETCS JMArHO3 4acTo BcTpeyaroumerocsa 3a0oseBaHUs
(HammpuMep, uIIeMHuYecKas OOJIe3Hb CepAalla, TUIEepTOHUYEcKas OO0JIe3Hb,
paccesiHHbIN cKiiepo3, mu3odpenus u Ap.). [loctaHoBKa HEMPAaBUIIBHOTO JAMArHO32
PUBOJINT K HA3HAYCHHMIO HETPABHIIBHOTO, YACTO BPEIHOTO JICUCHHS .,

Taxxe criemyeTr MoOAYEpPKHYTh, UTO B HAIlle CTpaHE PETUCTP OOJBHBIX C
pPEIKMMHU TAaTOJIOTUYECKUMHU COCTOSIHUSIMU TOJIBKO Hadaad (opMHUpOBaThCS, H,
COOTBETCTBEHHO, HE MTPOBOJAUTCS UX MOHUTOPUPOBAHUE, HET €IUHBIX MPOTOKOJIOB
U CTaHJApPTOB JIMATHOCTUKU M JIEYEHHUs ATUX HalueHTOB. OTCYTCTBYIOT (OYEHBb
HU3KWE, HEAOCTATOYHbIE) JAUArHOCTUYECKHE BO3MOXKHOCTH  MEIUIIMHCKHX
yUpexACHUN, HET [eHTpa WHGOpMAIMK MO PEAKUM OOJIe3HSIM, KpailHe Mao
Bpaueld, MMEINIMX ONBIT TMOJOOHOW  JEATeNbHOCTH, HE BBEACHBI B
oOpa3oBaTeNbHbI TpoLEcC CTYACHTOB M Bpadell HEoOXOAHWMbIE MPOrpaMMBbI
OATOTOBKH [OXOOHBIX CIIEIHAINCTOB™,

Bo03MOXXHOCTH U1l TMarHOCTUKY CYILIECTBYIOT B psijie 1ab0opaTopuil Hay4yHO-
HCCJIEIOBATEILCKUX WHCTUTYTOB U BY30B MOCKBBI (OKOJIO IBYXCOT 3a00JI€BaHUM)

u Cankrt-IlerepOypra (HECKOJBKO JECSITKOB 3a00JICBaHHI) W MPAKTHYECKU

2 EBporeficKuil anbiHC OpPraHW3aUMH OOTBHBIX PEJKMMH 3a00IEBAHHAME  [S7eKTpOHHBIA pecypc] /

http://www.eurordis.org/ru/home-ru.html

2 O mpobneme pexxux Goneseit / Beepocemiickoe 06wIecTBO Op(aHHBIX 3a60oeBaHmi // [3MEKTPOHHBI pecype] URL:
http://www.rarediseases.ru/modules/sections/index.php?op=viewarticle&artid=8

24 Kakum Oyzmer cnmcok peakux 3aboneBanuii? / [lopram ans moael ¢ orpaHMYSHHBIMH BO3MOXKHOCTSIMA 3IIOPOBBSI «Dislife»n
URL:http://lwww.dislife.ru/flow/theme/16562/
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OTCYTCTBYIOT B  pEruoHax.  MaccoBblii  CKpPUHUHT  HOBOPOXKJICHHBIX,
OpPraHU30BaHHBI B XOJ€ pealn3alii HAIUOHAIBHOIO IPOEKTa «3J0pOBHEY,
OXBATWJI JIUIIIb 5 3a00JI€BaHUM U SIBIISIETCA KaIulel B MOpe M0 CPAaBHEHUIO C OOIIUM
YHCIIOM HACIEICTBEHHBIX OOIe3HEi” .

[IpoGnema BTOpasi — mMpUCBOEHUE PEOCHKY cTaryca «peOCHOK-HUHBAIHIIY.
Pabota ciyx0bl Memuko-coruanbHo skcneptussl (MCD) co cioB poauTenei
oOHapyXuBaeT MHOTO (hopManu3Ma u OropokpaTun. MHauBHIyansHas nporpamma
peadbmwmTalu He oTpaxkaeT nmoTpedHocTu pedenka ¢ MHP na peaOunuranuio: 10
HACTOSIIIIEr0 BPEMEHH B HEM YKa3bIBAIOTCS «HE O0ydaem», «HE HYKIAeTCs B
NEJaroruueckol MOMOLIW», a POAMTENIM M YJIEHbl CEMbU «HE HYKIAIOTCS B
[ICHXOTOTHYECKOH IOMOIM» MM  «COLHAIbHO-FOPUIMYECKON  ITOMOIIM» .,
[IporcxoauT 3T0 BO MHOI'OM H3-3a TOTO, YTO YUPEKJICHUS PEaOMIUTAllUA HE MOTYT
MPENOCTaBUTh HEOOXOAUMbIe YCIyTU. JIeDUIUTHBIMHU SIBISIOTCS OOJBUTUHCTBO
MeTo/10B peabunutanuu aereit ¢ MHP, takue, kak unmotepanus, ruaporepanus,
aba-Teparusi, My3bIKOTEpAIIHs, apT-TePAIus U APyrHe” .

KpaiiHe BaXHBIM SIBIII€TCSI BONPOC JIEUEHUS JETe C OpQaHHBIMU
3aboneBaHusIMUA. Tak, HapuUMep, JIETSIM C HACJIEICTBEHHBIMU 0O0JIE3HAMH OOMEHa
BEIIECTB, HEOOXOauMMa Jaoporocrosmias ¢GepMeHT-3aMeCTUTEIbHAs Teparus B
TEYEHUE BCEW >KM3HU, BO3MOXKHA TPAHCIUIAHTAIIUS KOCTHOTO MO3Ta (CTBOJIOBBIX
KJIETOK), reHoTtepanus. ClenyeT MNOAYEPKHYTh, 4YTO TOJBKO mporpamma «7
HO30JIOTHiI» 00ecreunBaeT JEKapCTBEHHBIMU TIpernaparaMu OT (enepaabHoro
OrOKeTa, a BCE OCTAIbHBIE JTal0TCS HA OTKYI perHoHaJbHOMY Orojkery. [pyroit
CJIOHOCTBIO SIBJIIETCS OTCYTCTBUE MPENapaToB Ha (hapMaleBTUUECKOM phIHKE. M
MPOU3BOJICTBO OCYILECTBISIETCS TOJIBKO 32 pyOex oM, rie UMEeTCs] 3HaYUTeIbHas

nojjepkka ¢apMaleBTUYECKUX KOMIAHUW CO CTOPOHBI TocyaapcTBa. Takum

% A6nykaes I'. YacTsle mpoGlieMsl penkux 3aGonesannii y nereit / . A6xykaesa // OO0 «Ilpaktrka», 2012: [51eKTpOHHBIT
pecypc] URL: http://mfvt.ru/chastye-problemy-redkix-zabolevanij-u-detej/

8 Tumyna O.B. OpraHusamys KauecTBEHHOMN MOMOIIM JETAM C MHOMKECTBEHHBIMH HapymeHmsvMu passutast / O.B. Tumyra //
Matepuansl MEXAYHAPOJHOW Hay4YHO-TpaKTHUeCKol KoH(pepeHunu «KadyecTBo ycnyr counanbHOM paboTei». 7-8 ampens 2011
roa. — [Tox o6ur. pen. a. 3koH. H. M.H. MakcumoBoii. — Kazaus, KITMYVY, 2011. — C. 265.

z Tumyna O.B. UHrerpaiis JeTeli-WHBAIMIOB uYepe3 pas3BUTHE mporpamm obpasoBartensHoil cucrembl / O.B. Tumyna //
TonepaHTHOCTh Kak ()aKTOpP MEKITHHYECKOTO M MEKKOH(ECCHOHAIBHOTO B3aMMOJACHCTBHS COMMKEHHS KYJIBTYpP B YCIOBHSX
robamm3ammu 2010: cOopHHK MaTepuanoB MexIyHap. Hayd.- TpakT. koHd. 16-18 HosOpst 2010 r., v. Kazans / Kazan. yH-T;
oprkomuret: JL.P. Ycmanosa u ap. — Kaszans: M3n-Bo Oreuectso, 2010. — C. 238.
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obpazom, B Poccuiickoit denepannn HeoOX0IuMBbIE TEKaPCTBEHHBIE IIPETapaThl He
TOJIBKO HE BBIIYCKAlOTCS, HO W TMPAKTUYECKHM HE 3aKYINAKTCA, HE
JINLCH3UPYIOTCS .

Crnenyromrast mpoGiemMa — 3TO dTall moxydeHus: oopazoanus aereit ¢ MHP u
peaxkumu 3a0oneBaHusiMA. OOpa3oBaHUE JETEH CO CIOXKHBIMH HApYIICHUSAMH B
pa3BUTUM  SABJISETCA JOBOJIBHO CEPbE3HOM, HO HEIOCTATOYHO H3YyYECHHOU
po6JIeMOil KOPPEKIIMOHHOM Meaaroruku. Jlo HegaBHEr0 BpeMEHU MHOTHM JIETSIM
C TaKMMU HapyIICHUSIMH B Halled cTpaHe HEBO3MOXHO ObUIO MPEIOCTABUTH
Kakou-1100 3(PHEeKTUBHONU CHUCTEMATUUECKOM oMot . JIaBHO M3BECTCH dakt —
ecu y peOeHKa 3aJiepKKa pa3BUTHS, OH JIOJDKEH OBITh MPUHAT HA 00yYEHHE Kak
MOXHO panbiie. Tak, 3a pyOexxom, B cTpanax 3anagHoil u CeBepHoit EBporisbl,
netu ¢ MHP npunumatrorcs Ha o0yyeHue B IIKOJY C IIECTH, a TO U C IATH JIeT. B
pa3BuUTUH  JIOOOro  peOEHKa  HMCKIIOUUTEIBHO  BAXHYIO  pOJIb  UIpaeT
NO3HaBaTeNIbHAsA JESTENbHOCTb, peau3ylouasicsi B 0O0pa30BaHHUU. 3a CJIOBOM
«00pa3oBaHUE» CTOUT BECh )KM3HEHHBIA MUp peOCHKa 3a MpeaesaMyd CEMbU, MUD,
rae peOEHOK YNIOBJIETBOPSIET CBOM OCHOBHBIE COLHMalbHbIE NOTpeOHOCTH. B
pecnybOnuke TarapctaH W3 ceMu ThICSY JAETEH-MHBAIMAOB IIKOJBHOTO BO3pacTa
oOyuaroTcs MATh ThICAY JI€TeH, ABE THICSUM JIeTEeH «HE 0XBauy€HbI» 0Opa30BaHUEM.
B ocrnoBHOM 310 et ¢ MHP. Cucrema HHKIII0O3UBHOTO 00pa30BaHMs dTUM ACTIM
He moaxoauT. VX Henb3st OyAeT «BKIIOYUTH» B 00yYEHHUE B KJIacChl CBEPCTHUKOB B
mMaccoBoi mikosie. JlomKHBI OBITh PAacCMOTPEHbl JPYrM€ BapUaHThl, KOTOPHIC
no3BoyAT gersMm ¢ MHP  conmamusupoBateca. Hanpumep, opranusanus
CIIEHHAJIBHBIX KJIACCOB B MAaCCOBBIX IIKOJIAX Ha 5-6 YYEHHKOB CO CIELMAIBHO
OOy4YEHHBIM MEPCOHAJIOM. A TJIaBHOE — ATH KJIAacChl HE JOJKHBI OLIEHUBATHCA IO

OOBIYHBIM KPHTEPHSIM YCIICBACMOCTH .

%8 JImarHoCTHKA U JeYeHHe PeKHX GonesHell — HepeleHHas mpoOieMa COBpeMeHHol Memurus! / HamonansHas Acconuanus
opraHmu3anuit OOJBHBIX peaxkuMu 3a00J1eBaHISIMU «['eHeTHKa: [31exkTpoHHBIH pecypc] URL:
http://www.nac.rareconf.org/modules/sections/index.php?op=viewarticle&artid=8

% BocnuTanue u 00yueHne eTell IOMKONBHOTO BO3PACTA CO CIOKHBIMH M MHOXKCCTBEHHBIMH HapylieHHsM / CleiuansHas
neparoruka. Kypc nekimii, yacte 4 // [snektponnsiii  pecypce] URL: http://www.mylect.ru/pedagog/logoped/430-
logopediaspec.html?start=4

0 Tumyna O.B. Opranu3zanusi Ka4eCTBEHHON MOMOIIM JETSIM C MHOXECTBEHHBIMH HapyiueHusiMu passutus / O.B. Tumyna //
Marepuanbl MeXIyHapOTHON HaydHO-IIPaKTHIECKoW KoH(pepeHnn «KadecTBO yciyr conuanbHOW padoTeny. 7-8 amperns 2011
rog. — [Tox o6m. pex. a. skon. H. M.H. MakcumoBoii. — Kazans, KITMY, 2011. — C. 265.
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B coBpeMeHHOM KOPPEKIIMOHHOW TE€Jaroruke Ha JaHHOM  JTale
HEJIOCTATOYHO  pa3paboTaHa  mOpoOjeMa  OpraHu3alud W COAEp KaHUs
KOPPEKIIMOHHO-TIEJaTOTHYECKOM  paboThl € JAETBMH C  TSDKEJIBIMH U
MHOXCCTBEHHBIMH ~ HAPYIICHUSMUA  Pa3BUTHUS B  YCJIOBHUSX  CIHEIUATBHBIX
(KOppEeKIMOHHBIX) yupexaeHuil. CBOeBpeMeHHasi OpraHu3alusi KOPPEKIMOHHOTO
BO3JICUCTBUS SIBJSIETCS OCHOBHBIM (PAKTOPOM, OOYCIaBIMBAIOIIUM COIUAIBHYIO
ajanTalyio U peadminTanuio pedeHka. Ycnex padoThl ¢ TAKUMU JIETbMU 3aBUCUT
OT KOMIIETEHTHOCTH W mpodeccuoHann3Ma Ieaarora-nedexrosora, Joromnena,
Bpauel mncuxuaTrpa, HEBpOMaTojora. YHUBEPCATLHOCTh 3HAHUM KOPPEKIIMOHHBIX
MEaroroB IMO3BOJISIET OPUEHTUPOBATHCS B PA3IMYHBIX OTPACAX CHEIUATBHON
negarorukd. OCHOBHOM II€JIbIO CHEIUANIBHOTO (KOPPEKIMOHHOTO) YUPEKICHUS,
KyJla IPUXOJUT TaKOW PEOCHOK, SIBISETCS CO3JaHUE ONTUMAIbHBIX YCIOBHUM ISt
pPa3BUTHS 3MOILIMOHAJIHLHO-BOJICBOM, TO3HABATEIbHOM, JBUTATENbHOU cdepsl,
Pa3BUTHS MMO3UTUBHBIX KAYECTB JTUYHOCTU KaXJ0ro peOeHKa, €ro 03J0POBIICHUE.
KoppekinonHo-negarorndeckoe BO3ACHCTBUE JIOJDKHO OBITh HAIpaBJICHO Ha
MPEOJOJICHUE M MPEAYNPEXKICHUE BTOPUYHBIX U TMOCIEAYIOIIUX HAPYUICHUN
pa3BUTHs, a CaMO€ IJJaBHOE Ha COLMAIM3alUI0 TaKOoro pedeHka B 00IlecTBe, Ha
dbopMupoBaHUE OMPENEICHHOTO Kpyra 3HAHUW W YMEHHH, HEOOXOIUMBIX IS
YCIEUIHON MOATOTOBKH JIETEH K JKU3HU B HE MIKOJIbL. OpraHuzaius AesTeIbHOCTH
CIEUAIBHOTO (KOPPEKIITMOHHOTO) YUYPEXKACHUSI OMPEAeNsIeTCs] OCOOCHHOCTSIMU
pa3BUTHS JAHHOW KaTErOpPUHM JETe M OCHOBHBIMH MPHUHIIMIAMH TOCTPOCHUS
KOPPEKIIMOHHO-00pa30BaTeIbHOM paOOThI B TAHHOM YUPEKICHUU.

[IsTast mpoOGaeMa — OTCYTCTBHE BCECTOPOHHEHW COLMAIIBHOM peaduIuTaluu
Uil AeTed ¢ penkumu  3a0oneBaHusiMu. B Poccum  He  cymiecTByer
CIEIUAIM3UPOBAHHBIX PEAOMIUTAIIMOHHBIX IIEHTPOB [JIs JIIOACH C PEIKUMHU
3a00JIeBaHUSIMUA, B CTPYKTYpPY KOTOPBIX BXOIUJIO OBl OTHIEIECHUE MEIUKO-
TeHETHYECKOW JMAarHOCTUKHU, KaK JJISl B3POCIBIX, TAK M OCOOCHHO XOTEIOCh OBl
MOAYEPKHYTh, IJIs1 JAETeH ¢ peAKuMH 3a00JjieBaHUSIMU. MHOTHME HWHBAIUILI C
penkuMu  3a00J€BaHUSAMHM  TIPAKTUYECKH HE TMPHUCIOCOONCHBI K  KU3HU.

OTCcyTCTBYET Takasi MOJIEb peadMIINTALUU, IPU KOTOPOU CHEeIMaIbHO O0y4YEeHHbIE
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NeAaroru U peabuIMTONIOTH, yYaT MPUCITIOCOOUTHCS K pealbHON KM3HU, HaBbIKaM
OOLIEHNS, CAMOOGCTY KUBAHHS, (H3NYECKOH 1 GUHAHCOBON TPAMOTHOCTH

[lectas mpobiaema — oTcyTcTBUE 0€30apbepHON Cpelbl Ui MHBAJIUIOB, B
TOM 4YHCIE JJIA JIeTeil ¢ penkumu 3abosneBaHusIMU. CeroHsl MIUPOKas TPAKTOBKA
JOCTYITHOCTU TOPOACKOM Cpenbl MpeArosaracT paBHONPABHOE y4acTHE JIIOJEH ¢
OrpaHUYEHHBIMU BO3MOKHOCTSIMH BO BCeX cpepax KU3HEAEATENIbHOCTH OOIECTBA.
ManogocTynmHoe ropoJCKOe MPOCTPAHCTBO JUKTYET FOPOXKAaHAM MACCUBHBIN WA
HAIpOTUB arpecCUBHBIA 00pa3 JKHU3HM, CBA3AHHBIA C MOCTOSHHBIM HAacTPOEM Ha
IIPEOJI0JICHUE TPEMATCTBUM, YTO HE MOYKET HE HAJOKUTh OTIEYATOK HA XapakTep
COIMATBHBIX TPAH3AKIIHI K HOPM ITOBEACHHS B 00IIeCTBE .,

Wtak, peOEHOK C peaKUMH 3a00JEBAaHUSIMU U €T0 CEMbsl CTAJIKUBAETCH C
LEeIbIM KOMILIEKCOM MpOOJeM: HauhHasl OT MOCTAHOBKHM JUArHo3a U 3aKaH4YMBas
OpraHu3alyell coluaIbHOW peadMIMTAllMU TaKoro peOeHKa, ero WHTErpaluuu B
obmectBo. B Poccuiickoit denepanuu  OTCYTCTBYET €AMHBIA peecTp JIHIl,
CTPaJAlOIINX PEIKUMH 3a00JIEBAHUSIMHU, HET CIELHUAIMCTOB, KOTOPHIE MOIJIH OBl
OKa3plBaThb KBAJU(UIUPOBAHHYIO TIOMOIIb, KaK MEIUIMHCKYI0, TaK M
counasibHy0. CoBCEM HENABHO JIIOJU C PEIKUMHU U Op(aHHBIMHU 3a00JEBaHUAMHU
ObUIM TpU3HAHBI 3aKOHOJATENIbHO, YTO TMIOBJEKIO 3a COOOH CO CTOPOHBI
rocyJlapcTBa co3faHue nepedds opdaHHBIX 3a00JeBaHUN U O00ECIICUCHHE JIIOJICH,
CTpaJaloIIKX 3TUMH 3a00J1€BaHUSMUA HEOOXOIUMbIMU JiekapcTBaMu. Ho mipu 3Tom
He ObUIM TPEIyCMOTPEHbl MEpONPUATHS MO COLMAJIbHOW peaduiIuTanuu,

ajalTanyy U conuaan3anuu TaKuxX J'IIO,Z[CIZ.

4. MexITuCUMIUIMHAPHBIA MOAX0J B M3y4YeHHHM NPo0JjeM NAUNEHTOB,
CTPAJAIIUX peaKkuMu 3a00JieBaHUAMHU. KOIHMUYeCTBO MAIMEHTOB C PEIKUMHU
3a00JIeBaHUSIMU TOJ] OT TOJIa pacTeT, Kak B 1ejoM 1o Poccuiickoit deneparuu, Tak
u B PecnyOmmke Tarapcran. Tak, u3 24 3a0ojeBaHMiA, YTBEPKICHHBIX

nocraHoBiieHneM IIpaBurensctBa Poccuiickoin @enepanun ot 26.04.2012 r. Ne

8 Honropykast E. ConmaneHas peabunuranus mogaeit ¢ peakumu 3adosnesanusimu / E. [lonropykast // BupTyanbHbIil jxypHaI
«Hunter syndrome»: [anextponnsiii pecypc] URL: http://yablor.ru/blogs/socialnaya-reabilitaciya-invalidov-s-redkimi-
zabol/2457294

82 Ha6epymkuna 3.H. JloctymHOCTE Topoackoi cpens st naBanuaoB / O.H. Habepymkuna // Comuc. 2011. Ne 4. C. 59.
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403%, B Pecrry6muke TaTapcTad BHISBICHBI MAIMEHTHI 110 19 pekiM (ophaHHbIM)
3a0oneBanusM. OOmiee KOJMYECTBO BBISBICHHBIX TMAlMEHTOB, CTPAJAIOLINX
penkumu  (opdaHHBIMM) 3a00JI€BaHMAMHU, MpOXUBarOmUX B PecmyOmuke
Tarapctan — 478 uyenoBek. B pecnyOnnke MNpoXUBAIOT JETU C PEIKUMU
3a00JIeBaHUSIMU, HE BONICAIIMMU B YKAa3aHHBIM IepeuYeHb, HO TAKXKE HMEIOIIUE
KUZHEYTPOKAIOIIME W XPOHUYECKUE MPOTPECCUpPYIOIIUE peaKue 3aboJeBaHus,
MIPUBOJISIIINAE K COKPAIICHHUIO MPOJAODKUTEIHOCTH JKU3HH, W, MPUBOJAIINE UX K
WHBAJIMTHOCTH, TaKKe, HalpuMep, Kak CUHJIpoM PeTTa.

B 2012 roay Berynuia B cuiy HOBbIM 3akoH Poccuiickoit @eneparun «O06
OCHOBAaX OXpaHbl 3JI0pOBbsi TpaxaaH B Poccuiickont ®@enepanum», B KOTOPOH
BIIEPBBIC MOSIBIISIETCS CTaThs ONpPENEIAIONIas MOHATHE peaKoe 3a0ojieBaHue. JTOT
3aKOH YETKO NPEIONPEACTHI KPUTEPUHM OTHECEHUS K PEIKUM 3a00JIEBAHUSM.
[IpunHsiThIE  3aKOHOJATENbHBIE HOPMBI ~ CTAHOBSATCA  OOS3aTEIbHBIMUA IS
ucrosHeHus: cyorekramu (deneparuu. Pernonsl OyayT 00si3aHbl 3a00TUTHCA O
CBOMX TMAallMEeHTaX. Temepp y MalMeHTOB C PEIKUMU OOJNE3HSIMHU MOSBUIACH
BO3MO>KHOCTB JIOCTYIIA K JICUCHUIO TIOBCEMECTHO Ha Bcer Teppuropuun Poccuu. Ho,
IpU ATOM OCTaBJIEHbl 0€3 BHUMAaHHS COIMAIM3AINS, UHTETpAMsS W aJanTaius
TaKHX JIeTed B OOIIECTBO.

K ocHoBHBIM TpoGieMaM, ¢ KOTOPBIMH CTAJIKHMBAETCS YEJIOBEK C PEIKUM
3a00J1eBAHUEM MBI OTHOCHM:

1) HemocTymHOCTb M HECBOEBPEMEHHOCTb ITOCTAHOBKHM IPABHIIBHOTO
JMarHo3a peO0eHKy C JMarHo30oM PEAKoro 3a0oJjieBaHUsI —  CHEIUAIUCThI
NEPBUYHOTO TUATHOCTHMYECKOTO 3BEHAa 3a4acTylo 00JalaloT HEIOCTAaTOYHBIMHU
3HAHHSMU TI0 OOJIBIIMHCTBY PEIKUX 3a00JICBAHNUIA;

2) nony4yeHue HEOOXOJMMBIX JIEKAPCTBEHHBIX CPEACTB s d(HPEKTUBHOIO
JICUCHHS ¥ TIOJJICPKaHUS KU3HENCITEIbHOCTH peOeHKa — MpUHATHE (eepaTbHOTO

3akoHa «O0 OCHOBax OXpaHbI 37]0POBb TpakaaH B PD» M0mKHO OBUIO pENIUTh

% 0 nopsiake BeneHus (eAepaTbHOTO PErHCTpPa JIHLL, CTPAJAIONINX KU3HEYTPOKAIOIUME U XPOHHICCKIMH
MPOTPECCUPYIOIIUMU peAKHMH (Op(QaHHBIMHU) 3a00JICBAaHUSAMH, IIPUBOISAIIAME K COKPALICHUIO MPOI0JDKUTEITBHOCTH
JKU3HH TPaKIaH WIM WX WHBAIAIHOCTH, W €ro peruoHanpHOro cermeHra: [locranoenenwe [IpaBurenbcTBa
Poccwuiickoiit @enepamun ot 26 ampenst 2012 r. Ne 403. [anexTpoHHBIA pecype] // CrpaBoyHO-TIpaBOBasi cucTEMa
«Koncynsrant mocy / www.concultant.ru
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MHOTHE MPoOJIeMbl MAIIMEHTOB C peaKkuMH (OphaHHBIMU) 3a00TEBaHUSIMH, OJTHAKO
OKCIIEPTHI CUYHUTAIOT, YTO JIO CHUX IOP HE MPHUHATHI CTAHAAPTHI JICYCHUS PEIKHX
3a00JIeBaHUH, a 3apETUCTPUPOBAHHBIC B CTpaHe op(aHHbIE MpenapaThl HE BXOAAT B
CIIUCOK KM3HEHHO BaXKHBIX JICKAPCTBEHHBIX CPEICTB,;

3) nmosydyeHue oOpa3oBaHUS PEOCHKOM C peakuM 3adosieBaHueM. JlaBHO
u3BeCTeH (PakT, eciiv y peOeHKa 3a/iepKKa pa3BUTHsI, OH JOJKEH ObITh MPUHST Ha
oOyuyeHHE KaK MOXHO paHbllle, TaKk Kak B pa3BUTUU JIOO0ro pebeHka
UCKIIIOUUTENFHO  BaXKHYI0 pOJb UIpaeT I[O3HaBaTelibHas  JIeATEIbHOCTD,
peanusyroniasca B 00pa30BaHUY;

4) OTCYTCTBHME BCECTOPOHHEH COIMAIbHOM peaduauTaluud I JEeTe C
peaKuMH 3a00JIeBaHUSIMU, TPEJIaraéMble YCIYTH MO COLMAIbHON peadrIuTaliu
JeTei ¢ peakuMu 3a00JIeBaHMSIMH 3a4acTyIO0 HE JOCTHTAIOT IMOCTaBICHHOM IENH,
TaKk Kak peaOWIMTAallMOHHBIE MEPONPHUATHUS Ha3HAYAIOTCsA Oe3 yuyeTa MHEHUs
poautenei, MO0 OTCYTCTBHUS CIIEIUANBHBIX 3HAHUHN ) CHEIUATUCTOB (MEIUKOB U
MCUXOJIOTOB) 1O mnpodwio 3abojieBaHUS U, COOTBETCTBEHHO, IE€PEUYCHb
MpeayiaraéMbIX YCIYyT, HE B JJOCTATOYHOM CTENEHU COOTBETCTBYET MOTPEOHOCTSIM
JETEH.

Hetm ¢ peaxkumu  3a007€BaHUSMU ~ WMEIOT  OOJIBIIONW  CHEKTP
B3aMMOCBSI3aHHBIX TIPOOJIEM, peniaTh KOTOphle HEOOXOIUMO KOJUIEKTHBOM
CTICIIMATUCTOB, MHA4Ye TOBOPS, KOHCHIMYMOM. YUYacTHE B KOHCHUJIIMYME IOJIKHBI
MPUHUMATh COLUANBHBIN PaOOTHUK, Bpay 1Mo npoduiito 3aboneBaHus, TICUXOJIOT,
MIearor U APYTUe CIeIUaIUuCThI.

Pons xoopauHatopa paboThl ¢ peOCHKOM M €ro ceMbei 00si3aH B3SITh Ha
ce0sl CHerualucT MO COIUAIbHOM paboTe, KOTOPBIM MOXET Y4acTBOBAaTh B
HETMOCPEJCTBEHHON peabuiauTanuu pebeHka — o0ydaTh COIUaIbHO-OBITOBBHIM
HaBbIKAaM peOCGHKa W €ro poAUTENeH, KOHCYJAbTUPOBAThH IO BOMpPOCaAM
00yCTpOHCTBa KBAPTHUPHI, I0MA, T]Ie TPOKUBAET OOIHHOU PEOCHOK.

Paboty ¢ Onu3kuMU pOJACTBEHHUKAMH, CJIEIYET OCYIIECTBIISATH MTOCPEIACTBOM
MICUXOKOPPEKIIMOHHOM paboThI, IIEIBI0 KOTOPOi OyneT co3gaHue OIarompusiTHOTO

MICUXOAMOITMOHAIBLHOTO KJIMMaTa B CeMbsX. [ICHXOKOPPEKIMOHHYIO padboTy
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BO3MOXXHO TIPOBOJAUTH B (OpMe HUHAMBUAYAIbHBIX W TPYMNNOBBIX 3aHITHH.
WupuBrayanbHas paboTa HampaBlieHa Ha YCTAHOBJICHHE KOHTAKTa MEXIY
IICUXOJIOTOM U MaTepblo pedeHKa. 3/1eCh OIpPENesoTCs MOTPEOHOCTh YJIEHOB
CEeMbH B TPYIIOBOI paboTe, MX OTHOILIEHUE K 3a00JIeBaHNUIO, MPOOIEMBI, KOTOPHIE
CYLIECTBYIOT B KOHKPETHON cembe. ['pynmoBas ¢gopma paboThl HampaBieHa Ha
OOMEH ONBITOM MEXy MaTepsIMU, FPYIIIOBOE 00CYXAEHUE NMPOOIIEM, C KOTOPBIMU
CTAJIKUBAIOTCS] CEMbU TAKHUX JETEH.

B Hacrosimiee Bpemss B OOJNBIIMHCTBE pEaOMIMTALMOHHBIX LEHTPOB
IPEIOCTABIECHUE COLMAIBHBIX YCIYr JJIA JeTed C PpeIKUMH 3a00JIEBAHHSIMU
orpanndeHo. He wHcmonbp3yroTcs Takue peaOWIMTALMOHHBIE METO[bl, Kak aba-
Tepanus, UINoTepanus, ruApoTepanus, KOTOpble CocoOCTBOBaIM Obl HambOoJjee
MaKCUMaJIbHOW peadMInTalluy TAKOro pedeHKa 1 afanTaiuu ero B 001ecTBO.

Yrto BaXxHO ISl MALIMEHTOB C PEAKUMU 3a00JIEBaHUSMU Ha JAHHBIII MOMEHT?
Ot0 — ¢dopmupoBaHue HHPPACTPYKTYphl, HANPABICHHOH Ha CBOEBPEMEHHYIO
NOMOILb  JAETSIM M B3pOCIHbIM C peakumMu  3abosieBaHussMu.  Hannuume
CHELMATU3UPOBAHHBIX MEAUIIMHCKUX U pEeaOMIUTAIIMOHHBIX [IEHTPOB, JOCTYIHBIX
reorpauyeckd M, KenaTellbHO, OECIIaTHBIX JJIi NalUEHTOB, OCHALIEHHBIX
COBPEMEHHBIM  MEIUIMHCKUM  OOOpyJOBaHMEM M HMEIOIIMX B  LITaTe
BBICOKOIIPO(EeCCHOHANIBHBIX ~ Bpaued, MeJcecTep, IICUXOJOroB, COIHMAJIbHBIX
pabOTHUKOB, BIAACIOUIMX MH(pOpManueld U MPaKTUYECKUMH HaBbIKAMHU OKa3aHUs
NEepBON MOMOIIIH, JIE€UEHUS U HAOTIOACHUS «PEIKUX» MAlUEHTOB.

PestoMupys BblllIeCKa3aHHOE, XOTEJI0Ch Obl OTMETUTH KJIFOYEBbIE MOMEHTHI.
Jetn ¢ peaxkumu 3a00JIEBaHUSIMU HMMEIOT LEJbIA KOMIUIEKC B3aMMOCBS3aHHBIX
npobsieM, HayMHas OT TIOCTAHOBKM JWAarHo3a M 3aKaH4yuBas oOOecreueHueM
BCECTOPOHHEH, BHICOKOKBAIM(PUITMPOBAHHON COIMATILHON peabwiutaiuu. PemaTth
TOT KOMIUIEKC TMpoOJjeM BO3MOXKHO Oyaronapsi KOJUIEKTHUBY CIIELUAIHCTOB
paznuuHoro mpoduis: Bpadeil, mnemaroroB M mcuxosnoros. KoopauHaiuio
NEATEIbHOCTH ATUX CHEIUANIMCTOB MOXKET B3SITh HA ce0sl CHEUATNCT COIMATIbHON
paboTtel. OH Takke MOXET Y4acTBOBATh HEMOCPEICTBEHHO B CaMOM Ipoliecce

peabmiuTaluK 4YeloBeKa ¢ peakuM 3adoneBanueM. [Ipu 3ToM Bce crenuamucThl
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JOJKHBI UMETh KaK MUHUMYM 0a30BbI YpOBEHb 3HAHMI M HABBIKOB OKa3aHUs

IIOMOIIH, JICYUCHUA U pea6I/IJ'II/ITaLII/II/I (PCAKUX> MMALUCHTOB.

5. BrarorBopuTe/ibHasi MOMOIIb JAETSAM € PeIKUMH 3200/1eBAHUSIMH

Jlns GonpIMHCTBA peakuX 3abojieBaHUN HE cyliecTByeT A()QPEKTUBHOIO
JICYCHMSI, OJIHAKO CYIIECTBYIOT METObI, IMO3BOJSIONIME YIYUYIIUTh KAaueCTBO U
MIPOJIOJDKATEILHOCTh KU3HM TarueHToB. EcTh 3a0oieBaHus, MPU KOTOPBIX
COCTOSIHUE 3]I0POBbsI MALIUEHTA SIBIISETCS OTHOCUTEIHLHO CTa0MIBHBIM, HO TpeOyeT
0Cc000Tr0 yX0Ja M yCIyT 0 OpTaHM3aIuu ero Ku3Hu. Cpeau mpodux, 0COOSHHO
aKTyaJIbHBIMH Ha CETOTHSATITHUIT TICHb SIBJISTFOTCSI: OpraHu3aIus
peadMIUTAIIMOHHBIX MEPOTIPUITHIA, 00pa3oBaHus, 10Cyra peOeHKa.

Panee mnepeuncneHHble NPOOJIEMBI JIOJEH C PEIKUMHU 3a00JICBAaHUAMHU U
Mepbl CPOUYHOM (HEOTI0KHOM) TMOMOIIY U TIOMOIIY B OpraHU3AlNUA U YIYUIICHUH
KauecTBa XU3HU peOCHKa C peAKkuM 3a00JeBaHUEM MbI Ha3bIBa€M YCIyraMHu.
PeGeHok u ero cembsi — IMoy4yaTeNnb COIMAIBHBIX yCIyT. bosbimas d9acTe Takmx
YCIIYT SIBJISIIOTCS IOPOTOCTOSIITUMU U MAJIOJIOCTYITHBIMU. BOJIBIIMHCTBO ceMeil He B
COCTOSSHUM WX OIUTaTHTh. YacTh YCIyT OKa3bIBAIOT YUYPEKICHUS COIMATHLHOM
cdhepsl TOCynapcTBa, 4acTh (Hampumep, MHPOPMAIMOHHBIE YCIYTH) — CPEACTBa
MaccoBO MH(pOPMAIINH, YaCTh — OJIATOTBOPUTEIHHBIC OpPTraHU3aIlii, B TOM YHCIIC
COIMAJIbHO-OPUEHTUPOBAaHHBIC HECKOMMEPUYECKHE OPTaHU3aIHH.

['ocynapcTBO rapaHTUpyeT rpaklaHaMm OXpaHy 370pOBbS HE3aBUCHUMO OT
noja, BO3pacTa, HaIU4Usl 3a00JieBaHUM, COCTOSIHUM, WMYIIECTBEHHOTO U
JIOJDKHOCTHOTO TIOJIOKEHHUS, MECTa JKHTEIbCTBA, W OT JPYTHX OOCTOSATEIHCTB.
['ocymapcTBO B paMKax MpOrpaMMbl TOCYJApPCTBEHHBIX TapaHTH OKa3bIBaeT
rpaxnanam Poccuiickoit ®enepanuu  OeCIUIaTHYIO MEAMIIMHCKYHO TTOMOIIIb,
COTJIaCHO TPUHSTOMY TMEepedyHI0 OpdaHHBIX 3a00JIEBaHMM, JIEYEHHUE KOTOPBIX
dbunancupyercst rocynapctBoM. CoriacHO 3TOMYy K€ (eaepalbHOMYy 3aKOHY
rocyapCcTBO 00€CIIEYNBAECT BBICOKOTEXHOJIOTHYCCKONH MEAMIIMHCKON ITOMOIIBIO
(mannee — BMII). BMII siBisieTcss 4acThiO CHEIUATU3UPOBAHHON MEIUIIMHCKON

MOMOIIM U BKJIIOYAET B ce0sl MPUMEHEHHE HOBBIX CIIOKHBIX U (UJIM) YHUKAIbHBIX

26



METOJIOB JICYEHHUS, a TAKKE PECYpPCOEMKHUX METOJIOB JIEYEHUS C HAy4HO
nokazanHou dpdextuBHOCTHIO. [IpenocTaBinenne BMII sBasieTcst akTyaabHBIM IS
netel ¢ peakuMud U opdaHHBIMH  3a0oieBaHUSIMUA. JleTH ¢ peaKuMu
3a0oJyieBannsIMu obecrieunBaroTcs kBotaMd Ha BMII, HO KBOTBI HaxomsTcs B
nedunure. PonurensM mpUXOAUTCS KIATh TOCHUTAIM3AIMIO CBOEr0 peOEHKa 110
HecKoJbKo MecsteB. [Ipu atom kBota Ha BMII npenycmotpena st Tex O0JIbHBIX,
KOMYy TpeOyeTcsl CEpbhEe3HOE JOPOTOCTOAIISE JICUCHUE, HE BXOJSINEE B IMEPEUCHB
MEJUIIMHCKUX YCIIYT, OKa3bIBAEMbIX IO TMOJHUCY 0053aTEIbHOIO MEIUIIUHCKOTO
CTpaxoBaHUs. YCKOpPEHHE TOCHUTAIM3AIMU pPeOEHKA C PEAKUM 3a00JI€BaHUEM
BO3MOXXHO TP HallMuue y peOEHKa KPUTUUYECKOTO COCTOSIHHS 3J0pPOBbSI U
MHOKECTBEHHBIX HapylIeHUH, KOTOpBIE YIPOKAKOT HOPMaJIbHOI
KU3ZHEJEATEIbHOCTU peOCHKa.

[IpoGnema ¢ oOpa3oBaHueM JeTell C peaKuMU 3a00JCBaHUAMH U
MHOKE€CTBEHHBIMU HAPYIIECHUSIMH CTOUT CETOJIHA OCTPO, MOCKOIbKY MHOTHUX TaKHX
JeTel Mo-npekHeMy He OepyT B IMIKOJBI, TJI€ JJIi HUX HE CO3JaHbl OCOOBIC
ycioBus. BmecTte ¢ TeM 1o cTaTUCTHKE OOIIECTBEHHBIX OpraHU3alliii HHBAIHUIOB,
npuMepHo 200 Teicau neren-uHBamuMaoB Poccum He yuarcsa. Ilepexon Ha
WHKIIIO3UBHYIO CHCTEMY 00pa3oBaHUs HE MpeaycMaTpPUBAET 00pa3oBaHUE CaMBIX
TSDKENIBIX JleTei. MHOTrue HMMEIT SApJbIK «HeoOydaeMblii»y. Ho crenmanucTs
yOEKIEHbI: ONPEEICHHbI YPOBEHb 00yUEHUs JOCTYIIEH KAKIOMY PEOCHKY.

CpencrtBa maccoBoit napopmanun (nanee — CMU) — oka3pIBalOT MOMOIIH B
pacrpocTpaHeHU WHQOpPMAIMU O HEOOXOJMMOCTH TMOMOIIU TKEI000JIbHOMY
pebenky. B mocnenHee naecsATUIETHE, TMOMHMO pPaJuo-, TEJIEBU3UOHHBIX W
nedaTHeix CMU, Gombiryto momyssipHOCTh mpuoOpenu u snekrpoHHsie CMU.
[Ipu3bIBBI O MOMOIIM Ha TPOCTOPAX HHTEPHETA — OTO M CO3JIaHHE TPYIIII
TO/IJICPYKKH, COOP TIOAMMCEH U ICHET Yepe3 Pa3TMIHbIE DIEKTPOHHBIE «KOIIETBKI)
B COLIMAJIBHBIX CETAX.

HanbGonee paelCTBEHHBIM SBISETCS Yy4YyacTHE€ TaKUX TEJICKAHAIOB Kak
«IlepBoiit» u «Poccusi-1». Poccuiickuit ponn momormm PYCDOH][ coBecTHO C

«IlepBbIM» KaHAJIOM pPETYJISIPHO OpPraHU3yeT SMS-akIMi0 B TOAJCPKKY IeTeH,
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CTPaJIAlOIIUX OT TSHKEIBIX COCTOSHMUN (TaKue, KaKk OHKOJIOTHYECKHEe 3a00JIeBaHUS,
00JIe3HU BHYTPEHHHX OPraHoB, cepAla, NeueHu U T.1.). OCHOBHAs 1I€JIb aKIUU —
cOOp HEOOXOIUMBIX JICHEKHBIX CPEACTB, KOTOpbIE B TMOCIEAYIOIIEM OyayT
NMepeanbl  Ha  MPOBEIACHUE  Omepanuii, o0ecleueHne  JEeKapCTBEHHBIMU
npenaparaMmu, MPOX0XKJICHUE Kypca peaduIuTaluu KOHKPETHOMY PEOCHKY.

B nmnpumep mnpuBeneM akuuio, OPTraHU30BAHHYK MeXpernoHaIbHOU
OmaroTBopuTenbHON oOmecTBeHHONW opranuzanueit «CIIUIIOP3» coBmectHO C
dbenepanpubiM TenekaHaioM «Poccus-1» 7 oktsa6ps 2012 roga — «Penkuit, HO
paBHBII». bBbUIM MpPOBENEHBI pa3IMYHBIC MEPONPUATHS, TaKUE KaK SCTa(eThl,
0JIarOTBOpPUTEIbHBIE 3a0€rM ¢ ydacTHeM W3BECTHBIX Jitoieli. OCHOBHas IEJb
JAHHOM aKIMKu ObUIO TMPHUBIIEYEHUE BHUMAHHUS OOIIECTBEHHOCTU K MpobiieMam
JOJIeH ¢ peIKUMHU OO0JIC3HAMM.

biiarorBopuTenbHbIE dboHabI u COI[MAJIbHO-OPUEHTUPOBAHHBIE
HekoMMmepueckue opranuzanuu (gaee b® u COHKO). Hexommepueckoii
OpraHu3allMel SBISETCS OpraHu3alus, HE HMEIONIas U3BJICYCHUE MPUOBUIM B
KaueCTBE OCHOBHOM II€JIM CBOEM JEATENbHOCTM M HE pacupenesronias
MOJYYEHHYIO MPUOBLIL MEXIY €€ ydyacTHUKaMu. COlMaaibHO OPUEHTUPOBAHHBIMU
HEKOMMEPYECKHUMHU OPTaHU3aALMSIMU MPU3HAIOTCI HEKOMMEPUYECKHUE OpraHu3aluu,
CO37aHHBIE B MPEIYCMOTPEHHBIX (OpMax M OCYIIECTBISAIONINE ESITEIbHOCTD,
HalpaBJICHHYI0 Ha pelIeHHUE COIMAJIbHBIX MPOOJIEM, pa3BUTHE TPAKIAHCKOTO
obmectBa B Poccuiickoit deneparuu. brarorBopuTeNnbHbIe OpraHu3aiuu, (OHIbI
— 2TO HEKOMMEPYECKHUE OpraHM3alluM, YUpPEKICHHbIC TpakJaHamMu U (WJIH)
IOpUJIMYECKUMHU JIMI]aMA Ha OCHOBE JIOOPOBOJIBHBIX HMMYIIIECTBEHHBIX B3HOCOB,
npecieayronme COIIMAJIbHEIE, 0J1IarOTBOPUTEIIHHBIE, KYJbTYpHBIE,
oOpa3zoBaTeIbHbIC WM WHBIE OOIIECTBEHHO MOJIC3HBIC 1eU. B MHTEPBBIO KaHATY
«Poccusi-1» nupekTop aenapTaMeHTa pa3BUTHS MEIUIIMHCKON MOMOIIM JIETSIM U
CITy’KOBbI POJIOBCIIOMOKEHHUSI TPEKHETO cocTaBa MUHUCTEPCTBA 37PaBOOXPAHCHHUS
P®, onenuna ywyactue OJaroTBOPUTENBHBIX M OOIIECTBEHHBIX OpraHu3aluil B
cbope HEOOXOUMOM CYyMMBI JIEHET Ha JICUCHUE JCTeH ¢ peIKUMH 3a00JIeBaHUSIMHU

KpaitHe He0OXOAUMBIM.
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Cormacao (enepanpHOoMy 3aKkoHY «O OIarOTBOPUTEIHHOU AEATEILHOCTH U
OIarOTBOPUTEIBHBIX ~ OpPraHU3alUAX»  OJArOTBOPUTEIBHONW  OpraHU3aIHeH
MIPU3HACTCS HEMPaBUTEILCTBEHHAsT (HEroCcyJlapCTBEHHAss W HEMYHMIUIIATIbHAS)
HEKOMMEpYECKasl OpraHu3alus, CO3JaHHas JId pean3alud Iejledl myTeM
OCYIIIECTBJICHUSI OJIarOTBOPUTEIIBHOM JEATEILHOCTH B HHTEpecax oOOIecTBa B
1I€JIOM WJIM OTJACJIBHBIX KaTErOpUi JIMII.

[log OnaroTBOPUTENBHON JEATEIBHOCTHIO IMOHHUMAETCS J0OpOBOJIbHAS
JEATEIIbHOCTh TPaKJIaH U IOPUIUYECKUX JIUIl TT0 O0eCKOpPBICTHOM (0€3BO3ME3THOM
WU Ha JBIOTHBIX YCIIOBUSIX) Mepelade IpakaaHaM WU IOPUIAYECKUM JIUIaM
MMYIIECTBA, B TOM 4YHUCJE JACHEKHBIX CPEICTB, OCCKOPHICTHOMY BBIMOJIHEHUIO
paboT, MPEeIOCTaBICHUIO YCIIYT, OKQ3aHUIO HHOU MOJICPKKH.

