





BakaeMmble umTareau! Mbl pajibl CHOBa IPUBETCTBOBATDb
Bac Ha cTpaHMIlax )XypHaa.

B nporennrem 2015 ropy B Mype HabI0fanCcsA OrpoM-
HBIJT TIPOTpecc B 06/1aCTM pasBUTHSA 3aKOHOJATEIbHBIX MHUIIU-
aTuB B 067acTM penkux 3aboneBanmit. EBpomeiickoe areHTCTBO
10 JIEKAPCTBEHHBIM CPEJCTBAM 3aIlyCTIU/IO HECKOTbKO BayKHBIX
HOBBIX VHHUIMATUB, BK/I04Yas cOHOp AAHHBIX O JIEKAPCTBEHHBIX
CpefcTBax 4epe3 peecTphbl MAlMEHTOB, IPOLEAYPHI, CIOCO6-
CTBYIOIIME YCKOPEHHOJ OLleHKE MPMOPUTETHDIX JIEKAPCTBEHHBIX
cpencts (PRIME). HekoTopbie eBpomeiicKie CTpaHbl BBEJIN, Pac-
VPN ¥ TAPAHTUPOBA/IN HEIIPEPBIBHYIO MOAJEP)KKY B PaMKax
IUIAHOB TI0 JIEYeHNIO PefKuX 3aboeBanmit. ABCTpusi, XopBarTust
n CesepHasa Vpmanpys npuHsm nepsble HalmonanbHbIe Ta-
HBL 1I0 penkuM 3aboneBanusaM. Opanuna u Yexusa npommmmm
cBor 2-ple HanmoHanbHBIe IJIAHBI MO PEIKUM 3a00TeBaHUAM.
Benbrusa u Hupepnanpbl IpUHAIN pellleHNe O COBMECTHOM Be-
[eHU IIEPeroBOPOB [Isl 3aKYNKM op¢aHHBIX Mpenaparos. [lap-
JlaMeHT BenmukoOpuTanum yTBepAuI JOKYMEHTHI O HeOOXOAMO-
CTV MIEH3VPOBAHMA KIVHNK, IPOBOAAINX 3aMeCTUTENbHYI0
Tepanyio. AHIIMA TaKKe PACIIMpuIa IpOrpaMMy CKPMHMHIA
HOBOPOJK/IEHHBIX ¥ BBITYCTU/IA TPENIOXKeHNe 00 M3MeHEeHUN B
pabote maboparopuit, paboTarouux B o6macTy reHetuku. Opan-
1y yTBEpAWIA IOKYMEHTBI, OIpefieIAIollie MeXaHU3Mbl IIOf-
IepKKM PeNKMX OHKONOTMYecKux 3abomeBanuit. B Vpmaupun
OTKpbUTOCH HepBoe HaumonanpHoe 610po mo pepkum 3aboe-
BaHuAM (NRDO). Ilopryranusa BBela IEHCHOHHYIO KapTy i
penkux saboneBanmit. B CIIIA ObU1 IPUHAT 3aKOH, 3HAYNUTEIIb-
HO PaCIIMPSIONIMIl JIbTOThI MALMEHTOB C pefKuMU 3aboneBa-
HusAMU. B aT1oit cTpane Taxke 6bUTO BBIENEHO 215 MUIINOHOB
[O/UIapOB Ha Pa3paboOTKy HOBBIX JIEKAPCTBEHHBIX NPEIApaToOB.
ITpu 9TOM 3HAYNTEIbHASI YACTh ITON CYMMBI Oy/leT HAIIpaBIeHa
Ha JlaJIbHeJIIIVe ITOMCKM JIedeHUs pelkux 3aboneBanmit. Kpo-
Me TOTO, TaM BIIepBble OBUI BBIIYIIEH ITPOEKT PYKOBOJCTBA IS
oTpaciIeli IPOMBILIIEHHOCTU I/ Pa3paboTKM IIperapaToB A
JledeHNsT OHOTO PeAKOro 3a00eBaHNUs - MBIIIEYHON ANCTPO-
¢un romrenna. CylecTBEHHBIX IIPOTpecc B OOIACTH PENKUX
3a00/IeBaHNMIT TaK>Ke HAOMIONANcA B A3MAaTCKO-TUXOOKEAHCKOM
pernore. Ha OwmnnyuHax 6bUta NpMHATa KOMIUIEKCHAS IIO-
JUTHKA B OTHOLICHMN TMALIMEHTOB C PEIKUMU 3a060/IeBaHUAMIL.
Ha TaiiBaHe ObIM IIPUHATHI KpaitHe HEOOXOMMBIE MOIPABKM C
L[e/IbI0 pacIIMpeHys 3a00Thl O MAlMeHTaX ¢ penKuMu 3abomeBa-
HusMu. B ABcTpanuu 6bU1 OAroTOBIEH oTdeT 1o [Iporpamme
JKM3HEHHO BRKHBIX JIEKAPCTBEHHBIX Ipemaparos u [Tporpamme
10CO6MII, BHIIIAYMBAEMBIX 110 60JIe3HM, YTOOBI YOeOUThCA, 9TO
y TMAIMeHTOB C PeAKMMY 3a00/IeBaHNMAMY eCThb HaflIeXXaIuii f1o-
CTYI K JIe4eHMI0. ABCTPaNIMiicCKuil ITaT BUKTOpMUA TaKKe BbI-
IeNuI 3HAYUTE/IbHYI0O CYMMY Ha TeHOMHOE CEKBEHMPOBaHNe He

IVMaTHOCTMPOBAHHbBIX NAI[VIEHTOB.
B 2016 rogy B Poccyn BcTynmito B ieficTBYE 3aKOHOIATENTHCTBO
B 06/macTy op(aHHBIX JIEKAPCTBEHHBIX CPEJCTB, I7ie MOSABUIOCH