B OonpmimHCcTBE CBOEM 0JaroTBOPUTENbHBIC OpPraHU3allUd  OKa3bIBAIOT
MOMOIIb CBOEH OCHOBHOM IIEJIEBOM ayJIUTOPUU B BUJIE PEATU3ALMNHN COLMAIBHBIX
MIPOEKTOB, MIPU HEOOXOAMMOCTHU, OHM OKa3bIBAIOT U MATEPHAIbHYIO TTOMOIIb IS
JIeYeHUs, TPUOOPETEHUS JICKAPCTBEHHBIX MpernapaToB U Tak jnaiee. ColuanbHbIC
MPOCKTHI, KOTOPBIC PEATM3YIOTCS OJaroTBOPUTEIbHBIMM OpraHU3alldsIMH, B
OCHOBHOM HAIpaBJICHbl Ha COIMAJIU3AIMI0 W WHTErpaluio JeTeid B 0OIecTBO,
OKa3aHHWE pa3JIMYHBIX BHJIOB YCIYr, KOTOpPhIE JUOO HE JOCTYIHBI IS
OOJILIIMHCTBA POJUTENICH TaKUX JIETCH, TUOO0 SIBISIOTCS ACHUIMTHBIMU B CHITY HE
BKJIIOYEHHMS] WX B  TOCYJIapCTBEHHbIE  CTaHIapThl. Tak,  Hampumep,
omarorBoputensHbiit houa «OxkHo B HAJIEXKY» B r. Kazanu peanusyer ¢ 2008
roaa nmpoekT «Jlom aktuBHOM x)u3HW», a B 2013-2014 rr. eme u npoekt «Jlom
HE3aBUCUMOWN ku3HW». (OCHOBHBIMHM IIEJISIMH JaHHBIX MPOEKTOB SIBJSIETCS
uHTerpanus Joaeii ¢ MHP B o0mecTtBo dYepe3 opraHuzammio Ipolecca
CoIMaIM3aluu MeTogaMu 00pa3oBaHusl. [[poeKThI BKIIOUAIOT B c€0s OpraHU3aIfio
€KEHEIETTbHBIX UHIUBHUIYAJIbHBIX U FPYIIOBBIX 3aHATHI JJIsl AETEH CO CIOKHBIMU
U MHOXECTBEHHBIMU HApYIICHHUSIMU Pa3BUTHUSA, COLHUAIBHO-TICUXOJIOTHYECKOE
KOHCYJbTUPOBAHUE HX POJUTENCH, TPEHUPOBKH OTACIHHOTO TNPOKUBAHUSA B
CHenuanbHO OOOPYJOBAaHHBIX KBAapTUpaX. 3a BpeMs pealu3alii IMPOEKTa

coranu3amnuio B HeM npouutn 31 pedbeHok u cosepiienHonetnue ¢ MHP, B Tom
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qyuclie ¢ peakuMmu 3aboneBaHusMH, Oonee 50 nereli ¢ OrpaHMYEHHBIMU
BO3MOYKHOCTSIMM y4YacTBOBAJIM B HWHTErPALIMOHHBIX Meponpusatusx, Oonee 100
BOJIOHTEPOB MOMOTaIH B paboTe npoekta. OCHOBHBIMU IPEUMYIIIECTBAMH JTAHHOTO
MPOEKTa SIBJIAIOTCA: CO3/IaHHE ONTUMAJIBHOW MOJENH Yy4eOHO-BOCHUTATEIHLHOIO
mpoliecca g AeTel AOLIKOJIBHOIO M IKOJIbHOro Bo3dpacta ¢ MHP; peanuzanus
HECKOJIBKMX 00pa30BaTeNIbHbIX MPOrpaMM Ha OCHOBE MHIMBUIYATBHOTO MOJIX0/a
B 00pa3oBaTeIbHOM YUPEKICHHU TIO MECTy IKUTEIhCTBA H Ha JIOMY;
MPEUMYIIECTBO KJIACCHO-YpOUHOU (GopMbl OOy4YeHHs, MpU KOTOPOW YUECHHKHU
OOBEIUHSIOTCS. B MaJIbIe OTHOCUTEJILHO CTAOWJIbHBIE TPYMIIbl (KJIACChI) B TCUCHUE
JIOCTATOYHO TMPOJOJDKUTEIBHOTO BPEMEHU, OCBOCHUE MOJIETU  OTIEIBLHOIO
MPOKUBAHUS B3pOCibIX Jroaen ¢ MHP.

JpyrumMm npumepoM MOTYT mnociyxkuTbh mnpoekTtel AHO «Acconmanun
CoJIeHcTBHS OOJIBHBIM CHHIPOMOM PeTTay — «AkazemMusi MalMeHTOB C PEIKUMU
3aboneBanusamMny (2012-2013) u  «Poautenu AeTEeH-MHBAIMIOB C PEAKHUMH
3a00JIeBaHUSIMA — 3a TpaBa JETell Ha JUAarHOCTUKY, JICUEHHUE, PeaOUIUTALNIO U
obpazoBanue» (2013-2014). OCHOBHO#M I€JBI0 TPOCKTOB CTAJI0 TOBBIIICHHE
YpOBHSI HMH(POPMHUPOBAHHOCTH KaK MAIMEHTCKOTO COOOIIecTBa, TaK U
poecCHOHANBHBIX METUIIMHCKUX KaJPOB B YACTH PEIKUX 3a00JICBaHUM.

B 3agaun mpoekTa BXOAWUIIO: YBEJIMUEHUE KOMIIETEHTHOCTU MpEICTaBUTENEH
JeTeid M B3POCIBIX TMAlMEHTOB C PEIKUMHU 3a00JICBAaHUSIMHU W TMpECcTaBUTENIEH
MEJUIIMHCKOTO COOOIIECTBA, pACIIUPEHHE UX BO3MOXKHOCTEH B 00JacTu
MHQOPMHUPOBAHUSI 1O BONPOCAM JUArHOCTUKH, JICUCHUS, peadWwIuTaluu U
oOyueHus NalUEeHTOB c peIKUMU 3a00JI€BaHUSIMU; OopraHu3anus
KOHCYJIbTUPOBAHMS MAIIMEHTOB BpayaMu U IOPUCTAMU 10 BOMPOCaM IpaB JIIOAEH ¢
penKkuMu 3a00JICBaHUSIMU; BBISIBJICHUE HApYIICHUS IMpaB MAlMEHTOB C PEAKUMHU
3a00JICBaHUSIMU;, OpraHU3alUs W TPOBEJACHUE OOYYaIOIUX CEMHUHAPOB IS
CHeruaIbHO CPOPMUPOBAHHOM CMEIIAHHOW TPYIIIBI TIPEICTABUTEIICH MAIUEHTOB U
Bpauei.

Accoumaiiusi B TOBCEIHEBHOW JEATEIBHOCTU OPUEHTHPOBAHA HA CBOIO

AyJUTOPHUIO — CEMBU C ACTbMH, CTPAJArOIIUMHU PEAKUM 3a00JIEBaHHEM CUHAPOMOM
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Perra, w0enbr0 KOTOPOM SABJISETCS BOCCTAHOBJICHUE W MOAAECPKKA IPaB AETEU C
cuapomoMm Perra B Poccum Ha rapaHTUPOBaHHYIO IHArHOCTHKY, JICYCHUE,
peabunuranuio U oOyudeHue. HMubopMupoBaHHe MIMPOKOH OOIIECTBEHHOCTH,
METUITMHCKOTO COOOIIECTBa, APYTUX CICIHUATUCTOB (TIEJaroroB 1 MCUX0JIOTOB), U,
IJIaBHOE — CeMeH, B KOTOPBIX BOCHUTHIBAIOTCA JE€TH C CUHApoMOM Perta 0
3a00jieBaHUM, cHoco0ax peaduwiIuTallKk, METoJax oOpa30BaHUs, BapUaHTaX
COIMAJILHON MOJJEPKKHU peOdeHka ¢ cuHapomom Perra. B xome peanuzanuu
JTAHHOTO TPOEKTa ObUTM JOCTUTHYTHI Takue Pe3yJIbTaThl, KaK IMPOBEIACHUE B T.
Kazanu «EBponeiickoil koHpepenuuu no cuaapomy Perra» B centsiope 2011 r.,
KOTOpasi OCyllecTBIsIach moj narpoHaxeM lIpesunenta PecnyOnuku Tarapcran
P.H. MunHuxaHoBa u npoxoauiia npu yyactuu Moapa r.Kazanu M.P. MeTtmuHna;
Cemunap B 1. MockBe B ceHtsiope 2012 r. «lllkona nmnms ponurtenei nerew,
cTpajnaromux cuaapomom Perrtay. Ceromusi accormaiusi oobeaunsier 6onee 100
cemen no Bcer Poccuiickon denepanum.

B pa6ore COHKO u B® ectb MoIHbIi pecypc — BoIOHTEpbl. C TOMOIIBIO
JOOPOBOJIBHBIX MTOMOIIIHUKOB PEATU3YIOTCS CIEIUaIbHbIE MPOEKThI, COOMPAIOTCS
HEO0OXOIMMbIE CPEJICTBA JIJIsI TIOMOIIY HYXKIAOIIAMCS.

Jlns GonpImuHCTBA peakux 3abojieBaHUN HE cymiecTByeT 3()QPEKTHBHOIO
JICYCHHSI, KOTOPOE MO3BOJIWIO OBl JIMOO MOJHOCTHIO M30aBUTHCS OT 3a00JIEeBaHMS,
MO0 YMEHBIINUTH €ro nocieactus. Ho mpu 3ToM CyIecTBYIOT METOAbI, KOTOPbIE
MOTJIM OBl CYIIECTBEHHO VIYYIIUTh KAue€CTBO JKM3HU TAIMEHTa C PEAKUM
3a00JieBaHUEM U XOTh M YAaCTUYHO, HO COLMAIM3UPOBATH, aNaNTHUPOBATh U
WHTETPUPOBATh €ro B COBpeMeHHOoe oOmiecTtBo. s 3¢ deKTUBHOrO OKazaHus
MOMOIIIM  HEOOXOJMMa XOPOIIO CJHKEHHAs CHUCTeMa MEXCEKTOPHOTO U
MEKBEJIOMCTBEHHOTO B3aUMOJICUCTBUA: (HA Mera YypoBHE) TOCYyAapCTBO U
o01ecTBO — (Ha Me30 ypoBHE) yupexaenus cornuaibHoi cepsl, COHKO u b,
CMMU — (Ha MUKpO YpOBHE) MAIMEHT C PEAKUM 3a00JI€BAaHUEM U €ro OJrKaiiiiee
OKpykeHue (cembsi). Ha rocymapcTBo Bo3jlaraercsi OTBETCTBEHHOCTh 10
COMPOBOXKJICHUMIO TMAIIMEHTa C PEIKUM 3a00J€BaHMEM OT €ro pOoXIACHUS,

JAUArHoOCTUKM M HA3HAUCHHA JICUCHHA OO HHTCTpaliu B O6H_[€CTBO. HpI/I 3TOM,
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JOJDKHBI  TPEIOCTABIATBCA  YCIYrH 1O  OOYYeHHI0O W peadWIUTalnH,
TapaHTHPOBATHCA  TPEIOCTABICHUE COIUAIBLHOW TEHCHUU, OO0eCIeYnBaThCS
JIEKapCTBEHHBIMU cpeAcTBaMu. M3BecTHO, Hampumep, YTO OTHONIICHHE K JIETAM-
WHBAJIUIAM SIBJIIETCS OINPENEICHHBIM KPUTEPUEM OICHKH I[IMBUIM30BAaHHOCTHU
oOmecTBa. MHBamMAHOCTH CYMTAETCS OJHUM U3 BAXKHEUIIUX TOKa3aTesei
COLIMAJIBHOTO HEOJIaronoyiy4usi HAcelIeHHs, OTPaXaeT COLMAIBHYIO 3pPENIOCTb,
SKOHOMHYECKYIO COCTOSITEIBHOCTh, HPABCTBEHHYIO IMOJHOLEHHOCTh OOIIECTBa U
XapaKTepu3yeT, B TOM YHUCIE, U COCTOSTHUE TOCcyAapcTBa. BMecrte ¢ TeM, %anocTh U
COUYYBCTBHE BBI3bIBAECT COCTOSHHE MACCHBHOCTH MO OTHOIICHHWIO K TMAallMEHTaM C
peakuMu OOJIE3HSIMH M OTPAHUYMBACT >KEJAaHHE IIOMOYh KM CO CTOPOHBI
COOTEUECTBEHHUKOB. [loMOYb COBpEMEHHOMY pPOCCHUHCKOMY OOILECTBY HE
JMCTAHIIUPOBATLCA OT CYIIECTBYIOUIMX MpoOsieM, HE wu30eraTh BO3MOMKHBIX
KOHTAKTOB M 3aMeuarh Takux Jonaei npusBanbl coBpemeHHble COHKO, b® u

CMI.
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Pa3znen 2. IIpaBoBble OCHOBBI METUIIMHCKO MOMOIIU NALIMEHTAM

¢ opaHHbIMU 3200/1€BAHUAMU

BrnepBbie TepmuH «opdannbie 6one3Hn» (peakue 3aboneBaHus, «00JIe3HU-
cupoThl») mosiBuics B 1983 r. B CIJA mnpu mpuHsATHU 3akoHA 00 Op¢aHHBIX
OOJIE3HSX.

Ha ceroansmnuii neHp MOHATHE Op(aHHBIX 3a00JIEBaHUN 3aKPEIUICHO
3aKOHOAATEIBbHO BO MHOTMX CTpaHax, OJHAKO BE3[l€ B HEro BKJIAJBIBACTCS
HECKOJIBKO Pa3HbINA CMBICIL.

BrepBbie B pOCCHIICKOM 3aKOHOAATENIBCTBE OINPEACICHUE 3TOr0 MOHSITHE
obio gaHo B 2011 romy B @3 «O0 ocCHOBax OXpaHbl 370pOBbS TPaXKiaaH B
Poccuniickon @enepanum».

[TonsitTue opgaHHOrO («CHUPOTCKOrO») IMpernapaTa IOKa OTCYTCTBYET B
poccuiickoM 3aKoHoaTenbcTBe. Ha cerogusamnuii 1eHp pa3paboTaHbl IONPAaBKU B
@3 «O0 oOpalieH!H JEKapCTBEHHBIX CPEACTBY, BKIIOYAIOIINE B TOM YHCIIE TAKOE
OIpEIEIICHHE: «Opdannpie  JeKapCTBEHHBIE  MpemapaThi-JIeKAPCTBEHHBIC
npenapartbl, NpeJHa3HAYEHHbIE [JIs MAaTOr€HETUYECKOro JieUeHus: (JieueHwus,
HAIpaBJICHHOTO HAa MEXaHW3M pa3BUTHS 3a0oyieBaHus) peakux (opdaHHbBIX)
3a00JIeBaHUIY.

B coorBerctBun co cr. 7 Koncruryuun P® Poccuiickas denepanus —
COLIMAJIBHOE TOCYAapCTBO, MOJIUTHKA KOTOPOrO HAMPABIIEHA HA CO3/IaHHUE YCIOBUM,
00€eCleYnBaOIINX JOCTOMHYIO HW3Hb WU CBOOOJHOE pa3BUTHE 4YeloBeka. B
Poccuiickont @enepanum 0XpaHAOTCS TPYA U 30POBBE JIOJICH, YCTAaHABIUBAECTCA
TapaHTUPOBAHHBI MUHUMAJIBHBI pa3Mep OIUIaThl TpyJda, OOECIeUnBACTCS
rocyJapCTBeHHasi MOJJEpKKa CEeMbH, MAaTEpUHCTBA, OTIIOBCTBA U JETCTBA,
WHBAJMJOB W TOXWIBIX TpaXkIaH, Pa3BUBACTCS CHUCTEMa COIMAIBHBIX CITYXKO,
YCTaHABIMBAIOTCS TOCYAApCTBEHHBIC TICHCHMH, TOCOOWMS ¥ WHBIE TapaHTUH
COITMAJILHOM 3aIllUThI.

Cr. 41 Konctutyuuun P® ycTaHOBIEHO MPAaBO KaXKJIOTO HA OXpaHy 3/I0POBbS U

MCIUIIMHCKYIO IIOMOIb. MG}II/ILII/IHCKaSI noMonib B TOCYAAapCTBCHHBIX U
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MYHULUOAIBHBIX YUYPEXKICHUSIX 3PaBOOXPAHEHHUS OKa3bIBa€TCAd TIpaKJaHaM
OecriaTHO 3a CYET CPEJICTB COOTBETCTBYIOIIETO Oro/keTa (B JaHHOM Ciydae 3a
cuet OrojkeTa cyobekta PD), cTpaxoBbIX B3HOCOB, PYTUX MOCTYIIICHUH.
[Io cmbicny cr. 150 I'K P® xu3Hb H 310pOBbE YEJIOBEKA SBISETCA
HEMaTepHalbHBIMU OJlaraMu, MPUHAIICKANUMU TPAXKIAHUHY C POXKICHUS, HE
OTUY’KJIaeMbl U TOJIJIEXKAT 3aIIUTE B COOTBETCTBUU C 3aKOHOM.

B cuny nonoxenuii ct. 4 ®enepanbuoro 3akoHa oT 21.11.2011 Ne 323-03
«O0 ocHOBax oXpaHbl 310pOBbs Tpaxaad B Poccuiickoit denepannn» 0CHOBHBIMU
NPUHIMIAMU OXpaHbl 3/I0POBbsSl SIBISIOTCS, B YAacCTHOCTH, COOJIIOJICHHE IIpaB
rpaxkJaH B cepe oxpaHbl 3I0pPOBbsl U 0OECIEYEHUE CBSI3aHHBIX C 3TUMH ITpaBaMu
rOCyJapCTBEHHBIX TapaHTH, MPUOPUTET WHTEPECOB NAIMEHTa IPU OKa3aHUU
MEIUIMHCKON MOMOILHY, COIMalbHAs 3alIUIIEHHOCTh TPaXKJIaH B Clydyae yTpaThbl
3I0pPOBbsl, OTBETCTBEHHOCTb OPIraHOB T'OCYJAapCTBEHHOM BIACTU M OPraHoOB
MECTHOI'O CaMOYTpaBJICHUs, JOJKHOCTHBIX JIMI[ OpraHu3aluil 3a oOecrieueHue
1paB rpaKJaH B cepe OXpaHbl 3J0POBbS, JOCTYITHOCTh U KAUECTBO MEAUIIMHCKOMN
MIOMOILY, HEAOITYCTUMOCTh OTKa3a B OKa3aHUU MEJAUIIMHCKON TTOMOLIH.

OO0s3aHHOCTh 1O OOECMEYEHUI0 OOJBHBIX PEIKUMHU 3a00J€BaHUAMHU
OecCIIaTHBIMU JICKAPCTBEHHBIMH CPEJICTBAMHM BO3JIOKEHA Ha CyOBeKThl PO,
KOTOpbIE SBJSIOTCS YIOJHOMOYECHHBIMU PETUOHAIBHBIMU  WCIIOJTHUTEIbHBIMU
opraHamMu TrOCyJapCTBEHHON BJIacTU B cdepe 3apaBOOXpaHEHUs U 00JaAaroT
NOJHOMOYMSMHM TI0 OpraHu3allud MEIUIUHCKOM MOMOIIM, MPeayCMOTPEHHON
3aKOHOJATENbCTBOM P®, nnsa omnpeneneHHbIX Kareropuid rpaxpaaH. Co3maroT
YCIIOBUSI JJIsl Pa3BUTHSI M JOCTYMHOCTU JIEKAPCTBEHHOI'O OOECHEUEHHs TpakiaH,
OpraHusyeT oOecreueHue JIEKapCTBEHHBIMH CpEICTBaMU, BKIIOYEHHBIMU B
NEPEeYHH M PETUCTPHl JUI, UMEIOIIMX MPaBO Ha MOJYYEHHE TOCYIapCTBEHHOMN
NOMOIIM B TMOpPSAKE, NPEIyCMOTPEHHBIM (penepanbHbIM 3aKOHOAATEIbCTBOM.
OtcyTtcTBHE oOecriedeHus: OOJBHBIX KU3HEHHO HEOOXOIUMBIMH JICKAPCTBEHHBIMHU
npenaparaMM 3a CYeT CpeACTB OojKeTa peruoHa, € OHU MPOKHUBAIOT,
HapyIIaeT uX MpaBa Ha OXpaHy 370POBbsI U MEAUIIMHCKYIO TIOMOIIb, KaK TPaXKIaH

P® crpanaromux TSHKENIbIM )KU3HEHHO YTPOKAIOIIUM 3a00JIEBAHUEM.
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[IpaBo, OOJBHBIX CTpajarolux TSKEJIBIMU KU3ZHEYTPOKAIOIINUMU
3a00J1eBaHUSIMH, Ha OECIIATHOE JIEKAPCTBEHHOE O0ECIEYEHHE 3aKPEIJIEHO CT. CT.
16 u 83 denepanbHoro 3akoHa oT 21.11.2011 Ne 323-®3 «O06 ocHOBax OXpaHBI
310pOBbs TpaxaaH, a Poccuiickon Denepanumy», rae yKa3aHo, 4TO 3a OpraHaMU
UCIIOJIHUTENLHON BiacTh CcyObekToB P® 3akpersieHbl MOJHOMOYHS 10
00€eCIeYeHUI0 TPaKJaH 3apPETUCTPUPOBAHHBIX B YCTAHOBJICHHOM TMOPSIKE Ha
TEPPUTOPUU P® JIEKapCTBEHHBIMU npenapaTamu TUTSt JeYeHUs
3a00JIeBaHUM, BKJIIOUCHHBIX B MEpPEYEHb KUZHEYTPOKAIOIIUX U XPOHUYECKHUX
nporpeccupyromux — peakux — (opdaHHeix) 3a0o0jieBaHUM, NPUBOMASIIMX K
COKpPAIIEHUIO TTPOJIOKUTEIFHOCTH KU3HU TPaXJaHWHA UM €r0 WHBAJIUTHOCTH.

[TocranoBnenuem IlpaButensctBa PO ot 26.04.2012 Ne 403 yrBepxkacH
[lepeueHb >KU3HEYTPOKAIOIMIMX U XPOHUUYECKUX MPOTPECCUPYIONIUX PEAKUX
(opdanHbIX) 3a001€BaHUN, TPHUBOAAIIMX K COKPAIICHUIO MPOJIOJKUTEILHOCTH
KU3HM TpaXJIaHWHA WM €ro WHBAJUAHOCTH, KyJa BKIIOUCHBl ATUITUYHBIN
remMoyiuTuKko-ypemuueckuii cunapom (al'YC) (kox 3aboneBanuss D59.3 mo
Mexnaynaponnoit Kmaccupukamuu bonesneit (MKb-10) u mapokcusmanbHas
HouHast remornoounypus (ITHI) (kox mo MKB-10 D59.5)

Taxke nexkapcTBeHHOe obecrneueHue rpaxnan PD nHa permonanbHOM
YpPOBHE 3a CYET CpeAcTB OKEeTOB CcyObekToB P® ocymecTtBiseTcs B
cooTBeTCTBHM C TTocTaHoBjeHueM [IpaButensctBa PO ot 30.07.1994 No §90.

B cootBercTBHM C 4. 9 cT1. 83, @enepanbHoro 3akoHa otT 21.11.2011 r. Ne
323-®3, rpaxmane PO, crpanmaromme penkumu (ophaHHBIMU) 3a00JEBaHUEM,
MMEET MpaBO Ha oOecleueHue MpenapaTaMu MpeHa3HAYEeHHBIMU JIJISl JICUCHUS
al'VC u IIHT, 3a cuer cpenctB cyobektoB P®, T.k. cT.83 mpsiMmo yka3biBaeT —
JIeYEHUE TpaXKaaH MPOU3BOJAUTCS 3a CUET CPEJCTB CyObeKTOB PD, BhIIEIsIEMBIX Ha
¢buHaHCOBOE ~ OOECTeUeHHe  pealu3alil  TEePPUTOPHAIBHBIX  MPOrpaMm
TOCYJapCTBEHHBIX TapaHTH OECIIATHOTO OKa3aHWs TpakIaHaM MEAUITMHCKON
noMomy (B 4YacTH MEAMIIMHCKOM TIOMOIIM, HE BKIIOYEHHOM B IPOTrpaMMbl

00513aTeILHOrO MCIUIMHCKOI'O CTpaxOBaHM:A, a TAKKE PaCX0J0B, HC BKIIIOUCHHBIX
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B CTPYKTypy Tapu(oB Ha OIUIATy MEAWIIMHCKON MOMOIIH, MPEIYCMOTPEHHYIO B
nporpaMmax 00s3aTeIbHOTO MEIUIIMHCKOTO CTPaXOBaHMUS).

Kpome Toro, nHa ocHoBanuu IlocranoBnenusi IlpaButensctBa P® ot
30.07.1994 roma Ne 890 «O roCcynapCTBEHHON NOAJEPKKE Pa3BUTHS
MEJIUIIMHCKON TMPOMBIIIUICHHOCTH M YJIYYIICHUS OOeCleueHUs] HacelICHUs W
VUPEKICHUN 3IpaBOOXPAHCHUS JICKAPCTBEHHBIMU CPEJICTBAMH U HW3ACIUAMU
MEJUITMHCKOTO Ha3HA4YeHUs» JICKapCTBEHHOE obOecmedeHne Trpaxmaan PP Ha
pEruoHAIBLHOM YPOBHE OCYIIECTBIISICTCS 3a CUET CPEACTB OHOHKETOB CYOBEKTOB
P®, a taxxke omnpeeneH MepedyeHb TPy HACEIEHUS U KaTeropuil 3a00ieBaHuM,
npu amMOyJIaTOPHOM JICUCHHHM KOTOPBIX JIEKAPCTBEHHBIE CPEACTBA W U3JEIUs
MEJIUIIMHCKOTO Ha3HAYeHMsI OTIIYCKAIOTCS IO pelentaM Bpadel OecIuiaTHO.
JIaHHBIM  TOCTAaHOBIICHUEM NPEAYCMOTPEHO, UTO TPAXKIAHE, CTPAJAIOIINE
3a00JIeBaHUSIMUA OTHOCSIIHECS K 3a00JIeBaHUSAM (IeMOTOJIOTHYECKHEe 3a00JIeBaHuUsl,
nurornenun), koumu sBisgiores al' YC u IIHIT, oGecneunBarorcs OecruiaTHO
JIEKapCTBEHHBIMM ITpPENapaTaMu,IPeAHA3HAYCHHBIMU JJIs1 JICUCHUSI YKA3aHHOTO
3a00JIeBaHUSl M HE COJACPKHUT yKa3aHUM Ha CIUCKU M TIEPEYHHU JICKAPCTBEHHBIX
CpeACTB, T.K.  yKazaHHble  3a00J€BaHMsI  OTHOCATCS K  KaTeropuu
JKU3HEYTPOKAIOIIHX.

Crates 7 ®enepanbHoro 3akoHa Ne323-D3 pernaMeHTHUPYET, 4To 1'0CcynapcTBoO
MPU3HAET OXpaHy 3J0POBbsl JETEH KaK OJHO M3 BAXKHEUIIHUX W HEOOXOIMMBIX
yCIOBUH (DHU3UYECKOTO U TICUXUYSCKOTO pa3BUTH JeTel. JIeTH He3aBUCUMO OT MX
CEMEMHOr0 MU COIMAJIBHOTO OJIArOMOJy4YHus TMOJIeKAaT OCOOOM OxpaHe, BKIIIOYas
3a00Ty 00 WX 3/I0POBbE M HAJICKAIIYIO MPABOBYIO 3alUTy B cdepe OXpaHbl
310POBbS, U UMEIOT MPUOPUTETHHIC TIpaBa MPHU OKA3aHUU MEIUIIMHCKON ITOMOIIIH.
MenuuuHCKHE OpTraHW3allMM W WHbIE OpraHu3anuu oO0si3aHbl NpPU3HABATH U
COOJTI0OIaTh TIPaBa JETEeH B chepe OXpaHbl 370POBBA.

Opranbl roCymapcTBEHHOM Biactu cyOwbekToB Poccuiickoit ®enmeparuu B
COOTBETCTBHUM CO CBOMMM TIOJIJHOMOYHSMH pa3palbaThIBaAlOT U PEATM3YIOT
MPOrpaMMbl, HaIpaBiICHHbIE Ha MPOQPWIAKTUKY, PAaHHEE BBISABICHHUE U JICUCHUE

3a00eBaHUM, TOPUHUMAIOT  COOTBETCTBYIOUIME MEphl MO  OpraHHU3aluu
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o0OecriedueHuss JeTei JIeKapCTBEHHBIMHU TMpenaparaMu, CHelHaTu3upPOBAHHBIMU

MNpOAYKTaMH JICYCOHOTO nuTadnusa, MCIUMINWHCKUMHU U3ACIIUAMU.

Ilpocpamma «Cemb no3zonozuity pabortaet Ha tepputropuu PD ¢ 2008r.
3aKylnka JIEKapCTBEHHBIX CPEACTB IO MPOrpaMMe OCYLIECTBISAETCA ITyTEM
IIPOBEJCHUS OTKPBITOTO ayKIIMOHA, 00BBIIIEMOT0 MO 3aka3y MuH3npasa Poccun.

MUHHCTEPCTBO MPOBOJIUT OTKPBITHIE AYKIIMOHBI Ha MPAaBO 3aKIIFOUEHHS
TOCKOHTPAKTa Ha IMOCTaBKYy JIEKAPCTBEHHBIX IPENApaToB B PAMKAax peanu3aluu
noctaHoBiieHus [IpasurensctBa PO ot 26.12.2011 Ne 1155...

Kaxx11p1il manmeHT, MMEIOIINIA MPaBO Ha MOJIYYEHUE JTbIOTHOTO 00ECTICUeHHSI
JIEKapCTBEHHBIMHU CpEJICTBaMU M0 Iporpamme «CeMb HO30JI0THI», 00s3aTE€IbHO
BHOcHUTCS B DenepanbHbIl PErUCTP, BEACHUE KOTOPOrO HA JIaHHBIM MOMEHT
perynupyetcs nocranopienueM IIpaBurenbcta PO ot 26.04.2012 Ne 404.

B nHacrosmee Bpems Mun3gpaBom Poccum  yTBEpXKAEH IpPHUKa3  OT
15.02.2013 Ne 691. IIpuka3 comepxut Ilopsgoxk mnpeacTaBieHUs CBEICHUU,
COJIEp>KAIlUXCsl B HAIPABJICHUN HA BKJIIOYEHUE CBEICHHUN (BHECEHUE U3MEHEHUN B
cBelieHus1) o OosibHOM B DefepalibHbIl PETUCTP, a TAKKE HECKOJIbKO (opMm H
WHCTPYKIIMH 110 UX 3aII0JIHEHHUIO.

BeneHne nanyueHToB ¢ CEMBIO HO30JIOTUSIMHU MIPEAINOIAraeT TPEXYPOBHEBBIM
KOHTpoJib. [lepBblii ypOBeHb — JMIA, HA3HAUYEHHbIE OTBETCTBEHHBIMH 32
OpraHM3alMI0 JUCIAHCEPHOTo HAOMIOJEHUs W oOecreueHue JeKapCTBEHHBIMU
npenaparaMy NaueHToB B 00JacTu (MeIuIMHCKUE pabOTHUKH). BTOpoil ypoBeHb
NPEACTABIECH OTBETCTBEHHBIM JIMIIOM, KOOPAMHATOPOM JEATEIbHOCTH BCEX
Je4eOHBIX YUpEeXKIEHUN ropo/ia, IIaBHBIMU CIIEHUATNCTaMU 00JIacTh (TaKUMHU Kak
remMaToJIor, HePpPOoJor, SHAOKPUHOJIOr U T. A.) TpeTtuil ypoBeHb — MUHUCTEPCTBO
3/IpaBOOXPAHEHUS 00JIaCTH.

Takum o00pa3zom, CyIIeCTBYyeT MHOTOYPOBHEBBI KOHTPOJb BEICHUS
denepanabHOro pEerucTpa 1 MEXaHU3M OOpPATHOM CBSI3U MEXKAY CHEIUATUCTAMHU 10

pas3’In4YHbIM BOIIPOCAM BCACHHUA ITALIMCHTOB C BLICOKO3aTPATHBIMH HO30JIOTUAMU.
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K  coxanenuto, B  JACHCTBUTEIBHOCTH  MOJYyYUTh  HEOOXOIUMBIN
JIEKapCTBEHHBIM Ipenapar ObIBaeT TPYJAHO. YCTAaHOBJIEHHAas HOPMAaTHUBHBIMU
aktamu MuH3npaBa Poccum mpouenypa mnoaadyd MpPEABAPUTEIBHON 3asiBKU
pacTArMBAETC Ha JUIMTENBHOE BpPEMsl, HANpPUMEp, 3asBKH Ha CIEIYIOLIUN O]
JIOJDKHBI OBITh TIOJIaHbI B Ha4aJle IPEIbLAYIIETO.

Takum 00pa3om, Ha Jvll, BKIIOUEHHBIX B DenepanbHbId pETUCTp MO3/IHEE
3TOr0 CPOKa, MOKET OBITh MOJAaHA TOJBKO JOMOJHUTENIbHAS 3asBKa, U JIEJIAETCS
ATO 3HAYMUTENBHO IO3KE, YTO MOYKET MPUBECTH K TSKEIBIM IOCIEACTBHUAM IS
3I0pPOBbSI U KM3HU OOJBHOr0. B CBSI3M C 3TUM JJI1 MAMEHTOB OYEHb BAXKHO HE
TOJIBKO PETYJISIPHO MOCEIIAaTh KOHCYJIBTATUBHBIE TPUEMBI B CHIEUATU3UPOBAHHBIX
YUPEXJIEHUAX 00JIaCTH, HO M COCTOSATh HAa y4YeTe, IOCTOSHHO HAOII0AaThes y Bpaua
110 MECTY KUTEJIbCTBA.

C 2011 r. oOmiecTBEeHHbIE OpraHU3allid BEAYT AKTHUBHYIO IUCKYCCHIO O
1eJ1ecO000Pa3HOCTU Nepeaur MOJHOMOYHIM 10 JIEKAPCTBEHHOMY OOECIIEUEHUI0 «B
onHu pykn». B 2014 r. 3aKynku J€KapCTBEHHBIX CPEACTB IS JIEUEHUs Op(PaHHBIX
3aboneBaHuil 1o mnporpamme «CeMb HO30JOTHI» IUIAHUPYETCsS IepenaTh Ha
ypoBeHb CyOBeKTOB P® c coxpaHeHueM (QUHAHCUPOBAHHUS U3 (PeAepabHOTO
OroKeTa.

[{eHTpanu30BaHHBIX 3aKynoK no mporpamme «CeMb HO30JIOTHID» U3
dbenepanpHoro Oroxkera Oonbplie He Oyner. BmecTto opHOro TteHaepa Ha
rOCy/lapCTBEHHOM ypOBHE OyIyT mpoBOAUTHCS &4 TeHaepa B CyObeKTax
®enepaunu. PernoHsl MOMKHBI OYyIyT 3aKynaTh JIEKAPCTBEHHBIE MPEMapaThl
CaMOCTOATENIbHO Ha JIEHEXHBIE CpPEJCTBA, BBIJICICHHbIE W3 (enepaabHOro
Oro/pKeTa U nepeaHHbIe UM B BUJIE CYOBEHITUH.

[lepemaya nomHoMouuii mno nporpamMme «Cemb HO30JIOTHMI» MPETyCMOTPEHA
nornpaBkaMu B 3aKOH 00 oxpaHe 310poBbs. HpopMmaIus o nepegaye noJIHOMOYUN
HAa PErMOHAJIbBHBIM  YpPOBEHb coAepxkuTcss u B IIporHose couuanbHO-
SKOHOMHYECKOTO pa3BuTusi Poccuiickonn ®epepanuun Ha 2013 r. U MIaHOBBIN
nepuon 2014-2015 rr.5, pazpaborannom MunskoHOMpa3Butus Poccun B pamkax

peanuzaiuu OenepanbHoro 3akoHa oT 29.11.2010 Ne 326-D3 «O0 ob6s13aTenbHOM
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MEIUITMHCKOM cTpaxoBanuu B Poccuiickoit denepanmn» u 3akoHa 00 OxpaHe
310POBBAI.

CoruacHo [IporHo3y, IpeacTOUT PEMIAT CICAYIOIIUE 3aJaul: — IEPEXOJ C
2013 r. HA MPEUMYIIECTBEHHO OJHOKaHAIbHOE (PMHAHCHPOBAHHUE MEIUIIMHCKOM
INOMOIIM Yepe3 CUCTEMY O00S3aTEIBHOIO MEIUIMHCKOTO CTPaXxOBaHUs, OKa3aHUE
MEIUIMHCKOM TIIOMOIIM B COOTBETCTBUM C IIOPSAKAMH M CTaHIapTaMu
MEIUIIMHCKOW TIOMOIIM; — Tmepeaadya cyobekram PO nosHoMouuii Mo
00ECIIEUYEHNI0 OTIEJIbHBIX KAaTErOpUi Tpak[aH JIEKapCTBEHHBIMU IpernapaTamMu
(0 cemMu HO30JIOTHSIM).

Ilepemaya MOTHOMOYMM HA PETMOHAIBHBIM YPOBEHb MOXKET YXYIAUIUTH
M0JIO’KEHUE OOJIBHBIX, IOCKOJIBKY ITPH MPOBEACHUN TEHAEPOB HAa YPOBHE PETHOHOB
TPYJHO KOHTPOJUPOBATH COONIOAEHUE CPOKOB, B TOM YHCIE OQPOPMIICHUS
JIOKYMEHTOB, U BBIIIOJTHEHHE ITOCTABIIMKAMH CBOMX 00sI3aTEIIbCTB.
[{eHTpan30BaHHO JIEKAPCTBEHHBIE CPEICTBA 3aKyMaroTCsl B OOJIBIINX 00bEMax U
MO3TOMY €CThb BO3MOYKHOCTh CHHU3UTh LIEHY M Ha T€ XK€ JCHBI'M NPHOOPECTH
Oompllie  JOporocTosmMx — npemapatoB.  MunzapaB  Poccum  oObsAcHsET
HEO0OXOAMMOCTD JIeJIETMPOBAaHUS JTAHHBIX NTOJIHOMOYHMA Ha PETHOHANIBHBIA YPOBEHB
TE€M, 4TO IPH LEHTPAIM30BAHHBIX 3aKyNKax MpoUeAypa Nepeladd 3aKyIJIEHHBIX
npenapaToB ¢ (peepaqbHOro Ha PerMOHANIbHBIN YPOBEHb ObliIa CIIMIIKOM CIIOKHOMN
M 3aHMMana  JBa-Tpu  Mecsma. Temepp  perMoHsl  cMOryT  Ooiiee
orepaTUBHO 00ecIeYnBaTh JEKapCTBAMHU KaK BHOBb BBISIBICHHBIX OOJIbHBIX, TaK U
TEX, Ybsl CXEMA JICYCHUSI N3MEHUIIACH.

[loka oOcnenoBanue OOJBHBIX C TOJO3PEHUMEM Ha HaJIU4ue Op(AHHOIrO
3a00JIeBaHUsl MPOBOJUTCS TOJBKO B (PelepalibHbIX METUIIMHCKUX ILIEHTpaxX, HO
KOJIMYECTBO BBISIBISIEMBIX OOJIBHBIX PACTET, U 3TH IIEHTPHI YK€ HE CIPABIISIIOTCA.
[ToaToMy HEOOXOAMMO pa3BUBaTh MEXPETHOHAIBHBIE U KPYIHbIE PErHOHATIbHbBIE
LEHTPBHI.

Ha cerogusimiHuii MOMEHT u3ydeHHE OpQaHHBIX 3a00JIeBaHUI U HEOOXOAMMBIX
IIpenapaToB 3aTPYAHEHO M3-3a HEIOCTATOYHOTO JUIS IPOBEACHUS ITOJHOLIEHHOIO

MCCJIEIOBAHMS KOJMYECTBA MAllMEHTOB, HU3KOH MH(MOPMUPOBAHHOCTU MAI[MEHTOB
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U Bpadeil o 3a00JeBaHUSX U BO3MOXKHOCTSX HUX JICUEHHS, BBICOKOW CTOMMOCTH
JIEKapCTB.

B TO Xe BpeMs MOCTENEHHO BBICTPAUBAIOTCA CXEMbl JIeYEHUs OOJIbHBIX,
pa3palaThIBaIOTCSl HOBBIE Mpenaparhl, HAa 3aKOHOJATEJIHbHOM YpPOBHE BBOJASATCA
NpaBOBbIE  HOPMBI IS TOCYAApCTBEHHOM  MOJJEPKKUA  COLIMAIBHO
OPUEHTHUPOBAHHBIX HEKOMMEPUYECKUX OpraHU3alHil, KOTOpbIE CTUMYJIUPYIOT
OJarOTBOPUTENBHYIO JESATENIBHOCTh [IJIsl OOECTeueHusl JeKapCTBaMU OOJBHBIX
peaxumu 3aboneBanuaMu. [IporpamMmma «CeMb HO30JI0THIA TOMOTAET 3HAUUTEITHHO
VIYYIIUTh KAa4e€CTBO MEIUIMHCKOM MOMOILIM TAKUM OOJBHBIM, CIIOCOOCTBYET
pELIeHHIO TPOOJIEM peaKUX 3a00JIEBaHUI B CTPaHE.

KiroueBoit Bompoc 11t OOJIBHBIX pPEOKUMU  3a00JIEBaHUSIMU -  3TO
KIUHUYecKass 3((OEKTUBHOCT, U CTOUMOCTH Op(aHHBIX JekapcTB. CTOMMOCTH
HUKOIJa HEe JOJDKHA pematbes B ymepO 3¢(EKTUBHOCTH Cpelu IpengaraeMbixX
aexapctB ogHoro MHH (MexayHapoqHOro HelaTeHTOBAHHOTO Ha3BaHus). O1HaKko
B pErMoHax 4acTO 3aKyllKa JEKapCTBEHHBIX CPENCTB, IMPOU3BOAMUTCS TOJIBKO Ha
npuHIUIE TpropuTeTa 1ieHbl. [Ipu 3akynke He yduThiBaeTcs 3((PEKTUBHOCTh U
KAaueCTBO, YTO HEJOMYCTUMO B OTHOIIEHMH Op(aHHBIX MpEenapaToB, TaK Kak
HapyIaeT mpaBa NareHToB Ha Y PEKTUBHOE JICUCHHE.

Ecnu opdannsiii npenapat odunuaibHo HE 3apeructpupoBad B PO, To mis
JedyeHus: OOJIbHBIX  peakuMu  (oppaHHBIMH)  3a00JIEBaHUSIMU  JIEKAPCTBO
JOCTABJISIETCSl MO ciuenytoniein cxeme. s Hawyama coOupaercs BpadyeOHBIN
KOHCUJIMYM, TJlI€ Ha HEM peIIalT YTO IMpenapar, KOTOPOro HET B CIUCKax
Poc3npaBHagzopa, >KU3HEHHO HEOOXOAUM OOJBLHOMY C PEAKUM 3a00JE€BaHHUEM.
3areM penieHHEe KOHCHJIMYMa M HCTOpPHS 00Je3HH OOJIbHOTO MOCBLIAIOTCS B
PocznpaBHanzop, rae AOMKHBI aTh pa3pelieHUe Ha MCIOJIb30BAaHUE JIEKapCTBa.
[TapaniensHO 3TOMY MpOLECCY HEOOXOAMMO HAWTH JIEHBI'M Ha MpHOOpeTeHue
noporocrosiiero opgaHHOro JiekapcTBa. B 3To ke Bpemsi B cTpaHe, rie Oyaer
3aKynaTbCs JIEKApCTBO, MIIYT Bpaya, KOTOPBIA COTJIACUTCS BBIMMCATh PELENT Ha
npuobpereHne op(aHHOTO mpemnapara. 3aTeM C 3TUM PELENTOM BOJIOHTEp WIIU

JAOBCPCHHOC JTMIO HMACT B AIITCKY M Y)KC aIlITCKa ITOKYIIACT JICKAPpCTBO Yy 3aBOJad-
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MTPOU3BOAUTEIISI U TPOJAET €r0 COOTBETCTBEHHO 3aKa3UMKaM. TOJIBKO IOCIIE 3TOTO
C JICKapCTBOM M paszpenieHrneM Poc3apaBHaa30pa BOJIOHTEP WIA JOBEPEHHOE JIUIIO
Bo3Bpamarrcss B Pocculickyro Denepamuio, rjie Ha POCCHUMUCKOM TaMOXHE
Heobxoaumo 3amtatuth HJIC B pasmepe 18%.

Tak e He3aperucTpUpOBaHHbBIC JICKAPCTBA UMEIOT MPABO BBO3UTH TOJBKO TE
MEIUIIMHCKUE YUYPEKICHUS, KOTOPBHIE OKAa3bIBAIOT MEIMIIMHCKYIO IOMOIIL IO
KU3HCHHBIM TIOKA3aHUSM KOHKPETHBIM OOJIBHBIM TPU HAJIUMYAHA Pa3peIIeHUs
Munsapascoupassutus Poccun. Ho B Poccun mMano MEIUIIMHCKUX YUPEXKICHUM,
KOTOpPBIC SIBJIAIOTCA CyOBEKTaMU BHEHTHEIKOHOMHYECKON JEATEIbHOCTH U UMEIOT
BO3MOXXHOCTh 3aKJIIOYUTh JIOTOBOP C 3apyOE€KHBIMU IMOCTaBIIUKAMU Op(haHHBIX

JICKApCTB.

IIpuxa3el Munucrepcrsa 3apasooxpaHenus PT

[Tpuka3z Ne 907 13.07.09 o rmaBHbIX BHemTaTHRIX cnenuanuctax M3 PT. B
PT cymecrByer mnpukaz Ne2007 ot 17.12.12r. «O BeaeHUM CETMEHTa
denepaibHOTO  perucTpa  JiMI,  CTPAJAONIUX  KUZHEYTPOXKAIOIMMHU U
XPOHUYECKUMHU TPOTPECCUPYIOMUMU peaKkuMu (opdaHHBIMU) 3a00JIeBaHUSIMH,
MPUBOASIIIUMHA K COKPAIICHUIO TPOJOJDKATEIRHOCTH JKU3HH TPaXKIaH WIH UX
WHBAJIUJIHOCTH, B KOTOPOM ONpPEACNICH MOPSAI0K BeacHUsi Perucrtpa OOJIBHBIX,
MOPSIJIOK HarpaBiIeHUs] HHPOPMAIIMK O BHOBb BBISBICHHBIX OOJIbHBIX, O BHECEHUU
M3MEHEHUM, 00 UCKIII0UeHNHU O0JIbHBIX U3 Peructpa.

[Ipukas Ne761 ot 29.04.14r. o BHecenun n3menenuit B mpuka3z M3 PT Ne 2007.

IIpaBuna
BeAeHNs DegepabHOIO perucTpa JuL, CTPagaoIMX KU3HEYTPOKAIOIIMMY U
XPOHMYECKHMMHU NMPOrPecCHPYOIUMHA peAKUMHU (Op(paHHBIMHI)
3a00/1eBAaHUSIMH, IPUBOASIIIIUMH K COKPALICHUIO NMPOJ0JIKUTEJIbHOCTH KU3HH
rpakaaH WM UX HHBAJIUIHOCTH, M €r0 PerHOHAJIbLHOI0 CerMeHTa

(yrB. mocranoBjienneM [IpaBurteancrBa P® ot 26 anpeasi 2012 r. Ne 403)
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1. Hactosiiume IlpaBuna ycTaHaBAMBAIOT MOPSAOK BeaeHus dDenepaibHOro
perucrtpa  JuU, CTPAAAlOlIUX  JKU3HEYTPOXKAIOMIMUMU U XPOHHYECKUMH
MIPOTPECCUPYIONUMU PEIAKUMHU (OphaHHBIMHU) 3a00JIC€BAaHUSMHU, MPUBOIAITAMU K
COKPAILIEHUIO MTPOJIOJKUTEILHOCTH KM3HU TPAXKIAH WU UX WHBATUIHOCTHU (J1ajee
- DenepanbHbI PETUCTP), U PETHOHANIBHOrO cerMeHTa MdenepalibHOro perucrpa
(manee - peruOHANIBHBIN CETMEHT).

2. ®denepanbHbId pETUCTp ABIACTCS (PeaepaibHOM HHPOPMAIMOHHON CHCTEMOMH,
BKJIIOYAIOIIEH pErMOHANbHbIE CErMEHThl. MMHHCTEPCTBO 3/paBOOXPAHEHUS U
conuanbHOTO pa3sutusa Poccuiickont denepannu sSBISETCA ONEPATOPOM YKA3aHHOU
CHUCTEMBI U oOecrieunBaeT ee 6ecriepedoiiHoe PYyHKIIMOHUPOBAHHUE.

3. @enepalibHBIl  PETUCTP BEAECTCI B DJJICKTPOHHOM BHJE C TNPUMEHEHUEM
aBTOMATU3UPOBAHHOM CHUCTEMBl IIyTEM BHECEHHUS PErUCTPOBOM 3alMCH C
IIPUCBOCHUEM YHHUKAJIBHOTO HOMEpA PErMCTPOBOM 3alMCH M YKa3aHWEM JaThbl €€
BHECEHHSI.

4. Benenne  @enepalibHOTO  perucTpa  OCylIecTBiseTcss MHMHHCTEPCTBOM
3IpABOOXPAHEHUS] W CoLMaIbHOro pasButusi Poccuiickorn dexepauun Ha
OCHOBAHMM COJIEpPXKAIIMXCSA B PETMOHAIBHOM CETMEHTE CBEIEHUN O JIMLAX,
CTpafaronux 3a00JIeBaHUAMHU, BKIIOYEHHBIMU B MEPEUYCHb >KU3HEYIPOXKAIOIINX U
XPOHUYECKUX  MPOTPECCUPYIOIIUX  peakux  (opdaHHBIX)  3a00J€BaHUMH,
MPUBOJAIIMX K COKPAIICHUIO MPOAOKUTEIBHOCTA JKW3HU TPAXKIAH WU HUX
WHBAJIMIHOCTH, YTBEPXKIAEHHBIM nocTtaHoBieHueM [IpaBurenscTBa Poccuiickon
®enepauuu ot 26 anpens 2012 r. Ne 403 (nanee - nepeyeHs).

5. BeneHne permoHaJILHOIO CETMEHTa OCYIIECTBIAETCS  YINOJTHOMOYEHHBIMU
opraHaMH MUCIIOJIHUTEIBHOM BiacTu cyobekToB Poccuiickoit denepanuu.

6. PerynupoBanue OTHOIIECHUH, CBA3aHHBIX C BefeHUEM DenepaabHOTO PETucTpa u
PErHOHAJIBHOTO CErMEHTA, OCYIIECTBIISETCS B COOTBETCTBUH C 3aKOHOAATEIHCTBOM
Poccuiickoit ®@enepanuu 06 mHpopMaru, HHOOPMAIIMOHHBIX TEXHOJIOTUAX U O

3ammmTe HHOOPMAIIHH.
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7. MUHHCTEPCTBO 3APAaBOOXPAHEHHUS U COLMAIBHOrO pa3BUTUS Poccuiickoii
denepaniid ¥ YIMOJTHOMOYEHHBIE OPTaHbl HMCIOJHUTEIBLHOW BIIACTH CYyOBEKTOB
Poccuiickoit  ®Denepanuu  oOecrieynBarOT  KOH(PHUIACHIIUAIBHOCTh  CBEJCHUM,
cozepxkaiuxcsa B DenepaibHOM PETUCTPE U PETMOHATBHOM CETMEHTE, XpaHEHHUE U
3aIIUTY TAaKWX CBEACHUH B COOTBETCTBUM ¢ DelnepanbHbIM  3aKOHOM
«O mepcoHaNbHBIX JAHHBIX).

8. Pazmemenne wuHbpopmammu B DemepanbHOM PETHCTPE OCYIIECTBISETCS C
NPUMEHEHUEM YCWJICHHOW KBaTU(UUIHUPOBAHHOM DJIEKTPOHHOM TOANMUCH B
cootBeTcTBUM ¢ DeepaibHbIM 3aKOHOM "O0 AIeKTPOHHOM moaAnucu".

9. ®enepalibHBIl PETUCTP M PETHOHATIBHBIA CETMEHT COJIEp)KaT CIEAYIOUINe
CBEJICHUS O JIMIIAX, CTPAJAIONUX 3a00JI€BAHUSIMU, BKIIFOUEHHBIMU B TIEPEUCHbD:

a) CTpaxoOBOM HOMEP UHIUBUIYAIHHOTO JUIIEBOIO CUETa B CUCTEME 00s13aTEILHOTO
MIEHCUOHHOTO CTPaXxOBaHUs (MPU HATUYUHN );

0) ¢pamMumus, UMs, OTYECTBO, a Takke haMHUIINS, TaHHAS TIPU POXKICHUH,

B) JlaTa POKJICHMUS;

T) MOJT;

1) aApec MecTa JKUTeIbCTBa (C YyKazaHueM koaa 1o OOuepoccuiickomy
KJ1accu(puKaTopy aAMHUHUCTPATUBHO-TEPPUTOPHATBHBIX 00pa30BaHUN);

€) cepus, HOMep macrnopTa (CBUIETENBCTBA O POXKICHUM) WA YIOCTOBEPECHHUS
JUYHOCTH, J1aTa BbIJIA4U YKA3aHHBIX JOKYMEHTOB;

) cepusi M HOMEp TMojuca oO0s3aTeIbHOT0 MEIUIIMHCKOTO CTPaxOBaHUS U
HAaMMEHOBAHUE CTPAXOBOM MEIMIIMHCKOM OpraHU3alliM, €T0 BbIIABIICH;

3) cBelicHUsI 00 MHBAJIUJHOCTU (B Cllydae yCTAaHOBJICHUS TPYMIbl MHBAIUIHOCTU
WA KaTErOpuH «PpeOCHOK-UHBAIHI);

W) AUardo3 3a0oJieBaHUs (COCTOSIHUE), BKJIIOYas €ro KoJ mo MexayHapoaHou
CTATUCTUYECKOU KiaccupuKkamu 00JIe3HEN 1 MpoOIieM, CBI3aHHBIX CO 37I0POBbEM;
K) HAUMEHOBAHHE MEAMUIIMHCKOW OpPraHu3alllii, B KOTOPOMl rpa)KJaHWHY BIIEPBbHIC

YCTAHOBJICH AWMArHo3 33.6OJ'ICB3HI/I${, BKJIIOYCHHOI'O B IICPCUCHD,
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J) CBEJICHUSI O BKJIOUeHHM B DenepanbHblil PErUCTp JIUIl, UMEKIINX IMpaBoO Ha
MOJy4EHUE TOCYHAPCTBEHHOW COLMAJIBHOW TMOMOIIM B COOTBETCTBUH C
denepanbHbIM 3aKOHOM «O TOCYITapCTBEHHOM COIMAIBHON OMOIINY;

M) CBEICHUSI O BBIIIMCKE JICKAPCTBEHHBIX MpEeNapaToB [l MEIUIMHCKOTO
MIPUMEHEHHUS JUIs JICUeHHS 3a00J1€BaHMs, BKIIFOYCHHOTO B MIEPCUCHD;

H) CBEJICHHS 00 OTMyCKe JIEKapCTBEHHBIX IIPErapaToB JJisi MEIUIIMHCKOTO
MPUMEHEHUS JJ1s1 JICUeHUs 3a00J€BaHMtsl, BKIIFOYEHHOTO B IEPEUCHb;

0) CBelICHUS O MEIUIMHCKOM OpraHu3alliy, BBIJIABIIEH HampaBieHUE Ha
BKJIIOUEHHUE CBEJCHUN O JIUIAX, CTpPaJarolux 3a00JE€BaHUSIMHU, BKIIOUCHHBIMU B
nepeyeHb, B DenepanbHblii perucTp (HampaBieHUE HA BHECEHUE W3MEHEHHUM B
CBCJICHHS O JIMIaX, CTPAJAIIIMX 3a00JICBAaHUSIMH, BKIIOYECHHBIMU B IIEPEUYCHD,
M3BEIIEHUE 00 UCKIIIOUCHUH YKa3aHHBIX CBelleHui u3 denepanbHOro perucrpa), -
HAaMMEHOBAHUE, OCHOBHOM T'OCYJAapCTBEHHBIM PETMCTPAIIMOHHBI HOMEP, KO IO
Oo6mepoccuiickoMy Ki1acCu(pUKaTOPy MPEATPUATAN U OpTaHU3AIIHI;

1) JaTa BKJIIOYCHHUS CBEJACHUM (BHECEHHS H3MEHEHHH B CBEJCHHS) O JIHIaX,
CTpaJaroluXx 3a00JICBaHUSIMH, BKIIOUYCHHBIMH B TIepeucHb, B DemepaabHbIi
perucrp;

p) 1aTa HMCKJIIOUCHHMS CBEJICHMM O JHIAX, CTpaJalIuX 3a00JeBaHUSIMH,
BKJIFOUEHHBIMM B MI€pEUCHbB, U3 DeiepaqbHOr0 PErucTpa;

C) YHUKAJIbHBI HOMEp PErHCTPOBOM 3aIUCH.

10. PernoHanbHbBIN CETMEHT BEJETCS YIOJTHOMOYEHHBIMU opraHaMu
UCIIOJTHUTEIBLHOM BllacTH cyObekToB Poccuiickoit Denepanuu u popMupyercst Ha
OCHOBAaHUU CBEJICHUM O JIMIAX, CTPaJAroNIuX 3a00JeBaHUSIMU, BKIIIOYCHHBIMU B
nepeyeHb. OJTU  CBEJCHUSI MPEJCTABISIIOTCS B YIOJHOMOYEHHBIM OpraH
WCIIOJHUTENLHOM BJIacTH cyObekTa Poccuiickoit denepanuu, B KOTOPOM
YKa3aHHbIC JIMIA MPOXUBAIOT, MEIUIIMHCKUMHU OPraHU3AlUsIMU, B KOTOPBIX 3TH
JUIA HaXOMATCS HA MEIUIIMHCKOM OOCITYy)KMBaHUU, B TOM YHCIIE MEIUIIMHCKUMU
OpraHu3alysaMHi, HaxoOsmMMHUCS B BeaeHun  DenepanbHOr0  MEIUKO-

ouonoruueckoro arentcTBa U denepanbHON CiTyKObI HCTIOHEHUS HaKa3aHUH.
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11. B cnyyae eciu cBeACHMS, NMPEAYCMOTpeHHbIE moAamyHkramu "a", "x" u "n"
nyHKTa 9 Hacrosmux [IpaBui, HE mpencTaBiICHbl MEAULIMHCKON OpraHU3alueH,
YIOJITHOMOUYEHHBIA OpraH HCIOJHUTEIbHOW BJacTH CcyObekToB Poccuiickoi
@enepanii  CaMOCTOSITENIBHO — 3alIPAlllUBACT COOTBETCTBYIOIIME CBEJICHUS B
roCyapCTBEHHBIX BHEOIOKETHBIX (hOHAAX.

12. MenuuuHCKUE OpraHu3aliy OCYIECTBISIOT:

a) OIpe/ICTaBJICHUE B YIOJHOMOYECHHBIE OpPraHbl HUCIOJHUTEIBHON  BJIACTH
cyobekToB Poccuiickoit deneparuyn HampaBiIeHUNW Ha BKJIIOYEHHUE CBEICHHUM O
JUIax, CTpajallmx 3a00JeBaHUSIMU, BKIIOYEHHBIMH B  IEPEYCHb, B
peruoHajbHbIE CETMEHTHl B TEUEHHUE S pabouyux AHEH €O JIHS YCTaHOBJICHUS
JUarHo3a 3a0o0JieBaHMsI, BKJIIOYEHHOTO B TEpedeHb, 1Mo ¢GopMe U B MOPSIKE,
KOTOpBIE YTBEPXKAAIOTC MMHUCTEPCTBOM 3APABOOXPAHEHHUS] U COLUAIBHOTO
pasButus Poccuiickon denepanuu;

0) mpeACTaBiICHHE B  YIOJHOMOYEHHBIE OpraHbl HUCIHOJHUTEIBHOM BIACTU
cyobekToB Poccuiickoit denepannu HampaBieHUNW Ha BHECEHHE W3MEHEHHUU B
CBEJICHUSI O JIMIAX, CTPAJAIOIMUX 3a00JICBaHUSIMU, BKJIIOYEHHBIMU B TEPEUYCHb,
COJIEpIKallliecs] B PETUOHAJBHBIX CErMEHTaX, U H3BEIICHUN 00 HCKIIOYCHUU
YKa3aHHBIX CBEJCHUN W3 PETHOHAIBHBIX CETMEHTOB MO (OopMe U B TOPSJIKE,
KOTOpBIE YTBEPXKAAOTCS MMHUCTEPCTBOM 3APABOOXPAHEHUS] U COLUAIBHOTO
pa3Butusa Poccuiickon denepanny;

B) PETUCTPAllMIO BBIJIAHHBIX HAIMPABICHUN W M3BEUICHUN, NPEAYyCMOTPEHHBIX
noAnyHktamu "a" u "O" Hacrofllero mMyHKTa, B KypHaie, ¢opmMa KOTOPOTO
yTBEpKAaeTCsl MUHHUCTEPCTBOM 3APABOOXPAHEHUS] W COLMAIBHOIO pPa3BUTHS
Pocculickon ®@enepanumu.

13. CBeneHuss o JMIaX, KOTOPBIM JHarHo3 3a0oJieBaHUs, BKJIIOYEHHOIO B
IIEPEUYCHb, YCTAHOBJIEH J0 BCTYIUICHHS B CHIIy IOCTaHOBJEHHs [IpaBurenbcTBa
Poccuiickoit deneparuu ot 26 ampenst 2012 1. Ne 403, mopsiekat BKIIOUECHUIO B

PETUOHAJIBHBIA CETMEHT.
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14. CBenenusi, ykasaHHble B moamyHkTax "a" m "0" mynkra 12 u myskrte 13
HacTosAmmx IlpaBun, mpencTaBisioTcs Ha OyMakHOM HocuTene U (WIH) B
AIEKTPOHHOM BHJIE.

15. Ilpu BHECEHUU W3MEHEHUM B CBEIECHUS, yKa3aHHbIE B MoAMyHKTax "a", "0" u
"r" - "o" mynkTa 9 Hacrosmux IIpaBui, TOKHBI OBITH COXPAHEHBI YHUKAIBHBIM
HOMEP PETUCTPOBOM 3alIUCU U UCTOPUSI BHECEHUS U3MECHEHUM.

CBeneHust 0 JMLax, CTpajarolMX 3a00JIEBaHUSIMHU, BKIIOUEHHBIMU B IIEPEUYEHBD,
WM UX U3MEHEHHSI COXPAHSIOTCS B TEUCHHE 3 JIET C JAaThl UCKIKOYEHHUS CBEIACHUN
13 OenepanbHOro perucTpa.

16. B ciyuae BBIe3ma JHI, CTpPAgarOmUX 3a00JI€BaHUSMHU, BKIIOYCHHBIMH B
nepeyeHb, 3a Ipeienbl TeppuTopun cyobekTa Poccuiickoit denepaiu, B KOTOPOM
OHM TPOKMBAJIM, B CBSI3U C U3MEHEHUEM MECTa JKUTEIhCTBA WM Ha CPOK Oolee
6 Mecs1eB CBECHUS O HUX MOAJIEKAT UCKIIOUEHUIO U3 PETHOHAIILHOTO CETMEHTa
sToro cyowrekra Poccuiickoit defepanvu 1 BKIIOUEHHUIO B PETHOHAIBHBIA CETMEHT
cyowekra Poccuiickoit @enepannn, Ha TEPPUTOPUIO KOTOPOTO BbeXajl IpaKJaHuH,
B cpok He Oozee 10 mHEM ¢ MOMEHTa TIOJIyYeHHs COOTBETCTBYIOIIEH HH(DOpMaIuu.
B cnyuae Bble3ga 3a mnpenensl Tepputropun  Poccuiickoit ®Penepanuu  Ha
IIOCTOSIHHOE MECTO JKHUTEIBCTBA, a TAKXKE B CIlydae CMEPTH JIMIL, CTPAJAFOIIMX
3a00JIeBaHUSAMU, BKJIIOYEHHBIMH B T€pEYeHb, CBEIEHUS O HHUX MOJJIeKaT
UCKIIFOUEHUIO U3 PETUOHAIBHOTO CETMEHTA.

17. YrionHOMOYEHHBIE OpTaHbl UCHOJHUTEIBLHON BIAacTH CyOBeKTOB Poccuiickoi
®enepauuy B TeyeHUEe 5 pabouux AHEN cO JHS MOJYYEHHS OT MEIMLMHCKHUX
OpraHu3alyid CBEJIEHUH, PEyCMOTPEHHbIX oAmyHKkTamu "a" u "0" nmyHkra 12 u

nyHKTOM 13 Hacrositiux IIpaBuii, OCyIIECTBISIIOT BHECEHHE COOTBETCTBYIOIIHMX

V3MEHEHUN B PETMOHAIBHBIA CEIMEHT.

Oxa3aHue crieuMaJIM3uPOBAHHON U BHICOKOTEXHOJIOT MYHOM

Me[[I/IIIHHCKOﬁ MNOMOIIIA 1€THAM
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CrneunanvM3upoBaHHAas MEIHULMHCKAs IOMOILb OKAa3bIBAETCS BpadyaMu-
CHEUAINCTAMH B  YUPEKICHUSAX  3APAaBOOXpPAHEHUsS NpH  3a00JEBaHUSX,
TpeOYIOIIUX CHEIHAIbHBIX METOJOB TUArHOCTUKH, JICYEHUS M HCIIOJIb30BAHUS
CJIOKHBIX, YHUKAJIbHBIX WIH PECYPCOEMKUX MENUIIMHCKUX TEXHOJIOTHM.

Criennanu3upoBaHHass MEIUIMHCKAs IOMOILb HACEJICHUIO OKa3bIBACTCS B
COOTBETCTBUM C TOPSAKAMH W CTaHIApTaMU OKa3aHUs OTIEIbHBIX BUIOB (IO
npouisiM)  CIEHUANTU3UPOBAHHOW MEIUIIMHCKOW TMOMOIIHM, YTBEPKIACMBIMU
MuHucTepcTBOM 311paBooxpaneHus Poccuiickon denepanum.

Hanpasnenue rpaxnan PO B (enepanbHble rocyJapCTBEHHBIE YUPEXKICHHUS,
HaxoasIMecs B BeAeHMH MMHHUCTEpPCTBA 3ApaBooxpaHeHus PP, mis okazaHus
CIELMAIN3UPOBAHHON MEIMIIMHCKOW IMOMOIIM OCYUIECTBIIAETCS HAa OCHOBAHUM
npuioxkeHuss K llopsaky opraHu3anuu  OKas3aHus  CHEHHAIM3UPOBAHHOU
MEIUIMHCKONM IOMOIIH, yTBEpKIAeHHOMY llpukazom MuH3apaBconpa3BUTHA
Poccum ot 16.04.2010 N 243H.

VYkazanasiM [lopsnkom ycTaHOBIEHBI NpaBuia HalpaBiieHUs rpaxiaaH PO,
HYKJAIOIINUXCA B OKA3aHWM CHEUUATU3UPOBAHHOW MEIMIIMHCKON IOMOIIM B
(denepaibHble  TOCYJapCTBEHHBIE  YUPEKIEHUsS, HaxXOAsAIIMecs B  BEACHHUU
MunucrepctBa 3apaBooxpaHeHuss Poccun (denepasibHble TOCyIapCTBEHHbIE
YUPEXJIEHUS), 32 CUET CPEACTB (pesiepabHOro Or0IKETA.

HamnpaBnenue namueHToB B (efiepalibHbIE TOCYIapCTBEHHbBIE YUPEXKICHUS
OCYIIECTBJISIETCS. OPraHOM HCIOJHUTENbHOM BiacTu cyobekta PD B cdepe
3npaBooxpaHeHust (MunucTepcTBoM 3apaBooxpanenus PT).

Opran HucnOTHUTENBbHOU BiacTu cyobekta PO B cdepe 3apaBooxpaHeHus
OCYLIECTBJISIET HANpPABJICHHE MAlMEHTOB I OKa3aHWs CHEUUaIu3UpPOBAHHON
MEIUIMHCKOW TOMOIIM B (QeAepaabHble TOCYJIapCTBEHHBIE YUYPEXKICHUS B
CIIEAYIOIIUX CIIydasx:

-HEOOXOIMMOCTh YCTAHOBJICHHUSI OKOHYATEJIbHOTO JAHMarHo3a B CBS3U C
HETUIMMYHOCTHIO TeUYeHUs 3a00jeBaHUs, OTCYTCTBHEM 3¢ dekTa OT MPOBOIUMOMN

Tepanuu;
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-oTcyTcTBUE 3(p(PeKTa OT MOBTOPHBIX KypCOB JIEUEHHUS TPU BEPOSTHOMN
3G (HEKTUBHOCTH IPYTUX METOJOB JICUCHHUS, B TOM YUCJIC XUPYPTUUECKHX, a TAKKE
BBICOKOTEXHOJIOTHYHOW MEAUIIMHCKON MOMOIIIH;

-BBICOKMM PHUCK XHUPYPrHYECKOTO JIEUEHUS B CBA3U C OCJIOXKHEHHBIM
TEUEHHEM OCHOBHOTO 3a00JI€BaHUS WJIM HAJTUYUEM CONMYTCTBYIOIIMX 3a00JIeBaHUM;

-HEOOXOAMMOCTh JT000CIICIOBaHUS B JUATHOCTUYECKU CJIOKHBIX CIydasx W
(W1M)  KOMIUIEKCHOM  MpeNoNepalluOHHOW  MOATOTOBKE y  OOJNBHBIX  C
OCJIO)KHEHHBIMH (hopMaMu 3a00JIeBaHUS, CONMYTCTBYIOIUMH 3a00JI€BaHUSIMH JIJIs
MOCJIEAYIOLIETO XUPYPTHYECKOTO JICYCHUS v MIPUMEHCHUEM
BBICOKOTEXHOJIOTHUHOM MEIUIIMHCKOM ITOMOIIIH;

-HCOOXOAMMOCTh  TOBTOPHOM  TOCHHUTAIM3AIMU 110  PEKOMEHJIAINN
dbenepaabHOro rocy/1IapCTBEHHOTO YUPEKICHUS.

[TanmeHT BHOpaBe o00XKaloOBaTh pEIICHHS, NPUHATHIE B XOAE €ro
HampaBJICHUS B (enepalbHOE TOCYJapCTBEHHOE YUpEeXKIACHHUE I OKa3aHHUs
CIEIUAIM3UPOBAHHON MEAUIIMHCKON IOMOIM, Ha JIOOOM »JTame, a TaKke
nerictBus (0e37eicTBUE) OPraHOB, OPTaHM3aIMK, JOJDKHOCTHBIX M WHBIX JIMIl B
MOPSJIKE, YCTAHOBJIEHHOM 3aKOHOAATENHCTBOM PD.

[TocranoBnenueM IlpaButrensctBa P® 29.12.2004 N 872 yTBepxkaeH
[lepeuenb ¢eaepanbHBIX CIEIUATU3UPOBAHHBIX MEIUIIMHCKUX YUIPESKICHUH, B
KOTOpbIX TpaxaaHaM P® oka3piBaeTCs CHEUUAIM3UPOBAHHAS MEIUIIMHCKAS
TTOMOIIIb.

BricokoTexHOJIOTUYHA ~ MEIUIIMHCKAasE  IOMOIb  SIBJISETCS  YacCTbhEO
CIEUAIM3UPOBAHHON MEIUIIMHCKON MOMOIIM M BKJIIOYAET B cEOsl MPUMEHEHUE
HOBBIX CJIOHBIX U (MJIM) YHUKAJIbHBIX METOJIOB JICUEHUS, & TAKKE PECYPCOEMKHX
METOJIOB JICYCHUSI C HAy4YyHO JoKa3aHHOW 3(P(EKTUBHOCTHIO, B TOM YHCIIC
KJIICTOYHBIX TEXHOJIOTHUH, POOOTHU3MPOBAHHOM TEXHHMKH, HWHOOPMAIIMOHHBIX
TEXHOJIOTHUA ¥ METOJOB T'€HHOHW MHXCHEPHH, pa3padOTaHHBIX Ha OCHOBE
JTIOCTUKEHUN MEIMIIMHCKON HAYKHA U CMEXKHBIX OTPACJIEM HAYKU U TEXHUKHU.

BricokoTexHOIOTMYHAS MEJUIUHCKAS IMOMOIIb OKa3bIBaeTCs

MECIUITMHCKHUMH OopraHu3anyvsiMn B COOTBCTCTBUU C IMEPEUYHEM BU 0B
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BBICOKOTEXHOJIOTUYHOM MEIUIIMTHCKON MOMOIIIH, YTBEPKIaeMbIM
YIOJHOMOYCHHBIM (heJIepaIbHBIM OPTraHOM MCTIOJTHUTEIHHON BIIACTH

Opranuzanusi OKa3aHUs BBICOKOTEXHOJIOTMYHOM MEIUIMHCKON MOMOIIU
OCYILECTBIISIETCS B COOTBETCTBUU C YCTAHOBJICHHBIM MOPSIKOM.

K BpImuCKke W3 MEOUIMHCKON JOKYMEHTAUHUHM MALMEHTAa MPUJIAraroTcs
pe3ynbTaThl J1a0OPATOPHBIX, MHCTPYMEHTAJIBHBIX U JIPYTUX BHUJIOB MCCIIEOBAHUN
no mnpodwio 3a0o0JieBaHMsS TAIMEHTa, TOATBEPKAAIONINE YCTAHOBIICHHBIN

JUarHo3.

HpaBa rpa;xkaaH npu nmoJdy4¢Hum MC}]I/IHI/IHCKOﬁ MNoOMOIIIHn

B cootBetrctBum ¢ @enepanbHbiM 3akoHOM OT 21.11.2011 Ne 323-d3 «O6
OCHOBAax OXpaHbl 30pOBbA TpaxaaH B Poccuiickoii denepanum» OCHOBHBIMHU
MPUHIAIIAMU OXPaHBI 3/I0POBBS ABJISIIOTCS:

1) cobmtoneHue mnpaB rpaxiaH B cdepe oOxpaHbl 3A0pOBbSI M OOECIECUEHHE
CBSI3aHHBIX c ATUMU npaBamMu roCyJapCTBEHHBIX rapaHTHii;
2) TPUOPUTET HMHTEPECOB MAllMEHTA MPU OKa3aHUU MEIUIMHCKON TOMOIIY;
3) MIPUOPUTET OXpaHbI 310POBbSI NETEN;
4) couuanpHas 3allMIIEHHOCTh TpaxAaH B CIydae yTpaTbl 30POBbBS;
5) OTBETCTBEHHOCTh OPTraHOB TOCYJAapCTBEHHOW BJIACTH W OPraHOB MECTHOTO
caMOYIIpaBJIEHUs, JOJHKHOCTHBIX JIMIT OpTraHU3aIlHi 32 00ecIeueHne MpaB rpakIaH
B chepe OXpaHbl 310POBbBSI;
6) JIOCTYITHOCTh u KaueCTBO METUIIMHCKON MOMOIIIH;
7) HEJIOMYCTUMOCTD OTKaza B  OKa3aHMM  MEIUIIMHCKONM  ITOMOIIH;
8) MPUOPUTET npopUIaKTUKA B chepe OXpaHbI 310pOBBS;

9) coOroIeHuE BpaueOHOM TalHBI.

['naBa 4 yctaHaBIMBaeT MpaBa v 00S3aHHOCTU ITpak/iaH B cepe OXpaHbl 370POBbS

IIpaBo Ha OXpaHy 310POBbS
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l. Kaxnprii UMeeT IIpaBo Ha OXpaHy 30POBBA.
2. TlpaBo Ha OXpaHy 30pOBbsl 0OECIIEUMBAECTCS OXPAHON OKpY)KAIOIIEH Cpensbl,
co3/laHueM Oe30MacHBIX YCJIOBUU Tpyna, OJaronmpUATHBIX YCIOBHH Tpyaa, ObITa,
OTIbIXa, BOCIMTAaHUS M OOYy4YEHUS TpaKIdaH, MPOM3BOACTBOM U pealu3aluei
IPOAYKTOB IIUTAHUSI COOTBETCTBYIOIIETO KauyeCTBAa, KAUECTBEHHBIX, O€30MacCHbIX U

AOCTYIIHBIX JICKAPCTBCHHBIX IIPCIIAPATOB, 4 TAKKE OKa3aHHCM I[OCTyrIHOﬁ "

KaueCTBECHHOU MEIULIMHCKON IIOMOIIIBIO.
[IpaBo Ha MEJIUIIMHCKYIO IIOMOIIb
1. Kaxnprit AMeET paBo Ha MEIUITUHCKYIO IIOMOIIIb.

2. Kax el uMeeT nMpaBo Ha MEIUIMHCKYIO TOMOILb B TapaHTUPOBAHHOM OOBEME,
OKa3plBaeMyl0 0€3 B3MMaHUs IUIaThl B  COOTBETCTBUU C  IPOrpaMMOii
rOCyJapCTBEHHBIX TapaHTH OECIIaTHOrO OKa3aHWs TpakJaHaM MEAUIIMHCKON
ITIOMOIIIM, 4 TAK)KE HA IMMOJYyYECHUE TUIATHBIX MEIUIMHCKUX YCIYT U MHBIX YCIYT, B
TOM 4HCII€ B COOTBETCTBUM C JOTOBOPOM JOOpPOBOJBHOTO MEAUIIMHCKOTO
CTpaxOBaHUSI.

3. IlpaBo Ha MEIUIMHCKYIO MOMOIb MHOCTPAHHBIX TPaXJaH, MPOKUBAIOIINX U
npeObIBaOMX Ha Tepputopun Poccuiickoit depepanuu, ycTaHaBIMBACTCA
3aKOHOAATENbCTBOM  Poccuiickot ~ @exmepauni W COOTBETCTBYIOIIMMU
MEXTyHApOIHBIMU jJoroBopamu Poccuiickort denepanmu. Jluma 6e3 rpak1aHCTBa,
MOCTOSHHO TpokuBawmme B Poccuiickoit denepanyu, MOIb3YIOTCS MPAaBOM Ha
MEIMIMHCKYI0 NOMOIIb HapaBHE ¢ rpaxaaHamu Poccuiickon denepanuu, ecinu
MHOE€ HE TMPEAYCMOTPEHO MEXIYHApOAHBIMH  JIOroBOopaMu  Poccuiickoi
denepaunm.

4. Tlopsimok oOKa3aHUsi MEIULIMHCKOM TIOMOIIM HWHOCTPAHHBIM Tpa)xaaHaM
onpexnensiercs [IpasurensctBoM Poccuiickoit @eaepanunu.

5. IlammeHT umeer npaBo Ha:

1) BbIOOp Bpaua U BHIOOP MEAMIIMHCKOW OpraHu3aldd B COOTBETCTBUHU C

HACTOSIIINM denepanbHbIM 3aKOHOM;
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2) npoduIaKTHKy, AWATHOCTUKY, JICUCHHE, MEIUIIMHCKYI0 pPEeaOWUIUTAINI0 B
MEIUITMHCKUX OPTaHM3aIUsAX B YCJIOBHUSAX, COOTBETCTBYIOIIUX CaHUTApHO-
TUTUEHUYECKUM TpeOOBaHUSIM;
3) MOJIyYECHUE KOHCYJIbTaIlu1 Bpayeii-CeNaIUCTOB;
4) oOneryeHue OOJIM, CBSI3aHHOM C 3a0ojeBaHMEeM U (WIM) MEIUIIUMHCKUM
BMEIIIATEILCTBOM, JOCTYIHBIMH METOJaMU M JICKapCTBEHHBIMU TpernapaTamu;
5) momydeHue uHGOPMAITMN O CBOMUX IpaBax M OOS3aHHOCTSX, COCTOSHUHA CBOETO
3JI0pPOBbsI, BBIOOP JIUI], KOTOPHIM B MHTEpECax MAlMEHTa MOXKET OBITh MepeaHa
uHbOpMaITusI 0 COCTOSTHUH ero 3JI0POBBS;

6) IMOJIYUYCHHC JICYCOHOTO MMUTAHUS B CJIydac HaxOXACHUA IallMCHTA Ha JICUCHUU B

CTal[MOHAPHBIX YCIIOBHSIX;
7) 3aIIUTY CBEJICHUN, COCTaBJISAOIINX Bpa4yeOHYIO TarHy;
8) OTKa3 oT MEIULUHCKOIO BMEILIATEIIbCTBA;

9) BO3MelieHWE Bpela, MNPUUYMHEHHOTO 370POBBIO TPH  OKa3aHUM €My
MeIUIMHCKOM IMOMOIIIY;
10) nomyck kK HeMy aJBOKaTa WJIM 3aKOHHOTO MPEACTABUTENS JIJI 3alUThl CBOUX
npas;

11) nonyck K HeMy CBSIIIICHHOCITY>KUTENS, a B Clydae HaXOXKJICHHUS TAllMEHTa Ha
JICYCHUU B CTAIllMOHAPHBIX YCJIOBUAX - Ha TPEJOCTABJICHUE YCJIOBUW IS
OTHPABJICHUSI PEJMTUO3HBIX OOPSIOB, MPOBEAECHUE KOTOPHIX BO3MOXKHO B
CTallMOHAPHBIX YCJIOBUSX, B TOM UYHCJI€ Ha NPEAOCTABICHUE OTACIHHOTO
MOMEIIEHHUSI, €CIIM ATO HE HapyIlaeT BHYTPEHHHUM pPacmopsiiok MEIUIIMHCKON
OpraHu3allvu.

NudopmupoBarnHoe T0OPOBOIBHOE COTJIACHE HA MEAMIIMHCKOE BMEIIATEILCTBO U
Ha OTKa3 OT MEAUIIMHCKOTO BMEIIaTeIbCTBA

HeoOxoaumpiM  MpeBApUTENBHBIM YCIOBUEM MEIUIIMHCKOTO BMEIIATEIHCTBA
SBJISICTCSA Jada WH(MOPMHUPOBAHHOTO TOOPOBOJBHOIO COTJIACHS T'pakJIaHUHA WIIN
€ro 3aKOHHOT'O MpPEACTaBUTENISI HA MEIUIIMHCKOE BMEIIAaTeIhCTBO Ha OCHOBAaHUU
MPEIOCTABICHHON MEIUIIMHCKAUM DPAOOTHUKOM B JOCTYIMHOW (hopMe TOJHOM

I/IH(i)OpMaI_II/II/I 0 OeIIX, METOoAax OKa3aHUs MC)IHHHHCKOﬁ IIoMoIH, CBA3aHHOM C
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HUMHU PHCKE, BO3MOXKHBIX BapHaHTax MEAMIMHCKOTO BMELIATENIbCTBA, O €ro
MOCJIEJICTBUSIX, @ TAKXKE O MPEAINoiaraeéMbIX pe3yibTaTax OKa3aHUs MEAUIIMHCKON
IIOMOIILIN.

['paxxnanvH, ONMH M3 POAUTENEH WM WHOW 3aKOHHBIM IPEIACTABUTENb JIMIA
UMEIOT IIPaBO OTKAa3aTbCA OT MEAMIIMHCKOrO BMemarenbcTBa. [Ipum oTkaze ot
MEIUIMHCKOIO0 BMEIIATEIbCTBA TPAXKAAHUHY, OJHOMY W3 POJIUTEICH WM UHOMY
3aKOHHOMY MPEJCTaBUTEIIO JIUIA, B JOCTYMHON N7l HEro (GopMe IOJDKHBI OBITh
Pa3bACHEHBI BO3MOYKHBIE HIOCIIEICTBUS TaKOIo OTKa3a.
NudopmupoBaHHOE 10OPOBOJIBHOE COIVIACHE HAa MEAUIMHCKOE BMEIIATEIbCTBO
WIM OTKa3 OT MEIUIIMHCKOTO BMEIIATEIbCTBA OPOPMIIAETCS B MUCBMEHHOM (hopMme,
NOJANMKCHIBAETCS T'PAKIAHUHOM, OJHUM M3 POJUTENECH WIM HWHBIM 3aKOHHBIM
NPEICTABUTENIEM, MEIUIMHCKAUM PAOOTHUKOM M COJAEPKUTCS B MEAUIIMHCKON
JOKyMEHTAalU! NALMEHTA.
MenunrHcKoe BMENIAaTeabCTBO 0€3 corjacus rpakJaHuHa, OJHOTO U3 POaUTeNeH
WJIM UHOTO 3aKOHHOTO TPEJICTaBUTENS JOIMYCKAETCS:

1) ecniv MeAMIIMHCKOE BMEIIATEIBCTBO HEOOXOUMO MO SKCTPEHHBIM MOKAa3aHUSIM
JUISl YCTpaHEHUsl yrpo3bl JKU3HU YEJIOBEKA U €CIU €ro COCTOSHHME HE IMO3BOJISET
BBIPA3UTh CBOK  BOJIO WIM  OTCYTCTBYIOT 3aKOHHBIE IPEICTAaBUTEIIN;
2) B OTHOIIGHHU JIML, CTPAJAIOUMX 3a00J€BaHUAMM, MPEACTABIAIOIINMU
OMacHOCTh TSt OKPYKaIOIUX;
3) B OTHOLIEHUM JUL, CTPANAIOIIMX TKEIBIMU NCUXMUYECKUMHU PACCTPONCTBAMY;
4) B OTHOUWIEHUM JIMI], COBEPIUMBIIMX OOUIECTBEHHO OIACHbIE JESHUSA
(npectymuieHus);

5) mpu mnpoBeAcHUH CyAeOHO-MEIUITMHCKONW SKCHepTu3bl W (W) CyaeOHO-

HCHXHanquCKOﬁ 9KCIICPTHU3LI.
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IIprmepbl 0OTBETOB IOPUCTOB HA TUIOBBIE BONPOCHI POoAMTEJIeH JeTel C peIKuMHU
3a0oseBanusavMu (MaTtepuana npegocrasied OO0 «Meranoauc-M» u POO no PT

«'pakaaHCKuii KOHTPOJIbY, I. Ka3aHb)

BOITPOC 1:

Mexnynapoaubii  ®@onn  ans  WccnenoBanms CDKLS  o0BsiBUI, YTO co37JaHa HOBas
Mexnaynaponnas 6a3a manHeix CDKL5 u B Hacrosiiee BpemMsi IPUHUMAET HOBBIX YYaCTHHKOB.
[Tono6usie 0a3bl ectb U 'y Ponna cunapoma Perra. Pogutenu, KoTopble mojgaBaid CBEICHUS
CBOMX JeTedl B 3Ty 0asy, nmoanuceiBaiu Jlo6poBonsHoe Cornacue Ha MPEeIOoCTaBICHHE STHX
cBefeHMA. S ciplnana, 4To MPH HMCIBITAHUSX JIGKAPCTBEHHBIX MPENapaTroB M3 MOJ00HBIX 0a3
MOTYT BBIOpaTh, AOMYCTUM, Moero pebenka. Kak s mmero mpaBo pearupoBarb? JlomycTum, s
X04y, YTOOBI MO PeOCHOK MPHUHSLT y4aCTHE B UCIIBITAHUU.

FOpuouueckan cymov 6onpoca: 4To JeNaTh, €CIU peOCHKa NPUTIIACUIN HAa UCTIBITAaHUS JIEKAPCTB
WM CPEICTB JieueHusl 3a rpanuily P®D, xakoBa mpoleaypa BbIBO3a peOeHKa (B OOJIBIITMHCTBE
CIIy4aeB HEJIeeCIIOCOOHOr0) Ha JIeUeHHUe 3a TPaHUILy.

OTBET:

s eviezoa mpebyemcs 3acpannacnopm, epadxcoanuny Poccutickou Dedepayuu co OHA e2o
podcoenuss u 00 oocmudcenus eospacma 18 nem nacnopm oghopmnsiemcs u 6vioaemcs no
NUCbMEHHOMY 3As61eHUI0 0 8bloaie NAcnopma xoms Ovl 00HO20 U3 pooumereli, YCblHogumelel,
ONEeKYHO8 Uy nonewumeinel, eciiu uHoe He npeodycCmMompeHo 3aKOHOM.

B cnyuae, ecnu ooun uz pooumeneil, ycvlHosumenel, OneKyHo8 uiu nonewumeneu 3as8um o
ceoem Hecoanacuu Ha evle30 us Poccuiickoti Dedepayuu Hecos8epuleHHONEMHe20 2PadiCOAHUHA
Poccuitickoni @edepayuu, sonpoc o ozmoxcnocmu e2o eviezoa uz Poccutickoii @edepayuu
paspewiaemcs 6 cyoeOHoM nopsoxe.

@edepanvhuiti 3akon om 12 anpensa 2010 2. N 61-D3 "O6 obpawenuu nekapcmeennvix cpeocms”
Coenacno cm. 43 n.5. Ilposedenue uccnedosanus 1eKapcmeenHo2o npenapama O0onyCcKaemcs
MONLKO C CO2NACUSL 8 NUCbMEHHOU @hopme ux pooumeneti, ycviHosumenell. 3anpewaemcs
npoeedeHue KIUHUYECKO20 UCCIe008aHUs JIeKaPCMBEHHO20 npenapama 0as MeOUYUHCKO20
NpUMEHeHUs ¢ ydacmuem 8 Kauecmee NayueHmos oemeli-cupom u oemeti, ocmasuiuxcsi 6es

noneyeHusi pooumeinetl.

BOITPOC 2:
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Y wnameit pouepu cHauvana crosmn awarno3 JILII, a ¢ 5 mer F73 (rimyOokast ymcTBeHHas
0TCTajnocTh), cuHapoM Perra He ykazaH. Uto Mmbl TepseMm ¢ atum? Ilouemy B cnpaBke MCO u
NIIP wet «cunapoM Perray, moaATBEpKAAIOIUN TEHETUYECKUI aHAIU3 y HAC €CTh.
HOpuouueckan cymo eonpoca: B cuipaBke no crout F73, mo dakry F84.2 ctout nmu nobuBaThcs
M3MEHEHHUS WIH HET TUIIOCH U MUHYCBI.

OTBET:

Heno 6 mom, umo Ha ceco0HAWIHULL OeHb 6 3akoHoodamenvcmee Poccutickoi ®@edepayuu
cywecmseyem npasogoll npoben 6 omuHowleHuu peoxkux 3abonesanuti, ¢ mom yucie Cunopoma
Pemma ne exnwouén 6 cnucox opghanmwix 3abonesanuti, xoms ecmv npoekm, YmeepowcoeH
nocmanoenenuem Ilpasumenscmea Poccuiickou ©@edepayuu om 26 anpens 2012 2. N 403,
peecmp opghannvix 3a001e6aHUll HEO0OX00UM O (PUHAHCOBLIX PACYEMO8 U OP2AHU3AYUU
3aKyNnoK npenapamos.

Tax-oice ne pazpabomarsvl MemMoOOUKU aevenus oemetl ¢ NOOOOHBIM 3a00/1e6aHUeM, 8CIe0CMBUE
Ye20 6pauU BLIHYHCOEHbl CIMABUMb OUACHO3bI NOOOUPas Haubolee NOXoxicue No CUMAIMOMAM U

MemoOuKam ieyeHus 3a001e6aHusl.

BOIIPOC 3:

Ham na MCD mnpemnoxmim Kpecio-Koisicky. Kak BBIMISAUT - HE MOKa3ayd, CKazald, YTO
npuaet. Jlama CHIUT TOIBKO B TaKUX KOJISICKaX, B KOTOPBIX €CTh MOJHOXKKA, KAK MPOIOJKEHNE
culeHus. Eciy Takoi MOJHOXKKHU HET, OHA ChE3KAeT U HAauMHAET €p3aTh UM KanpuzHudarb. Ha
MCD cka3zany, 4TO KOMIIEHCHUPYIOT HaM TOJBKO KPECIO-KOJSCKY HJisi JEeTeH-MHBAIHMAOB, a
KOJISICKY WHBaJUIHYIO HE KOMIICHCUPYIOT, 3aKOH y HHX Takou. [IpaBma nm s10? Mory s

OTKa3aThCs WM IOOUTHCS TOW KOJIICKHU, KOTOpas HaM HY>KHa?

OTBET:

cm. 11, @edepanvusiii 3axon om 24.11.1995 N 181-D3 (peo. om 25.11.2013) "O coyuanvroii
3awume uneanuoos ¢ Poccuiickou @edepayuu” {}

Ecnu npedycmompennvie HUIIP mexnuueckue cpeocmea peadbunumayuy He Mo2ym Oblmb
npeoocmagnenvl b0 eciu eparcoanun npuobpén coomsemcmsyrouee mexHuuecKkoe cpeocmeo
peaburumayuu u (uiu) oniamun Ycayey 3a COOCMBEHHbL cuem, eMy KOMNEHCUPYemcs €20
cmoumocms, HO He 0olee CMOUMOCMU COOMBEMCMBYIOuec0 MeXHUYecKko2o Cpeocmea
peaburumayuu u (unu) yciyeu, npedocmasiiaemvix 8 nopsaoke, YCmaHoeieHHoOM yacmoio 14 cm.
11.1 nacmosweeo @3. Compyonux Munucmepcmea mpyoa, 3aHAMOCMU U COYUATbHOU 3aUUMbl
PT coobowuna (men. 557-20-58), umo na smom 200 Konmpaxm Ha 20c. 3aKyNKy KOJSICOK euje He

3axnouen. Pooumenu pebenka uneanuoa mo2ym camu npuodpecmu Koasacky no ux yCMompeHuro.
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s onpedenenusi GenuduHbl KOMHEHCAYUU POOUMeENIm pebeHKa HeobOX00uMO NO360HUMb NO
Homepy 523-69-41 u coobwums, umo nanucano ¢ UIIP. Ho komnencupyiom ne 8cio Cmoumocms
KOJISICKU, A UL 8 MOM pazmepe, 8 KaKom 0vlia npoussedenda 3aKynka no 2coc. npocpamme. Ha
OQHHBIU MOMEHM BbINIAMbL 6e0YMC NO  pe3yibmamam npoutnio2ooHeu saxynku. Ilocie
3aKII0UEHUs] HOB020 KOHMPAKMA CYMMA 8blnaamsl modcem omauvamscs. Konscka oondicua
Ovimb npsamo npednazwavena 6 coomgemcmeuu c¢ MIIP. Jlokymenmsi HeoOX0O0umvle O
HOJYYeHUs YMOUHAMb 8 CoY. 3awume. B mosapHom ueke 00JICHO OblmMb YKA3AHO, YMO KOISACKA

npeonasnavena u coomseemcmayem HIIP.

BOIIPOC 4:

[Touemy Henb3st OECIUIATHO cleaTh aHAIM3 HA IMarHOCTUKY CUHIpoMa PerTa, a uiaTHO nenaror
Tonbko B MockBe. be3 crnpaBku Ha ucclieoBaHHe C JoKazareabcTBoM, uTo CP oOHapykeH,
MCD He cTaBUT B OCHOBY 3TOT AuarHo3. Kak ObITh?

[lepedenn OecruIaTHBIX AMATHOCTUYECKUX MeEZ. Y CIYT, €ClU €CTh HEOOXOIUMOCTh BKJIIOYUTH B

9TOT IepEYECHb YKa3aHHBIN TECT.

OTBET:

3akonooamenbcmeo 06  005A3aMeNbHOM MEOUYUHCKOM —CMPAXO08AHUU OCHOBbIBAEMCS HA
Koncmumyyuu Poccutickou @edepayuu u cocmoum uz Peodepanvroeo 3axkona om 21 HosOps
2011 200a N 323-@3 "Ob6 ocHnoeax oxpamvi 300pogvs cpaxcoan & Poccuiickoti ®edepayuu’,
@eodepanvrozo 3axkona om 16 uwona 1999 cooa N 165-D3 "O6 ocnosax obsazamenvhoco
coyuanvHoeo cmpaxosanusn”, opyeux ghedepanbhbiX 3aKOHO8, 3aKOH08 cybvekmos Poccutickoii
Dedepayuu. Omuowtenus, CeA3aHHbIE ¢ 00A3aMENbHLIM  MEOUYUHCKUM — CMPAXOBAHUEM,
PeCYIUPYIOMCsL MAKIHCEe UHBLMU HOPMAMUSHLIMU NPagosbimu akmamu Poccutickou Dedepayuu,
UHBIMU HOPMAMUBHBIMU NPABOGLIMU akmamu cyovexmos Poccutickoii @edepayuu.

K coorcanenvro Oanmwiii 6uo uccreoosanusi 6 Ilocmanosnenuu Ilpasumenvcmea P® om 18
oxmsaops 2013 2. Ne 932 O npoepamme 20cyoapcmeeHHbIX 2apaHmuii OecniamiHo2o OKaA3aHUs
epadicoanam meouyurckol nomowu Ha 2014 200 u Ha niauoswviii nepuod 2015 u 2016 20006

HaMmu He HallOeH.

BOIIPOC 5:

[Ipu cunzpome Perra (g JeyeHHs COMYTCTBYIOIIMX CHMIITOMOB) IOJIE3HBI PBHIOMH KU
(KOTOpBI HE MpoJaeTcss B IIUPOKOW CeTH, UMeeTcsl BBUAY JiedeOHBIH mpemnapaT) u Macio
Jlopenno. Ha kypc nedenust (B Te€UEHUHU MOJYroja KaKk MUHUMYM, a Jy4llle U MOXU3HEHHO)

HeoOxoaumo mpuMepHO 8-10 ThIC.pyOnet Ha »Tu mpemapathl. Kak cmenmaTe Tak, 4To0 HX
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BKJIIOUMJIM B TEepedYeHb OECIUIaTHBIX JIEKapCTBEHHBIX cpencTB. M kak chemarh Tak, 4yTOOBI HE
ToJIbkO B MockBe ero pekomenaoBanu? Kpome mpodero, Hu peibuii sxup, HU Macyio JlopeHIo
eIlle ¥ He KYIMUTh B HAIIMX anTeKax (a Ha 3aKa3 ATH MpernapaTsl OHU HE OepyT).

Kakoea npouedypa exkntouenus 1eKapcmeeHHbIX cCPeocme 6 nepeieHsb peKOMeHO08AHHbBIX.