@ WWW.RAREMAGAZINE.RU

ompepiesieHie OpQpaHHBIX JIEKAPCTBEHHBIX CPEACTB, Ipolenypa
TIOTyYeHNA 9TOTO CTaTyca 1 YIpOlleHHas IpoLeflypa pernucTpanumn
3TUX JIEKapCTB, KOTOpPas He TpeOyeT, B OT/INYME OT PETUCTPALUN
OOBIYHBIX JIEKAPCTBEHHDIX CPECTB, 0053aTeNbHbIX KITMHNYECKNX
UcTIbITaHMit Ha Tepputopun Poccuitckoit depepariun. MuHucTep-
cTBOM 3apaBooxpaHeHns PO mo mopyuenmio IlpaBurenbcTBa
n [Ipesupenta P® 6bI10 MOATOTOBIEHA KOHILEMINS OKA3aHMS
paHHel MeUIIMHCKOI MOMOIIM JIETAM C TeHEeTUYECKMMU OTKJIO-
HeHuAMIU. [IpoekT BKIOYaeT B ceOs KaK 3HAUUTEIBHOE YCOBEP-
LIEHCTBOBaHMe CKPMHMHIA HOBOPOXKJEHHBIX B Halllell cTpaHe,
TaK U BO3MOXXHOCTY CO3JaHMsA/yTBEePXKAEHNA efiepanbHbIX Me-
AMLMHCKYX IIEHTPOB 110 PeIKNM 3a60/IeBaHNAM U BOSMOXKHOCTH
denepanbHOro 0becredeHns «pefKIUX»MaleHTOB HeOOXOMMbI-
Mmu nekapctsamu. CyIiecTByolast IporpaMMa II0 JIeKapCTBeH-
HOMY 00eCIIeYeHNI0 MALNEHTOB C 24 pegxumy 3ab0/1eBaHIsIMU
/cocTogHMAMY, peanusanysA KoTopoit ¢ 2012 roma Bo3nOXeHa
Ha IUvledy cy6bekToB (emepanmii, B 2015 rofy BBIIONHANACD C
6OIBIIVIMIU CTTOXXHOCTSAMY, BBUJY SIBHOJ OTpaHMYEHHOCTU -
HaHCOBBIX BO3MOXXHOCTEN pernoHoB. CUTYyal[MI0 CIAC/IO TOJb-
KO TOCTynuBIIee 13 (befiepasbHOro IEHTPa JOINOTHUTETbHOE
¢uHaHCKHpOBaHUe Ha «op¢aHbl» B pasMepe 6oree 10 mapp pyo.
Ha 2016 rop IIpaBurenbcTBo, MpefBOCXMILA BO3MOXKHBIE CTIOXK-
HOCTH, y>Ke IIOAIINCATIO IIOCTAaHOBJIEHNE O BbIJIE/IEHUN PETMOHAM
TOIIOTTHUTE/IbHBIX JCHEKHBIX CPefCTB Ha JIEKapCTBEHHOe 00e-
CrieyeHMe JleTeli-MHBanIuaoB. IIpu 3ToM 4acTh 3TUX CPefCTB MO-
XKeT ObITh HallpaB/ieHa Ha 3aKYIIKV JIeKapCTBEHHBIX IIperapaToB
JULA JIedeHUs MALMEeHTOB C pefikuMy 3aboneBanuamMm. Yto Oyaer
IPOUCXONUTD CO B3POCTIBIMY TAllMeHTaMy opdaHHBIX 3ab0/IeBa-
HMII IIOK)KET TOJIbKO BpPEM:.

Hamra cTpaHa Bce-Taky HYXX/JaeTCsl B HOBBIX paspaboTkax
TIEKapCTBEHHDIX IIPENapaToB, BEAYIINX MHCTUTYTAX, CEPbe3HbIX
VICCTIENOBAHIIIX, TPyIIax yueHbix. Co3aTh 9TO TOMBKO Ha 6ase
MIMEIOIMXCS HeMHOTOYMC/IEHHBIX 6110(apMaleBTUYeCKIX 3aBO-
OB, Bpsif /i OyzeT BO3MOXKHO. Hy>XKHO npucTanbHOe BHUMaHMe
TOCYJapCTBa, peajibHble 3aKOHbI 1 MHBECTUIIMM HallpaB/IeHHbIE
Ha BO3MOXKHOCTM CO3JJaHUsI MH(QPACTPYKTYPbI 1 IMOJTOTOBKM
JIofelt B 00IacTY KJIMHNYECKUX MCCIENOBAaHNUIL M CO3JaHNsA Me-
AMUVMHCKUX CTAPTAIOB B 910l o6mactu. [lepconnduimposantast
MeJUIMHA, KOTOpas KaK pa3 ceif4ac UCIONb3yeTCA A JTeYeHNA
penkux 3abomeBanmit - 9o Haure 6yayitee. Kakoe ono 6ymer s
Halllell CTpaHbI - 3aBYICUT y>Ke CETOfjH:A OT Hac.

B nmanHBI )KypHAT BOLIJIO MHOTO MHTEPECHDBIX CTaTell aBTo-
POB, KOTOPBbIE yyKe CO3/IAI0T HAII OYAYILIIT MIP - MUP C 3aKOHAMIA,
IpoLelyPaMI ¥ MPaKTUKAaMI, HaIIPaB/IEHHBIMY Ha CBOE€BPEMEH -
HYIO IMAarHOCTUKY U JIeY€HNMe MALNEHTOB C PegKIMH 3abomeBa-
HUAMM. MBI O4eHb JOPOXKMM STVUMIU JTIOAbMU U OJIarofapyuM 3a
OTKpBITOE Cepplle, JOOPOTY U BEMMKOAYIINE, BIOXKEHHbIE B I10-
MOIIIb 1 TIOAIEP>KKY MaLlMeHTOB C PeKUMI 3a00/TeBaHUAMIL.

Om pedakyuu...

HIEPBIf POCCHICKHI JKYPHAT O JIOZAX C PEAKHMI BOTE3HAMN
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e HOBOCTHA ®OTOJIEHTA

2. B Kasanu nporuen brarorBopurenpuslit MapagoH.

3. llIxomna «PEJKOI'O» manuenTa 1 AeTCKUI IPa3THNIK B
Mopososckoit JI'Kb r. Mockser; Jenb I'OIIE B Poccyn.

4. ®opym nauyentos ¢ TIPO3MHEMMEN 8 Mockse; Kpyrstit
CTOII, HOCBHH.ICHHblﬁ np0611eMaM, HepCHeKTI/IBaM CO3maHMA CUCTE-
MBI OKa3aHMA MeUIIMTHCKON TOMOIIY U COLMATbHOM MOIJePIKKI
IanueHTaM ¢ pefKumin 3aboneBaHnsAMy B MOCKOBCKOII OOTI..

5. Kpyrnbiit cron B [ocayme 1o npo6nemMam edeHns pegKux 3a6o-
nesanuit; B O6mecTBennoit mamate PO mpomio camoe HOBOrofiHee

U ckazouHoe MepornpusATue - «Pekas Enxan.

o MHEHME SKCIIEPTA

6. Vnrepssio - JIykuna E.A. - MbI nonyunnn GpaHTacTUYECKYIO
BO3MOXKHOCTD GOJIbHBIX JTIOJIEI CHeaTh 3[[0POBLIMI.

11. MYKOBMCIH M O3: ITpo6eMbl 11 Ty TH UX PeLIeHNs.

14. JIocTyIHOCTD ITperapaToB /i IeYeHNA PeIKUX 3a00/IeBaHMIL.
KommieKkcHblit aHanu3 3aKOHOZIaTeNbCTBA, HOPMATUBHBIX MOIOXKeE-
HIIT ¥ HONUTHUK B 35 CTpaHax.

20. ITpo6membl OKa3aHMA MOMOIY ¥ MapLUIPY TH3ALMH HAIMEHTOB
¢ opdaHHBIMY 3260/T€BAHVISIMIL.

23. LeHTp AnA feTeit ¢ pefKMMM 3a60/IeBaHIAMM: MEUTa VI
PeanbHOCTD [Ha IpuMepe NanyeHToB ¢ cunppomMom PETTA].

26. 3ameTku Ha noyAx: OpdaHHbIe IPOO/IEMbI CETOHALIHETO THA.

o THOOPMAIIVA & 3AKOHOJATE/IbCTBO

29. Tlepsas Beepoccmiickas koHbepeHiyA no BpoxaenHoit AHVIPVIVI
B Ob1ectBenno mmaiare PO: Pesosmorus.
30. O630p 3aKOHOAATENBCTBA IO IPU3HAHNIO /IM1IA UHBA/INOM.

31. MpI - maumeHTsl ¢ 6omesnpo TOIIIE.

e MEIUTIMHCKOE ObO3PEHUE

32. HeBumymast 6orestb. 1 Yacts: Beerienyie B 6ome3Hy 1K/a 06pasoBaHyst
MOYEBIHBL

35. Yenennast 6epeMeHHOCTb Y TaLyeHTKy ¢ 6onesHbio PABPY n nipen-
MYIIIeCTBEHHBIM HOP@KEHeM IOYeK.

37. MYKOITOJIMICAXAPUIO3 1T TUTIA (cuuppom Xanrepa): Hosbie
BO3MOYKHOCTY TePATIIL.

39. Kymanaeckvie HabmozeHysst maryieHToB ¢ 6o7esnpro PABPY], kotopsie
neperym ot agalsidase-{3 k agalsidase-a; Brmsanme depmeHT-3amecTiTeNb-
HOJ1 Teparmy Ha 607IeBbIe OLIYILEHVIA 1 Ka4eCTBO XKI3HI MALVIEHTOB C
6onesHpio PABPV]; DepMeHT-3aMeCTUTeIbHAS TePAIINs Y HALeHTa C
6onesHpto Gabpur: passurtye IgE antnTer; b deKTBHOCTD PepMeHT-
3aMECTUTE/bHOI TepaIyy PV KAPAYOMYIOTIATIN Y TIALIEHTOB C 60TIE3HBIO
DABPV; DyHKImM ITOYEK ¥ CyTOUHAsA IIPOTEVHYPYIA Y TIALMEHTOB C
6onesHpto @PABPYI ripu tedeHym arajicuyiasoit Asbha B TedeHye 3 et
6paswibckuit onbIT; [ICHXIT9ecKiie 1 IICHXOCOLAIbHBIE ACTIEKThI G0/Ie3HN
DOABPIL.

o COIIVIAJIBHBIN PAKYPC

42. YKuBble vicTopyt: He 0TOMpaiiTe 1eKapcTBO y pebeHka: Jlaxke Ha MecsIl,
JIavKe Ha HeJero!
43. KOIIAYMI KPVIK. Vicropus pezkoit ieBouk ¢ cunipoMoM JlexéHa.

45. Pepxuie sameTki: OcoOGeHHDIT PEOEHOK.

o TBOPYECTBO

44. Penxme ctuxu: Anekceit Terait.

46. Counnenns-pasmbiiienns Ceerol Kyknimnori.

PEJKUI X KYPHAJI

NEPBHIf POCCHACKIA KYPHATI O IOZAX C PEAKHMH BONESHAMN
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11 mas 2015 ropa Ha mromaay cragnona Kasanb-Apena crap-
toBan KasaHcknii nerkoarnerndeckuit MapagoH. Beex sxenmarommx
XAl mpober mo yamiaM cromuubl TaTapcraHa. 9TOT MapadoH
IIpOILIe/T B HOBOM COBPeMeHHOM (dopMaTe.

ITpencraButenu obiiecTBeHHBIX opranusanuit: Jennc bemsikos
- MPBOOI «Co103 MauyeHToB ¥ MAalMeHTCKUX OpraHM3aluil 1o
penkum 3a6oneBanusiM» (Mocksa), Onbra Mopososa - B® «OkHo B
HAJIEX]Y», CHexxana Mutnna - MBOO «O06111ecTBO MHBaNINOB,
cTpafaIux cuHgpoMoM Xautepar, wied OII Peciry6mmkn Tatap-
CTaH, pyKoBoauTenb Acconyanuu cuagpoma Perta Onbra Tumya,
MIPUHSIN y4acTue B 3abere B IOAIEPXKKY JieTeil ¢ 3abojeBaHMeM
cunppoM Perra. Ipynma craproBaia, 03HaMeHOBAB OOPATHBIIL OT-
cdeT BpeMeHM 1o Muposoro Konrpecca no cungpomy Perra, koTo-
pbiit coctontcA B Mae 2016 ropa.

OCHOBY TpYyIIIBl COCTaBWIM IIPENOiaBaTe/M, BBITYCKHUKU U
cTypeHTbl KasaHCKOro MegyIMHCKOrO YHUBEPCUTETA.

Boiyckunk KI'MY Ite6 ApskakoB: «CerofHs s IIPUIIe COBep-
IUTh TO06eRy Hax co60il B IIEPBYIO OUepenb, U ObUI BOOLYILIEBIIEH,
KOTI7Ia yBUJIe/, KaK MHOTO HAapOJy IIPUILIO ¥ BCe XOTC)II/I, CTapanuch
mobexarh o huHMIIA. ATaIOKe, .CBOVIM V4a
BCEMI XOUY aHOHCY
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8 mrons 2015 1. 8 Mopososckoit ITKD [lemapramenTa 3gpaBo-
OXpaHeHI/IH T. MOCKBbI nponma BCTpe‘{a pyKOBO)ICTBa KJIIMMHUKU C
IalMeHTaMI ¢ PEAKMMIY 3a00/IeBaHVAMMU M UX POSUTESIMN.

st meTeit ¢ pasMMYHBIMU TUIIAMU MYKOIIO/IVCAaXapuI030B,
6onesun Oabpu, 6onesnn lolre, perynspHO MOSABISIOILMXCA B
KJIMHYIKE /151 IPOBEJIeHNsI JIeYeH N, B paMKaxX MepONpUATIS, IPO-
e HeTCKI/Iﬁ Hpa3HHI/IK. B TOCTU K pe}IKI/IM IIagMeHTaM HPI/IH.UII/I
nepcoHaxn Mynbrduibma «Mamra 1 Mensegs». Croprnpusom st
HeTell CTajI KyKOJIbHBII CIIeKTaK/Ib.

Bcrpedy ¢ poguTensMu U IPeCTaBUTENAMI OOIIeCTBEHHBIX
opranusanui «Cor3 NanyeHToB U NalJeHTCKMX OpraHu3aIuii 1o
penkuM 3a007eBaHMAM» U «XaHTeP-CUHAPOM» IIPOBE/ [IaBHbII
Bpay KnuHUKM KonryHos VI.B., saM. I7TaBHOrO Bpaya IO MeIM-
uyHckon yactu Ilerpaiikuna E.E. 1 pykoBonuTenb HeTaBHO CO3-
raHHOro Opcannoro nenrpa (fopoxckoro IeHTpa s medeHms

i 3a6oneBanysavu) [leyarankosa H.JI.
OBOJCTBO KJIVHMKIJ COOOIIN/IO O TIOJI-
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Bonesus Tomre - pepkoe reHetmdeckoe 3aboseBaHme, Ipeu-
MYIIECTBEHHO IIOpakalolllee BHYTPEHHNE OpPraHbl ¥ KOCTHYIO
cucremy. bes nmedenns, sabomeBaHye IMPOrpeccupyeT 1 BefET K
UHBa/IMIHOCTU M BBICOKOMY PUCKY [y XusHu. B Poccmiickoit
Denepanyi Takie MpernapaTsl B TeYeHNM MHOTYX JIET 3aKyTIAl0TCs
LIEHTPa/TN30BaHHO 32 CUYET FOCYAapCTBa.