OTBET:

Ilpoyeodypa 6xnioueHus 1eKapCmeeHHbIX CPpeoCcme 6 nepeyeHb OecnIamHblX OCHOBbIBACMCS Ha
npukaze Munucmepcmea 30pagooxpanenus u coyuanbrHo2o pazeumus P© om 9 mapma 2007 e.
Ne 159 “O wmepax no obecneueHuro OmMOENbHLIX KAMe20pull 2epancoarn HeooOX00UMbIMU
JIeKapCMBEeHHbIMU CPeOCmeamu *’ YyKazvl8aemces coCmas KOMUCCUU No 00ecneyenuio omoenbHblx
Kame2opuil epaxcoan HeoOXo0UMbIMU JIeKAPCMBEHHbIMU CPEOCMBAMU, d MAKdHCce UX 86e00MCmEd,
cocmas u nopsL0oK pabomvl KOMUCCUMU.

B komnemenyuro OauHOlU KOMuccuu 6xooum 6HeceHue pykogoocmey Munucmepcmea
30pagooXpaneHus U coyuanbHo2o passumusi P®, dedepanvroil cuycovl no nadzopy 8 cghepe
30pagooxpanenus u coyuanbHo2o passumus, Pedepanvrozo Aeenmemea no 30pagooxXpaneHuro u
coyuanoHomy pazeumuio, PedepanvHozo Goroa 06a3amenbH020 MEOUYUHCKO20 CIMPAX08AHUs, a4
makaice 8 UHvle OP2AHU3AYUL NPedIONHCEHUS NO OP2AHUZAYUU NPOYeccd peatu3ayuu obecneyeHus
OMOENIbHBIX KAMe2opull 2paicoan HeoOX0OUMbIMU IeKAPCMEEHHBIMU CPEOCMBAMU.

s peanuzayuu ceoux pewenuti Komuccus no OHJIC moowcem eHocumv npeonodisceHus no
paspabomke npoexmos. Cea3u ¢ smum, Heobxooumo obpawjamecs 6 komuccuro no OHJIC
co30anuyro  MuHucmepcmeom 30pasooxpaHenus U coyuanvHoz2o passumus Poccutickoii

Dedepayuu.

BOITPOC 6:
B eanHCTBEHHOM TOpO/ICKOM peabuIMTAMOHHOM LIEHTPE HaM OTKa3bIBAIOT B PeaOMIIUTALINH, 110
pUYMHE HE 00Yy4aeMOCTH peOeHKa U OTCYTCTBUS CHEIIUAINCTOB.

HmMerot i mpaBo 0TKa3aTh pedeHKY B peadMJMTAlUM M 00pa30BaHUM IO NMPUYHMHE

OTCYTCTBMSA CIIEHHAJTUCTOB B ICHTPE, UYTO 1€J1aTh B TaKoH chyaunn?

OTBET:

B cnyuae ecnu eam omxazvieaiom no npuyune OmMCymcmeus CReyuanucmos, ad He no
ApUYUHe MmMo2o, 4mo y 6dc Hem Npaé Ha dMmy peadounumayuro, moz20a 6am HeodX00UMO
06pamumsbcs 8 NPOKYypamypy ¢ 3aseieHuem 0013ames 0aHHOe yupedcoeHue 1ubo opeanu3ayuro, 6
gedomcmee KOMOPOU HAXOOUMCA peadunumayuoHHblll YeHmp, O00A3aHHbIUL Op2aHU308aMb

peaéuﬂumauufo no eauiemy 3a001e6aHUI0 nposecmu pea6wzumaumo.
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BOITPOC 7:

[lencus y Hac okosio 8 ThIC.py0. +1200 mMame - xommeHcanus 1Mo yxonay 3a pedenkom. IIpo
JIOTIOJTHUTEIbHYIO KOMIICHCAIINIO, €CITH PEOCHOK HYXIAeTCsl B MOCTOSIHHOM YXOJI€ U HE MOXKET
cam ce0st 00CIyKMBaTh, MHE HMYETO HE U3BECTHO M HUKTO HMYETO HE TOBOPHT. B coir.3ammure
3TO 3aKpbITast UHPOPMALIUSL.

Kommnencanust mo yxomy 3a peOSHKOM JIEHCTBUTENLHO TaKas MaJleHbKasi, €CTh JIM pa3HUIla I

paboTaroniei 1 He padoTaroIIeH Mambl?

OTBET:

C I saneaps 2013 2. ysenuuen 0o 8704 pyoneii 6 mecay pazmep coyuanrbHou NeHCUul, Ha3HAYeHHOU
6 coomeemcmeuu ¢ P3 om 15.12.2001 2. Ne 166-D3 "O cocyoapcmeeHHom NeHCUOHHOM
obecneuenuu 6 Poccutickot @edepayuu’, demam-uneaiudam u uneaiuoam ¢ oemcemea I epynnei.
B yenax ycunenus coyuanvhot 3auuuyeHHOCMU OMOENbHbIX KAme2opuil 2paxcoan Yxazom
Ilpesuoenma Poccuiickoii @edepayuu om 26 eepans 2013 2. N 175 "O excemecsaunvix
8bINIAMAX TUYAM, OCYUECMBIAIOWUM YX00 3d 0eMbMU-UHBATUOAMY U UHEANUOAMU ¢ Oemcmaea |
epynnol”, YCMaHo8eHbl KOMNEHCayUuoHHble blnaamsl HA YXo0 6 ciedyiowux pasmepax. C 1
aneaps 2013 2o0a mepabomarowum mpyoOCHOCOOHLIM 2PANCOAHAM, A UMEHHO OOHOMY U3
pooumereli (ycviHogUmeIell) unu OneKyHy (Honeuumento), 0Cywecmeusiouum yxoo 3a pebeHKom-
UHBATUOOM UNU UHBATUOOM [ 2pynnbl, KoMnencayuorHas eviniama ygeauvera 0o 5 500 pyoneti ¢

HayucieHuem patioHHo2o Kodghguyuenma.

BOITPOC 8:

OT co1.lakeTa Mbl He OTKa3bIBaeMcsl, HO BBIITUCKA JIEKAPCTB - 3TO OT/IeNbHas UCTopus. JlekapcT
IOCTOSIHHO HET, a O(QOpMJICHME peLenTa 3aHMMaeT O4YeHb MHOro BpeMeHH. W BooOme
CKJIQIbIBAETCS BIEYATIEHUE, OyATO CaMU BPa4M IIATAT 32 9TH JIEKApCTBA U3 CBOETO KapMaHa, a
ThI OTOMpAeIIb y HUX KYCOK XJje0a.

Kakoeé nopaoox npedocmagnienus jiekapcmeeHnwvix cpeocme?

OTBET:
3a npedocmasnenuem HeoOXO0OUMbBIX 1eKAPCMBEHHBIX NPEnapamos, paxcoane oopaujaromcs 6
J1eYeOHO-NPOPUIAKMUYECKUe VUPEeHCOeHUs, OKAa3blearowue nepeuyHylo MeouKo-CaHumapHyio
nOMOWb.
B pecucmpamype neuebno-npoghunakmuuecko2o yupescoeHus, OKaA3blearowe2o nepeuyHyio

MEOUKO-CaHUMapHylo  noOMowb,  Ha  epaxcoanuna  3agooumcsa  Meduyunckas — kapma
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ambynamopHnoeo 6orvHoco unu Memopus passeumus pebenxa ¢ mapkuposxou aumepou "JI" u
VKa3auuem cmpaxo8oco Homepa uHOUBUOyaibHo2o auyesozo cuema (danee - CHUJIC).

Ilpu obpawenuu 6 coomsemcmsyrouee ne4edHO-NPoOPUIAKMUYEcKoe yupencoenue cpaicoOaHun
npeovssisiem O0OKYMeHm, YOOCMOBEPAIOWUL TUYHOCTb, OOKYMEHM, NOOMBEPAHCOAOWUL NPABO
Ha noiydexue HAOOpPA COYUANLHLIX YCIVe, CNpAsKy, @vloanHyio I[lencuonuvim ¢onoom PD. B
Meouyuncrkoti kapme amoyramoproz2o 601bHo20 uiu Ucmopuu pazsumus pebenka ommedaemcs
CPOK, 6 meueHue KOmopo2o0 2padxCOaHuH umeem npago Ha NpeoocmasieHue 20Cyo0apCmeeHHoul
COYUANLHOU NOMOUJU.

I'pasicoane npedocmaesnsiom cmpaxosou noauc OMC Ilpu obpawenuu epadcoaHuna 6
coomeemcmayioujee  ieyeOHo-npoghurakmuieckoe  yupescoenue epad  (gervouiep) no
Dpe3yIbmamam oCMOmMpa GbINUCLIBAem peyenm no YCMAHOBNeHHOU (opme Ha JleKapCmeeHHble
npenapamol Jlewebno-npoguraxmuueckoe yupescoenue npedocmasisiem uH@opmayuio 0o
ANMEUHbIX YUPEeHCOeHUSX, OCYWECMBIIOWUX OMNYCK 2PANCOAHAM TeKAPCMBEHHbIX NPenapamos
B cnyuae epemennozo omcymcmeusi 1eKapcmeeHHuIX Npenapamos, anmeyHoe yupedtcoeHue
opeanuzyem ¢ meuenue 10 pabouux oueil ¢ damvl 06paWeHUss €20 OMCPOUYEHHOE 0OCTYHCUBAHUE
U ocywecmeusem OmnycK AaHaloSUYHO20 JIeKAPCMBEeHHO20 Npenapamd, npeoyCcCMOmpeHHO20
Ilepeunem nexkapcmeeHHbIX Npenapamos, 63ameH BbINUCAHHO20 UIU UHO20 NeKAPCMBEHHO20
npenapama no 6HO8b BLINUCAHHOM) peyenmy.

Ipu naxoocoenuu epasxicoanuna na meppumopuu 0pyzo2o cyowvekma Poccutickoii @edepayuu on
Modicem 0bpamumuvcs 8 coomeemcmayruee eueOHo-npopuiaxmuyecKoe yupescoenue u npu
npeovssieHUl OOKYMEHMO8 (YOOCmOosepsaiowull TUYHOCMb, OOKYMEHM, HOOMBEPHCOAIOUUL
npageo Ha NoxyuyeHue HAbopa COYUANbHBIX YCIVe, CAPAsKY, 6bloaHuyto Illencuonnvim gonoom
P®), a makoce vinucku uz Meouyunckou kapmvi amoOyiamopHozo 6oavHo2o uiu Hcemopuu
pazeumus pebenka c ykazanuem CHHUIIC emy dondcen bbims gulnucan peyenm Ha HeoOXooumbvie
JleKapcmeeHHble npenapamsl ¢ OMMemKol "uHo2opooHull"” 6 npasom 8epxHem yaiy npu HAIUYUU
MEOUYUHCKUX NOKA3AHULL.

Takoce pexomenoyem o3uaxomumoca c Ilpuxkazom Munucmepcmea 30pasooxpanenusi u
coyuanvroeo pazeumusi P@ om 29 oexaopa 2004 2. N 328 "O6 ymeepacoenuu Ilopsaoka

npeoocmagnenHus Habopa COYUANLHBIX YCye OMOENbHbIM Kame2opusam epaxcoan”.

BOITPOC 9:

Ham yuyacTkoBBIi Bpau cKa3aj, 4TO €CTh JETH TsKellee, 4eM JIeTH ¢ cuHApoM Perrta, u mosTomy
MBI JKJIEM CBOETO MpueMa B o0uieil ouepeau. B Hamel NOIMKIMHUKE HE 3HAIOT, YTO MHBAIUIBI
00CTyUBAIOTCS BHE OUEPEIH.

Kakoe nopaook odciyrcusanus uneanudos é COYUAnIbHbIX yuperHcoenusx?
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OTBET:

Vraz Nel157 «O 0ononnumenvHbvix Mepax 20Cy0apcmeeHHot N000ePICKU UHBAUOOBY, CO2LACHO
Hazeannomy Yxazy, u ceco00us uneaiuovl 1 u 2 epynn 00HCHbL 0OCIYICUBAMBCI 8HE oUepeoU 8
yupescoeHusix 30pasooxpanerus. Meouyunckoe yupesjicoeHue max dice, 6npage yCmaHasiueams
00noIHUMENbHbIE 2APAHMUU UHBATIUOAM.

Cumyayuu, Ko20a 0emsam UHEAIUOAM OMKA3BLIBAIOM 8 0OCIYHCUBAHUU BHE oUepedlu 803HUKAIOM
nO NpuyuHe Moeo, 4mo HeKomopbvle euedHble YUpedcOeHus moaKyo d3Mom YKa3 OyKeaibHO, Mo
ecmv 0emsamM UHBANUOAM He NPUCBOEHA 2PYNNA UHBATUOHOCTIU, U 8PO0E KAK €20 Helb3sl OMHeCmu
K 1 unu 2 epynne, HO OaHHbIli NOOXOO HEBEPEH, eCiu 6aAM NO NPE’CHEMY OMKA3bleAOM 6

00CYHCUBAHUU BHE 0UepeOl, PEKOMEHOYeM 00pamumucs ¢ 3asa6eHuemM 8 NPoKypamypy.

BOITPOC 10:
Hair 3aB.MONMKIMHUKOW YTBEPXkKIAET, YTO CHUHAPOM Perra He BXOIUT B CIHCOK Op(aHHBIX
3aboneBanuii! Kak xe tak, oHo xe penkoe!? Wnu st 4To-T0 HE MOHKUMA0. ITO OJHO U TO ke? YTo

JaeT peectp opaHHBIX 3a00JICBaHUIN?

OTBET:
Hem, ne e6xooum. Ho ecmv npoexm. Ymeepowcoen nocmanosnenuem Ilpasumenvcmea
Poccuiickoii @edepayuu om 26 anpens 2012 2. N 403, peecmp opghannvix 3ab01esanuti

Heo0xX00UM OJisl PUHAHCOBLIX PACHEmO8 U OP2aHU3AYUY 3aKYNOK NPEenapamos.

BOITIPOC 11:

BocnuteiBato chiHa uwHBaMHAA 9 JeT. Y HEro OTCTaBaHHWE B TICMXOPEUYEBOM DPa3BUTHH,
YMCTBEHHOE (TSXKEINI0, TOUYTH HE TOBOPUT), 3aMKHYTOCTh MOSBISETCS. XO0TeNa Obl IPOBECTH EMY
UMTIOTEPANHio, MOXET, MmoMoxeT. Jleuumcs perynsipHo (KOPTEKCHH, KOTHTYM, peal.leHTp,
Joromesa), XOIUT B Koy 8 Buaa (mMarepuan He ycBauBaeT). Kak HauaTh (OueHb XOUeTCs

nonpo6osats). [loxkanyiicra, momorure!

OTBET:

HUnnomepanusa He 6xo0um 6 nepeuensb peabUTUMAYUOHHBIX YCIye, 2apaHmupO8aHHbIX
eocyoapcmeom. Ha eéonpoc s¢ghpexmusrnocmu ucnonvb3o8anus unnOmepanuu Moxcem omeemumas
monvko epay — cneyuaiucm. Ilomous matumu cpedcmeéa  OnA  3AHAMUL  CMO2YM

6ﬂa20m60pumeﬂbele opearnuzayuu.

BOIIPOC 12:
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Y Hac - MYKOBHCLHIO03, CMelIaHHass ¢opMa TsKeJloe TeueHue, Hall JMarHo3 BXOAWT B
oporpaMMy CeMb HO30JIOTHH. Y Hac mnpobjemMa C TMOJydeHHEM JIEKapcTB, IO BCEM
PEKOMEHIAlMsIM y HAaC HallMCaH KPEOH, a HaM MbITAIOTCS AaBaTh 3aMEHUTDH JUKEHEPUK MUKPA3HUM,
nociie KOTOPOro y Hac Obutd 3aUKCUpOBaHbI M0O0YHbIE AercTBUA. Obpamanucsk B MUH3IpaB,
Pocnanzop, mpuxoaunu Tosibko oTkasbl. [lonckaxkute xak ObITH? MBI TaK YCTalu JOOUBATHCS
TOTO YTO HaM I0JI0’keHO. Beimen gaxe HoBbii [Ipuka3 Munsgpasa Poccun ot 02.12.2013 N
886H "O BHecennu u3MeHeHu# B llOpsimok co3maHust U JESTEIBHOCTH BpauyeOHOM KOMHUCCHU
MEAMIMHCKONW OpraHu3alluM, YTBEP>KIACHHBIA NMPUKa30M MMUHHCTEPCTBA 3paBOOXpPAHEHUS] U
conuanbHoro pasputua Poccuiickoit ®@enepanuu ot 5 Mas 2012 r. N 502H, u B Ilopsgok
Ha3HAY€HUs] U BBIIMCHIBAHUS JIEKAPCTBEHHBIX IIPENApaToB, YTBEP)KICHHBIA IPUKA30M
MunucteperBa 3apaBooxpanenusi Poccuiickoit ®enepauun ot 20 gexadbps 2012 r. N 11751"
(3apeructpupoBano B Muntocte Poccun 23.12.2013 N 30714), s ¢ HUM Xoausa B TOJUKIUHUKY,
HO U 3TO HE MTOMOTJIO.

Hrak, mo BceM peKoMeHAaNWsIM NPONMCAH KPEOH, a €ro NbITAITCA 3aMEHUTh HA
JAKeHepUMK MHMKPa3uM, I0cJe KOTOporo ObuiM 3aUMKCHPOBAaHbI NMOOOYHBbIE /eiiCTBHA.

IMoackaxure Kak OBITH?

OTBET:

B cnyuae ecnu 6vl, cuumaeme umo meouyunckoe yupescoenue u Ha030pHule Op2aHvl HapYUaom
sawiu Npasa vl Modiceme oOPAMUMBCA 8 NPOKYPAMYPY C HCAN0O0U HA OP2aHbl, KOMopbvle He
NPUHATU Mep MO 3aujume 6aulUX NpaAs, YKA3Ad8 HA HAPYWEHUs BAUUX KOHKPEeMmHbuIX Npas,
npunodcume 6ce umerOuwiueca 00KA3ameabCmea auieil nPagomsl, YemKo U3J10)4cume Cymo
eawieil npoonemvl 6 JHcanode yKaycume KOHKPEMHBIX J1UY, KOmopwvle 0e30eiicmeyiom
(omnucvigaomces), yKaxcume HA HOPMAMUBHO-NPABOGbIEe AKMbl, KOHKPEMHbIE HYHKMbL
Komopule napywaiomes - Ilpuxaz Munucmepcmea 30pagooxpaneHus u COYUAIbHO2O PA3EUMUS
P® om 5 masa 2012 2. N 502u "O6 ymeepocoenuu nopsaoka co30aHus u OesameibHOCmu
8DAUEOHOU KOMUCCUU MEOUYUHCKOU opeanusayuu” npunamue pewieHuss O HA3HAYeHUU
JIeKapCMBEHHbIX  NPenapamos Npu  HAIUYUU  MeOUYUHCKUX NOKA3AHUL  (UHOUBUOYANbHASA
HeNnepeHoOCUMOCMb, N0  JHCUSHEHHbIM NOKA3AHUAM) He 6X00AWUX 6 COOMEemcmeyIouWull
cmanoapm mMeoOuyUHCKo NOMOwU; N0 Mop208biM HaumeHosanusm, "l[Ipu Hanuuuu meouyuHcKux
NOKA3GHUU (UHOUBUOYANbHASL HENePeHOCUMOCHb, NO JHCUSHEHHbIM NOKA3AHUAM) NO peuleHuro
8PAYEOHOU KOMUCCUU MEOUYUHCKOU OP2AHU3AYUU OCYUeCMBTIAeMCs HA3HAYeHUe U BbINUCLIBAHUE
JIEKapPCMBEHHbIX NPenapamos. He 6X00AWUX 8 CMAHOApmbl MeOUYUHCKOU NOMOWU, NO
Mop206bIM HAUMEHOBAHUAM".

BOITPOC 13:
60



PeGenok mocemnaer 63 nerckmii cax 8 Buma. [lanee pecrmyOnukaHcKash MEIUKO-TIEarornyecKast
KOMUCCHS MPUTOBOPHIIA HAC K JOMAITHEMY OOy4EHHUIO, IPUKPEITUB K KOPPEKIIMOHHON IIKOJE 8
Bujia BaxurtoBckoro paiiona. Corplliana, 4YTO €CTh CIEUMAJbHbIE IIKOJBI B MoOCKBE U
ITerepOypre. Ho Benp B Kazanu Toe 04€Hh MHOTO TaKMX OCOOCHHBIX JETHUIICK, HEY)KEJIM HAIlN

MaJIbIIIMX JOJIXKHBI )KUTHh JOMa 0e3 IIaHCOB Ha Pa3BUTUC U O6H.[CHI/IC?

OTBET:
B nacmoswee epems oemu ¢ ocobenHOCmMAMU 8 pA3GUMUU MO2YM NOJYYaAmMb 00pazosauue 6
mpex cneyuanusupo8aHHbixX wkoiax copooa Kazamnu:

Obweobpazosamenvrasn wikoaa Ne 142 ons oemeti ¢ 02pAHUYEHHBIMU BO3MONCHOCTIAMU
300posbsi §-20 euoa, pacnonoxcennas no aopecy: Kazamw, ya. Ilonosa, 17, meneghon: +7 (843)
279-55-13;

Obweobpasoeamenvras wkona Ne 76 0na demeil ¢ 02pAHUYEHHBIMU BO3ZMONCHOCAMU
300p086bsi, pacnonodicennas no aopecy. Kazamns, yn. Capwr Caovixkosoti, 6/22, menregon.: +7 (843)
293-27-32;

Cneyuanvhas KoppekyuonHas obujeodopazosamenvras wkona Ne 61 ona oemeil ¢
02PAHUYEHHBIMU B03MOICHOCMAMU 300p08bs 8-20 8uUda, pacnonodiceHnas no aopecy.: Kazamus, yi.
Enucetickas, 5, menegpon: +7 (843) 564-47-82.

s moeo, umobvl ycmpoums pebenka 6 00HY U3 OAHHBIX UWIKOJ HeoOXO00UMO Npotmu
obcnedosanue 6 Pecnybonruxanckoi ncuxono2o-meouko-nedazo2uieckou KOMUCCUU, KOmopas
pacnonodcena no aopecy: e. Kazaws, yn. Boccmanus, 0.36, menegon: 8(843)5642700
exceonesno ¢ 08.30 oo 17.00. Obedennviti nepepvie ¢ 12.30-13.00.Bvixoonsie: cyboboma,
sockpecenve. B Kazanu 6y0ym omkpvimsi wecms wKol, 20e emecme co 300p08bIMU Y4eHUKAMU
CMauym yyumocs Oemu C OCPAHUYEHHbIMU BO3ZMONCHOCMAMU 300p08bs. DMy UHUYUAMUBY
npeonoxcunu 8 Munucmepcmee obpazosanus Tamapcmana. Ha mo, umobsl nepeobopyodosams
yuebHbvle 3a6e0enust U3 pecnyouKancko2o 0oxcema evloenunu 11 munnuonos pyoneu. Takorce, 6
obpazosamenvubix opeanuzayusax Cosemckozo pauona Kazanu O6ydem peanuzosana cucmema
UHKTI03UBHO020 00pazoganus. O6 smom Ha pacuupenHom evle3onom 3acedanuu Cosema
Obwecmeennou naramvl PT coobwuiu 3amecmumens 2nagbl AOMUHUCPAYUU pPAUOHA U
Ha4yanbHUK omoena oopasosanus pavona. MukozusHoe obpaszosanue npeononazaem obyyeHue
oemelti ¢ 02PAHUYEHHBIMU 803MONCHOCMAMU 300P08bs He 8 CNeYUAIUSUPOBAHHOM, d 8 0ObIYHOM
yuebnom 3aeedenuu. Ilpu >mom OHU NoO-npedcHeMy MO2Ym RNOAYYUmMb 00pasosanue U 6

cneyuailvbHsvlx yttpeofcdeHuﬂx.
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Pasnen 3. HepemenHbie BONPOCHI
1 KOH(JIMKTHBIE NPO0IeMBbI B 00/1aCTH Pa3pad0TKHU U BHePEHHUS JIeKAPCTB

JJISL JIeYeHH sl peIKnX 3a00/1eBAaHUI — MeKIYHAPOAHBIN Mei3ax

Opdannbie 3a001eBaHus 1 OpaHHbIE JIEKAPCTBA
«Cupotrckue» (peakue, opdaHHbIe) 3a00JI€EBaHHUSI — BTO YTPOXKAIOIIUE >KU3HU
3a00JIeBaHusl, BKJIIOYAIOIIME 3a00J€BaHMsI T€HETUYECKOTO MPOUCXOXKACHUS, WU
XPOHUYECKUE COCTOSIHUS, KOTOPhIE UMEIOT KpaiHEe HU3KYI0 BCTPEYAEMOCTb U IS

KOTOPBIX HE CYIIECTBYET JICUCHUS.
JlokJ1ax 0 COCTOSIHUM 3IpaBOOXpaHeHnsi B Mupe (BO3, 201 0)i

IIyTh Kk BceoO1IeMy 0XBATy HaceJleHUS MeJUKO-CAHUTAPHON MOMOIIbIO:

° Opdannbix 3a06oneBanuii B mupe 6osxee 5000 HO305mOTHIN (TIO JAaHHBIM
EURORDIS - om 5000 0o 7000)"

° CyMMapHOE YHUCJIO TAIMEHTOB C peakuMu 3abojieBaHusMu — okoino 30
MLIMOHOB uenoBek (EBpore), okono 25 muiimonoB (CeBepHast AMepuka).
Ot1o cocrapisier 6osiee 5% HaceseHHMsi, (CPaBHUMO C PacHpOCTPaHEHHOCTHIO B
oOIIel MOMyJSIUU OTJAEIBHBIX XPOHUYECKUX HEMH(PEKIIMOHHBIX 3a00JIeBaHUMH,
takux kak UbC u XOBJI).

. B mupe nacuuteiBaercs ot 6000 g0 8000 penkux 3aboneBanuii, a oOiiee
YHUCJIO TAIMEHTOB C peakuMu 3aboneBanusmu B crpaHax EC omenmBaetcs B 30
MHJLJINOHOB YEJIOBCK.

80% penxux 3a0oJieBaHMil MMEIOT T'€HETHYECKYIO Mpupoay. Hacto sBISIHOTCA

XPOHHUYCCKHUMM U MPCACTABIAIOT YI'PO3Yy I JKU3HU.

[lapagokc opdannbix 3aboneBanuii: «Peakue 3a0o0jieBaHMs PEAKU, HO OOJIbHBIC

peaKuMH 3a00JIEBAHUSIMU SIBJIIIOTCS. MHOTOYMCIEHHbIMU» (EBpomnelickuii peectp

knanyeckux uccnenoBanuii (EUDRACT-R)).
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Kputepun «peakux 3a6o/ieBaHui» B pa3Id4HbIX CTPAHAX
PacnpocTpaHeHHOCTD:

* Poccusi- 10 cimyqaeB Ha 100 ThicsSY yenoBEK

* CIIA — 7,5 1a 10 000 yemoBek

» EBpona — He 6osiee 5 Ha 10 000 yenoBek

* Kanaza - e 6onee 10 ga 10 000 yenoBek

* dnonns — 4 na 10 000 yenoBek

* Actpanus — 1,2 va 10 000 yenosex

B cooTBercTBHH ¢ 3aK0HOM «OG Op(aHHBIX JEKapCTBEHHBIX cpectax» ' (CLLIA,
1993), 3abosieBaHue SIBISIETCS PEIKUM, eciu UM cTpagaetr menbiie 200 000
yesoBek - mokazarens Juisi CoeauHenHbix llltatoB (T.e. HEe Gonee 7 u3z 10 000
yenosek). B flmonum mpenen pacnpoctpaHeHHOCTH coctaBiger 2,5 k 10 000.
CornacHo kputepusMm, npuHsaTeiM B EC, penkoe 3aboneBaHue omnpeaenseTcs Kak
3a0osieBaHue, KOTopoe HabmoaeTcs He 6omee uem y 5 u3 10 000 nui, T.e. 246 000
xutenet EC. [loatomy, ecnu kakas-nmu0o 0one3np nopaxaer 246 000 uenoBek
i meHee B EC, oHa nomkHa paccMaTpuBaThCsl Kak peakoe 3aboJeBaHue.
BonbMHCTBO JIIOAEH, COTJIACHO 3THUM CTAaTUCTUYECKUM JaHHBIM, CTpPajaroT OT
oose3nelt, mopaxkarouux oaHoro u3 100 000 yenoBek wiM Jake MEHBIIIE.
CornacHo onieHkaMm, B Hactosiee BpeMs cyiectByet oT S000 go 8000 pa3nuuHbIx
penkux 3a0ojieBaHUM, Topaxkaroumx 6-8% oT HacejaeHus B oO0mEeM oObeMe.
Hpyrumu cinoBamu, ot 27 a0 36 MIUUIMOHOB YEJIOBEK B cTpaHax EBpormeiickoro
Coro3a u oxosio 25 mumonoB B CIIA crtpanmaroT penkumu 3a00JieBaHHUSIMU.
ExenenenbHO 5 HOBBIX PEIKUX 3a00JICBAaHUM OIHKCHIBACTCS B MEIUIIMHCKON

JauTEpaType.

MeKayHAPOAHBIM MCCIEA0BATEIbCKHI KOHCOPUMYM PpPeAKuX 0oJie3Hel
(IRDIRC)"- CoBmecTHas uWHHIHMATHBA EBponeiickoii KOMHCCHH M
HaumnonanbHoro uucruryra 3a0posbs CIIIA, obecnieuuBaer:

®* CO31aHuC U obecrnieueHue A0CTYyIIa K COTJIACOBAHHBIM JIAaHHBIM U 06pa3uaM,
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*pa3pabOTKy MOJEKYJSPHBIX ¥  KIMHAYECKUX  XaPAKTEPUCTHKU  PEIKUX
3a00J1€BaHHM,
* TOKJIMHUYECKHE M KIMHUYCCKUE UCCICIOBAHUA,

* 1 YHOPAJOUYCHHUC 3TUUCCKUX U HOPMATHUBHBIX IIPOLEAYP.

OcHOBHBIE IPUHIMIIBI HCCJIEIOBAHNA KOHCOPIMYMA:
1. HezaBucumocCTsh
2. Hayunsblii noaxon

3. MyapTUINCIMIIMHAPHOCTD

Pa3uble onpenesienust oppaHHbIX 00J1e3HEH

1. Opdannoe 3a001eBaHHe — 3TO YTPOKAIOIIEE KU3HU U 370OPOBBIO XPOHUUECKOE
3a00eBaHUE, KOTOPOE€ WMEET HACTOJBKO HH3KYI0 BCTPEYaeMOCTb, 4TO
HEOOXOJMMO TMPUMEHEHHE CHEIUAIbHBIX YCWIMM IS TPeIOTBpallCHHUS
3a00J1€BaEMOCTH, PaHHEH CMEPTHOCTH M TOBBIIMICHUS KaueCTBA KU3HU OOJHHBIX.
VYpoBenbp 3abosieBaeMocTH He TipeBblmaeT 1 ciydas Ha 2 000 yenoBek
(Esponeiickas opzanuzayus no peoxum saoonesanusm (EURORDIS))'

2. Penxkue (opdannbie) 3a0ojieBaHMsA - OTO 3a00J€BaHUSA, KOTOPHIE HMEIOT
pacrpocTpaHeHHOCTb He Oosiee 10 cimydaeB 3a0oneBanus Ha 100 ThICSY HaceIeHUS

(Pedepanvhwiii 3axon PD) "

3aK0oHOIATEILCTBA N0 PEAKUM 3a00/1eBAHUAM
US in 1983,
Japan in 1993,
Australia in 1997,
EU in 2000,
Taiwan in 2000,
South Korea in 2003

P® 2012
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Pe3y/1bTATHBHOCTb MPHHSITHS 3aKOHOAATEIbHBIX Mep”"
CIIA: x 2010 — 352 opdannbix nekapcTa ogoopeHo (12 MiaH. rpaknaH).
EC: x 2010 — 720 nekapctB moayuwmin craryc opdanueix (EMA), 63 —
0J100pEHBI
Exxeronno:
B cpeanem 15 HOBBIX OpdaHHBIX JEKapCTB MOJYy4alOT 0J00peHue B
CIIA
B cpennem 10-12 HOBBIX OpdaHHBIX JIEKApCTB IMOIYUYaOT 0J00peHNE

B EC.

Ilytu pemenuss mnpoodjeM: cucTeMa TMOAJEPKKH Ppa3padoTku op¢aHHBIX
JIEKapCTB
UCCJIEJOBAHUS U PABPABOTKA""

CIHA: B Hammonaneueix Muctutyrax 3mopoBes - Office of Rare Diseases
Research (ORDR) ¢ 1993 — i KOOpAMHAIIMKM W TOJIICPKKHA HCCIICIOBAHUMA,
o6ecreuennss THOOPMAIIUEN

EC: B EBpokomuccun B mupekropate OOmiecTBeHHOTO 310poBbsi the Rare
Disease Task Force (RDTF) ¢ 2004 — ans moaep KKy MOJUTUKA B obnactu P3,
o0ecrieueHnss MEAMLMUHCKOM CIyKObl, TONACPKKUA HACEJNEHUsI IOCPEICTBOM
EBponerickon KoopauHAUU

A3zus:

C 1972 B Snonun - Specified Disease Treatment Research Program
npu MMUHHCTEPCTBE 3PaBOOXPAHEHHUS M OJIArOMONydds: HCCIEA0BATEIbCKUE
poOrpaMMBbl i rpaHTsl 10 130 3aGoneBaHusM oT npasutensersa (10 miapa. Men B
2010 (21), nanee — o 214 P3.

C 2008 B HOxnoit Kopee - Research Center for Rare Diseases
(RCRD) npu moxnepxxke Munucrepcra (Ministry of Family Affairs, Health and
Welfare).: 3 uccienoBareabCKuX MPOEKTa B COTPYAHUYESCTBE, 9 MOHO-IIEHTPOBBIX
UCCJIEOBATENICKMUX  MPOEKTa, W 7  KIMHUYECKUX  HUCCIIEN0BATEIHCKHUX

00beIMHEHUN
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Kuraii: ponaer ot the National Natural Science Foundation of China
(NSFC) - 366 mpoektoB (32 no P3) ¢uuancupoBansl 3a nepuox 1999 - 2007
ob6mum oobemMom 89.358 miH. RMB u ronoBeiM (uHancupoBanueM mopsiaka 10

miH. RMB, - 1/10 ¢unancuposanus B CIIIA.

3axon P® no oppanubiM 3a00/1eBaHUAM

«O0 ocHOBax OXpaHbI 3I0POBBS TpaxkaaH Poccuiickoi CDeJ:[epauHH"ix oT 1 siHBaps
2012 - opna u3 ctaTel nocesiieHa peakuM (opdanubIM) 3ab6oaeBaHusIM. BriepBbie
C MPUHATHEM HOBOTO 3akoHa B Poccmm Ha rocymapCTBEHHOM YPOBHE OBLIO
BBe/ICHO MOHSITHE «PeIKUX 3200J/ieBaHUii 1 OP(PAHHBIX MPENAPaToOBy, TaHO HX

OIIPCACICHUC U IIPUHAT KpI/ITCpI/IfI OTHCCCHHUA K PpCAKHUM 3a00JICBaHMSIM.

CTPATEI'US] JIEKAPCTBEHHOI'O OBECIIEYEHUA HACEJIEHUA
POCCHUICKOH ®EJEPAIINN HA IIEPUO/I 10 2025 TOJA
(Denepanbubiii 3akoH PO or 21.11.2011 r. N 323-®3 "OO6 ocHOBax OXpaHbI
310poBbs rpaxkaan B Poccuiickoit deneparn')

* Jamaua 5. VYBennuenue JIOCTYITHOCTH JKU3HEHHO HEO0XOTUMBIX
WHHOBAITMOHHBIX  JICKAPCTBEHHBIX npenaparoB, HMEIOIIHUX JOKa3aHHYIO
COLIMAIIBHO-D)KOHOMHYECKYIO 3(p(EeKTUBHOCTB: Co3nanue MEXaHH3MOB
OpraHu3alyy 00ecreyeHus rpak/iaH JIEKapCTBEHHbIMU IpernapaTaMu sl JISYEHUS
3a00JIeBaHUM, BKJIIOUCHHBIX B MEPEUCHb KU3HEYTPOXKAIOIMUX M XPOHUUYECKUX
MPOrpecCUpyIOMUX  penkux (opdaHHBIX) 3a00JieBaHUM, MPUBOIAIIUX K

COKpPAIICHUIO ITPOJOJKUTCIbHOCTH JKU3HHU I'PAKJaHHMHA UJIW MHBAJIWUIHOCTHU

JocTynHoCTh JieueHus rpaxian PD

e Crarbas 16 «Opranuzanus oOecriedeHus: TpaxaaH JIEKapCTBEHHBIMU
npernapaTamMu  JJig JIedeHHs]  3a00JieBaHMM, BKJIIOYEHHBIX B  IE€pPEUCHb
KHUZHEYTPOKAIOUIMX M XPOHUUECKUX MPOTPECCUPYIOMIUX peakux (opQaHHbBIX)

3a00JIeBaHUM, TMPUBOJAIIUX K COKpPAIICHUIO MPOJOHKUTEIBHOCTH  KU3HU

66



rPOKJAHWHA WM WHBAJIUMIAHOCTH, MPEAYCMOTPEHHBIA 4YacTeio 3 crateu 44
HacTosero denepaibHOro 3aKOHa.

e Crarba 44 «MenuuuHCKass MOMOLIb Tpa)KJaHaM, CTPAJAlOUM PEAKUMHU
(opdanHBIME) 320071€BAHUSIMI

e Crarbsa 83. «®PuHaHCOBOE O0OECHEYCHUE OKa3aHUSl MEAUIIMHCKON MOMOIIU U
CaHATOPHO-KYpOpTHOM  momomm»: 9. ®uHaHcoBoe obecreueHrue TIpakaaH
JeKapcTBaMM  JUig  JiedeHuss  3a0oiieBaHulM, BKIIOYEHHbIX B llepeuenb
KUZHEYTPOKAIOIMIMX OCTPhIX M XPOHUYECKUX IPOTPECCUPYIOLIUX  PEIKHUX
(opdanHbIX) 3a001€BaHUN, TPHUBOAAIIMX K COKPAIICHUIO MPOJIOJKUTEILHOCTH
KU3HU TpaXJaHWHA WM €ro WHBAIUJM3ALUM (32 HCKIIOYEHHEM 3a00JIeBaHUM,
yKa3aHHBIX B MyHKTEe 2 4yacTu 1 ctathu 15), ocyliecTBisieTcs 3a CYET CPEICTB

010/1KeTOB CYOBhEKTOB PD.

Cdopmuposansi 2 Ilepeuns peakux 3a6o1eBanuii (PD)

1. Tlepedyennb” KM3HEYIPOKAIOIIUX U XPOHHYECKUX TMPOrPECCHPYIOLIMX PEAKHX
(opannbix) 3abosieBaHUN, MPUBOIAIIUX K COKPALIEHUIO MPOAOTAKUTEILHOCTH
KU3HU WM K MHBAJIMIHOCTH (BKItouaeT 24 3abonesanusn) ot 26.04.2012_. «Omo
3abonesanus, Ol KOMOPLIX 68 HACMOsAUjee 8peMsi UMeemcs: NAmo2eHemudecKoe
Jleyenue, m.e. JleyeHue, HANPABIEHHOE HA YCMpPAHeHue NamoilocUdecKo2o
npoyecca, a He Ha CUMRINOMbLY.

2. Tlepeuenn” pexknx 3aGoseBammii ot 07.05.2014  (IOArOTOBICH
Mumnsapascorpa3Butus) (exarouaem 215 naumenosanuii).

B nepedenb Bouum 3a00sieBaHUs, KOTOPbIE COOTBETCTBYIOT YTBEPKIECHHOMY B
Poccun kpureputo - He Oosiee 10 ciayuyaeB Ha 100 Thicsu HaceneHus (BHE
3aBHCHUMOCTH OT TOTO, CYIIECTBYIOT JIM HA CETOIHSIIHUMA JEHb METObI JICUCHUS U

JIEKapCTBEHHAsI Teparusl).

Bonpocs k Ilepeunio peakux 3adoneBanuii P@:
* Kakue kpurepun ¢dopmupoBanus [lepeuns?

* Kak yacro [lepedyenp T0MKEH nepecMaTpuBaThCs?
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* CymiecTByeT JIM CHHCOK JIEKAPCTBEHHBIX IPENapaToB U JIEYEOHOTO MUTAHUS
Oone3Hel, BKIIOUeHHbIX B [lepeuenn?

*[Touemy crniennanU3UPOBAHHOE JeyeOHOe NUMAHUE He BKIIOYEHO 8 CIAHOApbl
HOMOIIM OOJIBHBIM C PEAKUMH 00JIe3HIMU?

*Kak OyZer ocCylIecTBIATBCS KOHTPOJIb IO JIEKAPCTBEHHOMY 00€CHedeHUIo

MAIMEHTOB C PEIKUMH O0JIe3HIMA?

IIpo6.1embl, cBsI3aHHBIE ¢ OpdaHHBIMU 3200/1eBaHusIMU B PD:

* Her peructpa 00abpHBIX penkuMu 3a0oneBaHusIMU 1o Poccun

*[IpoOsieMbl ¢ AUArHOCTUKOW (T.K. MaJIO CIEHHMAIM3UPOBAHHBIX YUPEXKACHUN +
CJIO)KHO pacIio3HaTh penkue 6omne3nu) (B Poccun, no pa3HeIM OIEHKaM, CTPajacT
ot 300 ThICSY 10 6 MIJJTHOHOB YE€JI0BEK)

* [To OONBPIIMHCTBY peAKUX 3a00JIEBAHUI HET CTAHJAPTOB JICUEHUS

* He cymectByeT oOuienpuHaThix (Bo BceMm Mupe win B EC) onpeneneHuii penkux
3a00JIeBaHUI

* MeTo/1bl 0Ka3aTeNbHON MEIULIMHBI — €AMHUYHbIE HAOII0ICHUS

* Bricokue 1IeHbI — BO3MOKHOCTH MAllUEHTOB

* NHTepechl 00111eCTBEHHOTO 3J0POBbs — MHTEPECH! (hapM/OnOTEeX. HHAYCTPUHU

* Jloporoe gnedeHue (CpelHsss CTOMMOCTb MECSYHOIO Kypca oOp(daHHBIX

npenapaTtoB koJieonercst oT 60 10 180 Teicsau pyOiieii)

He cywmecmeyem nu oonozo obwieco, npunamozo 60 écem mupe onpeoejieHus
PeoKozo 3aboneeanun. Ha ceroqHsamHui 1eHb NOHITHE Op(AHHBIX 3a00JIeBaHUI
3aKpemIeHO 3aKOHOJATEeNbHO BO MHOTMX CTpaHaxX, OJIHAKO BEe3Jle B HEro
BKJIQJIbIBAETCA HECKOJIBKO pa3Hbii cMmbici. OnHa U Ta ke 00Jie3Hb MOXKET OBITh
KpallHE pEeIKOM B OJHOM 4YacTU MHUpPA, HO MPU 3TOM YaCTO BCTPEUYATHCSA B APYTHUX
peruonax: 0ose3Hsb ['omie /st OOIBITMHCTBA STHUUECKUX TPYIIN SBISETCS PEAKUM
3aboneBanueM (1 cmydail Ha 50 THICSY HOBOPOXKICHHBIX), HO Yallle BCTPEUYACTCS

Cpcar allIKCHA3CKHUX CBPCCB.
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OpdanHble JekapcTBa

JlekapcTBeHHOE cpelcTBO sBisiercs: opdanusiM (EC)Y, ecin oHO mpennasHaueHo
JUIS JAMArHOCTUKH, NPOQUIAKTHKKA WU JICYCHHUS YrPOXKAIOMIMX >KU3HU WIH
XPOHUYECKUX TMPOrpeccUpyroux 3adoneBaHull, nmopaxaromux He 6onee 5 u3 10
000 yenosek B EBpomeiickom Coroze Ha MOMEHT MOJA4M 3asiBKM HAa Ha3HAUCHHE
(KpuTepuil pacnpOCTPAHEHHOCTH), WJIA OHO NPEIHA3HAYEHO [JIsi UAarHOCTHKW,
NPO(UIAKTUKY UITU JICUCHUS] YTPOKAIOIIUX KU3HU, HAHOCSIINX CEPhE3HbIN yIIepo
3a00JIeBaHUN WM CEPbE3HBIX M XPOHUYECKUX HApyIIEHUH, a 0e3 CTUMYJOB
MaJOBEPOSATHO, YTO OKUIAEMBbI O00BEM NPOJAXK JIEKAPCTBEHHOIO CpPEJCTBA
[OTacUT PAacXoJbl HAa MHBECTHLMHU B pPa3padOTKU 3TUX CPEACTB (KpUTEpUil
pEHTA0EIbHOCTH), 10 CUX MOpP HET CAaHKIIMOHMPOBAHHOTO YJIOBJIETBOPHUTEIHLHOIO
METO/Ia AMATHOCTUKH, TPODUIAKTUKU WIH JICUEHUS 3a00JI€BaHUs, WM, €CIIH TaKOH
METOJl CYILECTBYET, JIEKAPCTBEHHOE CPEJACTBO OyAET HMETh 3HAYUTEIbHBIC
PEUMYIECTBA JJIs JIULI, CTPAJAIOIINX ITUM 3a00JIEBAaHUEM.

[TepBble mpaBOBBIE HOPMBI, KacaIOIIMECs PEIKUX O0Je3HEN 1 OppaHHbIX JIEKAPCTB,
osutn BBeneHbl B 1983 roay B CHIA (3akon «O0 opdanHbIX jekapcTBax»). Ero
LeNlb 3aKIYalack B TOM, YTOObI COJEHCTBOBATH BHEIPEHHMIO Ha PHIHOK HOBBIX
JeKapcTB OT peAKux Ooje3Hell U CIOCOOCTBOBAaTh NPOBEIACHHUIO HAyUYHBIX
ucciae10BaHuM 1Mo 3((HEKTUBHBIM TEXHOJIOTHUSM B 3TOM 00JacTH.

BonbIIMHCTBO OpQaHHBIX MpenapaTroB CO3/Jal0TCS Ha OCHOBE JOPOTOCTOSIIMX
OMOTEXHOJIOTHI,  BKJIIOYAIOIIMX  pa3padOTKy  MOHOKJIOHAJIBHBIX  AHTHUTEI,
PEKOMOMHAHTHBIX OENKOB W JPYrUX CIOXKHBIX B MPOU3BOJCTBE BemiecTB. s
co3fgaHusi Op(aHHOTO JIEKAPCTBEHHOTO CPENICTBA MPUOIU3UTEIHHO TpedyeTcs
okono 10 ser paGoTel W okoyio 1 MuMapaa AouiapoB WHBecTHIMH. Ecim
MHHOBAIIMOHHBIA  mpenapar  pa3pabarbIBaeTcsi JUId  JIEYEHHs] MacCOBOIO
3a0oneBaHusl U OyneT MOTPeONSIThCS B OOJIBIIMX O0BEMax, TO 3aTpaThl Ha €ro
MPOU3BOJCTBO OKYHATCA. A BOT B ciiydae ¢ Oop(aHHBIMU MpenaparamMu HET —
MalMeHTOB BO BCEM MHUPE OYCHBb MajIo U 00beM MpoJax OyAeT OYeHb HEOOIbIINUM,

a CTOHMMOCTH Ka)K)IOI\/'I YIIaKOBKH, COOTBCTCTBCHHO, 3HAYUTCIBLHO BO3PACTCT.
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[ToMuMO BBICOKOl CTOMMOCTH TPOM3BOJACTBA €CTb M JAPYIHE CIOXHOCTH B
IpOM3BOACTBE Op(aHHBIX mMpenapatoB. B mepByio ouepenb 3TO CIOKHOCTH C
MIPOBEJCHUEM KIIMHMUYECKUX HUCTBITAHUM, MTOCKOJIbKY MAlMEHThl C TEM WJIM WHBIM
peakuM 3a00JIeBaHUEM MOTYT BOOOILE HE MPOKXUBATh B TOM WJIM MHOM PETHOHE U
OBITH pa30pOCAHHBIMU 110 BceMy MHUpY. Kpome Toro, momyssius Takux narieHToB
OyZeT o4eHb HEOJHOPOHOM (10 BO3pACTy, MOJY, COMYTCTBYIOUIUM 3a00JI€BaHUIM
U JPYyTUM TpHU3HAKaM) MO CPAaBHEHHUIO C HOCUTEISIMU JPYIHX, 00Jee MacCOBBIX
3a00JIeBaHUM, YTO TaK)Ke 3aTPYJIHSET MPOU3BOJICTBO MOIXOSIIETO sl OOJNbIIeH
YaCTH MOIYJISIUY NAl[MEHTOB JIEKAPCTBEHHOTO CPEJCTBA.

B coorBerctBun ¢ 3akoHoM «OO0 opdaHHBIX JIeKapCTBaX»X"i (CIIA), 50%
pacxoll0B, IMOHECEHHBIX B XOJ€ KIMHUYECKUX WCIBITAHUA IPOU3BOAMUTEISIMU
JIEKapCTB, AJIA KOTOPbIX OBUIO NPENJIOKEHO Op(aHHOE Ha3HAYEHHE Ipernapara,
BBIUUTAIOTCA M3  HajorooGjaraemMoil  cymmbl. [IpomsBoguTenun — Takxke
OCBOOOXKAAIOTCSI OT PETUCTPALMOHHOIO B3HOCA M TMOJYYalOT CEMUJIETHIONO
CHUCKJIIOYUTENBHOCTE» Ha PBIHKE 1O TeX Mop, MOoKa (HupMa COOTBETCTBYET
ornpesenieHHbIM TpeboBanusiM FDA.

Jpyrue cTUMYJIbI U CpEICTBA MOOMIPEHUS BKIIOYAIOT B C€0s1 TOMOIIb B MPOTOKOJIE
¥ BO3MO>KHOCTb MOJIJIEPKKU HCCIeoBaHui U pa3padotok. [lomoles B mpoTokonax
BKJIIOYaeT B ce0s HOPMATHBHYIO MOMOUIb, @ TaKXe COBEThl IO IMPOBEICHUIO
KJIIMHUYECKUX HuccaeaoBaHuil. Kpome Toro, KomMmaHMM MOTYT MMETh IMPaBO Ha
CyOCHMIMM U KJIMHUYECKUE HCCIIENOBATEIbCKUE KOHTPAKTHl W3 CIEHHUAIbHBIX
(GOHIOB MpaBUTENLCTBA, a NPOAYKT OyaeT 3apeructpupoBaHn B FDA 1o
"yCKOpeHHOU" cxeMe.

PriHOYHAS MCKITIOUUTENHEHOCTH Op(aHHOTO TIpenapara o3HavaeT, yTo FDA moxer
HEe 0J00pUTH JIt0ObIE IpYyrue 3asBJICHUS Ha MPOJaXxy Mpenapara, CoAepKallero Te
xe aktuBHble BemiecTBa B CILIA mia Toro sxe 3abosieBaHus, 32 MCKIOYEHHUEM
0COOBIX OOCTOSTENbCTB, B TeueHue cemu JyieT. FDA MoxeT pa3penmmTs Ipyrum
KOMITaHUSIM TIOCTABJISITH HA PHIHOK HOBBIM MpenapaTr ¢ TaKUM KE€ Ha3BaHUEM JJIS
OTOBOPEHHBIX YCIIOBHM, €CIHM 3asBUTEIb MOXET MPOJAEMOHCTPUPOBATH JTYUIIYIO

0e30macHOCTh, 3P(HEKTUBHOCTh WM CYIIECTBEHHBIM BKJIAJ B OKa3aHUE MOMOIIU
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naieHty. FDA Takxe MoXeT yTBepAUTh Oosiee OJHOIO IMpemnaparta AJisi TOTO Ke
opbaHHOrO0 TOKa3aHUS WM OOJIE3HH, €CIM Tpenaparbl SBISIOTCA Pa3HBIMU
JIEKapCTBAMH.

XoTs Ha3HaueHHE (TaK Ha3bIBaeMbIil "opdaHHbIi cTaTyc", Kak 3TO OBLIO OTMEUYEHO
FDA He cokpaiaer nmpoJ0bKUTEIbHOCTH HOPMATUBHBIX MPOIECCOB U3YUYECHUS U
YTBEPKJICHUSI, MHULIMATHBA ObllIa IPU3HAHA YCIICIIHON - B TE€YEHHUE MEPBOro roja
nocie npuHATUsA 3akoHa (1983-1986 rr.) 255 3as1BOK, KacarUXCA TPOIYKIUH,
OBLIIM TIPE/ICTaBIICHbl HA PACCMOTpeHUe U 37 MpenaparoB MOJYYUIN pa3pelieHue
Ha PHIHOYHYIO pEalM3alUi0 ¢ OppaHHBIM CTaTyCOM - CYIIECTBEHHAs pa3HULA 1O
cpaBHeHMi0O ¢ 10 mpoaykTramMu, 3apeTHCTPUPOBAHHBIMM B IIPEABIIYLIEE
necarmwierne. K xonmy 2008 1. 3agBineHus oOmmM KoiaudecTBoM 1951,
YAOBJIETBOPSIONINE KpUTEPUSIM, ObUIM TIpEACTaBlieHbl Ha paccMoTpeHue FDA u
325 npoaykTam ObLUT MPEOCTABIICH CTATyC OP(AHHOTO JIEKApCTBA.

HeoxxumaHHbIM TIOCHEJCTBUEM aMEPUKAHCKUX 3aKOHOJATENbHBIX TpeOoBaHUM
CTaJIM 3asBJICHUS O HA3HAYECHUU OP(PAHHBIX CPEACTB TEXHOJIOTHUSM, UCIIOIb3YyEMBIM
B JICUCHUH WH(EKIMOHHBIX 3a00JIEBaHUM, IIUPOKO PACHpPOCTPAHEHHBIX B
Pa3BUBAIOILMXCS PETMOHAX MUPA, HO PEIKO BCTPEYAIOLIUXCS B Pa3BUTHIX CTPaHaX,
takux kak CIIIA. TyOepkyne3 u mansipusi, ABa W3 TATH 3a00JEBaHUN-YOUII] B
MUpeE, KBTUPUITUPYIOTCS KaK peaKue 3a00JeBaHus B Pa3BUTHIX CTpaHaX. Takum
o0Opa3oM, craTtyc op(aHHBIX JIEKAPCTB ObUT MPHUCYXIEH HEKOTOPBIM MperapaTam,
MPUMEHSIEMbIM B JICYEHUH AITHX 3a0oneBaHuil (pudaMiuiuH U puUdANCHTHH B
O0opb0e c TyOepkysne3oM, U ranodaHTpuH, Me(IOXUH M XUHUHA Cylbdara Ipu
Manspuu). Ilockonbky npyrue crpanbl mnochenoBanu  npumepy CIIA,
aHAJOTMYHBIC TIOJIOKEHMsI OBLIM TOCIIeIOBAaTENIbHO BBeAeHbI B Smonmm (1995),
Cunranype (1997) u  Ascrtpanuu (1998). SnoHckoe 3aKOHOIATEIBCTBO
rapantTupyer Takxke 10-meTHuil Tepuoa  PBIHOYHOM  HUCKIIOYUTENIBHOCTH,
CYILIECTBEHHbIC HAJOrOBbIE BbIUETHI I R&D M MOKpBITHE HCCIIEIOBATEIbCKUX
rpantoB 110 S50% OT TIOHECEHHBIX 3aTpaT. ABCTpaIUMWCKHAE MpaBUJIa
MPETyCMaTPUBAIOT OCBOOOXKEHHWE OT PErHCTPAIMOHHBIX PACXOJOB W ISITh JIET

pBIHO‘IHOfI HCKIIIOUUTCIBHOCTH.
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B Espomneiickom Coro3e mpaBuia, Kacaroluecs JICUCHUS PEIKuX OoJie3Hel u
BHEJpeHUs1 Op(aHHBIX JIEKAPCTB HA PHIHOK, ObLTH MpuHATHL Juilb B 2000 T.

C Hos16ps 2005 1. - m1s opdaHHBIX JEKapCTB 00s3aTelibHA IEHTPaAIM30BaHHAs
npouenypa peructpanuu. OgHAaKo, B paMKax LEHTPAIM30BAHHOW MPOLETYpPbI
perucTtpauvyd  BiaJeNiel] TOPrOBOM  JIMIEH3UM HE  MOXET  yCTaHOBUTH
¢bukcupoBaHHOM 1IeHbI HAa Bech Co103.

EBporneiickue HOpMBI TakyK€ HalpaBJIEHbl HA CO3[aHuE OJaronpusTHBIX YCIOBUU
JUTSL KCCIIEIOBAaHUM M pa3pabOTKU MpernapaToB, UCIOJIb3YyEMbIX B JICUEHUU PEIKHX
U yIbTpapeakux 3abosieBanuil. [Ipon3BoauTenn NojydyaroT rapaHTUpoBanHyto 10-
JETHIOIO  PBIHOYHYIO  MCKJIIOYUTEIBHOCTb,  CYHIECTBEHHO  COKpallatoTCs
PErUCTPallMOHHBIE PACXO/Ibl, YIIPOIIAETCS MPOLEAYpa PETUCTPALMU U OKa3bIBACTCS
NOMOIb B TMPEJOCTABICHHH HEOOXOAUMBIX JOKYMEHTOB. EBpomneiickoe
meauimHckoe areHTcTBoM (EMEA) mnpennaraer npousBoguTensiMm  opQaHHBIX
JIEKapCTB MOMOIIb, CBI3aHHYIO C COCTaBJI€HHUE IMPOTOKOJIOB BO BpEMs pa3pabOTKU
npenapara, a TakkKe (PUHAHCOBYIO MOJACPKKY, MNPEIOCTABISIEMYI0 PaMOYHOU
nporpammoii EC no Hay4HBIM HUCCIEI0BAHMUIM U TEXHOJIOIMYECKOMY Pa3BUTHIO.
B0O3MOXHOCTh  3aperucTpupoBarb  Oop(aHHbBIE  JIEKAPCTBEHHbIE  CPEACTBA
LHEHTPAJIM30BAHHOM TMPOLEAYPOH, KOTOpas, Ha OCHOBE peleHusi EBporierckon
KOMHCCHH, 1Ta€T BO3MO>KHOCTH BBECTHU MPEINApaT Ha PbIHOK BO BceM EBponerickoM
COIO3€.
Jupextusa EC 2001/83 npegycmarpuBaer, uro:

1. JlexapCTBEHHbIE MNPOAYKTHI, MPHU3HAHHBIE MPOAYKTAMHU-KCHUPOTAMHU», MOTYT
OBITh  3apErHUCTPUPOBAHBI  MPU  HEAOCTATOYHOCTH  JIAHHBIX  PE3yJIbTaTOB
JTOKIMHUYECKUX U KIMHUYECKUX UCCIEIOBAaHUMN B CIEAYIOIIUX CIIyqasiX:

€CJIM YPOBEHb HAay4YHBIX 3HAHMN HAa MOMEHT IOJA4yM 3asBKU HA PETUCTPALMIO HE
MO3BOJISIET cOOpaTh OoJiee MOTHYI0 HH(POPMAIIHIO;

€clM Mody4yeHue OoJee TMOJHBIX MJaHHBIX MPOTUBOPEUUT OOIIETPUHSATHIM

MPUHIUIIAM MEIULIMHCKON ATHKHU.
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2. «Peructpamusi moj 00sS3aTEILCTBO» 3asBUTENS BBIMIOJHUTH B OymymieMm
CJIEYIOIINE YCIOBHSI:

- BBITIOJIHCHUE B ONPE/ICIICHHBIE CPOKU OTPEICIICHHON MPOTpaMMBbl HCCIICIOBAaHUH,
PE3yNBTAaThl KOTOPHIX OYAYT SIBISATHCS OCHOBAHUEM JUTSI TIEPEOIICHKH COOTHOIIECHUS
MI0JIb3a/PUCK;

- MPUMEHEHHE JICKAPCTBEHHOTO TPOIYKTa MO CTPOTHM HAOJIO/ICHUEM Bpaya,;

- HEMEJJICHHOE YBEJOMJICHHE PETYIATOPHOTO OpraHa O JIOOBIX HEXKeIaTeIbHBIX
SBIICHUSX, BO3HHUKIIMX TP MPUMCHCHHH JIEKAPCTBEHHOTO TPOAYKTAa U
MPEANPUHATHIX B TAKUX CITydasiX JEHCTBUSX.

Jlo MoMeHTa, TOKa BCE TIOCTABJICHHBIC YCIOBHS HE OYAyT BBIOTHECHBI,
PEryJsTOPHBIN OpraH JOJDKEH €KETrOAHO OIICHUBATh COOTHOIICHHE TMOJIb3a/PUCK B
OTHOIICHUHU 3apETHUCTPUPOBAHHOTO TaKUM OO0pa30M JICKApCTBEHHOTO TMPOIYyKTa-
«cUpOTh. MHCTPYKIUS 1O MPUMEHEHHUIO U Jr00as MeIUIUHCKas uHpopMaIus o
3apErUCTPUPOBAHHOM TaKUM 00pa3oM JIEKapCTBEHHOM MPOAYKTE JIOJDKHA

COACPIKATh YKa3aHUA O HCAOCTATOYHOCTH JaHHBIX O JICKAPCTBCHHOM IIPOAYKTC.

IIpeumymecrBa opgaunnoro craryca B EBpocorose:
° CHmwxenue nonuivH (2007, exeroaHsli mepecMoTp)
- 50% cHM>XeHue BceX MOUUIMH Ha MPEAPETUCTPALIMOHHOM 3Tarle.
- Ilocne omoOpenust st Maibix U cpeaHux KommnaHuih 50% CHUIKEHHE BCeX
OCTaJIbHBIX MOIUIMH B TEUEHUE MIEPBOTO T'0/1a MOCIe 0J0OPEHHUSL.

o becnnatnas (100%) nmomolis B COCTaBIEHUU MPOTOKOJIA (SKBUBAJIEHT HAyYHOU
KoHCyabTarm, scientific advice for orphan drugs)

o Peructpanus Ha OCHOBaHUU HETIOHBIX KIMHUYECKUX JIaHHBIX;

o [IpenocraBieHre NpoITIEHHBIX SKCKIIO3UBHBIX MTPaB Ha MPOJIaXy Mperapara 1o
JAHHBIM TIOKa3aHUSIM (T.€. DKCKJIFO3UBHOCTh B OTHOIIICHWH TOKAa3aHUs) B TCUCHUE
nepuojaa BpEMEHHU, ONpeAEeICHHOTo cTpaHoil 1o 10 er.

o Y ckopeHHas mpolieiypa no pacCMOTPEHHUIO PETUCTPAIIMOHHBIX IOKYMEHTOB (He

BE3/IC).
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IIpenmymectBa oppannoro craryca B CIITA:
° CHuKeHHe TONUINH
-aBTOMAaTHYECKOE JJIS 3aBJICHUSI HA PETUCTPALUIO
- CHIDKEHUE HAJIOTOB Ha CyMMYy paBHYI0 50% 3aTpart Ha Wccie10BaHus
-4aCTUYHAs KOMIICHCAIMSI TOCYIapCTBOM 3aTpaT Ha pa3paboTKy U
MIPOBEJCHNUE KIMHUYECKUX UCCIIEIOBAHUI
. [Tomo1p B pa3paboTKe IpOrpaMMbl UCCIAEAOBAHUS
- MOJIyYCHUE MHUCHMEHHBIX PEKOMEHJALUM OT PEryJIATOPHOIO OpraHa Io
IPOBEICHUIO JOKIMHUYECKHMX U KIMHUYECKHX HCCIEAOBaHUM, pa3paboTke
IPOTOKOJA  HUCCIAEAOBAHMS  JUISl  YCKOPEHUs  NOpOUEAypbl  pEerucTpauuu

JICKApCTBCHHOTI'O IIpCIIaparTa

L4 «OTKPLITBIC IIPOTOKOJIBI»
L PGI‘I/ICTpaI_II/IH Ha OCHOBAHHMH HCIIOJHBIX KIMHUYCCKHNX AAHHBIX,
L HPGIIOCTEIBJIGHI/IG INPOAJICHHBIX OJKCKIIO3MBHBIX IIpaB Ha IIPOAAXKY

mpenapata IO JIaHHBIM TOKa3aHUsIM (T.€. SKCKJIIO3UBHOCTb B OTHOIIECHUU
MOKa3aHus) B TEUCHUE MEPHO/Ia BPEMEHH, OTIPEIETIEHHOTO 10 7 JIET.
. YckopeHHass Tpoueaypa MO  PacCMOTPEHUIO  PErHMCTPalMOHHBIX

JIOKYMEHTOB

IIpeumyurecTa oppaHHOrO cTaTtyca - Apyrue CTPaHbl:

Kwuraii:
- OrpaHnueHHbIE KIMHHYECKHE WCCICAOBaHWE, HE TpeOyeTcs JIOKAJIbHBIX
VCCIIEIOBAHUMN

Kopes
- CokpallleHHbIH Ha0Op XUMHYECKUX U (DapMaIieBTHUECKUX TECTOB

bpazwnims

- YCKOpEeHHOE pacCMOTPEHUE

XapakTepuCTHKA CUCTEM CTUMYJISIIUM Pa3padoTKu OpaHHBIX JIEKAPCTB
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B CIIIA u EBpocorosze (EC)*

Kpurepun | CIIA EC
Cosznanue 1983 — The Orphan Drug Act | 2000 — Orphan Medicinal
nporpammel | moaudummposan Federal Food, | Products Regulation
Drug and Cosmetic Act
Kputepuii < 200 000 manueHTOB B CTpaHE | yrpo3a KU3HU 7RI
PEIKOCTH (< 7.5 1a 10 000) XpOHHYECKAsI
nHBanuau3anus (< 5 Ha 10
000)
TpebGoBanus | Pegkoe 3aboJjieBanue, wm | Penxoe 3a0oneBanme, WIIH
JUIsL cTaTyca | CTOUMOCTh  pa3paboOTKU W | IPOAYKT HE MOXET OBbITh
opannoro | uccinenosanuii (R&D) ne mMoryt | paspaboran 0e3
JIeKapCcTBa OBITh MOKPBITHI B TEUEHUE 7 JIET | CTUMYJSALMM, WIA HOBBIU
npoaykT  OyaeT  JaBaTh
CYLIECTBEHHYIO MOJIb3Y
Kakue JlexapctBa u | JlekapcrBa 17}
JIeKapcTBa OMOTEXHOJOTUYECKHE CPEJCTBA | OMOTEXHOJOTUYECKHE
(BKJIFOYAsl BaKIMHBI M IN VIVO | cpeactBa (BKITFOUAsT
JUArHOCTHKYMBI ) BaKIMHBl W in  Vvivo
JTIMAarHOCTUKYMBbl)
PeiHOYHAs 7 JIET; npenorBpamaer | 10 jmer; Moxer  ObITh
OKCKIIIO3UB- | OFOOpPEHUE TAKOTO K€ MPOJAYKTa | YMEHbINEHA J0 6 JEeT, eClu
HOCTh Mo TOMYy >K€ TIOKa3aHuIO 0e3 | He COOTBETCTBYET

KIIMHUYCCKUX MMPCUMYIICCTB

KPUTEPHUSIM PENKOCTH
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Hpyras

I10JIb3a

OcBoOOXIEHNE oT

peryasTopHBIX B3HOCOB, 50%
KpeIuT 1O  Hajoram  JUIs
KJIMHUYECKUX  MCCIEIOBaHUIM
MIOCJIE TIOJYYEHHSI CTaTyca;

TpaHTbl  Ha  KJIMHUYECKHUE
HCCIIEIOBAHUS (st

dbapmalrieBTHYECKUX  KOMITAHUN

U aKaJIeMUN);

MOMOIb B COCTaBJICHUU
IIPOTOKOJIA UCCIIEIOBAHUS;
OBICTPBIi Iporece

paccMOTpEHHUsI, €ClId TOKa3aHUs
TpeOyIOT;  HCCIEA0BATEIbCKHUE

TPaHTBl  JUIS  MEIUIUHCKOTO
00OpYyIOBaHUS W MEIUITMHCKOU

805000051

Perynsitopabie B3HOCHI
MOTYT OBITh CHUXCHBI WU
CHSTBI (ocBOOOXKIEHNE);
JOCTYITHOCTD
LEHTPAIN30BaHHOU
OpoIeAyphl); TOMOIIL B
COCTaBIICHUU IpOTOKOJIa
uccienoBanus; OTaenbHbIC

CTpAaHbI-YJICHBI EC JOJIZKHBI

BBOJIUTH MEpbI 1o
CTUMYJIMPOBAHUIO
pa3paboTKH ophaHHBIX
MPOAYKTOB

Opdannble JekapcTBa

(moCcTYNHOCTH M 0apbepbl AJ151 MCCJIEIOBAHUS M IPUMEHEHUS):

Pa3paboTka u uccienoBaHus

bapsepsr:

Het 60abp1mux npoaax B yCIOBUSX OOBIYHOTO PhIHKA

Bricokasi CTOUMOCTb U PUCKH pa3pabOTKHU JIEKAPCTB

Henocrarounoe nonuManve natopu3nOIOTHN PEAKUX 3a00IeBaHUN

CaoxxHoctn MNPOBCACHUSA KIMHHYCCKHUX I/ICCHC}IOBaHI/Iﬁ C MaJIbIM 4YHCJIOM

IHanucHTOB

HOTGHHI/IaHBHblﬁ PBIHOK cOBITa — OYEHb Mal
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HeoOxoaumbl crienuanbHble 3aKOHOAATENbHBIE MEpPhl Ui CTUMYJIALUU
WCCIIEIOBAaHNM
Bomnpock! — npo6yiembl; KOHMIUKTHI; petieHus (?)
Pa3zpabotka nexapcTB (MHHOBAIUU?)
PasButre OO6111€CTBEHHOTO 370POBbs U 3IPaBOOXPAaHEHUS
3aK0HO1aTETHLCTBO
duHaHCOBBIE MEXaHU3MBI
Kpurepun penkoctu
Kongnuktsl — MHTEpECH
OOmecTBO — WHAMBUAYAJIBHBIA MalMEHT (MPUHLUUI ApPHUCTOTEN O
CIPABEAJIMBOCTU  PACIPEICICHUS: CHpPAaBEMJIMBOE paclpeielieHue Onara u
6pemenn)”!
JlekapcTBa — 3a00s1eBaHUS
MeToab! JoKa3aTeNbHON METUIIMHBI — €IMHUYHbIE HAOTIOCHUS
BrIicokue 11eHbl — BO3MOKHOCTH MAllMEHTOB
HHTepechl 00111€CTBEHHOTO 3/I0POBbSl — HHTEPECHI (hapM/OHOTEX. UHIYCTPUH
JloCcTyITHOCTB JieueHus ocTaeTcsi mpobeMoii: 3 PpeKTUBHOE JICUSHHE, 1ICHBI.
Bompocs! — npoGnemsr™"; koH(IHKTHL; perenns (?)
SABnsOTCS K JeKapCcTBa AJiA JeUeHUs peakux 3a0oneBaHuil « OCHOBHBIMI?
1966, PeiHok CIIIA, Bce penentypHbie JieKapcTBa, 0030p 10Ka3aTeIbCTB
s dextuBHocTH: 1/3 u3 6onee 3000 ekapcTB - HEIDPEKTUBHBI
Kpurepuu penkoctu 3a0oneBaHus
-Vrpo3a XU3HU, HHBAJIUIU3ALMS C pacnpocTpaHeHHOCThIO 0.65%0-1%o0: 80% -
reHeTuuyecku ooycnosnensl; 50% - nmopaxaroT aereit; 30% - yMUparoT B BO3pacTe
1o 5 per.Vi
- Penkue Gosie3HM B COBOKYITHOCTH MOpakaroT mpuMepHOo10% nuil mo Bcemy
mupy (5,000-7,000— penkux 3aboneBanui omucaHo, ~250 HOBBIX Oo0Je3HEN

OIHCBIBAIOTCS €KErOIHO)
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Omnpoc 18,000 squi ¢ penkumu 3a00/1eBAHUSAMHE BBIABHJ, 4TO 25% MallueHTOB
*Knanu B TedeHue 5-30 JieT MOCTAaHOBKM TNpaBUJbHOrO auarHoza, a  40%
NAI[MCHTOB TMOJyYaJd HEBEPHBIM JHUAarHo3, KOTOPBIA BIIOCIEACTBUU  OBLI

IIEPECMOTPEH .

Kpurepuu oTé0pa «peaAKuX 0CHOBHBIX» JIEKAPCTB

(ocHoOBHBIX opannbix)™

No | Kputepuu [TosicHenus

1. PacnpocTpaHeHHOCTD < 5-7.5 nwa 10 000 (EC/CHIA,

yIrpo3a KHU3HH HWIN XPOHHYCCKAA

WHBAJIUIU3ALIUS
2. Her ansrepnarus B niepeune OJIC Huxkakoe gpyroe nekapctso I[1OJIC
HE ABIISIETCS 3bHEKTUBHBIM
aJbTepHATUBHBIM JICUCHUEM

(moxazanme B IIOJIC MoxeT

JpyTUM)

3. O¢ddexTuBHOCTD Jleuenue 3¢ HEeKTUBHO

4, be3zonacHocTh [To3utnBHBIN npopuib
0e30macHOCTH

S. JocrtynmHocTs/Hanmuame Bo3o0HOBISIEMBIE  3amachkl  MOTYT

OBITH CO3JaHEbI

6. Jnaruos JlnarHocTtuka MOXKET OBITH

OCYIIIECTBJIEHA (TEXHUYECKH )

7. DkcneprHas uHPpacTpyKTypa CneunanbHble 3HaHUS, OOyYeHHUE U
UHPPACTPYKTypa I AUArHOCTHKU

151 JICYEHUSI AMETCS (B
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OOJILIIIMHCTBE CTPaH)

Ne | Kpurepun Ouenka ¢akTopa VI
(KoHIIEHTpaTa)

1. PacnipocTpaHeHHOCTh <1 na 10 000 B CIIIA, B nieom 18
000 yenosek

2. Her ansrepnatus B nepeune OJIC Her JIPYTUX 3 PEKTUBHBIX
ansrepHaruB B [1IOJIC

3. D@ peKkTUBHOCTH Bricoko s deKkTrBeH pu
remouinu A

4. be3omnacHocTb IIpu Oe3omacHOCTH  NPOJYKTOB
KpoBM, Oe30maceH B  paMKax
MOKa3aHUs K IPUMEHEHUIO

S. JoctynHocTh/ Pa3znuyHble MpaBUTENBCTBEHHBIE U

Hamuue HETPaBUTEIIHCTBEHHBIE TIPOTPAMMBI

6. Juarnos Jla6.undpactpykrypa 4acTo
OTCYTCTBYET.

7. OkcnepTHas nHPpacTpyKkTypa Bxmouenne B ITOJIC BO3 crano
BOXHBIM (DaKTOPOM CTUMYJSIIUU
pa3BuUTHS  UH(PPACTPYKTYphl  Ha
YpOBHE CTpaH

JoxymenTsl BO3 no peakum 3a00/ieBaHUSAM:

CIICLIMAJIbHBIC PETYIUPYIOLINE JOKYMEHTBI HE IPUHSTHI

paccMaTpuBarOTCs CIEAYIOUINE KPUTEPUH:

- BCTpeYaeMocTb MeHee 5-7.5 ciyvaes Ha 10,000

- YTPOXKAIOITUE )KU3HU WIIM UMHBATUIU3UPYIONTHE 3200 IeBaHUS




- OTCYTCTBHE aJIbTCPHATUBHOTO JICUYCHHSI B CITUCKE KU3HEHHO-BakHBIX (Model
List of Essential Medicines)

- 3 PeKTUBHOE JICUCHHUE C TTOJIOKUTEIBHBIM MpoduiieM 0€30MacHOCTH

- BO3MOKHOCTH M JIOCTYITHOCTh TUATHOCTUKH 3a00JICBAHMS

- HaJIM4YKE CIIECIUATUCTOB U HHPPACTPYKTYPhI

I'noGanbHOE COTPYAHUYECTBO

Opranmzanuu NanueHToB

Opranuzanuu  — obOecrnieuenre wuHpopMammedt o P3 u  yiyumeHue
JOCTYITHOCTH TTOMOIIIH:

National Organization for Rare Disorders (NORD) B CIIIA

European Organization for Rare Diseases (EURORDIS) B Esporre:

Henp P3 - "Rare Disease Day" B 2008 — mepBonauansHo EBpomneiickuii
ypoBeHb, Terneph — riaodansHbiil (+ CLIA + opranuzanuu manueHToB B APYTrHX
cTpaHax - 56 B 2011.

[IponaranaucTcKue opraHyu3alyy MaiueHToOB B CTPaHax

? KTo mratur ?

HNuTerpanus B uHGOPMALMOHHOM O0ecieYeHU U

OH-naliH pecypcesl:

B CIIIA - Rare Diseases Clinical Research Network (RDCRN)

B EC - Orphanet o6beaunser 1,673 opranmzanuii, ad@uiMupoBaHHBIX C

EURORDIS — c6op omsita, nHpOpMAINK, OIIEHKa KIMHAYECKUX UCXOA0B, OLIEHKA

I[06aB0‘IHOf/'I LHCHHOCTH JICKAPCTB, IOMOIIb B JICKAPCTBCHHOM oOecIieYeHUN

MepcnextuBsr™ (?)

Hogplit riobaabnbiii penomen: Agency for Drug Reconciliation ADR —
ATEHTCTBO MO COTIVIACOBaHUIO (IMIPUMHPEHHIO) JIEKApCTB — JUIsi TapMOHM3ALUU
NpaBui, YHOPaBJISIOUMX PHIHOYHBIM JOCTYIOM K JIEKapCTBaM — PETyJATOPbI
OooratbIX CTpaH H© 3 TOProBBIX AaccOUMU (PapMUHIYCTPUM B paMKax

MexayHnapoaHoit koHdpepeniu o rapmonusamuu (International Conference on
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Harmonisation, ICH), HaBsi3pIBalOT CBOM KPUTEPHH OLIEHKH HOBBIX JIEKAPCTB
BceMy Mupy "
MoxkHo ObuIO OBl OmacarbCs, YTO 3TU NpaBWiIa OyAyT OJArONpPUSITCTBOBATH
uHTepecam bonbmoin @apmbl, a He mnamueHToB (1). Ilocneanee pasBuTue
YKa3bIBaeT, YTO TAKUE CTPAXu HE OOOCHOBAHBHI.
B namnpaBneHuu (1Mo4Tv) BCEMHPHOTO JIEKAPCTBEHHOTO PETYJISTOPHOIO areHTCTBa:
mrabkBapTHpa B Monaxo (?)™*" .
[leab: CHUBUTH CTOMMOCTb HCCIIEIOBAaHUN pa3pabOTKHU JIEKApCTB, MOCPEICTBOM
n30exkaHuss mnpoiaudepalny  KIUMHUYECKUX HCCIEIOBAaHUM, TpeOyeMbIX s
omoOpenwms (marketing authorisation, MA).
Iaan: ¢ 2015 ADR craHeT OogHMM M €IWHCTBEHHBIM ITyT€M IS OJOOpEHUs
HOBBIX JIEKAPCTB Ha PBIHOK BO BCEX CTPaHaxX MHpA, 32 HCKIOoYeHueM MOHako.
VYrpaBneHue 4enoBeUECKMMHU W (PUHAHCOBBIMH pecypcamMH B TEPUOJ KpHU3HCA.
BO3 u BTO paccmatpuBaroT ADR Kak «BO3MOKHOCTh JBHKCHHS B HAPaBJICHUU
HOPMATUBHOW 0a3bl PEryJIATOPHON HAYKW» JUIS “NOCTHKEHHUS BCEMHUPHOTO PBIHKA,
YIPaBJISIEMOT0 CBOOOJHOW W CIPABEJIMBONM KOHKYPEHIIMEH TOBapa W Kamurtaia’
(2).
dapMKOMIIaHUU — YIOp Ha J00ABOYHOW CTOMMOCTH IIJIaHA C ATUYECKON TOYKHU
3pEHMS: HAKOHEL, TOJbKO OJHOTO KIMHUYECKOTO WCIBITAHHUS CTAHET JOCTATOYHO
JUISL TIOY4YEHHs] JOCTyNa K MHPOBOMY PBIHKY, “MHUHUMU3BUPYS TPEBOTY U
CTpaJlaHus YYaCTHUKOB KJIMHUYECKUX MCCIIENIOBAHUNA, KOTOpPbIE OOBIUHO
TpeOyroTCs TPYCIUBBIMU OrOpokpaTamu’ (2).
MHOro4ucieHHble OpraHu3alyy NalMeHTOB U OOy4YeHHbIE OOLIECTBA XBAJIMUIIU
5TOT IJIAH BO UM HCTOPUM M SKOHOMHYECKOTO peanu3ma ™
JIOCTYIHOCTD: 1IeH006PA30BaHNe 1 Bo3MelIenue 3aTpar™’
CIHIA: mpou3BOAMUTENH U TPABUTEIBCTBEHHBIE Tmporpammbl (Medicaid,
Veterans Health Administration, Pharmacy Benefits) moroBapuBaroTcsi 0 IieHax,
HO mnepBoHauanbHbI€ 1I€HBI CBOOOJHBI OT PErYJIUPOBAHMS, HET PEryIUpPBOAHUS

KOHKYPEHIIUU ITPOU3BOAUTEIIEH.
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. EC: Regulation (EC) No 141/2000, HO menooOpa3zoBanne u BO3MEIICHUE
3aTpar - OTBETCTBEHHOCTh CTPAH-UYJICHOB:
benerus, ®pannus, HWramus, Hupepnanapl: CpaBHEHHE IEH C
JIPYTUMU CTpaHAMU;
BenukoOputanusi — cuctemMa KOHTPOJS TPUOBUIM JJisi CACP>KUBAHUS
poCTa LEH:
[[IBenust — cuctemMa rocylIapCTBEHHBIX 3aKyNOK Ha PETrHOHAIBLHOM
YPOBHE.
B 2008, uenst B EC B cpennem Obutn Ha 40% ke, uem B CITA

. Anonus
MIPABUTEIBCTBO JOTOBAPUBAETCS C MPOU3BOJUTENIEM O ILIEHE, Kak
TOJIBKO JIEKAPCTBO MOJIy4aeT 0J00pPEHUE K UCTIOIb30BAHUIO, JOITyCKast
npubaBky neHsl B 10% oT crouMocTu it opdaHHBIX JIEKapCTB;
MOYTHU TMOJIOBUHA SAMOHCKUX opdaHHbIx jekapcTB — u3 CILIA u EC.
56 u3 130 Beiaenenusix P3 — mogmnexar Bo3memenuto 3arpar ¢ 30%
MOKPBITUEM CTPaXOBBIMH KOMIAHUSIMH, OCTAJIbHOE — MPABUTEIBCTBO
(HAIIMOHAJIbHBIN YpOBEHB U NIpeeKTypshl) (26).
B 2010 Bo3MemieHHe BO3pOCIIo 10 28 Mip/. VeH, a 4iciio nalueHToB
— 10 700,000.

. TaiiBaHb:
77 opdannbix nexkapcTB U 40 MUIEBBIX 3aMEHHUTENICH BO3MEIIAIOTCS
Ha 70%, ceMbu €O CTaTycoM HHU3KOro noxoxa mnosy4aroT 100%
MOKPBITHE.

. Kwuraii:
eMHOOOPa3HOM CUCTEMBI TTOKA HET,

B [llanxae 12 P3 — wactuuHoe BO3MeENIeHUE, a HEKOTOPhIe Op(aHHBIC JIEKapCTBa IS

JeTel — CTpaxoBoe MOKPLITHE

Opdannbie 60/1€3HUA M UX JIeYEHHUE
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Cunapom Perra (Rett syndrome)
(ae Bxomut B Ilepeuens 24 peaxux 3aboseBanmii PO)
Jleuenmue:

1. Hdesmmpamun___ ruapoxjopua  (desipramine  chlorhydrate)  (craryc

oppannoro™" ¢ 2009 r) - uHrHOMTOpP OOPAaTHOrO 3axBaTa HOPINMHEDPHUHA,
IOBHINIAET YPOBEHb HOpoponuHebpuHa B cHHancax. M. yily4maTh pPUTM
nbixanusi(?).

bubauorexka KokpeiiHa: He Npe/cTaBlIcH

2. L-Kapuuriin (Butamun B;;) — aMHHOKHCIOTa, NPUPOJHOE BEILIECTBO,

POJICTBEHHOE€ BUTaMHUHAM Tpynmel B, cuHTEe3upyercs B opraHusme. SBisercs
dbakTopoM  MeTa0OJIMYECKUX TPOILIECCOB, OOECHEUMBAIOIIMX MOJIEpKAHUE
aktuBHoctd  kodepmenta A (KoA); wucmomb3yercss I8 KOPPEKIHMH
METa0OJMYECKUX IMPOIIECCOB, OKA3bIBAET aHAOOJINYECKOE, aHTUTHUIIOKCUYECKOE U
AHTUTUPEOUTHOEC JEHCTBHE, AaKTUBHPYET JKAPOBOM OOMEH, CTUMYJIHPYET
pereHepanuo, MoBHIIIACT AMMeTHT.

bubanoreka Koxpeitna: 17 PKU ¢ 1990 (nieuenune cunapoma Perrta): moxer
CHH3HTh PUCK BHE3AIHONW CMEPTH NpH CuUHApoMe Perra’; yiydmiaer coH"
OOBEKTUBHBIX JAHHBIX YIYYIICHHS MOTOPHBIX (DYHKIIMM, TUCKUHE3UM, THIXaHUS

HE BBISIBJ'I@HOB

Boaesnbr @a6pu (-Anaepcona) (Fabry disease)

B Poccun 22 wmas 2009 roma dDepepanbHas ciyxba mo Haa3opy B cdepe
3[paBOOXpaHEHMs U couuanbHOro pa3sutus (Poc3apaBHan3op) 3apeructpupoaia
B Poccum amepukanckuii npemnapar Ajdbrugasza b («®adpazum»). CroumMocTh
npenaparoB s JedyeHus 0ojie3nun @adopu npumepuo 250 000 §$ CLIA B rog

Ha 1 manuenta™™

Jleuenue:
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1. 1-deoxygalactonojirimycin_ruapoxjgopun (DGJ rugpoxmopun )-MOUIHBII

CEJIEKTUBHBIN UHTUOUTOp anbda-D-ranakrosunassl (cmamyc opgannozo ¢ EC 6
2006):
bubmmorexka KokpeilH: maHHBIX 1O Tpenapary HeT

2. Aabruaaza b (d®adpa3um) - pekoMOMHAHTHAs 4YeJOBeUecKas aibda-

raiakto3ugasa  (r-haGAL), wunentuuyHas  HarypaibHOW  ¢dopme  anbda-
rajakTo3uaasbl. epMeHTO3aMeCTUTEIbHAS TePaNusl 11 BOCCTAHOBIICHUS YPOBHS

(dbepMeHTaTUBHON aKTUBHOCTH.

bubanoreka Koxpeiina: 10 KU ¢ 2003 r (2 Cuctematuueckux o030pa):

3aKJII0UYCHUS aBTOPOB: 5 PKH HC6OJII)HIHX, HHU3KOI'0 Ka4CCTB HC IIPCACTABIIAIOT

JIOKa3aTeIbHbIX CBUJICTENILCTB ISl UCHONb30BaHUs  agalsidase alfa u 6ema B

neyennu G6onesnn Angepcona-Ofopun™”.

3aKJII0UYCHUS dABTOPOB: BHaI‘OHpI/IHTHBIC BOSﬂGﬁCTBHH 3aMECTUTEIbHOM TCpaIinu

(GepMEeHTOM OBUIH IIEPEMEHHBIMU .

boJje3nn IMomme (rIMKoreHos 2 THIIA)
(Pompe disease)
JleyeHnme:

1. Muo3um (aJabriawoko3uaa3a anabga) - peKoMOMHAHTHASL KUCas -TIUKO3H1a3a

1 pepMeHT-3aMecTUTEIbHOU Tepanuu (B/B) (cTaTyc opdannoro ¢ 2012 EC)
D} GhHeKTUBHOCTh 3aBUCHT OT CTaauM 3a00jeBaHUSA. Y HEKOTOPHIX OOJBHBIX
HaOJII0/IAI0TCS 3aMETHBIC KIMHUYCCKHUE YIYYIICHUS, Y APYTUX OTBET HA TEPAITHIO
MUHHUMAaJIbHBIN.
bubanoreka Koxpeiina: 4 Kl c 2007 r

Vnydiienue xoapObl M cTaOWIM3aIMs JIETOYHON (QyHKIMH 3a 18-MecsuHbIi
HepI/IO)IB. [Tpumenenue B go3ax 20 u 40 Mr/kr kaxzasie nBe Henenu. CHUKEHUE
KapJIUOMHOMATHH, Y 11 M3yUyEeHHBIX NAIMEHTOB YJIYUYIIUIUCh MOTOPHBIE HABBIKU.
JloarocpouHoe  NMpPUMEHEHHE  TOBBICWJIO  KA4eCTBO  JKW3HU  (CHMO)KEHHUE

KapMOMHUOIIATHH 1 YIIydIIeHre QYHKIMH ABIXAHHS)
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. Croumocts neuenust pedenka ~ 100 teic. gon $ CIIIA B rox Ha 1 mammeHra,

B3pOoCIoro — okoo 300 Teic. moa ™"

bojae3nr Humanna-Iluka (BHII)
(Niemann-Pick disease)
Jleyenue:

1. Murmoctar (3aBecka) -WHTHOMPYET JIMKO3HWIICPAMHJICUHTA3y - (DepMeHT,

KOTOPBIA KaTaJdU3upyeT MEPBYIO CTAIUI0 CHHTE3a TIMKOCPHUHTOJUINIOB, MOXKET
IpPENnATCTBOBAaTh MX HAKOIUIEHUIO, mpoHukaeT yepe3 ['Db (craryc opdannoro
npenapara ¢ 2010 r, EC)
bubanoreka Kokpeitna: 10 PKU ¢ 2007 r (u3 HEUX 2 1m0 Jie4yeHHI0 00JIe3HU
Humany-Iluky):

-y 12 pereii ynyymmn win cTaOMIM3UPOBAT HECKOJIBKO KIMHUYECKUX MapKEpPOB B

no3e 200 mr 3p/m 12 mecsnes. M.6. appexmusen”

2. 'MapokcH-Nponui-0eTa-uMKJIOIeKCTPUH (cTaryc opdaHHOTO MpernapaTra ¢
2010, FDA)

bubimnoreka KokpeiiHa: He npeACTaBJICH

bosae3ns I'ome (rirokounepedOpo3uaHbINA JUNNA03, [JIIOKOLEPeOPO31103)

(Gaucher disease)

Jleuenue (1 Tunm 3aboJsieBaHUs, CIOCOOOB JieueHUsA O08YX Opy2ux HMUNOE HA

Ce20OHAWIHUIL OCHb Hem):

1. Amurawuepa3a (Ilepesum) - pexoMOuHaHTHasi Makpodar-HaiejleHHas [-

TJIIOKOIIepeOpo3uIasa) 3amectuTenbHas pepmenrorepanus (B/B) (ctaryc ¢ 2001).
bubauorexka Kokpeitna: 6 KU ¢ 1995

B
- M.0. 5(peKTUBHBIM NPHU JICYEHUHU 3a00JIeBaHUS
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! CtouMocTh JieYeHUus] MMUIJIIONEPa3oil B TedyeHue 1 roga paBHa NMpUMeEpPHO
200 TeIC. 101/ TOA Ha 1 ped. , 600 ThIC. 104/ Tox Ha 1 B3pocioro. O0veM

npozax npemnapara B 2009 r. cocrasmin 1 miapx gor. M

2. Murmiocrar (3aBecka) - uH2UOUmMOp 2110KO3UAUEPAMUOCUHMA3bL

bubanoreka Koxpeiina: 10 PKU (u3 vux 3 no ['omre)
Pesynbratel mpeamonaraloT, YTO Tpemnapar MoOT ObITh 3()(PEeKTUBHON

MOJI/IEP)KUBAIOIIEN TEPANIUEN TIPU GD1"

3. Taaurawonepasa _aab(a - 3aMecTUTeNbHAs  Tepamus  (GepMeHTa

(asIbTepHATUBHOE JICUEHNE UMUTITIOIEPA3bl)

bubimnoreka Kokpeiina: He nmpeacrasiieH

BboaesusBuincona
(Wilson's disease)
Jleuenmue:

1. TPMEHTHH JAerHAPOXJOPU/I- aHTUJIOT MEIU, KOMILIEKCOOpas3yroIlee CpeacTBO

IIPY HEMICPEHOCHMOCTH MEHUIIMIIaMKHA (CTaTyc opdaHHOr0 mpemnapara)
buoauoreka Kokpeiina: 5 KU (o nedenuto 6omesnn Busibcona - 2)
-y MAaUEHTOB C TeNaTOUEIUIIONAPHOM KapUMHOMOM, TPUEHTHH MOXKET

B
SHAYUTCIbHO YMCHBIINUTL COACPIKAHUC MCIU B TKaHH IICUYCHU .

2. JI-meHMUMJIJAMHUH - CBS3BIBA€TCS C MEIbl0, 00pa3ys BOAOPACTBOPHUMBIE

COETUHEHMUS
bub6auoreka Koxkpeiina :181 Ku ¢ 1958 r ( nmo nedenuto 6one3nu Bunbcona -2

KW)

[Muuk mnepenocwuiics jydiie, yeM D-P u MoxeT ObITh pEeKOMEHJIOBAaH Kak
HavajpHas Tepanusi /s NalMeHTOB Ha MPEKJIMHUYECKOW CcTaaud OOJe3HU

Yuncona wWiaM € HEBPOJOTMYECKMMHU MPOSIBICHUSAMU  Ooje3Hu. bosbliie
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HAOIFOICHUS HEOOXOUMO [IJISl TIAIMEHTOB C MEYEHOYHBIMU U IICUXUATPUIECKUMU
C.
dbopmamu 00€3HU

o C
HeBpOJ'IOI"I/I‘{eCKHH CTaTyC yJIy4YIIWICA B IIATH CIIydasax

3.Yautuoa (P-UKC 1) (dumepkampos) -OMIUIEKCOOOpa3yIolllee CpeacTBo,
OKa3bIBAET JC3UHTOKCUKAIIMOHHOE JEHCTBUE
bub6auoreka Koxpeiina: 13 KU (o 6one3nn Bunscona -2 KN)

KpartkocpouHoe jedueHre He UMENI0 HUKAKOTO CYyIIeCTBEHHOro 3¢ dekTa Ha

neueHounylo GyHKIMIo y naruentoB WD(Gonesns Bunbcona)®

JleuHo03
(pa3BeTBJIEHHOIENMOYEYHAS] KETOHYPHSI, 00J1€3Hb MOYH C 3aAXOM KJIE€HOBOI0
cupoIa, 00J1e3Hb KJICHOBOI'0 cupomna

Leytsinoz (razvetvlennotsepochechnaya ketonuria, urine disease maple

syrup)

Jleuenue:
1.BeicokokasiopuiiHasg Auera C OrpaHUYEeHUEM AMUHOKHUCIIOT C Pa3BETBICHHOMN

nenbto (40-60 mr neitimHa Ha 1 KT Macchl)

2. DeHUJIOYTHPAT HATPUsI (HET cTaryca opdhaHHOTO)

bub6auorexa Koxpeiina: 2 KU npu 3ab6oneBanuu
- I[Ipumenenne M.0. 3pPEeKTUBHBIM ISl CHUKEHUSI HEHPOTOKCHUYECKOIO0 YPOBHS

B
MPOYKTOB META00IM3Ma

Tupo3unemus (Tyrosinemia)
JledeHne: HU3KOTHUPO3WHOBAS, HUZKO(PECHWIAJIAHWHOBAs JaHeTa (YMCHBIIICHUE
MOpaXeHUsl TOYEK, BO3JCUCTBHE JUETHl Ha TMOPAXKEHUE TICYCHU MeHee

onpeneneHo). [Ipu nporpeccupoBannm 3a00JI€BaHUS - TPAHCIUIAHTAINS TICYSHHU.
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1. HuruznHon (OpdaauH) (CMHTEe3MPOBAHHBIN KaK repOMUMI) - JICUYCHHE

tuposuHemud | tuna, (craryc opdannoro B EC ¢ 2005 r).

MexaHnu3Mm JEHCTBUS: KOHKYPEHTHBIM MHTHOUTOpP 4-TUAPOKCU(EHUI-IUPYBAT
JMOKCHUTeHa3bl — ()epMEeHTa MpPEIIeCTBeHHUKa (pyMapHiianeToaneTaTruapoiIas3bl
(FAH) B xatabonu3me THUpO3MHA; MPENOTBPALIAET HAKOIUIEHHE TOKCHUYECKUX
MeTaboauTOoB (CyKuMHMIaneTata W (Gymapunaneroanerara). [lpu HT-1 ot
MEeTabOIHUTHI MPEBPALIAIOTCS B TOKCHYECKHE MPOU3BOJIHBIC — CYKIIMHUJIAICTOH U
CYKLIMHMJIAIIETOALIETAT; Hopmanuzyer merabonusMm  nop@upuHa(CHUKAET
NOp(QUPUHOBBIE KPU3bl) U AKTUBHOCTH MOPHOOMIMHOTE€HCHUHTA3bl 3PUTPOLUMTOB,
YBEJIMYMBACT KOHIICHTPAIIMH TUPO3MHA B IJIa3Me U BhIBEICHUS ()EHOIBHBIX KUCIOT
c Mouoil. Murubupyer kata®oyi3M THPO3MHA M MPHUBOIUT IMOBBILICHUE €r0 B
miazme.  CleoBaTenbHO, JIEYEHUE HUTU3MHOHOM TpeOyeT OrpaHu4yeHus
noTpeOJeHUsT MPOAYKTOB, COAEpXKAIIMX THUPO3MH U (EHUJIaJlaHUH IS

npcaoTBpaliCHUuA TOKCHUYHOCTH (HOBI)II]IGHHG THPO3UHA B HHaSMG).

buonauoreka Koxpeiina: 2KH ¢ 2011 (1K1 — uccnenoBanue mpu JieueHUU
QKA TOHYPHUH )

. : : B
MoxeT ObITh d(P(PEKTUBHBIM B JICUCHUH HACJICACTBEHHOM tyrosinaemia 1 Tuma

(HT-1)

I'mcruaunemusn
(Histidinemia)
Jleuenue: OENKOBBIC TUIPOJIU3ATHI, JIUIIEHHBIC TUCTU/IMHA.

bub6auoreka KoxkpeiiHa: TaHHBIX 10 JCYCHUIO 3a00JICBaHUS HE TIPEICTABIICHBI.