Mounrtopruarom 3¢p(eKTUBHOCTH IPOBOAMMOI Tepalmuy B
TeYeHMM MHOTUX JIeT 3aHMMAaeTCs MYAbTUAMCUUIIIMHAPHAA KO-
MaHfia crenyanuctoB B OtaeneHnn opdaHHbIX 3a60/IeBaHMIT
Temaronornyeckoro Hayunoro Ilenrpa M3 P® (r. Mocksa) mop,
pykoBoactBoM mpod. JIykuHoit EneHbl AjekceeBHBI M TpyImIa
Bpadeii-akcrepToB B HaydynoM LieHTpe 370poBbs fereit M3 PP
(Bemymmmit cienmanuct mo 6onesnu fome: [yHno6una Onbra Cra-
HIC/TABOBHA).

25 non14a2015T. B pamkax MexxgyHapopHoro JIHA MalMeHToB C
6omesHbio Jomre MaIyeHTh CMOIIY OOCYANUTD IPOGIEMBI C TONY-
YeHJeM IIPENapaToB, OKa3aHMEM MEIMIIMHCKON ITOMOILY 1 COLIM-
aJIbHOII IO IEPKKI.

a BOIIPOCHI IALVIEHTOB OTBETIIN 9KCIIepThI B obmactu 60-
B Poccun — Enena AnexceesHa Jlykuna n Kupa AHna-

KHOCTY JTajIbHENIIErO
OB I B paM-
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B nepssiit gens, 24 oktsa6pst 20151, MepompusTIe HAYAIOCh
CO 3HAKOMCTBAa IpeACTaBUTeNell ceMell, npubbBuMx Ha Popym
13 PasHbIX PETMOHOB Halllell CTPaHbl. Y popuTeneil feTeit ¢ ofu-
HAKOBBIM /JMATHO30M €CTb MHOTO OOIIVX BOIIPOCOB, IpoOIeM U
TOCTV>KEHUI.

[Monaxosa C.J1., Begymuii poCcCUiCKIII SKCIEPT 10 TUPO3U-
HeMIH, B CBOEM JJOK/Iajie 1a/la YeTKIe PeKOMeHanum 1mno obpasy

XKM3HU, 0COOEHHOCTAMY HAO/TIOfIeHMIA 3a IeTbMM, HeOOXOVIMOCTI
[IPOBEJEHISI PEry/IIPHOTO MOHUTOPVIHTA COCTOSIHIS pebeHKa.

Bpaun-skcreptsr PefiepaabHOrO LieHTPa TPAHCIUIAHTALIUY CO-
JIMJTHBIX OPTaHOB, KOTOPBIe OBIIV IIPUIIALIIEHDI TT0 TTPOChOe poyy-
Testell, paccKasamt 00 ycrexax pOCCHIICKOIN TPAHCIIAHTOIOIUI,
MIOKA3aHMAX K TPAHCIIAHTALUY MeYeHN TIPY TUPO3MHEMUM THII |
1 HEKOTOPBIX aCHEKTa IIOCT TPAHCIUIAHTAIIIOHHOTO IepIOfia.

Ha ®opyme ObUmM NCHXO/IOTH, KOTOpbIE BeIM WHAUBUAY-
anmbHyI0 paboTy ¢ cembsamu. Ocobass TpeHUHT-6eceia BeMyIEero
nicuxonora Masyposoit H.B. Bcennnaa cuipl 1 yBepeHHOCTD B 3a-
BTpAIIIHEM JIHe y BCeX YIaCTHMKOB (opyMa.

Taxoxe ObIIM OCBEILEHBI IOPUAIYECKIE ACTIEKTHI KU3HNU C Op-
¢annbIMYT 3a6071eBaHMsAMY B PO 11 JaHBI IPAKTNYIECKIE COBETHI.

3apepmmicss PopyM KyIMHAPHBIM MacTep-K/IaccoM
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18 HOs16pst 2015T. B MOCKOBCKOM 06/IaCTHOM Hay4HO-UCCIIE0-
BaTE€IbCKOM KIIMMHNYECKOM MHCTUTYTE MIM. M.O. BIIaJII/IMI/IpCKOI‘O
0 MHUIIMATBE 06lIecTBeHHOI opraHusayy «Cos MalieHToB
U TIAIVeHTCKUX OPTaHU3aLNUII 10 PEAKUM 3a60/IeBaHNAM» COCTO-
styicst KpyTiietit CTO, MOCBAIEHHBIN IPo6IeMaM 11 IIepCIeKTHBAM
CO3JIaHMSA CUCTEMBI OKa3aHUs MEIUIIMHCKON MOMOIIN U COIMab-
HOII MOfIIep>KKY TAaIlMeHTaM C peakumu 3aboneBaHusmu B Mo-
CKOBCKOIT 06/1acTH.

B MEPONPUATUN IIPVUHAIN yIaCTHE: YIIOTHOMOYEHHAA 110 IIpa-
BaM pe6énka B Mockosckoit o6mactu Oxcana ITyniknHa, I1aBHbI
peabumronor M3 MO lannua OcuioBa, I1aBHbIe CIEIaIVCThL
MunncrepcrBa 3paBooxpaHeHysi MOCKOBCKOM 06macTy, Ipes-
CTaBUTE/N 3APaBOOXPAHEHM TOpoAa MOCKBBI, ITTaBHbIE CIIEIIVA-
nuctsl, corpynuanky MOHVIKY, maryeHTs! ¢ pefKuMu 3a0o/eBa-
HVSIMU U JTUJIEPbI 00I[eCTBEHHBIX opraﬂmsaunn naumeHTo

[Tpencrasurens M3 MO, rraBHbI1 peabuy
II0BAa OTMETH/IA, YTO B HACTOSIIIEE B
JII€TCSL OHMUM 13 TIPUM
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14 nexabpst 2015r. B Tocyme mpotiien KpPyIJIblil CTOT, e 06-
CY>KIQ/IUCh IIPOO/IEMBI JIeIeHNs PeAKNX 3a00/IeBaHNUIL, B KOTOPOM
IIPUHA/IY y4YacTHe JIeNyTaThl, IpefcTaBuTeny MuHsapasa, permo-
HaJIbHBIX BJIACTeIl, MAIIMEHTCKUX COOOIIECTB, MPOQCOI030B 1 Me-
OUIIMHCKUX aCCOIMAIIIN.

Munsgpas Poccun 1o cux nop He yTBEpAW/I CTaHJAPTHI OKa-
3aHMsI MEITIOMOIIY MAl[ieHTaM, CTPajaouM opdaHHbIMI 3a60-
nepanuAMHU. O6 aTOM coobuyn npenceparens Komurera Tocmymbr
110 oxpaHe 3710poBbs, WwieH JIJJITP Cepreit @ypran B xome «KpyIio-
ro crona» B locmyme.

ITo ero coBaM, MUHMCTEPCTBO 3/paBOOXPAHEHM I COCTABIAET
IepeveHb PeJKNUX 3a60/IeBaHMII Ha OCHOBE CTaTHCTUYECKUX JlaH-
HBIX I Pa3MeIaeT ero Ha CBOEM ouIanbHOM caiite. «B HacTos-
1iee BpeMsA B HEr0 BXOAUT O0K0I0 200 HO30/10rMI1, KOHCTaTUPOBAJ

ett Qyprar.
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«Penkue fetn, B CWIy 0coOeHHOCTelT 3ab0/IeBaHMIL, He Be3fe
ABJIAIOTCS XKETAaHHBIMU TOCTAMM U YaCTO BBIHYXJICHBI BECTU 3a-
KpBITBIIT 00pa3 >km3Hnm. OCHOBHas 3ajjavya HANIMX HOBOTOJHUX
BCTpeY — COIMAIbHAA a[allTAlVA MAIVIEHTOB I VX POJUTENel, aK-
TUBU3ALUA B3aVMOZENCTBYA MEXJY TallieHTaMy, IIpUBJIeYeHIe
BHUMaHUS OOIECTBEHHOCTM K MpoOIeMaM NAHHOM KaTeropuu
JIIOfieTi», - MOAYepKUBaeT UCIIOTHUTEIbHBIN AupeKTop - Mexpe-
rmoHanbHOM BrarorBopurensHoit ObiectBennoit Oprannsanun
nHBamo0B «CoI03 MalMeHTOB U MALMeHTCKUX OpraHn3auuii 1o
penkum saboneBaHnsAM» - [lenuc Beskos.

ITo cnosam mpencenarensa Komuccum OIT PO mmo oxpaHe 370-
poBbs Bragumnpa Hepoesa, 5To 0ueHb 30pOBO, UTO IPOBEEeHNE
TaKOTO Ba)KHOI'O MeponpusATHA B cTeHax OOIecTBEHHOII TanaThl
P® cranoBuTCA yoKe [OOPOIT TpagyLIert.

«Takum 06pasoM MbI XOTUM TIPUBJIeYb BHUMaHME 061IeCTBEH-
HOCTM K IIpobieMaM feTeit ¢ opdaHHBIMY 3a00/IEBaHUSMM, KOTO-
pble HY>KIAIOTCA B IOCTOSHHON Nofep>kke. Ham oueHb IpUATHO
CIIBIIIATD, YTO BCe ETV, HAXOMACh HA HAIIEM IIpa3fHUKE, MOTYT
YyBCTBOBATH Ce651 KOMPOPTHO 1 e/ ICTBUTEIBHO, XOTh VI HEHATOI-
ro, HO IIPOYYBCTBOBATb arMocdepy mpubmnkatomerocss HoBoro

- otmetu YieH OIT PO.
a Moposa n CHerypouku, 25 sekabps 2015r, ¢
IMU, TIpJeXany MO3APaBUTh PeOsT:
ka Poccum - Mwua
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Mbl ITOJIYHYW/IN
®AHTACTUYECKYIO

BO3MOXHOCTb

BOJIBHBIX /110AEN
C/IEJIATh 3/I0OPOBbIMU

Jlykuna E.A.

IIpod., A.M.H, Bpa4 BhICIIel KaTeropuy, 3aB.
Hay4YHO-KJIWHUYECKUM OTAeleHneM opdaHHBIX 3a601eBaHUI
T'emaTosiorn4eckoro Hay4Horo neHTpa Munszapasa Poccun

TeKkcT: Meinepsakosa E.A.

NeHa ANeKceeBHA, PacCKa)KNUTe, MOXKANYIICTa, IIOYeMY
M Korpaa Bel Hayanu 3aHuMaThbcA nanuedTamu ¢ P3?

B mponutom 6asoBas KIMHMKa [eMaToIOTMYecKoro
HayvHoro nentpa (I'HLI, trorga - HMM remartonoruu u nepe-
JIMBAHUS KPOBM) PACIIONArajaach Ha TEPPUTOPUU TeMATOJIO-
TMYECKMX OTHE/NCHMII TOPOACKON K/IMHUYECKON OOMIbHUIIbI
nmenu C.II.botkmua. C 1988 rozma pykoBopnTeneM KIVMHUKM,
npodeccopom MoxkeeBoit Haranbeit AmexcaHApOBHOI, Oblna
MHUIVVPOBaHa HOBas HAy4YHO-JCCIeNOBATe/IbCKasA TeMa, Kaca-
IOIAsICST AMATHOCTUKY U JIE9eHMsI TUCTUOLUTO30B. DTO 3a60-
JIeBAHMUA CUCTEMBI KPOBH, HO TIOCKO/IbKY KI€TKM - TUCTUOLMUTEI
U Makpodary - ABIAITCA TKaHEBBIMMU, TO 3TU 3ab60NeBaHMA
MOTYT NPOSB/IATBCS MOPaKeHMeM T000ro opraHa MM 1 TKa-
HIU, ¥ 9TO 06yC/IOBNIMBaeT TPYAHOCTYU AMATHOCTUKY. VIMeHHO
npobiemMa TUCTUOLMTO30B IMOCAY)XXIIA «TOYKONM OTCYETa» B
Haleil paboTe ¢ MaleHTaMM, CTPajalIuMu OpdaHHBIMM
3aboneBannaMu. C TOro BpeMeH! B KJIVHMKY CTalM MOTUXO-
HEUKY «CTeKaTbCsA» MAI[VeHTHI C IOfj03PeHNeM Ha IMCTUOLUTO-
3bl. CPCHI/I HIX OKa3bIBa/MNCh T€, KTO He]?[CTBI/[TC}IbHO JIMEJI 3TO
penkoe 3aboneBaHIe, a TAKXKe ¥ Te, KTO MIMeNN APYriue peaKie
607e3HM, IPOABIEHNA KOTOPBIX OBUIM CXOZHBIMU C KIVMHUYe-
CKOJI KapTMHOJ IMCTUOLUTO30B. B TedeHne NpuMepHO fecATn
neT O6bUT cOOpaH JAOBOIBHO OOMBLION MaTepuas, Kacarolinii-
CsI JMATHOCTUKY pefkux 3aboneBanuit, u B 1995 rogy Enena
AnexceesHa JIyk1Ha, Ballla IOKOPHas C/Iyra, 3alliUTHU/IA JJOK-
TOPCKYIO [JUCCePTAINIO, IOCBAILICHHYIO IMArHOCTHUKE U Jieye-
HUI0 3a007IeBaHNIT MakpodaraipHoll cuctemsl. Torga, B ducre
60/IBHBIX C TMCTUOLMTO3aMM ObIIM [BOE IAIMIEHTOB C 60es-
Hpio Tome. TloroMy 4TO, C TOYKM 3peHUA IAaTOPU3UONIOTNUM,
6ornesup lomme sABsgeT coboIl KIaccuyeckoe MakpodaraibHoe
WIU TUCTUIUTapHOe 3aboeBaHMe (TUCTUOLUT — 9TO TKaHEBOI!
makpodar). To ectp, 6oe3nsp Tomre - 3aboneBaHMe Kak pas 13
TPYIIIBI T€X CaMbIX HEOIyXOJIEeBbIX I'MCTUOLMTO30B, KOTOPbIE
ABJIANINCH TIPeIMETOM M3y4YeHUsA Halleil KIMHUKU B TedeHue
mecsTu net. Tak, B 95-0M rofly y Hac mosBuiIach 6oesus lomre,
a 1o 9TOrO OBIIM fIpyTHe penxue 3aboneBanus. VHorma mpues-
JKamn IManyMeHThbl, KOTOPbI€ CTpafanil pENKIMU (bOpMaMI/I ony-
xoreit. ITOSBUINCh MacTOLIUTO3bI, KOTOPbIE OBIIM MOXOXM Ha

‘ PEJIKU KYPHAJI

NEPBHIf POCCHACKIA KYPHATI O IOZAX C PEAKHMH BONESHAMN

KOXHbIe (POPMBI TUCTUOLUTO30B. MHe 11 JOKTOpaM, KOTOpbIe
paboranu co MHOII B TPYIIIle, TOIfA 9TO OblIa IIPOCTO TPYIINA,
IPUXOAUIOCH BCE BpeMs YINThCA, Y3HABAaTh HOBYIO MH(OpMa-
LMIO O pefiKuX 3aboneBannsax. Kakaplil crenyromuit 601bHOI ¢
APYTUM pefKUM AMATHO30M TpeOoBas TOTro, YTOOBI MbI IOUN-
TaJIN INTEPATy Py, BHUK/IN. [lanbliie 3TO y>Ke CTAHOBUIOCD /A
Hac 3HaKOMOJ TeMOM, Halllell TEMOIA.