IponmonoBasi auaemusi_ (propionic acidemia )
JleyeHune: OCHOBHOE — AUETA.

1.Carglumic _acid (Kapb6araw)(kapoamoniadochar cuHTeTas’a) -mojgoOHa B

ctpykrype N-acetylglutamate, aktuBu3upyer QepMeHT, MeTabOoIU3UPYIONTUi

ammuak (B 1o3e 100-250 mr/kr)(craryc opdannoro ¢ 2008 r)
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bub6auoreka KokpeiiH: He npeacTaBJieH.

2. Tpumermaraummd_(6eramn; llucragaH) - OOHATOP METHIBHBIX TPYIIIL,

y4acTBYeT B TPEBPAIICHHH TOMOITMCTENHA B METHOHWH, CHIDKACT KOHIICHTPAITUIO
TOMOIIMCTENHA B I1a3me, (cratyc opdannoro c¢ 2001 r)
bubanorexka KokpeiiHa: wuccienoBaHus MO TPOTHOHOBOW aIlUJIEMHH HE

MPEACTaBICHbI

HN3oBanepuanoBasi anuaemus ( isovaleric acidemia)

Jleuenue: opdaHHBIX MpemaparoB HET, AHUCTUYCCKOE OIpaHHYCHHUS Oeika,
0COOEHHO JIeHIIHA.

-Bo BPCMs OCTPBIX IIIU3010B - HA3HAYACTCA I‘.]'II/IHI(IHIl

MeTunaMmasioHOBasi anuIeMHus

(mut methylmalonic acidemia, mut MMA; MIM 251000 )

Bpo:xxnennoe 3a0oneBanuu. biokupoBanne oOMeHa MPONHUOHATOB Ha YPOBHE
nepexona metwiMaloHwI-KoA B cykumamin-KoA. Yacrora: 0.02 wa 10,000
yenoBek (EC). DxBuBanentHo ~ 1,000 yenoBek (1/2 Bcex ciydaeB mpencTaBlieHa
B12-3aBucumbiMu (popmamu. Tun HaclieqoBaHUs: ayTOCOMHO-PELIECCUBHBIM.
KiauHuka: nposBiaseTcss ¢ MNEpBbIX JHEH JKHM3HM: PBOTA, O0OE3BOKMBAHUE,
MBIII€YHAsl TUIIOTOHUS, 00IIasi BJIOCTh, OTCTABAHHE B BECE, YBEIUUEHHUE MEUEHU,
anua03, TUIEPIIMUMHEMHUS, THUIEPIAKTEMUS;KETOHYPHs, TUIEPIIMLUUHYPHS,
METWJIMAJIOHOBasl aluIypus, HHU3KUHA YpPOBEHb OMKapOOHATOB, MOBBIIICHHBIN
YPOBEHb METUJIMAJIOHOBON KHCIIOTHI. 3ajiep’KKa MCUXUYECKOTr0 U (PU3NYECKOTo
pa3BUTHS.

Jleuenue:

1._Carglumic _acid (Kap6ariaw)(kapéamomidocdar cuHTeTaza) -1mojgoOHa B

ctpykrype N-acetylglutamate,aktuBusupyer GepMeHT, MeTaOOTU3UPYIOITHI

ammuak (B 1o3e 100-250 mr/kr)(craryc opdannoro ¢ 2008 r)
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bub6auoreka KokpeiiHa: He mpeacTaBJieH

2. Butamun B12 - Beicokue 10361 (B 1000 pa3 Gosibliie CyTOUYHON MOTPEOHOCTH) 2

p/ HEAERIIO.
bubauoreka KoxkpeiiHa: JaHHBIX [0 KMCCIEAOBaHMIO mpenapara npy MMA

HCT.

I'omomuctynypusi (Homocystinuria)
Jleyenue: muera - MPOAYKTHl C HU3KUM COJEp’KaHMEM METHOHHMHA. JlomycTtumoe
coJiep)KaHue MeTHOHUHA - 29-45 mr Ha 1 Kr Maccsl | pa3 B CyTKH.

1. Tpumernariuuuu (0eramn; Ilucragan) - J0HATOP METWJIBHBIX TPYIII,

Y4aCTBYCT B IPEBPAICHUH IT'OMOIUCTCHMHA B MCTHOHWH, CHUKACT KOHIOCHTPAUTO
roMonoucCTCHHA B I1IJIa3MC,

7 PKU (tomnbko 1 j1s nedenus romouuctuHypun) © (ctaryc opdannoro ¢ 2001

r).

2. DoseBass KHCJI0TA

-nobasieHue O6eranHa K ¢osiatam He ObUIO Oonee 3PGHEKTUBHO, YEM JICUCHHE
TOJIBKO (pojlaTaMu B BUJIE MOHOTEPANHH B OTHOIICHWU CHIKEHHSI KOHIICHTPAIIUU
FOMOIMCTEMHA B IUIa3M€  TMAIMEHTaM C TEPMUHAIBHOM CTAJAWENd IMOYECUHOU
HEJOCTATOYHOCTH

Nzyuenue 3¢ dexToB npuema (onatos, BUTaMuHOB B6 1 B12 y nmanueHToB ¢
KOpOHapHOW OoOJie3HBIO cepllla, ¢ U 0€3 TOBBIIICHUS KOHIIEHTpaIUU
FOMOIMCTENHA, UMEET Pa3HOPEUNBBIC PE3yIbTATHI"

3.Butamun B12 —1aHHbIX 00 3)PEeKTUBHOCTH NPH TOMOLUCTUHYPHH HET

I'emotuTHKO-ypeMUYeCKU A CHMHPOM aTyo
(paroxysmal nocturnal haemoglobinuria)

Jleuenmue:
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- renapud (200-300 EJl va 1 xr/ Maccel/cyTKu), peaHu30i0H (2,5—3 mr Ha 1 kr
/m/cytkn) u ap. 'KC, remoamnanms.

2. Coumpuc (OKyau3symad) - TIMKO3WIMPOBAHHOE T'yMaHHU3UPOBAHHOE
MOHOKJIOHAJIbHOE aHTUTENO - Kamma-uMMmyHornooymun (IgG2/4k). cssbiBaeTcs ¢
oenkom C5 KOMIUJIEMEHTa 4YEJOBEKa, IOJABJIAET aAKTHBAIMI0O KOMILJIEMEHT-
OIOCPEIOBAHHOIO JIM3UCA KJIETOK M BOCCTAHABIMBAET PETYJSALHMIO aKTUBHOCTH
KOMIUIEMEHTa B KPOBH M TPEAOTBPANIacT BHYTPUCOCYIUCTHI TeMosu3 (CTaTyc

op¢aHHOI0)

bubimoreka Koxkpeiina 17 KU ¢ 2002 (1 cucremaruveckuii 0030p)

3axmtouenue: MoxeT ObiTh 3¢¢dexktuBern npu ['YC. Ho 3akmtodeHus: aBTOpOB
CIIEIYIOT U3 JOCTYIHBIX JaHHBIX, OJJHAKO, HY’)KHO OTMETHUTb, YTO CYXKJEHHUE 00
3¢¢deKTUBHOCTH ObUIO OCHOBaHO Ha ojgHoM MaineHbkoM RCT wu  aByx

WCCJICIOBAHMSIX HESICHOTO KadecTa .

I CrouMocCTh JIe4eHHS OJKyJIu3ymMaboM B TeYeHHEe | rojma paBHa MPUMEPHO
$500 000.

Conupuc (3xynu3ymad) - camoe goporoe jgekapcTBom B mupe (3a 2011 r.)

NnanonaTuyeckasi JIerouHas THNEPTEH3UsI
(cunapom Anpza — Apwuiaro (Ayerza — Arrilaga), 6one3ns Asp3sa, Dckynepo
(Escudero) nmano3 uepnsiii) (pulmonary hypertension)

Jleuenmne:

1. Daaduu_(Elafin)- snureanaabHbIi MHTHOMTOpP MPOTEMHA3 (M3BECTEH Kak

SKALP u snacraza-cneuuduueckuii uaruourop (ESI)). Ilpennonaraercsi, 4ro oH
UIPaeT BAXXHYIO pOJIb B PEryJSLIMH MPOLECCOB BOCHAJIEHUS W B 3allIUTE OT
TKaHEBBIX MOBPEXKJICHUN B MHOrocioiiHOM snutenud. SKALP KOHCTUTYTUBHO
CUHTE3UPYETCS] B PA3NIMUHBIX BUJAX OHOUTENHs, OOJagaeT  aHTUMHUKPOOHOM
AKTUBHOCTBIO TPOTUB T'PAMIIOJNIOKHUTEIBHBIX W T'PaMOTPULIATEIbHBIX OaKTepuid

(umeet cratyc oppaHHOI0)
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bubanoreka Koxpeiina: 3 PKU ¢ 1995 r (nanHble 1o JieueHHto copuasa)

2. AMopusenTan (Ambrisentan) - aHTaroHUCT SHAOTEIMHOBBIX PEICIITOPOB THIIA

A (ET,) (mmeer cTaTtyc opanHoro)
bubmoreka Koxkpeitna: 26 KU ¢ 2005
Momnotepanuss Ambrisentan M.0. 3QPEKTHHBIM TIPU IJIUTEIBHOM JICUCHUH

~ ~ B
JICTOYHOU apTCPpHAJIbHON T'HIICPTOHUHA

3. Jm3ypua (Lisuride) — aronmct ao)aMHWHOBBIX PELENTOPOB, 00J1agaeT
AHTHCEPOTOHNHOBOI AKTHBHOCTHIO.

bnokana cepoToHMHa, Kak OXUAAIOT, PACHIMPUT apTepuu B JIETKUX, OylIeTu
NPENsATCTBOBATh (POPMUPOBAHUIO TPOMOOB, TAKUM 00OpPa30M, YMEHbIIAs KPOBSIHOE
JaBJICHUE B JIETKUX. bloKaga penentopoB CEpOTOHMHA, KaK TaKKe O0XKMJIAOT,
IPEIOTBPATUT U MOJTHOCTHIO U3MEHUT POCT MBIIIEUHBIX KJIETOK U COEIMHUTENBHON
TKaHU B CTEHKAX apTepui JIETKOTO.

bu6auorexa Koxkpeiina: nannabix 06 apdexrusHoctu npu UJIT Her.

DeHUIKETOHYpHSs
Jleuenmue:
1. CneumnanbHasi nueTta(OCHOBHas Macca Oejika 3aME@HEHa Ha HCKYCCTBEHHYIO

A
CMCChb aAMHUHOKHUCJIOT, COACPKUT HeOO0JIBIIIOE KOJTMYECTBO (beHI/IJ'IEU'IaHI/IHa

2. Terparuapo0uonTepuH - KOPEPMEHT, YyUYACTBYIOIIMA B TpoIeccax

THAPOKCUIIUPOBAHKS Ha JTame MPOMEXKYTOYHOTO OOMEHa apOMaTUYECKHUX

aMUHOKHCITOT (cTaTyc opdanoro ¢ 2003r)

Sapropterin __(KyBan) - cuHTeTMueckas Bepcusi Tetrahydrobiopterin  (He

3aperucTpupoBaH B PO)

bubanoreka Koxkpeiina: 25 KU ¢ 1985r
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3akmouenne: EcTh mokazaTenbcTBa KparkocpouHoro 3ddekra Sapropterin vy
HEKOTOPBIX MALMEHTOB C sapropterin-oT3bIBYMBBIMU (hopMaMu (EHUIKETOHYPHUH;
Her pnoka3arenbcTB 3(h(peKTHUBHOCTH TpU JUIUTEIBHOM IMPUMEHEHUU Sapropterin,

y A
a TaKKe TP TSHKENON (PEHUITKETORYPUH.

3. Tupo3uH — 3aMeHUMAasT aMHUHOKHCJIOTa, 00pa3yeTcsi B OpraHu3Me 4ejoBeKa U3
dbeHnnananHa

buoauorexka Kokpeiina: 1 cucremMaTudyeckuii 0030p mo npenapary.

3akiawuenre: Ha ocHOBe wuMeOIIMXCA JOKA3aTeNbCTB PEKOMEHIAIUMU O
PYTHHHOM TPaKTUKE JOIMOJHUTEIbHOTO mnpueMa Tupo3uHa npu OKY ne moryr
OBITH  CJEJaHBbl. Heobxonumo  mpepgoctaBUTh  OOJIbIIE  JTOKA3aTEIIbHBIX

oo
TaHHBIX M,

I'anakro3zeMusi (HeZOCTATOYHOCTH rajlakTOKHHA3bI) (galactosaemia)

JleyeHnne: queTa ¢ HCKIIIOYCHUEM, TIIABHBIM 00pa3oM, MOJIOKA.
bubanoreka Kokpeiina: IPKU B Kokpeiine:
«Juera ¢ noGasaenueM kambius, Butamunbt K (1) 1 D (3). M.6. s3dbdexTunniM® »

OpdaHHbIX IpenapaToB HET

IHapokcu3zmaabHasi HouHass reMorio0unypusi (bosesns Mapkuadasbbi-

Mmuxkean) (haemoglobinuria paroxysmalis nocturna)

Jleuenmue:

1. Coaupuc (OKYJM3yMad)- TJIMKO3WJIMPOBAHHOEC TI'yMaHHU3HPOBAHHOE

MOHOKJIOHAJIbHOE aHTUTENO - Kanma-uMMmyHornooymun (IgG2/4k), cs3biBaeTcs ¢
oenkom C5 KOMIJIeMEHTa 4YellOBeKa, IOJABJIsAE€T AKTUBAIMIO KOMIUIEMEHT-
OTMOCPEJOBAHHOTO JIU3MCA KJIETOK MU BOCCTAHABIMBAET PETYJALMIO aKTUBHOCTH

KOMIUJIEMEHTA B KPOBH U IPEAOTBPAILAET BHYTPUCOCYIUCTHIN TE€MOIU3
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buoauoreka  Kokpeitna: 17 KM ¢ 2002 (14 KU mno 3abosieBaHHIO,
CHCTEeMATH4eCKHX 0030POB HeT)

; B
- Eculizumab YMCHBIIACT I'€MOJIN3, aHCMUIO U YCTAJIOCTD .

«B 2009 r. oovem mpomax Soliris cocraBun 295 muH gona. MHTEpecHO, 4YTO
HeyJdaya B KJIMHUYECKMX HCIHBbITaHUSIX (Solirls okazaics HEIOCTaTOYHO
3p(GEeKTUBHBIM TPH PEBMATOMJAHOM apTPUTE) OOEPHYNIach KOMMEPUYECKUM
MIPEUMYIIIECTBOM: OK)XHUCh NIEPBOE MOKa3aHUE €AMHCTBEHHBIM, Mperapar craj Obl

«OJHMM H3» IIPOYMX CO CTOUMMOCTBIO 0K0JI0 20 ThIc./roj, mumeT «Forbesmy» ™,

Nauonarnyeckass TPOMOOIMTONCHUYECKAS MypPHypa (CHHAPOM JBaHCA)
(idiopathic thrombocytopenic purpura)
Jleuenmue:

1. TpoMGONO3ITHH - CTUMYJSTOP TreMomno’3a. TpoMOOMOATHH - 3TO OCHOBHOM

OUTOKHH, KOTOpBIﬁ IMPUHUMACT YYaCTUC B PEryjsiiiid MCrakKapuoliols3a ¢

BBIPAOOTKE TPOMOOITUTOB.

bu6auoreka Koxpeiina: 1 cuctematudeckuii 0030p
3akiaouenue: B HacTosiee BpeMs He ObUIO HUKAKOTO JOKAa3aTENbCTBA, YTOOBI
noanepxarb 310 gedenue npu [TP. JlokazaTenbcTBa MpoIIeHUS KU3HU TPEOYIOT

o A
JaNbHENIIEro U3ydeHus .

2. Darpombonar (Eltrombopag) (ITpomakra) - aroHHCT TPOMOOIOATHHOBBIX

perienTopoB s ipuemMa BHYTph (2014 T momana 3asiBka Ha opdaHHBIN CTaTyC B
EC, opdannsiii cratyc CIHA ¢ 2014 r.)

bubanoreka Koxpeiina: 36 KU ¢ 2006 r

- 3 eKTUBEH I JICYCHUS XPOHHUYCCKONW CBOOOIHOM TPOMOOIIMTONCHUH M MOT
OBITh OCOOCHHO BBITOJHBIM JUISI TAIIMEHTOB, KOTOPHIE HE OTBETHIIM Ha
CIUICHOKTOMHIO WJIM TpEIbIAyIIee JiedeHHWe. OJTa BBIFOJa JOJDKHA OBITH

B
YpaBHOBCHICHA C TOTCHIUAJIBHBIX PUCKOB, CBA3AHHBLIX C JICUCHHUEM IIPCIIapaToM .
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[lo mporHo3zam ananuTukoB DrugAnalist, BbIpydYKa OT TNpOJaX IMperapara
Promacta/Revolade x 2020 romy moxkeT moctuub ypoBHS B 454 muH (yHTOB

cTepiuHroB win 743 M gomtapos CLIIA™,

3. Pomumioctum (umieiit): CpenctBo, CTUMYIHpYOIee TPoMOOmo33 (ecraTyc

opdannoro ¢ 2009 r)
bub6auoreka Koxpeiina:7 KU ¢ 2008 r
-POMMILIOCTUM BBI3BIBAET J10303aBUCUMOE YBEJIMYEHHE KOJIMYECTBA TPOMOOLIUTOB

) ) v B
y HNallMEHTOB C HIMONATUYECKON TPOMOOLIUTONIEHUYECKON ypITypOit .

Myxkonosmcaxapuno3 (mucopolysaccharidosis)

Jleuenmue:

A. Mykonoaucaxapuno3 I tuna (cunapom I'ypaepa)

1. Aapaypasum (maponmmasza, «Genzyme Corporation») - PexoMmOuHaHTHas

yenoBeueckas — anbga-L-unypoHugaza, (pepMeHTO3aMecTUTENbHAs — Teparusl.
SIBisieTcst MM30cOMaNbHOM TUAPOIa301. BeI3bIBa€T ruIpOIn3 KUCIOTHBIX OCTATKOB
INIMKO3aMUHTJIMKAHOB (MyKOIIOJTHCaxapuIoB), renapancyibdara u
nepMaraHcyibgata.(cTaTyc ophaHHOrO)

buoianoreka Koxkpeitna: 3 KU ¢ 2004 r (cucrematuyeckux 0030pOB HeT,
3asiBJICH MPOTOKO.1)

- Kypc no 1.2mg/lkg xascovie 2 nedenu m.6. npuemiemou anbmepHamusou OJis
nayueHmos, Ho J0120CPOUHbIE FPPEKMbL IMO0 1eUeHUs HeU3GECHIHbI .

CTonMoCTh rog0BOro Kypca jedenust npenaparom - 200 Teic. go.1./roa.

b. Myxkomnosucaxapuao3 II Tuna (cuaapom Xanrepa).

1.9a1anpa3a (uaypcyibdaza, «Shire Human Genetic Therapies, Inc.»)-

peKOMOMHAHTHBIN yenoBeueckuii pepment iduronate-2-sulfatase. Kommencupyer
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Te€HETUYCCKUM HCAOCTAaTOK OAHOI'O U3 JIM30COMAJIbHBIX (bepMeHTOB. I[O IMOABJICHUA

Elaprase neuenue cuaapoMa XaHTepa OrpaHNYUBAIOCH NTAJUTMATUBHON Tepanuei.
bubanoreka Koxpeiina: 4 Ku ¢ 2007 r (1 cuctemarnueckuii 0030p)

3akimouenue: JlokazarenscTBa orpanundensl. PKU Obuto xopoiero kauectsa,
HO €My HE YJaJIOCh OMUCAaTh BaXKHbIE PE3yNbTaThl. J[eMOHCTPHUPOBAIOCH, YTO
3amecTuTeNbHas Tepanus depMmeHTa ¢ idursulfase sddexTuBHA MO CpaBHEHUIO C
wranie6o. Her HUKakuX WMEIOMIETOCS  JI0KAa3aTeNbCTB, BKIIOYCHHBIX B
UCCIIEIOBAaHWE M TI0 pe3ylbTaTaM, TakKUM KakK YIydYlIeHHE pocTa, arHo?d,
ceple4yHON (QYHKIMM, KauecTBa >ku3HH. HeoOxomumo Ooiiblie HCClIEJOBAHUH,
YTOOBl TOJY4YUTh OONbIIE HHPOPMALMH O JIUTEIbHOM  3((PEKTUBHOCTU U
|

. A
0€30IIACHOCTH 3aMECTUTEIBHOM Tepanuu GepMEHTOM

CToumMoOCTh roI0BOr0 Kypca Jeuenus - 350 noa./rox"
B. Mykomnosaucaxapuao3 VI tuna (cunagpoma Maporo — Jlamu).

1. Haraa3zum (raabcyiabgasza, «BioMarin Pharmaceuticalsy) —53K30reHHBIM

dbepMeHT, 3aMeniaeT HeI0CTAOIINN.
bubanoreka Koxpeiina: 4 KU ¢ 2006 r (cucrematTuyeckux 0030pOB HET)
CTouMOCTB roI0BOr0 Kypca Jeuenus - 350 nou./ron. "
BbIBO/IbI
Penkue 3a00neBaHNs CTAHOBATCS IPUOPUTETOM JIJIS:
JIUIL, OTIPEACIISIONINX MTOJIUTHKY 3PaBOOXPAaHCHUS,
HCCIICIOBATEIICH,
3aKOHOJIaTENeH,
Bcex npodeccroHanos 3apaBooxpanenus Xliii.

HE JTIOJDKHO BbITh CMEHIEHNA AKIIEHTOB.
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Pasnen 4. OcHOBHBIE JUATHOCTHYECKHE KPUTEPUH
JKU3HEYIPOKAIOIIMX M XPOHHUYECKHUX MPOrPecCHPYIOIIMX peAKHX (Op(pPaHHBIX)
3a00J1eBaHUi, IPUBOJSIIUX K COKPALIEHHIO NIPOJIOJIKUTEIbHOCTH

KU3HU T'PaKJaaH UJIN UX HHBAJIUIAHOCTH

(yTB. moctanoByienueM [IpaBurenbcrBa PO ot 26 anpens 2012 1. Ne 403)

1. I'emosmmTuKo-ypemudeckmii cuaapom (I'VC, ko 3a6oneBanus — D59.3)
B TUIUYHOM CIIy4yae MpOSBISETCS OCTPO pa3BHUBIICHCS auapeeil (reMOKOJUT
HaOmonaercst y 75% O0o0nbHBIX), HA POHE KOTOPOH OCTPO BO3HUKAET COCTOSIHUE,
COIPOBOXK/IAIOIIEEC: MUKPOAHTHONATUYECKOW (HEMMMYHHOM) TIeéMOJIUTHYECKOM
anemueil (tect KymOca oTpuniatenbHbliii), TPOMOOIIMTONIEHUEH, OCTPON MOYEUHOM
HepoctatoyHocThio (OIIH). I'VC cuurtaercs 3a0osieBaHHEM MPEUMYLIECTBEHHO
JeTEN TPYIHOIO U MJIAJIIIEro BO3pacTa.

B ocHoBe He accoummpoBaHHoro c¢ guapeerr ['YC wumeer wmecrto
IF€HETUYECKOE HAPYIICHUE - HU3KUH YPOBEHb TPETHErO0 KOMIIOHEHTA KOMILIEMEHTA
B CHIBOPOTKE M HApYIICHHUE €r0 PEeryJisalHH. BBISBIEHbI N€HETUYECKUE MapKEephl,
KoTopble mpuBojAT K arunuyHomMy ['YC y OOJBHBIX C HACIEICTBEHHOMN
IIPEAPACIIONIOKEHHOCTBIO.

OcCHOBHBIE KJIMHUYECKHE MPU3HAKU (OCTpoM KuiieuyHoil uHpeknuu + I'YC):
OCTPO€ HA4aJl0, CHMOTOMBI TaCTPOIHTEPUTA WM TSKEJIO MPOTEKAIOIIMUNA KOJUT,
yacTo reMokouT (75% ciiydaeB); pe3kasi 0JIeTHOCTh KOKHOTO MOKPOBA; KOXKHBIN
reMopparuyecKuii CHHAPOM (TETEXUU WM MypIypa); AU3YpHs B BUIE OJIUTO- JTUOO
anypuu kak ocHoBHOe mpossieHue OITH. ITpu 3ToM BOCCTaHOBIIEHHE MOYEYHOMN
¢byHKIMu Bo3HUKaeT y OonbinHcTBa Aeted (70% cnydaeB), a y 30% OonbHBIX
HACTymaeT JUOO0 CMEPTh B PE3yJbTaTe pPa3BUTHUS CHUHIPOMA TMOJMOPTaHHON
HEJIOCTATOYHOCTH, 60 dbopmupoBaHue XPOHHYECKOMN MOYEYHOU
HEJOCTATOYHOCTU. JIOMOMHUTENbHBIMU CUMITOMAaMH  SIBJISIIOTCA:  aHOPEKCHUS,
pa3IpaKUTEIbHOCTh, TUIIEPTEH3HSI, CITIEHOMETalus, )KeJITyXa, TEMHBIA [IBET MOYH

(remornoOUHYpHs ), PU3HAKK 3aCTOSsI B CUCTEME KPOBOOOpaIieHus (OTEeK JETKHUX,
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Kapauo-, TenaToOMEeraius, pacluupeHue BeH, Taxukapaus). Artunuusslii ['YC
MPOTEKAaeT HEeOJAronpusTHO ¢ GopMHUpOBaHWEM B MmojoBuHE cirydaeB XIIH wmm
HEOOpaTUMOTO MOPaKEHHUsSI TOJIOBHOTO MO3ra (CyJIOpOrH, COMop, KOMa), MOATOMY
FEHETUYECKOE TECTUPOBAHUE BAXHO JUISI PEHIEHUS BOMpPOCAa O BO3MOXKHOCTU
YCHEIIHON 3TUM MAllMEHTaM TPAHCIUIAHTAllUU MTOYEeK.

2. Ilapokcu3smajbHass HouHas remorjoounypust (ITHI) (Mapkuadanbi-
Muxkenu, ko 3a0oneBanus — D 59.5) — ato, mpruoOpeTeHHOE, KU3HEYTpOXKAOIIICe,
Iporpeccupyloliee, CHCTEMHOE 3a00JIeBaHre, XapaKTepU3YIOLIeecss XPOHUUYECKUM,
HEKOHTPOJUPYEMbIM KOMIJIEMEHT - 3aBUCUMBIM F€MOJIU30M.

Breinensior cnenyromue ¢Gopmbl 3aboneBaHus: kiaccuueckyro, [IHIT Ha
¢oHE CHUHAPOMOB KOCTHOMO3IOBOM HEIOCTATOYHOCTH, CYOKIMHHUYECKYyIO. Y
NAalMEHTOB ¢  Kuaccuweckou ¢opmou [IHIT Habmomaercss BBIPAKCHHBIN
BHYTPUCOCYAMUCTBII T€MOJIM3 C MOBBIIICEHUEM YPOBHS JIAKTaTACTHAPOTEHAa3bl B
CHIBOPOTKE KpOBU 0€3 MPU3HAKOB HEJOCTATOYHOCTH KOCTHOro Mo3sra. Taxxe
OTMEUYAeTCAd PETUKYJOIMTO3 U CHIWKEHHWE YpOBHsA ramrorjoduna. Jlus
Kiaccuueckoro Bapuanta [IHIT xapakrepHa OTHOCUTENIBHO HOpMasbHas
Mop@oJioruyeckasi KapTHHa KOCTHOIO MO3Ta.

IIHI" na ¢one cunopomos  KOCMHOMO32060U HedocmamouHocmu. Y
NAlMeHTOB C HEJAOCTAaTOYHOCTHIO KOCTHOIO MO3ra, TIJaBHBIM 00pa3oM C
arIacCTUYECKOW aHeMUEH, BIOCIEACTBUU MOXET Pa3BUThCS Kiaccuueckas (popma
[THT", u, Hao6opoT, y nmarmeHToB ¢ ucxoausiM auarao3om [THI™ B 20% ciyyaes co
BPEMEHEM Pa3BUBAETCS aria3us KOCTHOIO MO3ra.

VY marueHToB ¢ cybokaunuyeckou ¢popmou IIHI' OTCYTCTBYIOT Kakue-audo
KJIIMHAYECKHUE WM JTAOOpATOPHBIE TPU3HAKH TeMOoJn3a. Majbie MOMyJISIi KIETOK
¢ nepuuurom GPI-AP o0HapyXkuBalOTCS TOJBKO MPH HCIOJB30BAHUU METOJA
BBICOKO UYyBCTBUTEJIbHOM MPOoTOUHOM utomerpun. Cyoxnuanueckas ¢opma [THT
TUarHocTupyercss Ha (oHe 3a00jeBaHWM, XapaKTEPU3YIOMIUXCA  HAPYIICHUEM
GyHKIMHA KOCTHOTO Mo3ra. O4YeHb BaKHO NMPOBOJUTH TIIATENIbHBIA MOHUTOPUHT
ATUX TAIMEHTOB Ha TMPEAMET MPU3HAKOB TeMOJHM3a W/WIM OBICTPOl SKCIaHCUHU

KJIOHA.
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Metox mTpPOTOYHOM LMTOMETPUHM HA JIEMKOLMTAaX MO3BOJIIET BBISIBUTH
NAaIMeHTOB, UMEIOIUX B Nepudepudeckoil kpoBu kieTku ¢ nepunutom GPI-AP,
[JIABHOIO  oTiauyurTenbHOoro nmnpusHaka [IHI. Jlng TOYHOM  AMAarHOCTUKH
WCCIICOBAHUE JOJKHO ITPOBOAMUTHCA KaK HA DPUTPOLUTAX, TAK U JEHKOLMTAX.
N3yyeHue NEUKOIMTOB, OCOOEHHO TpaHyJOIMTOB U MOHOIIMTOB, IMO3BOJSET C
HauOOJIBIIEH TOYHOCTBIO onpeaeuTh pazmep [THI kioHna.

C uensto onpenenenus kauHudeckoi ¢opmel [THIT y mamumenTta mpoBoasT
KJIMHUKO-J1a00paTOPHYIO OIIEHKY IapaMeTpOB TE€MOJU3a, TUCTOJIOTMYECKUN U
LATOJIOTUYECKUN aHalmnu3 KOCTHOro mo3sra. Crenyer mnOAYEepKHYTh, YTO Yy
HEKOTOPBIX IAIHMEHTOB SBHBIE INPU3HAKKM TE€MOJM3a MOTYT OTCYTCTBOBAaTh IPH
HAJIMYUU OJHOTO WJIM HECKOJBKMX HEeCHenu(dUuecKuX CHUMIITOMOB, TaKMX Kak
TpoMO03, HapylIeHne (PYHKIHMH MOYEK, aHEMUs, OOJIM B dKUBOTE U I'PYIHOM KIIETKE,
Jero4Has TUIepTEeH3Ms, OJIbIIIIKA WU BhIpakeHHas cnabocTh. Takoe pasHooOpasue
KJIMHUYECKUX MPOSIBICHUH, @ TaK)K€ PEIKOCTh JAHHOTO 3a00JI€BaHUs, 3aTPYIHSIIOT
muarHoctuky IIHIT  6e3 CcBOEBpEMEHHOTro MPOBEAEHUS  CHEHU(PUUECKOTO
UTOMETPUUECKOr0 CKpUHUHTA. B pe3ynbTare AuarHo3 MOXKeT ObITh yCTaHaBIIEH
Ha HECKOJIBKO JIET MO3JHEE, a B OTACIBHBIX CIy4asX 3aJ€pikKKa MOXKET COCTABIATH
1o 10 u Gosee Jer.

3. AltacTHyeckasi aHeMusi HeyTouHeHHasi (kox 3aboneBanust — D 61.9).
[IpnoOpeTeHHass arulactTuueckass aHemMuss — 3a0ojeBaHUE, BBIpAXaroLIEecs
PA3IMYHOM TSXKECTU MAHUUTOIIEHUEW, HE MMEIOIIEH TEHIECHUUH K CIIOHTaHHOMY
BOCCTAHOBJICHUIO, TIPU CHWKEHHOM KJIETOYHOCTH KOCTHOTO MO3ra, He
CONPOBOXKJIAEMOW TeMaTOCIUNIECHOMETAINEW, NPHU OTCYTCTBUM LHUTOJOTHYECKUX,
UTOTCHETUYECKUX U MOJIEKYJISIPHO-TEHETHUECKUX TPU3HAKOB Muenopuodposa,
OCTPOro JIEMKO3a WJIM MHUEJIOAMCIUIACTUYECKOrO cuHApoma. Ilpm sTom
HEOOXOJMMO HCKJIIOYEHHE TEeHETUYECKH JETEPMUHHUPOBAHHBIX AarljlaCTUYECKUX
aHemuii — anemrun PaHKOHM, BPOXKICHHOTO JAUCKeEpaTo3a, cuHapoma llIBaxmaHna-
JlaliMOHa, PETUKYJISIPHOTO IMCreHe3a. BBIACHAIOT CBEPXTIKENYHO, TSKEIYIO,

HETSDKETYI0 OPMBI MPUOOPETCHHOMN aIrIaCTHUYECKON aHEMHUH.
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JlnarHo3 CTaBUTCS Ha OCHOBAHMHU CIIEAYIOIIUX MPU3HAKOB: CTOMKOE — Oosee
JIBYX HEIEIb — CHIDKEHHWE IIOKa3aTele MUHUMYM JBYX W3 TpeX JWHUN
nepudepraeckoil KpoBr (TpoMOOLHTH MeHee 140x10°/m, rpaHyomuTEl MeHee
1,5x10%1 (amst mereit mmagme 5 mer — menee 1x10%/1), remormo6us meree 110
r/11); OTCYTCTBHE B IyHKTaTax KOCTHOTO MO3Ta JEHKEMHUYECKHX KIJIETOK OCTPOTO
auM(pOOIACTHOTO WJIM  OCTPOro  MHUENOOJACTHOTO JieWKo3a WM JAPYTHX
OIMyXOJIEBBIX KIJIETOK; CHIDKEHHE B TpPEMaHOOMOMNTAaTax KIETOYHOCTH KOCTHOTO
Mo3ra meHee 80% WM HOPMaJbHON KJIETOYHOCTU U €€ JTUM(OIUTAPHOM COCTaBe,
IIPU OTCYTCTBUH JICHKEMHUYECKHUX WM JIPYTHUX OIyXOJEBBIX KJIETOK;, OTCYTCTBHE B
MyHKTAaTaX  KOCTHOTO  MO3Ta  SBHBIX  NPH3HAKOB  THIOILIACTHYCCKOTO
MUEJIOIUCTIACTUYECKOTO CHUH/IpOMa — TpEXJIMHEHHON JMCIUTa3uUH,
MUKPOMETaKapUOIIMTOB W  OTCYTCTBHS  IUTOTCHETHUCCKHX  HapYIICHUH,
XapaKTEPHBIX JIJISI MUETOIUCIIIIACTUYECKOTO CUHAPOMA.

4. HacaencrBennnlii nepuuut daxkropo Il (pudpunorena), VII
(madbnabHoro), X (Crroapra-Ilpayspa) (kox 3aboneBanus — D 68.2).

Hepumur II ¢akropa (TUNONPOTPOMOMHEMHUS — CHUKEHUE YPOBHS
dakrtopa II, nucnporpoMOMHEMHS —  aHOMaJbHBIA MPOTPOMOMH) — 3TO
3a00jIeBaHUE, MMEIOIEe ayTOCOMHO-PEIICCCUBHBIN BapUaHT HACJICIOBAHUS U
oOBeuHSIONIee Pa3IMUHbIe MOJIEKYIsipHbIe AedekThl daktopa I, mpu KoTOphIX B
pa3HOM CTENEHM CHUXEHA €ro CIOCOOHOCTh TPaHC(OPMHUPOBATHCS B AKTUBHBIN
TPOMOUWH 1 BBI3BIBATH CBEPTHIBAHNE KPOBHU.

JIist HEero XapakTepHbl KPOBOTCUCHHUS MHUKPOIUPKYJIATOPHOTO THIIA:
MIETEXUH, SKXUMO3bI, HOCOBBIC, MATOYHBIC W JECHEBBIE KPOBOTCUCHHUS, YIOPHBIE
reMopparui T1OcCj€ TIOPE30B H  OJKCTPAKIMU 3YOOB U  XHPYPTUUYECKUX
BMEIIIATEILCTB. Y HOBOPOXKIACHHBIX PETUCTPUPYIOTCS TaCTPOMHTCCTHHAIBHBIC
KPOBOTCUCHHSI U BHYTPUUCPEIIHBIE KPOBOMBIUSHUSA. TSKECTh TEMOPPArudecKoro
CUHJpOMa COOTBETCTBYET BBIPAKEHHOCTHU nedunura dakTopa.
CaMonpon3BOIbHBIE KPOBOTEUEHHS PE3KO BBIpaKEHBI Mpu ypoBHE ¢akropa Il mo
5% (mpu cpenneit Hopme 100%), HO BO3MOXHBI ¥ npu KoHIeHTpamuu 10-15%.

HOCTTpaBMaTI/I‘ICCKI/IC u MMOCJICONCPAIMOHHEBIC KPOBOTCUYCHUA HaOgCcXHO
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KyIUPYIOTCS U IPEAYNPEXIAIOTCS MPHU MOBBIIIEHUH KOHLIEHTPALUU MPOTPOMOrHA
10 40% u 6onee.

JInarHocTuKa: HEOJAHOPOAHOCTh MOJIEKYJISIPHBIX AHOMAJIUA OMNpenesseT
CYLIECTBEHHBIC pAa3JIM4Msl B JHArHOCTHKE. VYanHeHne aKTUBHPOBAHHOTO
YaCTUYHOTO TPOMOOIIJIACTUHOBOTO BPEMEHU MOXKET ObITh HE3HAYUTEIIbHBIM,
YIJIMHEHUE NPOTPOMOMHOBOTO BpPEMEHM M HOPMaJIbHOE TPOMOWMHOBOE BpEM.
JlnarHo3 yTo4yHsI€TCS MOCJIE KOJIMYECTBEHHOrO onpeneneHus ypoBHs (akrtopa 11 B
miazMe odcaeayeMoro 60apHOr0. Takoil moaxoa mo3BoiseT nud@epeHrpoBaTh
VCTUHHBIN 1e(PUIUT U MOJIEKYJISIPHBIE aHOMAJIUH TPOTPOMOMHA.

HMedpunur VII paxropa (runonpokoHBepTHHEMHUsI) — 3TO 3a00J€BaHUE
UMEET ayTOCOMHO-PELIECCUBHBIM BapUaHT HAcCJIEIOBaHWs, HAPYIICHHE BHEUIHETO
MEXaHU3Ma CBEPTHIBAHMS, OOYCIOBJIEHO MYTAalMOHHBIMH TOPAXXEHUSIMHU TI'€Ha
daktopa cBepTbiBanus KpoBu VII.

Tsxenas dbopma 0one3Hu KJIIMHAYECKH XapaKTEPU3yeTCs
MUKPOLUPKYJISATOPHO-TEMATOMHOM  KPOBOTOYMBOCTBIO, KPOBOTEUEHHSI 4YaCTO
BBISIBJISIFOTCS TIPU POXKACHUN (T€MaTOMbI, KPOBOIOJTEKH, IYITOYHbIE U KEITYA0YHO-
KHILIEYHbIE KPOBOTEUYEHUs) MO0 HA MPOTSKEHUU MEPBBIX 2 JeT ku3Hu. [lozxe
BO3MO>KHbI KPOBOM3JIMSIHUSI B MBIIILBI U CYCTaBbl, B MO3T, JKEIyJI0YHO-KUIIICYHbIE
KPOBOTEUCHHUsI, a Takke OOwmibHBbIe, msiiuecs no 10-20 mHel MeHopparuu.
TunuyHbel TakXke JUIMTENbHbIE W OOWJIbHBIE KPOBOTEUEHUS NpPH TpaBMax U
onepauusax. OCTpble KpPOBOM3JIMSIHHUS B CYCTaBbl HAllOMUHAIOT TaKOBBIE IIPH
reMousiu, HO OBIBAIOT HAMHOTO PEXE U KpalHe PeIKO BEAYT K OCTEOAPTPO3aM.

[Ipu runonpokoHBEpTUHEMUHN cpefHeil TsxecTu (ypoBeHb (akropa VII He
npeBeimaer  5%)  mpeobiagaroT  KPOBOTOYMBOCTH — CHHSYKOBOTO  THIIA,
KpoBOTeueHHus: npu TpaBMax. CoxpaHsercss yrpo3a ONACHbIX Jis JKU3HU
KPOBOMBJIMSIHUM B MO3T.

[Ipu nerxkux dopmax 6oneznu (ypoeHb ¢aktopa VII cocraBmser 15%),
XapaKTEPHBIM THUIIOM KPOBOTEUYECHHUM SIBISIETCS KPOBOTOYMBOCTH CHHSYKOBOIO

tumna. ['eMopparnyeckue SBJICHHUS MEHEE BBIPAKEHBI M PA3HOOOpPA3HBI, YaCThI
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MOHOCHUMNTOMHBIE (POpMBI. HemomHOIIEHHOCTh TeMOCTa3a BBISBISETCS JIUIIL MPU
TpaBMax M OINEpaIusx.

[Ipu ckpwITBIX (popMax OOJE3HU KPOBOTOUMBOCTH OTCYTCTBYET U YPOBEHD
¢dakropa VII B mna3zme xonednercs B mpeaenax ot 15 go 50%.

JInarHOCTUYECKH BAJKHBIM SABJISIETCSA ONpeIeJICHHUE HU3KOU
YYBCTBUTEJIBHOCTH TE€CTAa BPEMEHU CBEPTHIBAHUS W BPEMEHU pEKalblU(PUKaAIUY,
YIJIMHEHUE TMPOTPOMOMHOBOTO BPEMEHU W/WJIA CHIDKCHHE TPOTPOMOWHOBOTO
WHJIEKCA, HOPMAJIbHOE aKTUBHUPOBAHHOE YACTHYHOE TPOMOOIIACTUHOBOE BpEMS U
HOpMaJIbHOE TPOMOUHOBOE BPEMSI.

Hepuuut X dakropa (0ose3nb Crioapra-Ilpayspa) — 310 3a0oseBanue
MMEET  ayTOCOMHO-PELECCHUBHBIA  THUII  HACJIEJOBaHUS,  XapaKTepHU3yeTCs
HapyIlIeHUEM BHEIIHETO MeXaHu3Ma CBepThiBaHUS. KIIMHWUYECKH TeTEepO3UTOThHI
ACUMIITOMATUYHbI, MPH TOMO3UTOTHOM  HOCHUTEILCTBE: BHYTPHUYEPEIIHbIC
KPOBOM3IUSHUSA ABJISIOTCS (haTaJbHBIMU BHYTPUYTPOOHO, BO3MOKHBI ITYTIOYHBIE,
racTpOMHTECTUHANIbHbIC,  WHTpPaa0JJOMUHAIIbHBIE  KPOBOTEUEHMs.  TsxKecTb
KIIMHAYECKOW KapTUHBI U KPOBOTEUCHMM KOppeIUpyeTr ¢ ypoBHeM (dakrtopa X.
Konnentpamus X dakropa meHee 1% oTpakaeT odeHb Tsokenbiid aedunut, 1-2%
— Tsokensid, 2-5% — cpemneit cremenu, 5-10% — nerkoit. JlmarHocTHYECKHE
KPUTEPHUH: yITUHEHNE aKTUBUPOBAHHOTO YACTUYHOTO TPOMOOILIACTUHOBOE BpEMS,
HOpMaJbHOE TPOTPOMOMHOBOE BpeMsi U BpeMs KpoBOoTeueHus. JluarHos
YTOUYHSIETCS TIOCIIe KOJIMYECTBEHHOTO OIpeesieHus YpoBHA ¢dakTopa X B IIazMe
OOJBHOTO.

5. Hnamonatudeckasi TpoMOOUHMTONEeHUYecKasi mnypmypa (MMMyHHas
tpomOouuronenus, WUTII, curgpom DBanca, kox 3aboneBanmss — D 69.3) —
3a00JieBaHUE, XapaKTepU3YIoIeecs CHUXEHUEM 4YHucia TPOMOOILMTOB HUKE
100x10%n, BBI3BAaHHBIM OOPA30BAHMEM AHTHTEN, HAIMPABICHHBIX IPOTHB
TJIMKOTIPOTEHMHOB MOBEPXHOCTH TPOMOOITUTOB.

Jlnaruno3s NTII CTaBUTCH pu HUCKIIFOUYEHUU 3a00JICBaHMH,
COMPOBOXKIAIOIIMXCA BTOPUYHONM HMMMYHHOW TpoMOomuTonenuein. Kpurtepun

[MarHO3a: CHIDKeHHE TpombouutoB Menee 100x10%/71, HopManbHbIe TOKa3aTemnn
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JEUKOLMTOB M TPaHYyJIOIUTOB, OTCYTCTBHE MOBBIIICHHOTO YHCIA THUTAHTCKHUX
TPOMOOILIUTOB U MUKPOTPOMOOIIUTOB, HOpMasibHAsE MOP(OJIOTUS JTUMQPOLUTOB U
I'PaHyJIOLUTOB, HOPMAaJIbHBIE TTOKA3aTeNIM TeMOrJo0rMHa (CHUKEHUE TeMOTIo0nHa,
BBI3BAHHOE KPOBOTEYCHHEM, JIOJDKHO COMPOBOXKIATHCS PETUKYIOLUTO30M),
APUTPOIUTOB, PETUKYIIOLIUTOB.

OTcyTcTBHME  KIMHUYECKUX  NPHU3HAKOB,  CBHUJETEILCTBYIOIIUX O
HEMMMYHHOM XapakTepe TpOoMOOIMTONEHUN: HapymeHuil co croponsl [[HC,
3peHHUs, KOXXHBIX HEKPO30B, JKEITyXH, TelMaToOMErajiuu, CIJICHOMETaluHu,
BBIPXEHHOTO YBETWYCHHS JTUM(PATHUECKUX Y3JIOB, JUXOPAIKHA, MHTOKCHUKAIIWH,
MOTEPH Beca, TPOMOO30B, OTEKOB, OJIMTOAHYPHUH.

OTcyTcTBUME TNPUMEHEHMS MPENapaToB, ACCOLUMUPOBAHHBIX C Pa3BUTHEM
JIEKapCTBEHHO-ACCOIMUPOBAHHON TPOMOOIMTONICHUH: TeMapuHa, OJOKaTOpOB
rinukonporenHoBbix  GP  lIb/lIlla peunenTopoB  MeMOpaH  TPOMOOILIMTOB
(abumkcumadb,  THpodubaH (Arpacrar), anTududaTU (UaTerpunuH,
OKa3bIBAIOIINX aHTHATPETAaHTHOE JACHCTBHE), MPOU3BOIHBIX XHHHUHA.

OtcyrcTBUE B nepupepruueckoil KpOBU JEUKEMHUYECKHX KIIETOK OCTpPOTO
auM(}OOIACTHOIO WM  OCTPOrO0  MHENOOJACTHOrO JIeWKo3a WIH APYrux
OITyXOJIEBBIX KJIETOK.

OTcyTCTBHE NHAarHOCTUYECKUX MPU3HAKOB ayTOMMMYHHBIX 3a00JIeBaHUN U
UMMYHOACPUITUTHBIX/ HMMYHOIU3PETYISITOPHBIX  CHHAPOMOB, KOTOpBIE MOTYT
COMPOBOXK/IATbCSI BTOPUYHOM HMMYyHHOM TpomOouuronenueii: BUY, kpachas
BOJIYaHKa, UMMYHOJE(UIMTHBIE CHUHAPOMBI (CHHAPOM oOIIEel BapuadenbHOU
UMMYHOJIOTHYECKOH HE0CTAaTOYHOCTH u ayTOMMMYHHBIH
mumponponudepaTUBHBIN CHHAPOM).