B 1994 rony B cBA3K C MU3MEHEHNEM SKOHOMUYECKOI U T10-
JIMTUYECKOI CUTYallnu B cTpaHe 6a3oBask KIMHMKA MOKMHYIA
6ompanny uM. C.II.BoTkuHa, ¥ COTPYJHUKM Iepeexanu Ha
YeTBepThIN 9Tax rnaBHoro kopmyca 'HII. HoBaa kn1uHuKa Ha-
3bIBA/IaCh KIMHMKON XMMMUOTEPANINH JIEIKO30B U MATOMIOTUM
spurpona. OHa 06beuHsIa HECKOTIBKO IPYIIN Bpadell, TOra
3aBeqyoleil oTAeneHneM 6suta mpogeccop Xopomko Huna
JMuTpueBHa, KoTOopasd CMeHMIa Ha Iocty Harampio Ajek-
canfipoBHy MokeeBy. Hmuna [IMuTpueBHa 3aHMManach Xpo-
HIYECKUM MUETIOJNIe/IKO30M, I0O9TOMY B Halllell KIMHMKE OBIIO
HEeCKOJIbKO I'PYIIL: IepBas IpyIIa 3aHMMAanach XpOHUYECKUM
MIE/I0IeIKO30M, BTOpPasi I'PYIIa — IaTONOTMEll S5PUTPOHA, TO
ecTb pefKuMM 3a00/eBaHMAMM KPACHOTO POCTKA, M TPEeTbA
rpynmna «Enena AjnexkceeBHa U ee COTPYSHMKM» 3aHMManach
TUCTUOLUTO3aMI U APYTUMY pefKyuMu 3aboneBanusmu. V ata
KInHMKa ¢ 1994 roga mo 2013 rop cyujecTBoBana Kak KJIMHMAKA
XMMMOTEPANUN JIEIKO30B U MATOJOTUM 3PUTPOHA, C TPYIIIION
usydeHys Metabonmdeckux sabonepannit. CHeKTp peKux 3a-
6o0seBaHNUI TIOTUXOHEUKY PACIIUPS/ICA U MEHSJICA 1O Ipodu-
m0. C [IByXTBICAYHBIX TOJOB CTa/lM NIPeBAMpPOBATh MAI[ME€HThI
C IeperpysKoii )enesa, C aTOJIOTMEN MeYeHy, KOTOpas acco-
LUMPOBANACh C Pa3IMIHBIMU IFeMaTONTOTNIeCKMMI CUHAPOMa-
MU, C IIUTOIeHNell U 3a60IeBaHUAMY 13 paspsfia HaC/eICTBEH-
HBIX (DepMEHTOIIATHIL, B TOM uncie 6oesub Tome. Komaectso
91X 60/MPHBIX CTano HapactaTbh u K 2007 TORy MAlMEHTOB C
6onesnpio Toure HacunThIBanmoch okono 100. Ceiryac Konmde-
CTBO B3POCIIbIX MAIMEHTOB ¢ 60/1e3HbI0 JolIle - OKO/IO TPEXCOT.

K 6ombHBIM ¢ 60nesHbio Tomre MbI ellfe BepHeMcs, HO
MHe 6BI XOTeNO0Ch ceifyac B MPOAOILKEeHNe IIepBOro BOIpoca
Y3HAThb y BacC, KaK BbI CUYNTAETE, YTO TOIKAET Bpaqei[ 3aHU-
MaTbcA pegkumm 3a6omeBanmamu? Ilouemy Bpaum Hauu-
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HAIOT 3aHMMATbCS ITON peKoil TeMoit? 3abomeBaHuA pen-
KUe, pefKye MalyieHThl JI BpauM, KOTOpble BBIOMPAIOT 3Ty
TeMY /UL MPAKTIYeCKOI IesATeTbHOCTH, TOXKEe OYeHb PeIKI.

51 mo/mKHa ¢ Imevyasnblo CKa3aTh, YTO MOTYT OBITh OYEHD pas-
Hble IIPUYUHBL. Y MeHs ObUI PyKOBOUTENb KIVHNUKN, KOTOPBII
0003HaYM/I AKTYaJIbHOCTb IpPOOGIEMBI PEKOil NATONIOTUY, O
KOTOPOJ HMKTO HMYEro He 3Haj. YesoBeK B3sAM Ha CBOMU ILIe-
9y 3a/lady M3Y4IEeHMs, 3aMHTEPECOBasl HAaC U Mepefan HaM 3Ty
teMy. [Ipuxonunm HOBble COTPYJHUKM, KTO-TO OCTAJICH, KTO-TO
yuen. Ho B MoeM cy4ae, 4TO Ha3bIBaeTCs, KMU3HD 3aCTaBIUIa U
Hanblie 9Ta TeMa 6blIa Bce BpeMs BOKpyr MeHs. Ho B mocnep-
Hee BpeMs, K MOeMy 6O/IbIIOMY COXaJIeHUI0, KOIZIa TOSBUIOCH
IOpPOroCTOsilliee JIedeHNe, 0COOEHHO KOIZIa 9TO JIeYeHMe CTANI0
TOCTYIIHO B Halllell CTpaHe, NOABMIOCh OTPOMHOE YUCIIO JIOK-
TOPOB, KOTOpbI€ XOTAT 3TUM 3aHMMATbCA IPOCTO IOTOMY 4TO
€CTb HeKMII KOMMepYeCcKIIl MHTepec.