OTCcyTCcTBHME  AMArHOCTMYECKUX TPU3HAKOB  JUMQomponardepaTuBHBIX
3a00JIeBaHUI: XOIKKMHCKHUX u HEXO/)KKUHCKUX Mo,
mumponponudepaTUBHOTO CUHApOMA (JeiKeMuu) W3 OOJIBIIUX TPaHyJISIPHBIX
JIUM(OILUTOB.

OTcyTcTBUE B MyHKTaTaX KOCTHOI'O MO3ra JIEHKEMUYECKUX UITH OIYyXOJIEBBIX

KJICTOK HETEMOIIO3THYECCKOI'O IMPONCXOKACHUA, JAUAarHOCTHYCCKUX KIJIETOK
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0one3Hen HaKOIUIEHUS, SIBHBIX IIPU3HAKOB TUIOIUIACTUYECKOTO
mMuenoauciiacTuaeckoro cuuapoma. Ocobenno npu octpoit UTII komuuectBo
METaKapuOLIMTOB B KOCTHOM MO3r€ 3HAYUTEJIbHO MOBBIIIEHO U WX IUIOUTHOCTH
HOpPMaJIbHAa, B OTJIMYUE OT MHUKPOMEraKapuOLMTOB, XapaKTEPHBIX IS
MHUEJIOAUCIIIACTUYECKOTO CUHAPOMA.

6. Hedext B cucremMe KOMILJIEMEHTA (HacaeacTBeHHbIN
aHruoHeBpoTHYeckuii oTek - HAO) (kox 3a0oieBanus — D84.1) — ayrocomHo-
JIOMUHAHTHO HAacJielyeMoe yrpo’kalollee >KU3HM 3a0oJeBaHHe, KOTOPOe
conpoBoxaaerca aepuuuroM C;-MHTHOMTOpa KOMILJIEMEHTa U (POPMUPOBAHUEM
XapaKTEPHOr0 KIMHUYECKOIO0 CHUHAPOMAa — pPEUUIUBUPYIOMIMX OTEKOB. YacTo
OTMEUAETCS MOJIOKUTEIIbHBIN CEMENHBINA aHAMHE3.

[Ipu3Haku 3a007€BaHus MOSIBISIOTCA B MEpPBbIE rOAbl KU3HU. KilMHUYecku
OHO XapakKTEepU3YyeTCs OTEKaMH pa3JIMYHBbIX 4YacTel Tejla (KOHEYHOCTEH, Juua,
HapyKHbIX TOJIOBBIX OpPraHax, TYJOBMILA) U BHYTPEHHHUX OpPraHOB (MKEIyAOYHO-
KHUILIEYHOTO TpaKTa, TOPTaHH, TOJOBHOTO MO3ra, MOYEBOro Iy3bipsi). OTeku
NOSIBISIFOTCSL  CTPEMUTENBHO, JOCTHras MakcMMyMa 4epe3 1-2 nHS, u
CaMOIIPOU3BOJIBHO McUE3aroT vepe3 3-4 nHsd. OHU HE COMPOBOXKIACTCS CHIMbIO,
3y/I0OM, HApyLIEHUEM OKpPAacCKU KOXHBIX IOKPOBOB, OOJEBBIMU CHUMITOMaMHU
(BO3MOXXHBI OOJIM B >KMBOTE IMPU OTEKE BHYTPEHHUX OPraHoOB). Y HEKOTOPHIX
OOJBHBIX €IMHCTBEHHBIMH CUMIITOMAaMH SIBJISIIOTCA HapylLIEeHUE alleTuTa, pBOTa,
cnacThuyeckue OolM B JKMBOTE MPU TMOJHOM OTCYTCTBHM OTEKa IOAKOKHOM
kjeTyaTku. O4eHb OMacHbl OTEKU TOPTaHM y AETEel paHHEro Bo3pacTa.

JlnarHoctuka: HOpMajbHBIM  ypoBeHb Ci-MHTHOMTOpPa KOMIUIEMEHTa
coctaBisser 0,15-0,33 1/m mna B3pocmeix u 0,11-0,22 r/m nmna nmereit. Ero
(GbyHKUHMOHATIbHAS aKTUBHOCTh y JETeil MepBOro rojaa >ku3Hu coctasisier 47-85%
TaKOBOM OT B3pocibiX. CHIKEHHWE KOHLEHTpauuu WM (yHKIUOHAIHHOU
akTUBHOCTU C;-MHTMOUTOpa KOMILJIEMEHTA SIBJISIETCS TMAarHOCTHYECKUM. Bo Bpemst
npuctyna HAO umeer mecTo CHMXKEHUE reMonuTudeckux TutpoB C, m C, npu

HOpMaJbHOM ypoBHE Cj.
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7. IIpexaeBpemMenHas 10JIOBas 3peJIoCcTh LHEHTPAJIBHOT0
npoucxoxaenus (ko 3adoneBanus — E22.8).

8. HapymieHusi o0MeHa apoMaTH4YeCKHX AMHHOKHUCJIOT (KJaccU4yecKas
(beHUTKEeTOHYpHUs, NPyrue BUABI TUNEpPEHUTATAHUHEMHH, KOJA 3a00JICBaHUSI —
E70.0, E70.1).

®enunnkeronypus (OKY) — 510 HaciencTBeHHOE 3a00JieBaHHE TPYIIIbI
dbepMeHTonaTHii, CBSI3aHHOE C HAPYIICHUEM METa0OJIN3Ma aMUHOKHUCIIOT, TJIaBHBIM
oOpa3zoMm (enunanannHa. ConpoBOXAaeTCsl HaKOIUIEHHEM (eHUJIaIaHuHA U €Tro
TOKCUYECKHX IPOAYKTOB, YTO IPUBOIUT K TspkEnomy mnopaxenuto [[HC,
IPOSIBIISIIOIIEMYCSl, B YAaCTHOCTH, B BHJIE€ HApYLIEHUS YMCTBEHHOTO pPa3BUTHS.
Beiensiror ®KVY-1 (knaccuueckas hopma, 00ycioBieHa AehHUIMTOM (GepMeHTa
(bennnananuH-4-runpokcunaspl), OKY-2 (atunuunas ¢opma c gedunurom
auruaponTepuauupeaykrasel),  OKVY-3 (c  HEIOCTaTOYHOCTBIO 6-
NUPYBOWITETPAruAPONTEpUH cuHTeTasbl). Jlpyrue Bapuantel @KV cBs3zaHbl
HapyLIEHUEM AaJIbTEPHATUBHBIX NyTed OOMeHa (QeHunalaHuHa: (OPMHUPYETCS
METUIMUHAAIbHAS AlIUAYPHS U MaparuApOoCKUuPeHITYKCYCHAsI alluaypHsl.

JleTn, Kak mpaBuio, OENOKYyphle C TOJYOBIMH TJIa3aMH, CBETJION KOXKEH,
KOTOpasi YyBCTBUTEJIbHA K TpPaBMaTH3allMH, Y HUX YaCThI MPOSIBICHUS JK3EMBbI,
JepMaTUTa; UMEIOTCS NamnyJe3Hble BbICHIIAHUA. Hepeako BBIABISIOTCS NOPOKU
cep/illa, YMEHbBIIEHHE pa3MEepoOB ueperna, TUIMOTCHUTAIN3M U HaHU3M,
BEreTaTUBHbIE NUCHYHKLNHU, PACCTPONCTBA KOOPAWHALMYU JBWKEHUHN, HAPYLICHUS
NOXOAKU, ToBeAeHUS. KIMHMYECKHMX OTIMYMI KIACCMYECKOM M aTUIHYHBIX
bopm ®KVY wHe cymectByer. Ilo Mepe mnporpeccupoBaHusi OOJIE3HU MOTYT
HAOJII0JaThCS pa3INyHbIe AMUIECOTU(POPMHBIE PUCTYTIBI. | UTIEPTOHUS OTAEIBbHBIX
TPy MBIIIIL MPOSIBISIETCS CBOCOOPA3HOM «I1030M MOPTHOTrO» (MOJKAThie HOTH U
COTHYThle pyKH). Moryt HaOMOJaThCS THIEPKUHE3bl, aTakChsi, TPEMOP PYK,
MHOTJA Mape3bl MO LEeHTpalbHOMY Tumly. OOHapyXHBaeTcsl CKIOHHOCTh K
aprepuaibHOi runoteH3uu. Ilpu oTcyrcTBUUM JieueHus (HopMHUpyeTCcs 3aJepikKa
CTaTUKO-MOTOPHOTO M IICUXOPEYEBOTO pPa3BUTHs, YMCTBEHHas OTCTaJIOCTh

JIOCTUTaeT, KaK MpaBUIIO, IITyOOKOH CTENEHHU.
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http://ru.wikipedia.org/wiki/%D0%9D%D0%B0%D1%81%D0%BB%D0%B5%D0%B4%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%BE%D0%B5_%D0%B7%D0%B0%D0%B1%D0%BE%D0%BB%D0%B5%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5
http://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%9C%D0%B5%D1%82%D0%B0%D0%B1%D0%BE%D0%BB%D0%B8%D0%B7%D0%BC
http://ru.wikipedia.org/wiki/%D0%90%D0%BC%D0%B8%D0%BD%D0%BE%D0%BA%D0%B8%D1%81%D0%BB%D0%BE%D1%82%D0%B0
http://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D0%BD%D0%B8%D0%BB%D0%B0%D0%BB%D0%B0%D0%BD%D0%B8%D0%BD
http://ru.wikipedia.org/wiki/%D0%A2%D0%BE%D0%BA%D1%81%D0%B8%D0%BD
http://ru.wikipedia.org/wiki/%D0%A6%D0%9D%D0%A1
http://ru.wikipedia.org/wiki/%D0%9D%D0%B0%D1%80%D1%83%D1%88%D0%B5%D0%BD%D0%B8%D0%B5_%D1%83%D0%BC%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%BE%D0%B3%D0%BE_%D1%80%D0%B0%D0%B7%D0%B2%D0%B8%D1%82%D0%B8%D1%8F

Juenocmuka ¢enunkemonypuu: BCEX HOBOPOXKIEHHBIX OOCIEAYIOT TIO
CHeIUaIbHBIM MIPOTpaMMaM CKPUHUHTA Ha 4-5-U JeHb )KU3HU JOHOIICHHOTO U Ha
7-10-i1 neHb — HEJOHOIICHHOTO HOBOPOXKJIEHHOTO: ypPOBEHb (DeHUIaTaHWHA HE
npesbimaet 200 mmonb/it (1-3 Mr%) — 3gopossie; 200—-500 mmoub/i (3—10 M%) —
runepdeHwIaTaHuHeMusi  (IeTH C  TPaH3UTOPHOW TurepeHIIaTaHHHEMUCH,
BCJIC/ICTBHE HE3PETIOCTH (PEepMEHTHBIX CUCTeM TieueHH u 0opHbIe PKY), ypoBeHb
dbennnanaanaa npesbimaeT S00 mmois/1 (6onee 10 Mr%), nmarnoctupyercs OKY
¥ C MOMEHTa IMOCTAaHOBKH JMAarHo3a Ha3HayaeTcs IUeToTepanus. B HacTosmee
BpeMsl pa3pabaThIBAIOTCS W BHEAPSIOTCS MOJCKYJSIPHO-TCHETHUCCKHUE METOBI
JIMAarHOCTUKH TeHHOro AedekTa mpu OKVY.

9. Tupo3unemus (TernaropeHalibHas TUpo3uHeMus | Tuma, ko1 3ab01eBaHus
— E70.2) — penkoe HaclieICTBEHHOE ayTOCOMHO-PELIECCUBHOE MYJIbTUCHCTEMHOE
3a0o0jieBaHUE, BbI3BaHHOE OJoKaaou (gepMmeHTa dymapuiianeroaneTaTruIpoassl,
YYacTBYIOIIETO B JIErpajlallid TUPO3WHA W (PeHWIaNaHWHA, TPUBOMASAIIETO K
HAKOIIJICHHIO TOKCHYECKUX META0OIUTOB (CYKYUHUIAYEMOHA 8 KDOBU U MOUE).

Ocmpas ¢opma 3ab0oneséanus NeOIOTUPYET B HEOHATAJTHLHOM IEPHUOAC HIIH
Ha TIEPBOM TOAY KU3HHM M XapaKTEPHU3YEeTCS OTKA30M OT €/Ibl, HATMYUEM PBOTHI
(W/mnu  KUIIEYHOW HENMPOXOJUMOCTH), JUapeH, TpyOoll 3alepKKu pa3BUTHS,
3aTSIHYBIICUCS KEJNTYXH, JIMXOPAJKH, MBIIMIEYHON THINOTOHWUHU, TeNaTOMErajuu
(remaToCIICHOMETANIUM), CHEU(UUECKOro 3amaxa Tejla M0 TUIY «BapeHOTo
KaImycTHOTO JincTay. Kimaccudeckum MposiBIEHHEM OCTPOTro Hadana 3a0osieBaHUs
SBIISICTCS. (hopMUPOBaHUEe OCMPOT NedeHOUHOU HeOOCMAamoyYHOCMU.

XpoHnuueckas @opma 3ab6o0nesanusi MPOTEKAET C HATMYUEM XPOHHYECKOH
MEYCHOYHON HEMOCTaTOYHOCTH (I[UppO3, TeMaTOICIUTIONIApHAs —KapImHOMA),
MOYEYHO-TYOYJIApHOU TUCPYHKIMH, HeDpomerannu, paxuta. Yacto HabI0aar0TCS
apTepuagbHas TUTIEPTOHUS, CUMIITOMBI OCTpOit nepudepruIecKoit
MOJIMHEBPOMNIATUH,  COMPOBOXKIAIOIIMMUCS  TAPECTE3USAMH,  PETHAHOCTHIO
3aTBIJIOYHBIX MBIIIII, PEXKE - TUIEPTpOdUIeCKas KapIMOMHUOTIATHSI.

[TaTOrTHOMOHUYHBIM OMOXUMHYECKHUM MapKepoM 3a00JEBaHUS CITY>KUT

MOBBIIICHUEC YPOBHA CYKUUHULIAUENIOHA 6 MOYe U Nild3me KPpoe6u.
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10. BoJje3Hb «KJIEHOBOI0 CHpPONAa» (CHHOHMM: OOJIE3Hb C 3alMaxoM
KJICHOBOT'O CHPOIIa MOYH, JEHIIUHO3, KO 3a0oseBanus — E71.0) - HacineacTBEeHHOE
3a0oyieBaHUEe, OOYCJIOBICHHOE HApyIIEHHEM MeTafoJiu3Ma pPa3BETBICHHBIX
amuHOkHcIoT. Hambonee wacto Bcrpedaercss kiaccuueckas (octpas) dopma.
3aboneBanue JeOOTUPYET C TMEpBOM HEAENd KU3HM C OTKaza OT elbl,
HEOOBSICHUMOWU PBOTHI, CYJIOPOT, JETaApruu, OBICTPONPOTPECCUPYIONIEH B KOMY.
Pa3BuBaloTCsT MeTa0OMMYECKUM KETOAlUI03 U THUIOIVIMKEMHS. XapaKTePHBI
MOTEPS BECa M MPOrPECCUPYIONIAs HEBPOJOTHYECKas CHUMITOMAaTUKa B BHJIE
HapyLIEHUs MBIIIEYHOr0 TOHYca, (OPMHUPOBAHUSA NATOJOTMYECKOro peduiekca
Mopo, CTEepEOTUIHBIX JIBMKEHUHN IO TUIY MEJATUPYIONIUX WU OOKCUPYIOIIHX.
[Ipuy MPT BusyanusupyroTcs IPU3HAKM OTEKAa BELIECTBA T'OJIOBHOI'O MO3ra.
[TaTOTHOMOHUYHBIMU OMOXUMUYECKUMHU MapKepaMu sIBISIIOTCS L-anmon3oneniun
U O-TUIPOKCHUU30BAJIEPUAHOBAs KHCJIOTa — IIPOU3BOJHBIE HAKAIJIMBAIOIIUXCS
MPOAYKTOB — L-M305IellIMHA W 0-KETOM30BAJIEPUAHOBON KHUCIOTHL. B03MOXHO
nposenenne JJHK-auarnoctuku.

11. Apyrue BH/IbI HApYUICHUI o0MeHa AMMHOKHUCJIOT
C Ppa3BeTBJEHHOH WeNnbl (M30BaJEpUAHOBAsA ALMIEMHS, METHIMAIOHOBAs
aIuIeMHusi, TIPOITMOHOBAS aIruaeMust, Ko 3a0oneBanus — E71.1).

N3oBasiepuanoBass  amuaeMuss —  3TO  ayTOCOMHO-PEIIECCHBHOE
3a00JieBaHUE, OTHOCAIEECS] K  TpyNmne  OpPraHUuYecKUX  aluaypul
XapaKTEPU3YIOMIAsCs IMUPOKUM KIMHUYECKUM TosuMopdusmom. JleGrotupyer B
HEOHATaJIbkHOM mepuosie (HeomamanvHas @opma). llepBeiMU cuMITOMaMU
SBJISIIOTCS: OTKAa3 OT €/1bl, PBOTA, MBIIIIEYHAs TUTIOTOHUS, YTHETCHUE CO3HAHUS 0
COMoOpa U KOMBI, TPEMOP, MUOKJIOHUH, SMWICHTHYECKHE MPUCTYNbl. OTMedaeTcs
HEOOBIUHBIN 3amax Tejda W MOYHM OOJIbHBIX JI€TEH: 3amax «IMOTHBIX HOT» HWJIU
«cpIpay. YacTo BCTpeUaroTCsl HEUTPOIIEHUS, TPOMOOIIMTOIICHUS, TUTTOKATHEMHUSI.

XpoHuueckasi ¢opma TMArHOCTHPYETCS Ha TMEpPBOM TOAYy >KU3HH.
Manudecranuio MpoBOIUPYIOT, KaK MPaBUIIO, HHTEPKYPPEHTHbIE WH(DEKIIMOHHbBIC
3a00eBaHusl. XapaKTepU3yeTCs  YepelOBAaHUEM AaCUMIITOMHBIX TIEPUOJIOB U

TSKCIJIBIX aTaK KE€TOoalua03a. OtMmeuaeTtcs mnioxas an6aBKa B BCCC, MPOUCXOIUT
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3alepKKa  pasBUTHA B COYETAHUM C HEBPOJIOTMYECKMMHU PaCCTPOMCTBAMMU:
MBIIICYHOW JUCTOHUEH, MUPAMUIHON U IKCTPANUPAMHUIHON HEIOCTATOYHOCTHIO,
DITUJICTICUECH.

I[Ipu  nabopaTopHOM UCCIIEIOBAHUH OOHapyXHUBAaIOT  TSKEIBIN
METa0OJMYECKUNM ali103, KETOHEMHUIO (M KETOHYPHUIO), THIEPAMMOHHUEMHIO,
MOBBIIEHUE W30BAJIEPUAHOBON KHCJIOTHI, HAKOIUICHHE H30BAICPUIIKAPHUTHHA W
W30BAJICPWITIIMIMHA B KPOBH WM Moue. [[nd MNOATBEp)KIOEHMsS JUarHos3a
UCIIOJB3YIOT ~ MOJIEKYJISIPHO-TEHETUUYECKAM  aHalIu3 MYTAaHTHOTO TI€HAa U
MCCIICIOBAHUE AKTHUBHOCTH H30Banepui-KoA neruaporeHasbl B JEUKOLUUTAX H
KOXHBIX (pruOpobracTax.

MeTniMa/IoOHOBass alMIeMHsl — OTO HACJIEACTBEHHOE ayTOCOMHO-
peleccuBHOE 3a00JIEBaHNE, CBA3AHHOE C HAPYIIEHHEM OOMEHa METHJIMaJOHOBOU
KUCIOThl WM KoOamamuHa (BuUTamMuHa Bip). HauOonee wactas kinaccuueckas
MiajieHdeckas By -HeuyBcTBUTENbHAS (hopMa. B mepBbie THU JKU3HU pa3BUBAETCS
ocTpass MeTabonuyecKass [EKOMIICHCALMs, KOTOpas COIPOBOXKIAETCS PBOTOMH,
00€3BOXKMBAaHUEM, PACCTPONCTBOM JIbIXaHUS, CO3HAHMS 10 COMOpa UM KOMbL. [Tpu
nposenennn KT u MPT nHaxomsT arpoduio KOpPKOBBIX OTIEIOB, YMEPEHHOE
paciMpeHue KeyJ04YKOB, YTOJIIIeHHEe O0PO3/l, HEAOCTATOUHOCTh MUEIMHU3ALINH,
NOBBIIICHHE WHTEHCHMBHOCTU CHUTHaia B o0Ojactu Oas3ayibHbIX TaHriueB. llpu
7a00paTOPHOM  HCCIEJOBAaHUU BBISIBIISIIOT METAa0OJIMYECKUH  alua03, KeTo3,
KETOHYPHIO, TUNEPAMMOHHUEMHIO, THUIIEPITIMLIMHEMHIO, THUIOIVIMKEMUIO. Takxke
HaONIOAAaeTCsl  TOBBIIIEHHAs ASKCKpeluss ¢ MOYOM METUIMAJIOHOBOHM, 3-
TUAPOKCUITPOITMOHOBOM, 3-THIPOKCH-N-BAJIEPUAHOBOM KHCIOT U METHIILUATPATA.
[Ipu TMC o0OHapyXUBalOT YBETWYCHUE METWIMAIOHWI- W TPONUOHUII-
KApPHUTHHOB.

IIponuoHoBasi anuaeMHMsl WIH KETOTUYECKAs THMIEPIVIMLIMHEMHUS — 3TO
HACJIEICTBEHHOE ayTOCOMHO-PELIECCUBHOE 3a00JieBaHUE, CXOJHOE II0 CBOUM
KIIMHUYECKUM  TPOSIBJICHUSM C  METWIMAJIOHOBOM  auuaypuend. AHanu3
OPraHWYECKUX KHCIOT METOAOM XPOMATO-MACC-CHEKTPOMETPUU  I1O3BOJISAET

BBISIBUTH IMOBLIIICHHYTO 9KCKPCIHUIO C MOYOH IMPOIIMOHNUIIKAPHUTHHA,
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IPONHUOHOBOM, 3-TUJAPOKCUIIPOINMOHOBOM M METWUIMMOHHON kucioT. Ilpum
IIPOBEICHUU T™C 0OHapyKHUBAIOT HOBBIILICHHE KOHLIEHTpaLuu
IPONUOHUIIKAPHUTHHA.

12. Hapymienusi o0MeHa KMPHBIX KHCJI0T (koj 3aboneBanusi — E71.3).
HapyumieHnsi TpaHCIIOPTA )KMPHBIX KUCJIOT B MUTOXOH/IPUH: HEJOCTATOYHOCTh
KAPHUTHH-NAJIbMHUTONJITPAaHCpepasbl | - ayTOCOMHO-PELECCUBHOE
3a0o0yeBaHuE, O0YCIOBIEHHOE MyTalUsIMH I'€Ha MUTOXOHJAPUAIbHOW KapHHUTHH-
nageMuTonsTpancepaspl, tHn | Jledhekt 3TOro ¢epmeHta MPUBOIUT K
HapYLIEHUIO TPAHCIOPTA JUIMHHOLEIOYEYHBIX XUPHBIX KHUCIOT B MUTOXOHJIPUHU.
[lepBbie cuMnTOMBI 3a00JieBaHUA OOHApYyKHMBalOT B Bo3pacte oT 10 mo 18
MecsileB. 3aboeBaHMsl Pa3BUBAETCA OCTPO, XapaKTEPHBIMU CUMITOMAaMU MOTYT
OBITh SMUJIENTUYECKUE MPUCTYIBI, YTHETEHUWE CO3HAaHUA JI0 COMOpa U KOMBI,
renaToMeraius, THIOKETOTHYEeCKass  rumnormkemus. HemaBHo — onumcana
Muonaruyeckas (opma 3TOro 3a00JjeBaHUs, COYETAIOIIas MOPAKEHUE IEUYEHU U
CKEJIETHBIX MBIIIL, MaHU(pECTUPYIOIIasi B JETCKOM BO3pacTe, U B3pocias (popma
3a00JIeBaHUsl C M30JMPOBAHHOW Mporpeccupyromed mMuonatueii. B Ouonrtarte
NEYEHU HaXOAT KUPOBYIO HHPUIBTPALIUIO TenaTouuToB. OCHOBHBIMM CIIOCOOaMU
NOJTBEPXKIEHUS JMarHo3a CIyKaT aHaJlu3 alWJIKapHUTHHOB U CBOOOJHOIO
kapHUTHHA MeToA0M TMC 1 MOJIEKYJIIPHO-TEHETUYECKUE METOJBI.

Hapymenuss TpaHcnmopra SKHPHBIX KHCJOT B  MHMTOXOHJIPHUM:
HE0CTATOYHOCTh KAPHUTHH-NIAJIbMHUTOMITPaHcpepa3bl |, HegocTaTOUHOCTH
KAPHUTHH-NIAJILMHUTOMITPAHC(pepa3bl 1 - ayTOCOMHO-PELIECCUBHOE
3a0o0sieBaHuE, O0YCIOBIEHHOE MYyTalUsSMH I'€Ha MUTOXOHAPUATbHOW KapHHUTHH-
nansMuTomnTpancepassl, tun |l. I'enepanu3zoBanHas MiaaeHuyeckas ¢dopma
Ne0I0TUPYET B HEOHATANIbHBIN MEpUO/ WM HAa IEPBOM roJly >KU3HHU. Y OOJBHBIX B
HEOHATaJbHOM TMEpHoAe HAOMIOAAECTCd PECHUPATOPHBIA JUCTPECC-CUHAPOM,
KapAUOMErajus, renaToMeraiaus, INeYeHOYHas HEIOCTaTOYHOCThb. XapaKTEPHbI
MOPOKA Pa3BUTHUS TOJOBHOTO MO3ra — MOIUMUKporupusi. CMepTeabHbI UCXOA OT
TSOKEJIOW apUTMUU U MYJIBTHOPraHHOM HEIOCTATOYHOCTH HAa MEPBBIX HEIENSIX

KHU3HU.

109



[Ipu Manudectanu Ha TMEPBOM TOMy KU3HU Ha (OHE THKEIOU
TUTIOKETOTHYECKOW THIMOTJIMKEMAN ¥ THUIEPAMMOHHEMHH TIPU 0O0CIIeIOBaHUN
HaxoJsT TEeNaTOMETAINIO, TEYEHOUYHYK) HENOCTAaTOYHOCTh, KapJHOMHOIIATHIO,
MHUOIATHUIO CKEJIETHBIX MBIIIIII.

Knaccuueckast MbpliieyHass gopMa XapakTEepU3YyeTCsi MUHTEPMUTTUPYIOIIUM
TEUEHHEM U BO3pacToM Hadana 3aboneBaHus ot 10 mo 30 mer. 3aboseBaHue
MaHA(EeCTHpYyeT MPUCTYNaMU MBIIMICYHBIX OOJIeH, MBIMICEYHON CIIa00CThI0 U
MUOTJIOOMHYpUEH KaK peakuus Ha (Quanyeckyro Harpysky. Y 25% Oo0JIbHBIX
pa3BUBAaETCSl TMOYEYHAsT HEIOCTAaTOYHOCTh KaK pe3yJabTaT MHUOTJIOONMHYpPUH.
OCHOBHBIMM ~ METOJIaMH  TOJTBEPKJICHUS  JMAarHo3a  SIBJSETCS  OLICHKa
AIWIKaPHUTHHOB M CBOOOAHOTO KapHUTHHA MeTojnoM TMC u MOJEeKyJIsIpHO-
TEHETUYECKUE METOJIBI.

Hapymienuss [—OKHCIeHHUSI JKHPHBIX KHCJIOT B MHTOXOHIAPHAX.
HenocraToyHocTh OYeHb JAJIMHHOLENOYe4YHOU anui-KoA-germaporeHasbl
JKMPHBIX KHCJIOT — ayTOCOMHO-PEIECCUBHOE 3a0oJieBaHuE, OOYCIOBJICHHOE
MyTallsIMU T€HAa MUTOXOHJPHUAIBHOM O4YE€Hb JJIMHHOLENo4YeuHou anuia-KoA-
JeruaporeHassl. Manudecranus - B HSOHATAILHOM MEPUOJIE WK HA TIEPBOM TOAY
KU3HHU. 3a00JIeBaHHE MOXKET COIMPOBOXKIATHCS Pa3BUTHUEM THUIEPTPOGUUECKON
KapIUOMHUOIATHN  C TSDKEJNBIMH HapyIICHUSIMA pUTMa CEpAlla, BEAYUIUMU K
KOJIUIATICy MW MBIIIEYHOW THUMOTOHMHU. XapakKTepHa THUIEPaAaMMOHUEMHS U
HEKETOTUYECKasl TUIOIIMKeMHUsl. MOKeT pa3BUThCS OCTpas HEBPOJIOTHYECKas
CUMIITOMAaTHKa B BHUJE YTHETCHUS CO3HAHUS JO comopa U KOMbl. Bo3moxkeH
BHE3allHBIA  CMEpPTENbHBIA  ucxod. [lpu  KynupoBaHMM  HEOHATaJbHOU
CUMIITOMATHKH, 3a00jeBaHuE MpOTEeKaeT Kak cuHapom Peiie.  Ormeuarotcs
OCTpbI€ TTOBTOPHBIEC MPUCTYTHI META00TMYECKON JIEKOMIICHCAIIUHU, PBOTA, OTKAa3 OT
MUY, MBIIIICYHAs] TUTIOTOHUS, TUHopedIeKcHs, HapyllIeHne puTMa nbixanus. Ha
BBICOTE MPUCTyNA — METAOOTUYECKUN alu03, TUIEPYPUKEMUs, TenaTOMerausl,
MbIllieyHasi ciaboctb. Bo  BpeMs MeTaboiaumdeckuxX KpU30B —HaOIrOgaeTCs
nukapOoHoBas anuaypus. OCHOBHBIMH METOJAMH TOATBEPKICHUS JIHArHO3a

CIIY)KUT aHaJIU3 alWIKapHUTUHOB M CBOOOJHOro KapHuthHa MerogoM TMC wu
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MOJIEKYJIIPHO-T€HETUYECKIE MeTonbl. Hawmbosee XapaKTepHBIM SIBISIETCS
YBEIIMYEHHUE KOHIICHTPAIMM IUIA3MEHHBIX aAlWJIKAPHUTHHOB, M3 KOTOPBIX
npeobnamaer Cl4:1.

Henocrarounocrs  cpeaHenenodeynoi  anmi-KoA-aermaporeHaspl
JKMPHBIX KHCJIOT — ayTOCOMHO-PEIECCMBHOE 3a0oJieBaHHE, OO0YCIOBICHHOE
MyTalsiIMA TeHa cpeaHenenoyeyHon ammi-KoA-geruaporenassl. 3abojeBaHue
MaHudectupyer oT 2 mHeW 10 6,5 JeT Kak cHHApPOM Peiie B BuAE OCTPBIX
IPUCTYIIOB PBOTHI (66%), OTKa3za OT MHUIIU, MBIIIEYHOW THUMOTOHUHU, TAXUITHOD
BILUIOTh JI0 OCTaHOBKU JbixaHus (48%), ocraHoBku cepaua (36%), nerapruu
(84%). MHHorma mpuUCTYINBI COMPOBOXKIAIOTCS SMHJICITUYECKUMH MPUCTYIIAMU
(43%), wmerabonuyeckuM  anmuao30M,  runepammonuemuei.  Haubonee
crenuPUYECKUMU MapKepamMu CIY>KUT Opouib aluiIKapHUTUHOBBIX (PTpOB B
KPOBH, XapaKTEPHBIM SIBIISIETCS MOBBIINIEHHAsT KOHIeHTpauusa C8 anuikapHUTHHA
Hapsny ¢ C6-, C10- u C10:1- anunkapHUTHUHAMH.

Hepocratoynocrts  koporkouenodeynoi anuia-KoA-mermaporenasol
JKHPHBIX KHCJIOT — ayTOCOMHO-PELIECCUBHOE 3a0ojeBaHHe, OO0YCIOBIECHHOE
MyTalMsIMA ~ T€Ha  MUTOXOHJPHAIBHONW  KopoTkorenoyeyHo  amui-KoA-
JeTUIporeHaspl. 3a0oyieBaHNE MaHU(ECTUPYET B MEPBHIE JTHU U MECSIIbI KU3HU.
[lepBble MpU3HAKKM — OTKa3 OT €/bl, PBOTA, TAXUIIHO3, TaXUKApIHUs, JIETaprusi,
3a/lep)KKa  MCHUXO-MOTOPHOTO  Pa3BUTHs,  ANWIENTHYECKHE  MPHUCTYIIHI,
renaToMerainusi, TUIEepaMMOHHEMUS, TUIOTIMKEMUsl, MHONaThs. B HEKOTOphIX
ciydasx ~ 3a0oleBaHME  HAYMHAETCS  C  JbIXaTelIbHBIX  PACCTPOMCTB,
nporpeccupytomei aedpopManu rpyJJHON KJIETKH U MMO3BOHOYHHUKA, MBIIICUYHON
TUTMIOTOHUY U TUIIOTPO(HHM KOHEUHOCTEH, 3aJIEP>KKH TICUX0-MOTOPHOTO Pa3BUTHUS.

13. TomouucTunypus (kox 3adoneBanust — E72.1) — 3T0 HaclieZICTBEHHOE
MYJBTUCUCTEMHOE 3a00JieBaHUE, CBS3aHHOE C HapylleHHeM MeTaboau3Ma
CepocoJiepKaIUX AMUHOKHUCIIOT, YTO MPUBOJIUT K MOPAXKEHUIO OpraHa 3pEHMUS,
CKEJIeTa, TATOJIOTUM COCYJIOB M HEPBHOM CHUCTEMBI. BBIIENSAIOT NUPUIOKCUH

3aBUCUMYIO U TUPHUIOKCHH PE3UCTCHTHYIO (JOPMBI.
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[Tpu xnaccuueckoit popme Ae0r0T 3a060IeBaHMS TPUXOIUTCS HA TIEPBBIN IO
KU3HU. Y qeredt GopMupyOTCA 3aAepkKa (U3MYECKOTO M TMCHXO-PEYeBOTO
Pa3BUTHS, Y MHOTUX — MICUXUATPUUYECKUE MPOOIEMbI, BO3MOXKHBI SMUIICTITUYECKUE
IPUCTYIBI, AKCTpalMpaMUIHBIE pacCTPOMCTBA. XapaKTEPHBIMU  SBIISFOTCS
HaJIM4M€ BbIBUXa W TIOJIBbIBHUXa XPYCTaJIHMKa, MHUOMMS, ACTUTMATU3M, pExKe
KaTapakTa, riaykoma, KOcoIJla3ue, MUTMEHTHas JereHepanus cerdatku. [pyrue
CUMIITOMBI — HApYyLIEHUS CO CTOPOHBI KOCTHOW CHCTEMBbI — (DEHOTHUII CXOJIEH C
cuaapoMomM Mapdana, yacto HaOMIOAETCA OCTEONOPO3 MJIUHHBIX TPyOUaTBIX
KOCTEM M TO3BOHOYHHMKA, MHOXECTBECHHBIM Kapuec. [loxogka HarmoMuHaeT
noxonky Yapnau Yamnmua. Co croponsl CCC Hepeaku TpoMO03bl. OCHOBHBIMU
METOJAMH NOJATBEPXKACHUS JUArHo3a TOMOLMCTUHYPHUH SIBJISIIOTCS BBISIBICHHE
MOBBIIICHNS KOHIIEHTPAllUd FTOMOLIMCTEMHA U METUOHUHA B KPOBHU.

14. T'morapuxkaumaypusi (koj 3adoneBanuss — E72.3). Iayraposas
anuaypuss Mo 1 — ayTOCOMHO-pellecCHBHOE 3a0oJieBaHuE, OOYCIIOBICHHOE
MyTalMsIMA B TeHe, KoaupymwueMm ¢epmeHT rinyrtapmi-KoA neruaporenasy.
Jedbunutr paHHOrO (QEepMEeHTa MNPUBOAUT K HAKOIUJICHUI0O B OHOJIOTMYECKHUX
KUIAKOCTAX M TKaHAX TIYyTapoBOM W 3-TUAPOKCUTIYTApOBOM  KHCIIOT,
OKa3bIBAIOIINX HEHPOTOKCHYECKOE JEHCTBHUE.

Haubonee wyacTto peructpupyercss OCTphId, «IHIE(DATUTONO 00HBI
BapUaHT 3a00JIeBaHUA, MPOSBIAIOMICHCS JIUXOPaaAKOM, OECHOKOMCTBOM, PBOTOM
WIM YaCTBIMU  CPBITMBAHMSMH, TOHHMKO-KJIOHMYECKHMMH CYJIOPOrH, YacTO
BO3HHMKAIOIIMMH YTHETEHUSIMH CO3HAHMUSI BIUIOTH JI0 CONOpAa WM KOMBIL.
Pa3BuBaercs  auddy3Has  MbllleyHas ~ TUINOTOHMS,  KOTopas  OBICTPO
TpaHCHOPMHUPYETCS B MBIIMICUYHYIO PHUTHIHOCTE/CIIACTUYHOCTD, (opmMupyercs
XapakTepHas 1o3a OOJIbHOTO peOeHKa — BBITHYTOE Jyrod TYJOBHUIIE C
3alMPOKUHYTOW TOJOBOM. B mo3mued cramuu OOJE3HU TOSBISIOTCS Pa3IUYHBIC
BUJbl TUINEPKHUHE30B (opodanuanbHble, Xopeu(OpMHBbIE, XOpPeoaTeTOUIHbIE,
oamuctrueckue). Kak npaBuio, 3a0ojieBaHUE HOCUT BOJIHOOOpPA3HBIA XapakTep:
nocjie TEPEHECEeHHBIX METa00IMYECKUX KPHU30B TMPOUCXOAUT MEIJIEHHOE, HO

HEIMOJIHOE BOCCTAHOBJICHHE HEBPOJIOTHUECKUX HAPYIICHUI.
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Hanbosnee  yacThiMM  HEMpPOPANMONOTMYECKMMH  MPU3HAKAMU  IIPH
TJIyTapOBOM alMIypuu, TUN | SBISIOTCA: TOOHO-TEMEHHAs THUIIOIIA3Us/aTpodus,
BEHTPUKYJIIOMETaus, cyOaypasibHbIE reMaTOMBl, 3aJIepIKKa
MUETMHU3AINA/ IEMUCIIMHA3AIMS W HEKpo3 Oa3alibHBIX TraHrimeB. HawmbOomee
XapaKTepHOH HEMpPOPaANOIOTrHYECKON OCOOEHHOCTBIO SBIIETCS CHUMMETPUYHOE
paciIMpeHre CUIbBUEBBIX IEiIeH ¢ GopmMupoBaHueM «3(p(dekTa HaJAKYHIEHHOIO
A0J0Ka» WM «KPBUIbEB JIETy4el Mblln». l3MeHeHuss Oenoro BelecTBa
TOJIOBHOTO MO3ra ONUCAaHbl Y MHOTMX OOJBHBIX M YaCTO COYETAIOTCS C HEKPO30M
0a3aJbHBIX TaHTJIMEB. Y HEKOTOPBIX OOJIHBIX OMKCAHO MOPAKEHHUE MO30JUCTOrO
Tena.

B Ouonornueckux *UAKOCTAX (MOYa U KPOBb) MOBBILIAIOTCS KOHLEHTPALUU
rryTapoBoi, 3-OH-rioyTapoBoi KHCIOT U INIyTapUIKAPHUTHHA B JIECATKHA pa3 IO
CPaBHEHHIO ¢ HOPMOH. B KpoBU OOBIYHO OIpeaesnsieTcs MOBBIILIEHHBIH YPOBEHb 2-
AMUHOAQIUIMHOBOM  KHUCJOTBHI, CaxapollMHA, WHOIZNA AaJlaHWHA, [JIMIUHA,
[JIyTAMUHOBOM, MOJIOYHOM W TNHPOBUHOTPAAHOW KHCIOT. [lns OosplimHCTBA
OOJBHBIX XapaKTEPHO HU3KOE Cojiep)kaHue CBOOOJHOTO L-KapHUTHHA B TIa3Me.
JAHK nuarnoctuka u onpenesieHne akTUBHOCTH rimyTtapuii-KoA pernaporenass! B
jeiikonuTax W ¢GuOpodIacTax KOXH HEOOXOAMMBI Kak JUisi Bepudukanuu
JIMar”osa.

15. Tanakro3zemuss (kom 3aboneBanusi — E74.2) — HacleICTBEHHOE
3a00JieBaHUE, XapaKTepU3YIOLIeecs] HAKOIUIEHUEM TaJlakTO3bl U €€ MeTabO0JIUTOB B
OpraHu3Me, KOTOPbI€ BbI3BIBAIOT MATOJIOTMYECKHE U3MEHEHHS CO CTOPOHBI NIEYEHH,
nouek, [IHC u rnas.

Hawubonee yacto Bctpevaercs kiaccuueckas gpopma earaxmosemuu (I mun).
[lepBble mnpu3Haku 3a0o0JieBaHMs  HAOJIOJAIOTCST Y  HOBOPOXKIEHHBIX U
MIPOSIBJISIIOTCS. PBOTOM, Uapeeii, OTCYTCTBUEM MPUOABKU MACCHI Tela, 3aIePKKON
pocta, pa3BuUBaeTcid JKeNTyxa (C  TOBBIIIEHUEM B  KPOBUM  YpPOBHSA
HEKOHBIOTUPOBAHHOTO  OWiIMpyOMHA), THUIOTJIMKEMHS, aHEMHUs, HapacTaer
rernarocrieHoMeranust (¢ HapymieHueM (GYHKIUM TI€YeHH C pa3BUTHEM

TUIONPOTPOMOMHEMUH, TUINONPOTEMHEMHUHU), I[IOYE€YHas HEAOCTaTOYHOCTh. B
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TEYEHHE TEPBOrO TMOJMYroaus >KU3HH Yy OOJBHBIX (OpMUpPYETCS KaTapakra.
Xapakrtepubl nopaxkenuss [IHC B Buge aud@dy3HOl MBINIEYHOW THIIOTOHUH,
CUHJpOMa YTHETEHUs, IPOTrPECCUPYIOLIEH 3aJIEPKKH IICUXOMOTOPHOIO Pa3BUTHS,
OT€Ka MO3ra, BBI3BAHHOIO HAKOIUIEHMEM TaJaKTO3bl B KEIYJOYKax M
CIUHHOMO3TOBOM KuakocTu. KoapduimeHT yMCTBEHHOTO pa3BUTHS OOJBHBIX C
rajlakTo3eMHUel HUXKE, YeM Y MX 3JI0POBBIX CBEPCTHUKOB. Y HEKOTOPBIX OOJBHBIX
BBISIBIIAIOT ~ u3MeHeHWss 1pu  MPT:  kopkoBO-mOgkopkoByr0  atpodmuio,
TUIIOMHUENIMHU3AINIO, aTpOoPUI0 MO3Keuka, CTBOJa TojJoBHOro mosra. Y 90%
OOJBHBIX JEBOYEK, HAXOASAIMIMXCA HA JICYCHHH, OTMEYAIOT TMIIEPrOHAIOTPOIHBIN
TUIIOTOHAAN3M (3a/Iep’KKa TIOJIOBOTO Pa3BHUTHs, NEpPBUYHAs WM BTOPUYHAA
ameHopest). /Jlobpokauecmeennvie eapuanmel 3a607e€8anus, TPOTEKAIOT 0e3
BBIDOKEHHBIX W OCTPBIX H3MEHEHUH €O CTOpPOHbI TmeyeHu. (OCHOBHBIE
OMOXMMHMYECKHE METOAbl MOATBEPXKACHUA JMarHo3a rajmakrozemMuun [ —
OIpe/iesieHNe KOHLEHTPALMK TajlakTo3bl U TajnakTo30-1-¢pocdarta B KpoBU H/HIN
U3MEpPEHUE AaKTUBHOCTU (epMeHTa raiakTo3o-l-¢pocharypununrpancdepassl B
sputporuTax. Bozmoxno nposeaenue JJHK-auarnoctuku.

EnuHcTBEHHOE TposiBIeHUE eanakmozemuu Il muna — katapakra. [{narnos
MOATBEPKIAIOT MYTEM OMpeseneHus: akTUBHOCTH (pepmenTta, mposenenust JJTHK-
JUArHOCTHKH.

Ilpu  eanakmozemuu Il muna  pa3nu4aloT  JOOPOKAYECTBEHHYIO
OeCCUMNTOMHYI0O U TSDKENYI0 HeoHatanbHyro ¢opmy. [Ipu Tspkénoit gopme c
KpallHe HHM3KOM aKTUBHOCTBIO (epMeHTa OoJie3Hb MaHU(DECTHUPYET B
HEOHATAJIbHBIN MEPUO U MO0 KIMHUYECKUM MPOSBICHUSIM CXOJIHA C KJIIACCUYECKOU
raJlakTO3eMUEN: reraToMeraius, JXelITyxXa, HapyleHUs] BCKapMJIMBaHUsI, IPU3HAKH
NOpaKeHUs T€YeHHU, KaTapakra, cemncuc. s noOpokayecTBEHHON (OpMBbI
XapakTEpHA HOPMAaJIbHAs NEPEHOCHMOCTh rajakTo3bl. DBHOXMMHYECKHE METO[BI
NOJITBEPXKICHUSI UArHo3a BKJIIOYAIOT OINpeesieHue aKTUBHOCTH (epMeHTa B
SPUTPOLIUTAX KPOBH, COJACPKAHMS TalaKTO3bl W Tranakrto3o-l-docdara. Taxke

BO3MOHO npoBenenue JJHK-aquarnoctuku.
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C 2006r. B Hailleil cTpaHe TPOBOJUTCS MAaCCOBBIN HEOHATAJIbHBIA CKPUHUHT
Ha TrajakTO3eMHUI0. Pe3ynbTar CUMTaeTCsl MOJOKUTEIbHBIM IPU YpOBHE OOIIEi
rajlakTo3bl B CBIBOPOTKE KpoBH Oosiee 10 Mr%.