5l sHaro mpaxkTUYecKM BCeX CIeLMaTNCTOB, KOTOpblEe 3aHN-
MaloTcsA pefKoit maronorueit. [loromy 4To faxke KIMHUIVCT Te-
paleBT-reMaTonor ¢ OOJBIINM OINBITOM KakK 51, He MOXKeT 3HAaTh
BCe HIOAHCBI 00JIe3HM, 0COOEHHO Te B KOTOPBIX 33/Ie/ICTBOBAHbI
TKaHeBble K/IETKM, KOTOPbIE MOTYT IIPOABIATHCA IOPaKeHNEM
IIe4eH!, JIETKMUX, XKeTYLOYHO-KUIIEYHOTO TPaKTa, ILIeHTPasb-
HOJl HEepBHOI CUCTeMBbl. DTO 3a00jIeBaHMs, KOTOPble TPeOYIOT
BHMMAHMA PasHbIX CHELMATUCTOB. XUPYPIHU, MyIbMOHOJIOIH,
(TU3MATPDL, SHAOKPUHOIOTY, KOTOPbIe KPOME TOTO, YTO 3HAIOT
CBOIO 00/1aCTDb, OHM €llje 3HAIOT, YTO TaKOe pefiKast IIaTOIOTH.
VI M He HYXXHO OOBSCHSATH, B 4€M 3aKII0YAIOTCS OCOOEHHO-
cTy 9TOrO 3a60/meBaHMsA. V 51 CIIOKOITHO MOTY OTAATh MallMeHTa
B PYKU TaKUX CIEIMATUCTOB. ITO TO, YTO Celiuac Ha3bIBAET-
CA MYIbTUAUCUUIIMHAPHONM KOMaHJO0M. Y Hac TaKasd KOMaHJa
UCTOPUYECKHU CTIOKIUIAC, IOTOMY YTO 9TO OBIIO HEOOXOAMMO.
B Hamem neHTpe 9TO - PAINOIIOT, OPTOIE], KapAMOJIOT, HEBPO-
ynor. [ToTOMY YTO HALMEHTHI C PeAKUMM 3a00TeBaHNMSMI TOXE
60JIE0T 1 MPOSIBTIEHNS 9TUX 3a00/IEBAHMIT UMEIOT 0COOEHHOCTH.

BosBpamjadch K TOMy, YTO ceifyac MHOIME 3aHMMAIOTCA
3TOJ T€MOJ TOIBKO IIOTOMY, 9YTO 3TO MOJHO U MMEET 9KOHOMMU-
JecKIe III0CHL, OTCIoAa unyT 6onbine 6exsl. OTciona Heobo-
CHOBaHHbIE€ HAa3HAYE€HMA JIOPOTOCTOAIEro ynedeHuA. bespym-
Hble, MHOT/la HEKOHTPO/IMPYeMble Ha3HAYEHN, K COXKAJIEHMUIO.
OdeHb ONACHO, e€C/M 3TU CHELMATNUCTBI NPUAYT K KaKMM-TO
PYKOBOZSIIIVIM JO/DKHOCTSM. B aTOM ciydae Mbl OyieM MMeTh
MHOTO IIpO6/IeM, CBS3aHHBIX C Kypaljueil 60IbHBIX C PefKIMU
3abomeBaHmsamMu. JK1M3HP IIOKa3bIBaeT, YTO ITOMY HAfO IIpe-
ISATCTBOBATH, HO BPEMEHM Ha Bce He xBaraeT. [loaTomy Ha 60-
TIEBYIO TOYKY, YTO Ha3bIBAaeTCA, BOIPOC.

ITpocTuTe MeH:, YTO HEBONBHO HAIIIA 3Ty 60/IEBYIO TOUKY,
HO 3TO OYeHb BaXKHBIiT Bonpoc. O6 3TOM Halo FOBOPUTH.

Iymaro, ato ga. Ho 310 He mpocto. O6upieTs MOXXHO /TI0TENL.

Bb1 - opfuH U3 BeAyLMX POCCUIICKMX IKCIEPTOB IO 0o0-
nesnu Jome. Pacckakure, mo>kanyiicra, KaKix pe3yIbTaToB
BaMm ypamoce BoOUTBCS B Ie4EHNMI ITOTO HENMPOCTOro 3a60-
neBaHmMA?

Bor 3Haete, 9Ta GOPMYINPOBKA «PE3YNIbTATOB HOOUTHCS»
MHe Ka)kKeTCA He COBCeM KOppeKTHoIL. B 1995 rony s 3Hana gByx
HaleHToB ¢ 6o7esHbIo Jollle, Ie4eHNs TOIa He CYIeCTBOBAJIO.
K 2006-2007 romy y»e Hacu4MTHIBATOCh okomo 100 manmeH-
TOB, B 4eM Obla 3aciyra 6modapMarneBTIYecKoil KOMIaHUM
«Jl>xeH3aliM», KOTOpas TOTfla aKTMBHO MCKa/la MaIlMeHTOB C
6onesupio [ome u momorana UM npyexath B Haml LleHTp Ha
obcnenosanne. Torga xxe B PO 6b11 3aperncTpupoBaH Ipemna-
part [uId 3aMecTUTENbHON GepMeHTHOI Tepanunu. Ho ero nena
ObI/Ta HACTONBKO BBICOKA, UTO JIeUeHMe ObIIO TeOpeTUYeCKN
BO3MOJKHO, a TpaKT4ecku — HeT. B 2007 rofiy crapToBasa mpo-
rpaMMa «7 HO3O0JIOTUII» M, HEOXKM/IAHHO IJIA HAC, CPefy 3TUX
ceMM HO30JI0TMIT oKasanach 6osnesHb Tomre. Bombinoe cracu6o

@ WWW.RAREMAGAZINE.RU

Q

TOMY, KTO 3TO cfienan. Havamach COBEpIIEHHO Jipyras SIoxa.
Bo3MOXXHOCTD 3aMelleHMs (QYHKLUM OJHOTO U3 (bepMeHTOB
MeTabOo/MNYeCKX MyTell aOCOMIOTHO IIOMEHSANO XIM3HD Ialy-
eHTOB ¢ 6071e3HbI0 Jol1Ie 11, COOTBETCTBEHHO, XXM3HD X Bpadeii.
MBI cMOIIM YBUIETDb pe3y/IbTaTbl 3aMellleHUA 9TOV QYHKIUM,
KOT7]a OITyXO0JIenof0 6HOe IIOpaskeHNe OPTaHOB KPOBETBOPEHIA
CTasI0 IOTUXOHEYKY, B TEYEHME IIO/Tyrofa-roaa, yXoanTb, icie-
3aTh, M IMAMIEHTDI CTA/IN IIPEBPAIATHCA B OOBIYHBIX HIOI[eiI 6e3
KIMHWYECKUX nposasnenuii. Ho manpine, mo Mepe HakommeHus
9TOTO OIBITA BBIACHUIOCH, YTO OTHIO[Ab HE BCE KIMHUYECKNE
nposApneHya 6onme3nn lome MOTYT MCYe3HYTh Ormarogaps 3a-
MeCTUTeNbHOI pepMeHTHOI Tepamuu. VI Te Hapymenna GyHK-
Ui KOCTHO-CYCTaBHOJ CHUCTEMBI, KOTOPbIE y>K€ IMPOU3OILIN
IAaBHO U IIPMBE/IM K PasBUTHIO HEOOPATUMBIX OPTOIEANIECKIX
fedeKToB, He IOIBEPraloTCs ¥ He MOTYT IIOABEPIHYThCA 00-
PAaTHOMY pasBUTHIO Ha (QOHE 3aMeCTUTENbHON (epMeHTHO
Tepanyuy U TpebyIT XMPYPru4eckoro BMEIIaTeNnbCTBa, SHO0-
IPOTEe3VPOBAHMA CYCTaBOB, HAIIPUMEp, WM KaKUX 160 Apy-
TMX OPTOIIEINIECKMX BMEIIATENbCTB. V 31ech Ha mepBoe MeCTo
BBIILUIM yCU/IUA HAalIMX KOJIJIET — XUPYProB-opTomnenos. [lanee
HPUII/IO IOHMMAHMeE, YTO MHOT/A IPO6/IeMBI TAIVIEHTOB MOTY T
OBITH CBA3AHBI C CONMYTCTBYOWMMY W/IM MHTEPKYPPEHTHBIMM
3aboneBaHmAMM. Tak MbI IIPMOOGpPENV TPYAHBINA OIBIT, MOKa-
3aBIINIT, YTO MOpAXKEHMEe KOCTeil y HalMeHTOB C 00JIe3HBIO
Tome MoxxeT ObITH OOYC/IOB/IEHO elle M TyOepKyIe3oM KOCT-
HO-CYCTaBHOJ cucteMmbl. VI TybGepKynes aToT mpoTekaer 6e3
BUJMMBIX ITOPaYKEHMII JIETKUX U APYTUX OPraHOB, a TOIBKO B
KOCTHO-CYCTaBHOII cyicTeMe. PasBuTne TybepKynesa CBA3aHO C
HapyuleHMeM QYHKIUM MaKpo(daros, TeX CaMbIX KJIETOK, KO-
TOpble OTBETCTBEHHBI 3a K/IVHUYECKNUe IIPOsABIeHNA OOnesHn
Tome. TToaTOMY, O4eBMIHO, YTO Pa3BUTHE TyOepKyesa y STUX
HAlMEHTOB — He IPOCTas CIy4aliHOCTh, @ BEPOATHAs 3aKOHO-
MEpPHOCTbD, TpeOyIolas IPUCTaTbHOIO U3YYeHNUA.