16. JApyrue chunroaunugosbl (kox 3adoneBanusi — E75.2): 0Gose3nb
®adpu (cuHOHUMBI: Ooje3Hbr dDadbpu-AuaepcoHa) — peakas X-cleTUICHHas
JM30coMalibHasi 00JIe3Hb HAKOIUICHUS, MPUUMHON KOTOPOH SIBISIETCS BPOXKIACHHBIN
Ne(UIAT O-TaTaKTO3HUAa3bI A.

v NaIlMEeHTOB HaO0II0Jal0TCS BbIpaKCHHBIE, U3HYPSIONINE
HelponaTuyeckue O00JIM, TaK Ha3bIBAEMbIE, AKPONAPECTE3UH (MyUUTEIbHBIE,
XKrydre 00JiM), KOTOPbIE MOTYT UMETh KPU30BOE€ T€UEHUE, OOBIYHO BO3HHUKAIOT B

MoAPpOCTKOBOM BO3pacTe. FI/IHOFHIIPOS COUYCTaCTCA C YMCHBIICHHUCM

CIIE300TJCJICHUS W cajduBanuu. Y JeTeil ¥ TMOJPOCTKOB CHHKAeTCs
HNEPEHOCUMOCTh (PU3UYECKUX HArpy30K, OTMEUAeTCs BBICOKMM PHUCK Pa3BUTHS
UIIEMUYECKUX (TeMOpPparuyecKux) HUHCYJIbTOB U MPEXOIALIUX HapylIeHUN
MO3TOBOTO KPOBOOOpAIICHUsS, TOSBISIIOTCS MPHU3HAKH TMOPAKECHHUS TOYEK:
MUKpPOaJbOyMUHYpHs, NpPOTEUHYpUS, U30CTEHYpHUS, NOBBIILICHHAS
bunpTpallioHHas CcHOCOOHOCTh, € mnociaenywmwuMm GopmupoBanuem XITH.
Knunnyeckas cuMnToMaTMka CcO  CTOPOHBI  cepAlla MNPEUMYIIECTBEHHO

oOyCJIOBJIEHa Pa3BUTHUEM IMPOTPECCUPYIONIEH TUIepTPOdUU MBIMIILI CEePAIa,

pa3JIMYHBIMHA _HApYIIEHUIMHU CEPJACYHOM MPOBOJUMMOCTH W APUTMUSIMHU.
Taxxe onpenenstoTCs aHIMOKEPATOMBI ¢ IPEUMYIIECTBEHHOM JIOKAJIIM3ALUEN UX
Ha Oenpax, sIToJMIlax, B MaXOBBIX OOJACTIX, HUKHEW YacTU JKMBOTA M TMOJIOBBIX
OpraHax, a TaKX€ Ha CJU3UCTBIX, TAKUX KAK KOHBIOHKTHBA, POTOBAs MOJIOCTb.
OdranpMonornuecKkue HapyIICHUs MPOSBISIOTCS «MYTOBYATHIMY» MOMYTHEHHUEM
pPOTOBUIIBI, KETYAOUYHO-KUIIIEUHBIC pacCCTpPOMCTBA — OOJSIMH B KHBOTE,
TOLIHOTOM, pBOTOM, nuapeeit. Yalne pa3BuBaeTCa HEMPOCEHCOPHAs TYrOyXOCTh, B
HEKOTOPBIX CIIy4asiX B COUYETAaHMH C KOHIYKTHUBHOW. ATHUNHUYHBIC (HOPMBI
MOSIBIIAIOTCSL MO3/IHEE U OTPAHUYMBAIOTCS MOPAKEHUEM OJHOTO MJIM HECKOJIBKUX
OpPraHoB. Y JHII MYXCKOro II0ja JHardHo3 NOATBEPKIAACTCA CHUKECHUEM

aKTUBHOCTH ()epMEHTa o-rajakTo3uaasbl A (B Iia3me, JEHMKOUUTAX, CHIBOPOTKE
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KpPOBH, CII€3HON >KUJIKOCTH, B JIFOOOM OMOMNTAaTe WM KYJIbType KIETOK KOKHBIX
¢ubpobnacroB), nposenenuem JJHK-nquarnoctuku.
Jpyrue chpunronunuaodbi: 6oe3Hb Humana-Iluka (xon 3a0oseBaHus

E75.2) — muporpeccupyioniee HacJeICTBEHHOE ayTOCOMHO-PEIECCUBHOE

3a00J€¢BaHUC U3 T'PpYIIBI TU30COMHBIX 00JIC3HEH HAaKOIIJICHH A, O6VCJIOBJ'ICHHO€

NpCUMVYIMICCTBCHHBIM HAaKOIIJICHHUCM Cd)I/IHI‘OJ'II/IHI/II[OB B KJICTKax

DCTHKVHOBHI[OTGHH&HBHOI;'I cuctemnl. B HAaCcTOoANICC BPECMA OIIMCAHO 6 THUIIOB

3aboieBanusg A (ocTpas Helponarnueckas dopma), B (BuciiepanpHas dbopma),

C (xpoHuyeckas Hewpornarudyeckas Gopma), D (HOBBIH IIOTJIAHICKUU

BapuadTt), E (B3pociaas dopma), F (00J€3Hb T'MCTHOLIMTOB IBETA MOPCKOU

BOJIHBI). Tun A HauMHAETCSA B IMEPBBIC MECALBI KU3HU UYEIIOBEKA U MPOSBISIETCS
CIEIYIOIMMUA CUMOTOMAaMH: TPYIHOCTAMU TpH KOPMIICHHH; YBEIMYECHHEM
YKMBOTA, MPOTPECCUPYIOMIMMHU MOTEPSAMH PAHHUX MOTOPHBIX HAaBBIKOB; CMEPTh
MalKueHToB B Bo3pacte 2 - 3 ner. [lpu mune B OTMEHarOTCA MOBTOPSIOUIUECS
pecnupaTopHbie HHPEKIUU, OTCYTCTBUE HEBPOJIOTMUECKOM BOBIEYEHHOCTH.

s muna C XapakTepeH BbIPKEHHBIN KIMHUYECKUN TOJIUMOPQPU3M C pa3-
JUYHBIMUA CpOKaMH MaHU(ecTauuu 3a00J€BaHMs: OT HEOHATAJILHOTO MEepUuojaa 10
B3pOCJIOTO0 BO3pacTa C MpeuMyuecmeeHHblM NOpadCeHUuemMm HepeHOU CUCMeMbl
(MpIIIEYHAsT TUMOTOHUS, 3aJE€pPXKKa TCHUXOMOTOPHOTO PAa3BUTHUSA, CIIACTHYECKHM
TeTpanape3,  OynbOapHO-TICEBAOOYNBOAPHBI  CHUHAPOM,  SMWICNITUYECKHE
MPUCTYIIBI, CHACTHYHOCTh, BEPTUKAIBHBIA CyNpaHYKIJICApHBIN (HAIBSICPHBIN)
odTanbmornapes, rejlacTuyecKast KaTarieKcus, WHOTJa  pa3BUBAETCA
JNeMUETMHU3UpYIas nepudepruyeckas NOJUHEBPONATHS, aTaKCHUsA), JHCeLYOOUHO-
KuwieyHo2o  mpaxkma  (XOJIECTAaTUYECKAsl JKENTyXa, TIeNaTOCIIEHOMEralns,
MEeYEeHOYHAasT HEIOCTaTOYHOCTh, AaCLUT), opeaHa 3penusi (BUIIHEBO-KpacHas
MakKyja, IOMYTHEHHE pPOTOBHUIbI, KOPHUYHEBOE HM3MEHEHHE I[BE€Ta IepeaHEN
KarcCyJibl XpyCTaJIMKa), Kpo6u (IMEHUCThIE CTBOJIOBBIE KJIETKHM KOCTHOTO MO3Ta,
aHeMusi), opeaHo8 OvixaHus (MHTEPCTULMAIIBHBINA JIETOYHBIH HWHQUIBTPAT),
cepoeuno-cocyoucmou  cucmemovl  (00JIE3Hb KOPOHAPHBIX apTEpuil), KodHcu

(Y3J10BBIE KCAHTOMBI).
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OCHOBHBIM METOJOM JabopaTopHOi nuarHoctuku Ooneznn Humana-Iluka
tuna C sBiseTcss Harpy304HbId TecT ¢ pumunuHoM. [Ipu okpammBaHuu KyabTypbl
KJIeToK  ¢GubpobsacToB  HAOMIOMAIOTCS  MHTEHCHUBHBIE  (IIOOPECIUPYIOLINE
00acTH, CKOHILIEHTPUPOBAHHBIE BOKPYT SApa KJIETKH, KOTOPHIE COOTBETCTBYIOT
HAKOIUIEHUIO  HE3CTEPU(PUIMPOBAHHOTO  XojecTepuHa.  JlONMOJHUTENbHBIMU
OMOXMMHMYECKUMU  MapKepamMH  MOTYT  OBbITb:  CHI)KEHHE  AKTUBHOCTH
C(UHTOMUENNHA3bl B JIEHKOLMTAX KPOBH, MOBBIIICHUE AKTUBHOCTH MapKEpHOTO
(depMeHTa TU30COM - XUTOTPUO3UAa3bl B Iu1a3mMe KpoBu. Hocurtenu 3aboseBaHus
MOTYT OBbITh UAECHTU(ULIUPOBAHBI ¢ ToMoIbio aHanu3a JIHK.

17-19. Mykonoaucaxapuao3bsl — O3TO Tpylna  HacIeJACTBEHHBIX
3a00JieBaHUM, OOYCJIOBJIEHHBIX HapylIEHHEM OOMEHa IJIMKO3aMHUHOITIMKAHOB B
JU30COMax B PE3yJNbTaT€ TEHETUYECKH OOYCIOBIEHHON HEMNOJHOIEHHOCTU
(GepMeHTOB, y4YacTBYIOIMX B WX pacliemieHud. Jlisg  Bcex  TUIOB
MYKOIIOJIMCAXapu030B  XapaKTEpHbl OOIIME KIWHUYECKUE MPOSBICHUS —
MYJIbTUCUCTEMHOCTh MOPaXEHHs, crenupuyeckue OCOOEHHOCTH (PeHoTuIa,
CKEJICTHBIE nepopmaru 1o TUITY MHO>KECTBEHHOT'O JIM30CTO03a,
renaToCIjCeHOMEralnusi, KOHAYKTHBHAs WJIM HEHUPOCEHCOpHAasT TYroyXoCTb,
CEPJIEYHO-COCYITUCTHIE HApYLIEHUSI, HEBPOJOTUYECKUE PACCTPOMCTBA, U3MEHEHUE
KOXXM M TpPHUIATKOB (THIEPIUIMEHTAlUs, CKIEPOJEPMOIOIOOHbIE W3MEHEHUS,
TUIEPTPUXO03, )KECTKUE BOJIOCHI), YACThle MH(EKUHUOHHBIE 3a00JI€BAHUSI BEPXHUX
JbIXaTEeNbHBIX IyTeH, OOCTPYKTHBHBIH CHHApPOM, armHO? BO BpPEMsl CHA,
MPOrPECCUPYIOLINE KOTHUTUBHBIE HAPYIICHHUS.

Myxkonoaucaxapugo3, tTun I (MIIC) (xox 3aboneBanus — E76.0). B
3aBUCUMOCTH OT BBIP@KEHHOCTH KIMHUYECKUX CHMIITOMOB 3a00JE€BaHUS
paznmuuaroT Tpu Gopmel: cuHiapom ['ypaep, ['ypnep-llleiie, Illeite. Pannue
nposenenus (¢ podicoenuss 0o 24 mec.) 3a00N€BaHUS BKIIOYAIOT IMYMOYHBIE U
NaxOBble TPBIXKH, KOCTHbIE AaHOMAJIMU Yeperna, MO3BOHOYHHKA (TOpO), rpyaHON
KJIETKH, Oe/iep U KOHEUHOCTEH, MOBTOPHBIC U 3aTSKHBIE MHPEKUIUU AbIXaTEIbHBIX
myTeH, 3a7epikKa pa3BUTHs (OOBIYHO OYEBHHAS MOCJIE 6 MECAIEB), MOMYTHEHUE

POTOBHIIBI, TeNaTOCIUIEHOMETanus. bosee nozonue nposesnenus (om 24 mec. oo 10
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nem u 0Oonee). YyTOMISIEMOCTb, O0Ilee HEAOMOTaHUE, HU3KHI  POCT,
IPOrPECCUPYIOLIEE OrPAaHUYEHUE MOJABUKHOCTH CYCTABOB, IPOrPECCHPYIOLIEE
orpyOeHre 4epT JMla, KPYMHBIA M BBICTYNAIOIIMNA S3bIK, THApoIedatus,
VIIEMJIEHHE CIUHHOIO MO3ra, KOpPEIIKOB W NEpUPEPUUYECKUX HEPBOB, NOTEps
cilyxa,  TJayKoMma, JIeTeHepalusi CeTyaTKu, aTpousi 3pUTEIBHOIO HEpPBa,
MOpa’KEeHUE KIIAllaHOB cep/lia, 00JIe3Hb KOPOHAPHBIX apTepUid, KApAUOMUOIIATHS.

Cunopomy [yprep CBOWCTBEHHbI HaumOoJiee TsDKeNas KJIMHUYEecKas
CUMIITOMATUKAa W paHHSAA MaHu@ecTaluss OOJE3HH C TMOPAKEHHEM BEIYIIUX
OpraHoB u cucreM. Knunuueckuii ¢penomun cunopoma Iyprep-Illeiie 3anumaet
IIPOMEKYTOUHOE TMOJIOKEHUE U XapPaKTEPU3YETCs] MEIJIEHHO MPOTrPEeCCUPYIOIIUMU
HapyLIEHUsIMH CO CTOPOHBI BHYTPEHHUX OpPraHOB, KOCTHOW CHCTEMBI, JIETKUM
CHIW)KEHUEM HWHTEeIeKTa. OCHOBHBIMH KIMHUYECKUMU HAPYUICHUSIMU SIBJISIOTCS:
peCMpaToOpHble,  CEPAECYHO-COCYIAUCTbIE  3a00JIEBaHUS,  TYTOMOIABUXHOCTD,
KOHTPaKTypbl CyCTaBOB, CKEJIETHBIE aHOMAJINH, CHUYKEHUE OCTPOTHI 3PEHHUSI.

Jna  cunapoma llleiie xapakTepHbBI COXpPAaHHBIM HMHTEJUIEKT, MEHEe
BbIp@XEHHbIE  (PEHOTUMHYECKHE  OCOOEHHOCTH, TOMYTHEHHE  POTOBHIIHI,
TYrONOJABMXHOCTh CYCTaBOB, C PAa3BUTUEM TYHHEJIBHOTO CHHIPOMA KapHalbHOU
o0acTu, NaToJI0TrHsl KJIalaHoB cepla.

Mykonoaucaxapuno3, tun II (cuHoHMM: cuHIpoMm XaHTepa, KOJ
3aboneBannss — E76.1). JluarHo3 BBICTaBISE€TCS HAa OCHOBAaHWM HAaIWYHUSI B
POJOCIOBHON OOJIBHBIX MY’KCKOI'O T0JIa [0 MAaTEPUHCKOM JTMHUM, MYXCKOTO M0
O0onpHOrO pedOeHka, MaHudecTauuu 3a00J€BaHUS Ha IMEPBOM TOJYy JKHU3HW,
OTCYTCTBUS NMOMYTHEHUSI POTOBHULBI, T'ypJep-0oJO0OHOr0 (PeHOTHUIA, MEIJIEHHOTO
IpOrpeccUpoBaHusi  3a0ojeBaHUs.  XapaKTepHbl  KOXKHbIE  M3MEHEHHMS  —
oOpa3oBaHusl, HATOMHHAIOUIME MOPCKYIO TallbKy LIBE€Ta CIOHOBOW KOCTH. Jlerkas
dopma cunapoma XaHTepa uMeeT 00JIbIIoe CXOACTBO ¢ cuHapomoM [lleite.

Mykonosmmcaxapuno3, Tan VI (cunonum: cuaapom Mapoto-Jlamu, ko
3a0oneBanust — E76.2). BeinenstoT Tpu GopMbl O0JI€3HU — JETKYI0, TSHKETYIO U
npoMexyTouHyro. Kiimanyeckasi CHMIITOMAaTHKA MPOSIBIISIETCS. B KAPJIMKOBOM

pocCTe OOJBHBIX C BbIPA)KCHHBIMHU U3MCHCHHUSAMU OIIOPHO-ABUT'ATCIILHOIO aIlliapara,
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MATOJIOTHH CEPAEYHO-COCYIUCTON CUCTEMBI U APYTUX MapEHXUMATO3HBIX OPraHoB,
MOPaKEHUU OPTAaHOB 3PEHUS U CIIyXa MPU COXPAHEHHOM (HOPMaJIbHOM)
WUHTEIUJIEKTE.

JU1st yCTaHOBJIEHUS AMArHO3a IOMUMO KJIMHUYECKUX MPOSBICHUN
UCIIOJIb3YIOT MOKAa3aTeIu OMOXUMUYECKUX TECTOB — UCCIIEIOBAHUE CIIEKTPA U
KOJIMYECTBA YKCKPETHUPYEMBIX TJINKO3aMHUHOTIIMKAHOB, ONPE/ICICHUE aKTUBHOCTH
JTN30COMANBHBIX epMeHTOB 1 MeToabl [IHK-nmuarnoctukmu.

20. OcTpas nepemexarmas (nmeyeHoynasi) noppupus (ko 3abosaeBaHus
— E80.2) — noMuHaHTHO HacieayeMmoe 3a0osieBaHue, 00yCIOBICHHOE ACHUIIUTOM
aKTUBHOCTU (epMeHTa NOPHOOMIMHOTEHI€3aMUHA3bl, KOTOPBIA MPUBOJUT K
pe3Komy YBEIUYECHHIO IPEAIIECTBEHHUKOB ypornoppupuHoreHa—5-
aAMUHOJIEBYJIMHOBOM KUCIOTHI U TOPHOOUIIMHOTEHA.

XapakTEepHBIMU SIBIIIOTCS CIEAYIOIINE CUMITOMBI: JKEIIYJOYHO-KUIIICYHBIE
paccTpoiicTBa MNPOSIBISIIOTCS MHTEPMUTTUPYIOILIEH, peke MOCTOSIHHOM OO0Jbl0 B
KUBOTE KOJIMKOOOpa3HOro xapakrtepa. WHTEHCHMBHOCTH OOJHM MOXET ObITh
3HAUYUTENBHOM, YacTas JOKaIu3alusl B HUKHUX OTZEJIax KUBOTA, B PAJIE CIIy4acB
COUETAETCsA C PBOTOM U MPHU3HAKAMHU HEMPOXOAMMOCTHU. Y HEKOTOPBIX OOJIbHBIX
BEYIIUM CHUMITOMOM SIBJISIETCSI TSDKENBIA  3al0p, PE3UCTEHTHBIA K JIEYEHUIO.
CepaedHoO-COCyUCTBIE CUMIITOMBI XapaKTepU3yrTCs TaxuKapauei,
aprepuaibHOoil  rumnepreHsueit, wusmeHeHusMu OKI. Moryr npeobranaTth
nepudepudeckue HEBPOJIOTMYECKUE U MBIIIEYHbIE CUMIITOMBHI,
XapaKTEepU3YyIOIIUECs TOJIMHEBPONATUEN, BSUIBIMK MapajudyaMd M Tape3aMmu,
CEHCOPHBIMU  HapylleHusMH. HeBpo3bl WM TICUXO03bl  XapaKTEPU3YIOTCA
OCCCOHHUIICH, SMOIMOHANBHON JAOMIBHOCTBIO, TPEBOXKHOCTBIO, JACHPECCUEH,
uctepueil. Ilpu TsxKeNIOM TEUeHUHM pa3BUBAETCS CHYTAHHOCTh CO3HAHUS,
raJUTIOIMHALINY, KOMa. B HEKOTOpBIX clydasx HopakaeTcsi nedeHb. HMmeercs
BBICOKHI PUCK Pa3BUTHUA LIMPPO3a U TE€NATOLEIITIONIPHON KapIIMHOMBI.

Jlnarno3 OCHOBBIBae€TCSI Ha OOHApY>KEHUH B Moue MoppoOMIIMHOTEHA, a

TAKXC PC3KOM ITIOBBIIICHHUHU HGHBTa-aMHHOHeBYHHHOBOfI KUCI0ThI. HacTo Moua
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IPUHUMAET KPACHBIM I[BET MPU OTCTAUBAHMU O] BIWSHUEM CBETa M KHUCIOPOJIa
BCJIE/ICTBHUE HAIUYUS YPOIIOPPHUPHUHOB U KOMIPOIIOP(PUPUHOB.

21. boje3np BuiabcoHa (CMHOHMMBI: remnarouepeOpanbHas AUCTPOQUs,
00JIe3Hb Bunscona-KonoBanosa, reNaToJICHTUKYJIISIPHAS JereHepanus
(Hapymienusi oO0mMeHa Meau) (kon 3aboneBanuss — E  83.0) — penkoe
HacJeICTBEHHOE 3a0o0JieBaHue, 00YCIOBIIEHHOE HApPYIIEHUEM MeTabojM3Ma Meau
B TICUCHH, BEAyIIee K CHIDKEHUIO €€ OKCKPEIHH B XET4b U H30BITOUHOMY
HAKOIUJICHUIO HE TOJBKO B MEUYEHH, HO U B TOJIOBHOM MO3re, MOYKax, ria3ax H
JIPYTUX OpraHax-MUIICHSIX, BBI3BIBaS WX TOBPEKICHUE. BBIICNAIOT MmMITh GopM
3a00JIeBaHUSL: a0IOMUHATBHYIO (mIeYeHOUHY10), PUTHTHO-
apUTMOTUIIEPKUHETUYECKYIO, JPOXKATEIHHO-PUTUIHYIO, JPOXKATEIbHYIO,
IKCTPANUPAMHUTHO-KOPKOBYIO.

KnvHuueckass xkapTHHa XapaKTEPU3YETCS BBIPAKEHHBIM MOJIUMOP(HU3MOM.
3a0oJieBaHrE MOXKET MaHU(ECTUPOBATh B JJETCKOM, IOJAPOCTKOBOM, IOHOIIIECKOM U
3pesnioM Bo3pacte. OCHOBHBIMU SIBJISIIOTCSI CAMIITOMBI TIOPAYKEHUS TIEUeHHU (OCTPHIH,
XPOHUYECKUM, (PYyTbMUHAHTHBIA TeMaTuT, IUppo3 mnedenu). Hesposormyeckue
U3MEHEHUsl (IM3apTpus, HEYKIIOKECTh, TPEMOp, TMOBBIIMICHHAS CalWBallus,
HapylIeHUE MOXOJKU U MacKooOpa3Hoe JIUIO, (PIIEKCOPHO-IKCTEH30PHBIN TPEMOD)
OOBIYHO BBISBJISIFOTCS BO BTOPOM — TPEThEM JCCATUICTHSIX XKu3HU. [lcuxudeckue
OTKIIOHEHHSI ~ COTMPOBOXKIAIOTCS  W3MEHEHUSIMH  TIOBEJICHUS,  CHIDKCHHE
paboOTOCIIOCOOHOCTH M CHOCOOHOCTH K OOY4YEHHIO, JIMYHOCTH, HACTPOCHUS.
Bo3MoxkHO dbopMHpoBaHue KOJIEI] Kaitzepa-®nenimepa, OCTpOTO
BHYTPUCOCYAMCTOTO TeMOJIN3a, TOpaKeHHE TToUYeK (pa3BUBAIOTCS MPOKCUMATbHBIC
TyOynsipHble e(EeKTbl), U3MEHEHHE KOCTHO-CYCTaBHOW CHCTEMBbI (OCTEONEHHUs
ocTeoapTponatus, octeoduTsl). Bo3MOXXHBI BOBJICYEHUSI CEPIACYHO-COCYIUCTOM,
PHAOKPUHHOM cHCTeM (3a/epKKa TIIOJIOBOTO  CO3pPEBaHMs, T'MHEKOMACTHS,
amMeHopesi), JIePMATOJIOTHYECKHUE W3MEHEHUs (TUMCPIUTMEHTAIUs KOXH U
acanthosis nigricans). Takxxe BBISBISIOT MOBBIMICHHE B CBIBOPOTKE KPOBU YPOBHS
Menu (He CBSI3aHHOU ¢ 1epysomiasMuHom) (300 MKr/im u 6osee); SIKCKpEeruu Meau

¢ Moyoii (6onee 200 MKr/cyT. ipu HOpMe MeHee 70 MKI/CYT.); COAep>KaHUsI MEJIU B
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opraHax, B 4aCTHOCTH B Owomnrarax nedeHu (cBoimie 250 MKr/a cyxoit maccsr). [pu
MPT ronoBHOTO MO3ra BU3yAIM3UPYIOT aTpo(uio modymapuii 00IbIIIOro Mo3ra U
MO3)Ke4Ka, Oa3ajbHBIX SIEpP, OYard HEKPO30B B MPOEKIUU CKOPIYIHL.
[Ipumenenue JIHK-mapkepoB mO3BOJIIET € BBICOKOM TOYHOCTBIO YCTAHOBUTH
nuartos 0one3nu Bunbcona.

22. He3aBepueHnnbiii ocreoreHes (HO) (xonm 3aboneBanus — Q78.0) -
HACJIEAICTBEHHOE (MyTalMi TEHOB KojutareHa tuma [) 3aboneBaHue CKelera,
XapaKTepu3ylolieecs: HEJAOCTaTOYHBIM Pa3BUTHEM M YMEHBIIEHHEM MacChl
KOCTHOM TKaHU U €€ MOBBIIICHHOMN JIOMKOCTBIO.

[lepBuuHasi 1UarHOCTHKA, MPEXKIE BCErO, OCHOBBIBACTCS HAa KIMHUYECKUX
nposiBieHusix. s 3a0osieBaHMsl XapakTepHa, XOTS W He oOs3aTenbHa, Tpuaja
CUMIITOMOB: ToOJiy0as oOKpacka CKJep, aHOMalluhu 3y0OB (HECOBEPIIECHHBIN
JIEHTUHOTEHE3) U  TMpOrpeccupyromiee CHIKeHue ciyxa. JlabopatopHsbie
ucciaenoBanuss HO BKIIOYAIOT: MOJEKYISPHBIA M OMOXUMHUYECKHM aHaIU3bI
KOJIJIareHa, OT/IeJIbHbIC UCCIIEIOBAHMS HA OCHOBE OMOTICUU KOXKHU.

Beienstiror Tspkényto hopmy 3aboneBanus (0steogenesis imperfecta), mpu
KOTOPOM JETH POXKIAIOTCA MEPTBBIMU C MHOYXECTBEHHBIMH  TepeoMaMu
nehOpMUPOBAHHBIX KOHEUHOCTEH (IMIPOUCXOASAT BO BHYTPUYTPOOHOM MEPUOE) U
MeHee TsDkEnyro Gopmy (0steopsathyrosis) ¢ 6osee OaaronpusATHBIMU TPOTHO30M,
MPOSIBIISIFOLLYIOCS B 00JIe€ TO3JHEM BO3PACTE U Y B3POCIIbIX.

CymiectByroT 4eThipe ocHOBHBIX Tuna HO. CpaBHHUTENIBPHO HEIaBHO OBLIN
kinaccuummpoBansl V, VI, VII u VIII Tunel, KoTopble pa3fensioT Te ke
KIIMHUYECKUE OCOOCHHOCTU, uTO U |V, HO KaxkAblii U3 HUX UMEET YHUKAJIbHbIC
THUCTOJIOTUYECKHUE U TCHETHIECKHUE OCOOEHHOCTH.

[Tpu tumne 1 popmupyeTcs miacTuHYaTasi KOCTh C TPU3HAKAMH OCTEOIIOPO3a,
HOpMaJbHas Macca Teja IpU POXKICHUN, MHOKECTBEHHBIE TIEPETIOMbI BCTPEUAIOTCS
penko. Kommaren HopMaabHOTO Kauecmea, HO BhIpaOAThIBACTCS B HEIOCTATOUHBIX
KOJIUYECmaax.

[Tpu tune 2 (Tsoxénas neranbHas Gopma) popmupyercst rpyOOBOIIOKHUCTAS

KOCTb, JACTHU POXKAAIOTCA MépTBBIMI/I WJIIM YMHPAIOT B HCOHATAJIILHOM IICPHUOJC,
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UMEIOT TOHMKEHHYIO MacCy TeJjla, KOPOTKHME HCKPHUBIEHHBIE KOHEYHOCTH U
MHO>KECTBEHHBIE I1EPETOMBI.

[Ipu tune 3 (n€rkas gpopma, KolareH B JOCTATOYHBIX KOJIMYECTBAX, HO
HEJOCTATOYHOIO KaueCcTBa) OTMEYAIOTCSl Tporpeccupyromias aedopmaius KocTen,
HOpMaJibHbIE CKJepbl. OOpa3oBaHue cepruyeckux Macc xpsia B 3nUpU3aX U
MeTraduzax, COCIUHAIONMXCA C AMU(PHU3aPHON TUTACTUHKON pPOCTa; depeoBaHUE
YY4acTKOB IUIACTMHYaTOW U TpPyOOBOJIOKHUCTOW KOCTH; B 2/3 ciydaeB Yy
HOBOPOXKICHHBIX UMEIOTCSI TIEPEJIOMbI WM TOSIBIISIIOTCA B TEYSHUE MEPBOTO roja
KU3HH.

[Ipu Tune 4 pgeTM ¢ HOPMAJIBHBIMU CKJIEpPaMHU M HECOBEPIIEHHBIM
JEHTUHOTeHe30M. PopMupyeTcs IIIaCTUHYATAs KOCTh, HO OPraHMU3alus KOCTHBIX
IUIACTUHOK ~ HApyIlIE€Ha, 4YTO CIHOCOOCTBYET YMEHBIICHUID MEXaHUYECKOU
CTaOWJIBHOCTH M JIOMKOCTH Koctu. HaGmiomarorcst nedopmanuum — ckenera,
MaJIEeHbKHI POCT, IIEPEIIOMBI Yallle, 4YeM Ipu TUHe 1.

3HaunTenbHO peke BcTpedarores popmbl HO ¢ onaneciupyronmmu 3y0amu;
C OTMAJIECIUPYIONTUMU 3y0aMu, TOJIyOBIMU CKJIEpaMH, HO 0€3 TIEPEeIOMOB KOCTEH; C
HEOOBIYHBIMH KOCTHBIMU TMOPAKEHUSIMH; C MUKpoledaaneil U KartapakToil; 0e3
nedexToB koyiareHa tura I.

[IposiBnenuss HO HabOmogaroT Takke OpU CIEAYIOIUX HACIEICTBEHHBIX
cugapomax: HO, mukpouedanuss m karapakrta; cuHiapom bpyka — HO c
BpOXKAEHHBIMU KOHTpakTypamu cyctaBoB; HO JleBuHa.

23. Jlerounasi (aprepuajibHasl) THNEPTeH3Us (MIHOMATHYECKAS)
(nepBuuHan) (kox 3aboneBanmss — | 27.0). Hamomarudyeckas JieroyHas
rUIePTEeH3Us (AJIT) —3a00JIeBaHME HEU3BECTHOU ATUOJIOTUH,
XapaKTEepU3yIoIeecs:  BBIPAKEHHBIM  MOBBIINIEHHMEM  OOMIEro  JISTOYHOI'O
COCYJUCTOTO  CONPOTUBIEHUS M JABJICHHS B JIETOYHOM  apTepuH, C
IPOrPECCUPYIOLINM TEUEHHUEM U OBICTPHIM PAa3BUTHUEM JIEKOMIIEHCAIIUU IPaBOTroO
KEITyJ0uKa.

KiimHAueckure MposiBIEHUS: OJBIIIKAa HHCIMPATOPHOIO XapakTepa (4acrto

aBisieTcss nepBbIM cumnromoM WMJIT), 6oiu B TpyaHON KJIETKE pasHOOOPA3HOTrO
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Xapaxrepa, TOJIOBOKPY>KEHUSI U OOMOPOKH MPOBOLUPYIOTCA (PHU3NUECKON
Harpy3Koi, COPOBOXK/IAIOTCS CHavyana OJIETHOCTBIO, 3aTEM LIMAHO30M KOXH JIULA,
KOHEYHOCTEH, cepauneOueHue, HapyuieHue putMa. Y Tpetu OonpHbIX WIIT
orMeyaercss  kamenb, y 10% —  kpoBoxapkanbe. Ilpm  pasButuun
MPaBOXKENTyI0YKOBOM CEepJIeYHOM HEIOCTATOYHOCTH BBISIBIISIOTCA HaOyXIiue
nieiiHple  BEHbI, TremaToMeraiusi, nepudepudyeckue oreku, acuut. [lpu
ayCKyJIbTallMW CEpJla BhICAyIIMBaeTCA akueHT Il ToHa Haj jierouyHou aprepuei,
MaHCHCTOJIMYECKUN IIyM TPUKYCHUIAIBHON HENOCTATOYHOCTH, IIyM I'pexsma-
Crwiia — IMacTOJIMYECKUI IIyM HEAOCTATOYHOCTHU KJIallaHa JIETOYHOM apTEPUH.

Juarnoctuka  WJII'  npenmosmaraer  mpoBEAEHHWE  KOMIUIEKCHOIO
obcnenoBanus. Pentrenorpapuuecku y 90% OONBbHBIX BBISABISETCS IMOBBILICHUE
MPO3PAYHOCTH JIETOYHBIX MOJEH HAa mepudepuu 3a CYET OOETHEHMs JIErOYHOIrO
pUCYHKa, BbIOYXaHHME CTBOJIA U JIEBOW BETBM JIETOYHOM apTEpUH, pacCIIUpEHHUE
KOpHEM, Ha 0oJiee MO3HUX CTaIusAX 3a00J€BaHUS — YBEJIMUYEHHUE IIPABbIX OTJIEIOB
cepana. KomnerotepHass ToMorpadus Mo3BOJSET OIEHUTh COCTOSIHUE JIETOUHBIX
IIOJIEN, a TaK)Ke CepAla U COCYAOB C IIOMOIIbIO KOHTPACTUPOBAHUA II0JOCTEN
cepaua u npocsera cocynoB. TpancropakanbHas DXOKI' mo3BOJSE€T HE TOIBKO
OLICHUTH YPOBEHb CUCTOJINYECKOTO JABJICHUS B JIETOYHOM ApTEPUHU, HO U CYIUTH O
NpUYMHAX U  OCJIIOXKHEHMSIX TOBBIIIEHUS JaBJIEHUS B  MajoM  Kpyre
KpOBOOOpAaIIeHHs. «30JIOTBIM CTaHAAPTOM» BepU(PHUKALMK [UarHO3a SIBISETCS
KaTeTepu3alnys NpaBbIX OTIEIOB CEpALAa C TOYHBIM H3MEPEHUEM [aBJIICHUSA B
JIETOYHOM apTepHUH U ONPENEIEHUEM CEPACUHOTO BEIOpOCa.

24. FOHomeckuii (I0BeHWJIbHbIN) AaPTPUT ¢ CHCTEMHBIM HA4YaJoOM (KO
3aboneBanuss — MO08.2). IOBenuwabubiii apTput (FOA) — onHo u3 HauOoiee
YacThIX W CaMbIX HMHBAJIMAM3UPYIOIIUX  PEBMATHUECKUX  3a00JI€BaHUM,
BcTpevaronxest y gered. HOA -  apTpuT HEYCTaHOBIEHHOM IPUYMHBI,
JUIUTEIBHOCTBIO O0siee 6 HelelNb, pa3BUBAIOIIMICS Y I€Tel B BO3pacTe HE cTapile
16 neT npu UCKIIFOUEHUU APYTOil MATOJIOTHU CYCTaBOB.

Kimmanyeckue nposBieHUs FOHOLIECKOIO0 apTpUTa C CUCTEMHBIM HA4aJIOM:

Pa3BHUBACTCsA B JTIFOO0M BO3pacCTC, Ha4ajl0 OCTPOC HJIM IIOAOCTPOC, JIMXOpPadKa
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(peOpunpHasg,  TeKTUYECKas) MPEUMYIIECTBEHHO B  YTPEHHUE  YaCHI,
COMPOBOXKIACTCS 03HOOOM, IMaJICHUE TEMIEPaTyphl — MPOJUBHBIM TOTOM, CHIb
(msATHUCTAs W/WIKM MSATHUCTO-TIAITYJIE3HAs, IMHEWHAs, B pAJIE CIydasX ypTHUKapHas
WM TeMOpparndeckasi) HE COMPOBOXKIACTCS 3YJOM, HE CTOWKas, MOSBISCTCS U
UCYe3aeT B TEUEHUE KOPOTKOTO BPEMEHH, YCHJIMBAETCS Ha BBICOTE JIUXOPAJKH,
JIOKAIU3yeTCsl MPEUMYIIECTBEHHO B OOJACTH CYCTaBOB, Ha JIMIle, HA OOKOBBIX
MOBEPXHOCTAX TYJIOBUINA, STOAWIAX W KOHEUHOCTSX. [lopadiceHue 6HympeHHUX
opearnos: cepoya (MUOKApIUT, MEPUKAPAMUT, dHIAOKAPAUT (PEIKO), KOPOHAPHBIX
aprepuil (penko)), jgeexux (MTHEBMOHUT, IUIEBPONHEBMOHUT, (PUOPO3UPYIOIIUI
BBEOJINT), noaucepozum (IMEPUKAPIUT, TUICBPUT, MEPUTETIATHT, TEPUCIUICHUT,
CEpO3HBIA TEPUTOHUT), 6ackyium (JTaJAOHHBIN KaNWUIAPUT, MOJOIIBEHHbBIN
KaWJUISIPUT, JIOKAJIbHBIE AHTMOHEBPOTHYECKUE OTEKU (yamie oO0JIacTU KHUCTH),
[[MAaHOTHYECKass OKpacka TMPOKCUMAJBHBIX OTACJIIOB BEPXHUX M  HIDKHHUX
KOHEYHOCTeW  (JIaZloHeW,  CTOmI),  MPaMOPHOCTh  KOXKHBIX  ITOKPOBOB),
JUM@aoeHonamus, 2enamocnieHomMe2anius, CycmasHou cunopom (apTpajruu,
MUAJITHH,  OJHUTOapTPUT, TOJUAPTPUT, KOKCHUT, ACENTUUYECKHH  HEKpO3
Ta300€PEHHBIX CYCTAaBOB, aMUOTPO(DHUs, CTOMKHE NeopMauu U KOHTPAKTYPHI).

Kpumepuu nabopamopmnou ouacnocmuxu: newkonuros (mo 30-50 TwIc.) ¢
HEUTPOPHIbHBIM CcIBUTOM BIEBO (10 25-39% manmo4kosiAEpHBIX JICUKOIIMTOB,
WHOT/a — 10 MuenouutoB), noseimienrne COD no 50-80 mm/gac., rumoxpomHas
aHEeMUs1, TPOMOOIIUTO3.

Hmmynonocuueckuti u uUMMyHO2EeHeMU4eCKUuli anaiu3vl Kpogu. TOBBILIEHUE
ypoBHsi CPB, IgM u 1gG B ceiBOpoTKE KpoBU. [Ip0800simcs uncmpymeHmaibhble
uccneoosanuss (DK, Y3U (opraHoB OpIOIIHON TMOJIOCTH, CEPJIA, CYCTaBOB),
PEHTICHOJIOTHYECKOE HWCCIICIOBaHNE (OpPraHoB TPYAHOW KIEeTKH, cycraBoB), KT

(opraHoB IpyJHOHM KJIETKH, CyCTaBOB), sHA0CcKOoNnueckue uccinenoBanus (JKKT).
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[Bailey and Aby Stahl, the 13-month-old twin daughters of Chris and Nicole Stahl of
rural Bloomfield, have been patients at Riley Children's Hospital for about two weeks.
Abby has improved and was discharged from the hospital Monday.
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2. ITlapokcu3manbHasi HOUYHasi TeMOTJIO0UHYpUS

pathology.uthscsa.edu
lookfordiagnosis.com|
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3. AmiacTuyeckasi aHeMHUs HEYTOYHCHHAasA

petergreenberg.com|

Coagulation Cascade
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4. Nedunut VII pakropa (rUmONpOKOHBEPTHHEMHUS )

www.healthline.com
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5. Unnonarnyeckas TpoMOOLMTONIEHUYECKAs MypIiypa
(http://instrykciya.ru/bolezni/idiopaticheskaya-trombocitopenicheskaya-purpura.htm)

6. HacrnencTBeHHBI aHTHOHEBPOTHYECKHM OTEK
(https://www.google.ru/search?q=%D0%BD%D0%B0%D1%81%D0%BB%D0%B5%D0%B4%D1%81%D1%82%D0%B2%D0%B5%D0%BD

%D0%BD%D1%8B%D0%B9+%D0%B0%D0%BD%D0%B3%D0%B8%D0%BE%D0%BD%D0%B5%D0%B2%D1%80%D0%BE%D1%82
%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B9+%D0%BE%D1%82%D0%B5%D0%BA+-
+%D1%84%D0%BE%D1%82%D0%BE+%D0%B1%D0%BE%D0%BB%D1%8C%D0%BD%D0%BE%D0%B3%D0%BE&newwindow=1&s
ource=Inms&sa=X&ei=xRaSU-bdMqW7ygOLg4Fw&ved=0CAcQ_AUoAA&biw=1280&bih=890&dpr=1)
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7. Hpe;xz[eBpeMeHHa;I I10JI0OBas 3penocn, I_IeHTpaJ'IBHOI‘O HpOI/ICXO)KI[eHI/I}I
(http://www.kidspot.com.au/18-month-old-toddler-precocious-puberty/)

8. deHuKeTOHYpUs
(https://www.google.ru/search?q=%D1%84%D0%B5%D0%BD%D0%B8%D0%BB%D0%BA%D0%B5%D1%82%D0%BE%D0%BD%D1%8
3%D1%80%D0%B8%D1%8F+(%D1%84%D0%BA%D1%83)+-

+%D1%84%D0%BE%D1%82%D0%BE &newwindow=1&tbm=isch&imgil=3nIWRymoGxv7hM%253A%253Bhttps%253A%252F%252Fencr
ypted-tbn2.gstatic.com%252Fimages%253Fq%253Dthn%253AANdIGCcRogGWt05CIDhVXkrXBXB-LKYHFG3_-
RersXPweoHNnCL7TAPuZ%253B400%253B403%253BPZgRqQVX9jveXM%253Bhttp%25253A%25252F%25252Fwww.polismed.com%252
52Farticles-fenilketonurija-fku-prichiny-simptomy-diagnostika.html&source=iu&usg=__ 2WIPQbb3gybYEr-
H4wyRDMDut3g%3D&sa=X&ei=JiGSU661LOXMygPgsY A4&ved=0CCkQIQEWAW&biw=1280&bih=933#facrc=_&imgdii=_&imgrc=3nIW
RymoGxv7hM%253A%3BPZgRgQVX9jveXM%3Bhttp%253A%252F%252Fwww.polismed.com%252Fupfiles%252Farticles% 252Fbig%252F
5%252F020768001380707473.jpg%3Bhttp%253A%252F%252Fwww.polismed.com%252Farticles-fenilketonurija-fku-prichiny-simptomy-
diagnostika.html%3B400%3B403)
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9. Tupo3unemust
(http://www.1sn.ru/52799.html)

Child with MSUD

10. Bone3Hnp «KJIEHOBOTO CHPOTIaY
(http://www.slideshare.net/DrLouay/maple-syrup-urine-disease-msud)
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11. N3oBanepruanoBas auuaeMus
(http://www.oaanews.org/iva.htm)

11. MeTunMaioHoBas aliaeMHUs
(http://www.0aanews.org/mma.htm)

11. [IpormnoHoBas anuaeMus
(http://www.0aanews.org)
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Leah, Propionic Acidemia, Age 9
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13. 'omouuctunypus
(http://cornellbiochem.wikispaces.com/Homocystinuria)

14. I'myrapoBas anuaypus tam |
(http://www.oaanews.org)

15. Tamakrozemus

2011gtms8h.wikispaces.com
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16. boJsiesnb ®adpu

(www.healthyoncare.com)

16. Boae3nr Humana-Iluka

(niemannpick.blogspot.com
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17. Mykononucaxapuaos, Tai |
http://thehealthscience.com/showthread.php?849012-Skeletal-Dysplasia

48

18. Mykomnomincaxapuuos, -]

blog.timesunion.com|

19. Myxononucaxapuno3, tum VI
http://www.maroteaux-lamy.com/Espanol/images/hcp/photos/MPS-V1_mouth_300_thumb.jpg
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21. bone3us Bunbcona
http://www.indiahospitaltour.com/transplant/liver-transplant-surgery-india.html

22. He3aBepllleHHBIH OCTEOTE€HE3

www.studyblue.com

Normal Heart Pulmonary Hypertension

Pulmonary 40 “;)

Arteries (to lungs)
NG

Lungs

23. UpuonaTuyeckas Jiero4Hasi THIepTeH3us
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www.nationwidechildrens.org|

24. FOHomecknii (FOBEHWIBHBIN ) apTPHUT C CHCTEMHBIM HAa4aJIoM

ep.bmj.com

25. Cunapom Perra

http://livingwithrettsyndrome.blogspot.ru/2012_05_01_archive.html

http://rettsyndrome.ru
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Ione3nwie ccoiiku. Qdougecmeennvle opeanu3ayuu no PeOKuUM 3a001e6aHUAM:

www.Rettsyndrome.ru Accormumarust cuaapoMa Perra

http://www.rarediseaseday.ru MexayHapoIHblii IeHb PEAKUX 3a00I€BaHUi

http://www.eurordis.org EBpormeiickas opraHu3aryst MalieHToB ¢ PEIKUMH 3a00J1eBaHUSIMU

WWW.SPiporz.ru Coro3 MaiyueHToB U NalMeHTCKUX OpraHu3aliii 10 PeIKUM 3a00J1eBaHMsI

http://www.rare-diseases.ru Beepoccutickoe 001iectBo opdaHHbIX 3a00/IeBaHHI

http://www.hemophilia.ru Bcepoccuiickoe 061ecTBO reMobHInm

http://cthelp.ru/ru «Ms1 BMecTe» - MexpernoHaibHast o01iecTBeHHast opranu3anus «Ilomornb

0OIBLHBIM MYKOBUCHHUAO30M>»

http://www.gaucher.ru O6mectBennas opranuzaius «MOO copeicTBHs HHBAIUIAM C JCTCTBA,

CTpaJaroum 6one3Hbio I'o11e U UX ceMbIM

http://www.gaoordi.ru Caukr-ITerepOyprckast accoraliy 00IeCTBEHHBIX 00beANHCHU I

poautenei nerei-unBanuaos «CAOOPIN»

http://WWW.OﬂCOhem.Orq O6HICCTBO HoMOHIIY MmanmueHTaM ¢ OHKOIreéMaToJIO0IrH4C€CKUMHU

3a00JIeBaHUASIMU

http://www.hypopituitarism.ru «3BEPECT» - opranuzanus B IOMOIIb JIKOISM C C IPOOIEMOi

HEIOCTaTKa TOPMOHOB runodu3a (THIOMUTYUTapu3M)

http://www.osteogenez.ru OOriecTBeHHast opranu3anus «Xpymnkue IeTh

WWW.mDS'rUSSia.OrCI Me)errI/IOHaJ'IBHaSI 6HaFOTBOpI/ITeJIBHaH O6IJ_ICCTBCHHaH opraHu3anys B

IIOMOIIb OOJIBHBIM CUHAPOMOM XaHTepa

www.fabryrussia.ru MexpernoHaibHas 6J1arOTBOPUTEIbHAS OOIIIECTBEHHAsI OpraHU3aIns B

MOMOIIIb MMAIIMEHTaM, CTpaAaroIuM 0oJie3HbI0 Dadbpu
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byHaaMeHTanIbHON U KIMHUYECKOH Gapmakonorun, MHCTUTYTA PyHAAMEHTAIBHOW MEAULIMHBI U
6uonorun KOY

Bypranosa I'yibnapa UabmaroBHa (pa3znen 2: TUIOBBIE OTBETHI IOPUCTOB), FOPUCT
POOQO 1o PT «I"paxxnaHcKuii KOHTPOJIb)»

Boaruna Csetsiana SikoBieBHa (pa3zaen 4, NpUIOKEHUE) JI.M.H., podeccop kadeaps
MIPOTIEICBTUKHU JeTCKUX O0ose3neit KIMY

3uranmmua Jlnams EsrenbeBHa (pazzgen 3) mnpodeccop, A.M.H., 3aBeAyrOIIas
Kadeapoit GpyHAaAMEHTAFHOW M KIMHUYECKOH (apmakonornu MHcTHTYyTa (QyHAaMEHTATHLHOU
MeIULUHEI 1 ononoruu KOY

JlatpmoBa Aiiry;ab AiipaTtoBHa (pa3zen 1) accucTeHT kadenpsl MEAUIIMHCKON U 001Iei
ncuxoiioruu ¢ kypcom neaaroruku KI'MYVY, cnenuanuct AHO «Accounanus cuaapoma Perra»

MaxkcumoB HUrops JleonmaoBuu (pazaen 2) K.M.H., JOICHT Kadeapbl OHOMEIITHKH,
MEJULMHCKOrO Mpasa U ucropuu meaunusael KI'MY

MopozoBa Oubra HwukxogaeBHa (paszgen 1) crapmumil npernojaBaTesb Kageapsl
SKOHOMHYECKOI Teopun u counaibHor padotel KIMY, aupekrop b® «Oxno B HAJIEXY »

Caduna Peruna (pazzmen 2) Beaymuil crenuanuct MUHHCTEPCTBA 3ApPaBOOXPAHEHUS
PT

CrapoB Poman AnapeeBud (pa3szes 2: THIIOBbIE OTBETHI FOPUCTOB), Tpescenareinb POO
no PT «l'paxknaHCKuii KOHTpPOJb», 3aMECTUTENb IUPEKTOpa ropuandeckod kommanuun OOO
«Meranomnuc-M»

Turapenko AnbOuna @PapuroBHa (pazmen 3) JOUEHT, K.M.H., Kadeapa
dbyHIaMeHTabHON 1 KIIMHUYecKo Gapmakonoruu, UHcTuTyTa QyHIaMEHTAIBHON MEIUIIUHBI U
ouonorunn KOV

Tumyna Ouabra BaaumoBHa (paszmen 1, oOmas penakiusi) JTOIEHT Kadeapbl
HKOHOMHUECKOW Teopuu U counmanabHoi padorel KIMY, k.c.H., nupektrop AHO «Acconumanus
cunapoma Perray, unen O6mectBennoit [lamater PT

Xa3zuaxmeroBa Beponnmka HwukosaeBna (pazgen 3) 1omeHT, K.M.H., Kadempa

dbyHIaMeHTalbHON 1 KIIMHUYecKo papmakonoruu, MHCcTUTYTa QyHIaMEHTAIBHON MEIUIIUHBI U
ouonornu KOVY

MaBasues Padasdne ®upnHasinoBuy (pasgen 2) riaBHeld Bpau ['AV3 «/lerckas

pecmyOnrMKaHcKas KInHnYeckas oonbHua M3 PTy
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KommenTapum k 3 pazneiny:
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iii Orphan Drug Act.
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othefdcact/orphandrugact/default.htm

iv IRDIRC | International Rare Diseases Research Consortium. Current results of research.
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