B 1menom >xe, BOSMOXHOCTb IPUMEHEHNs 3aMeCTUTENbHOM
(epMeHTHOJT Tepanuy COBEpPIIEHHO M3MEHWIO JXM3Hb IIaly-
eHTOB ¢ 6oye3Hbio [omme 1 UX Bpadeil. Mbl CMOITIM BBIATU Ha
COBEpPILIEHHO JIPYTOiil ypOBEHb XU3HU. Hanpumep, nanuenTka
C TIOpa)keHMeM KOCTHO-CYCTaBHOM CUCTeMbI, 06YCIOBIeHHOI
6ome3nbio Toue, mpoBea OKOIO 5 /IeT IPUKOBAHHOI K IOCTe-
JIN 13-32 MHOJKECTBEHHDIX ITIATOTOTMYECKNX IIEPETOMOB KOCTen
I HEBO3MOXXHOCTU [OBUTATHCA. CoyeTraHne 3aMeCTUTETbHON
(bepMeHTHOiI Tepammy, «30/I0ThIX PYK» HAIIMX XVPYPTrOB-Op-
TOIIE[IOB, AIMTENTBHOTO HMpPOLecca peabMINTAINM, IPOXOHVB-
IIETO TOXE IIpn (bMSI/I‘{eCKOiI IIOMOIIIM HAalIMX Bpa‘{eﬁ, II03BO-
JINJIO TIONHATD «Ha HOTM» COBEPIIEHHO Oe3Haf|eXXKHBIX JII0fielt,
BepHYTb VX K HOPMa/IbHOM JKM3HN. Befb Takmx peabumnTamny-
OHHBIX 1I€HTPOB, Ky/la MOXKHO OBITIO OBl OTIIPABUTb HOIBHOTO,
K COXKa/IeHNI0, He OBIIO U, II0-MOeMy, 1 cefiuac HeT. [ToaTomy
MBI CaMJ IOMOTa/I) HAIIVM TIallMeHTaM, 00yJasn, CTaBUIN Ha
KOCTBI/IN, @ TIOTOM YUYW/ XOIUTH 6e3 KOCThlneil. Pesynbrars,
KOTOpbIE Mbl IONYYU/IN, KOHEYHO, BIEYAT/IAKMINE. ITO BOT
caMble ApKJe MPUMEPHI TOTO, KaKUX «Pe3YIbTATOB JOCTULTIV»
C IIOMOIIBIO 3aMECTUTENTbHOI (PepMEHTHO Tepanyy B KOM-
OUHALMM C KOJUIEKTMBHBIM TPYHOM Hallell MYIbTVAVICIIMAIIIN-
HapHOI KoMaH/bL. VI, KOHEYHO, Ba)KHAa HACTPOEHHOCTD IIaLM-
eHTa, HOHMMaHNe HeoOXOAVIMOCTI IIPOMTH TAXKENbIN IIepUOo,
CBA3AHHBIN ¢ 60/IBI0, CTTAOOCTDIO, C IpeofoeHNeM cebs. B pe-
3y/IbTaTe, HAIIY MalMeHThl CTAHOBV/IMCH OOBIYHBIMU TIOBMI.
OHIN OKaHUNMBAIOT MHCTUTYTHI, CTAHOBATCA IpOdeccroHana-
MU, BBIXOJAT 3aMy>X W/IN XKEHATCA, POXKaIOT fieTeit. VM xoned-
HO JIISl HaC, Bpadveil, 3TO - Ty4llas Harpaja B XXU3HU, KOTOPYIO
MO>KHO TIOTy4NTh. I109TOMY, OIBIT, KOTOPBIN MBI IIpHOOpENN
3a IOC/IeHMe JecATh NeT, OeclieHeH. Ho CIOXXHOCTDL 3aKimio-
9aeTcs B TOM, YTO II€PElaTh 3TOT OIBIT, TUPAXUPOBATh €TO
OYEeHb CI0XKHO, MOoTOMY 13 300 ManueHTOB Ha CTpaHy — BCe
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pasHble, KOX/IBINl CO CBOMMM ITpo61eMaMy, HY OJHOTO TIOXO-
xero. CTaHZapThl JTe4eHNA MOXKHO paspaboTaTh TOMBKO M
YJacTOJ IATONIOTUM, Ifie €CTh HEYTO CPeJHee, YTO IOAXOAUT
ms Beex. JIna 6omesuu oue craHgapT MO3BOJIAET IPOCUUTATD
CTOMMOCTD JI€4E€HN B CPETHEM, HO, OJHUM HY>KHBI HEBbICOKIE
TO3BI, @ APYTUM, C TKETBIMM HPOSBICHUAMU GONE3HU HYX-
HBI OOJIbIINE [I03BI 3aMECTUTENbHON (epMEHTHOI Tepannu.
ITo KMMHMYECKUM NPOSABAEHNUAM 3TO - OY€Hb HECTaHJapTHOE
3aboeBaHMe — KaX/bIl CTy4ail 0COOEHHDIN, 1 IeueHne Tpe-
OyeTcss MHAVBUAYaMU3UpoBaHHOe. [109TOMY TUPaXMPOBATH
3HAHV HY)XHO B OTHOLIEHUM JUATHOCTUKM, YTOOBI BpauM He
3abbIBa/MM PO BO3MOXHOCTb 6GosesHu lomre y manueHTOB ¢
OIIpefie/IeHHBIM HabOpOM KIMHUYECKMX IPOSBIEHUI, YTOODI
COKPATUTD IPOMEXYTOK BPEMEHM JIO IOCTAHOBKY AMarHosa. ¥
Hac eCTb MaIjMeHThl, KOTOPbIM /IMarHO3 He MOITIM IOCTaBUTh
U JecATb JIeT, U [BaJLaTh, X Jake TPUALATD IATD /IeT. A BOT,
HasHaueHMe OINpeMe/IeHHON H03bl (pepMeHTa, [IMTENTbHOCTD
IpYMEHEHNsA 3TOI JO3bI, KOPPEKI A JTedyeHNs 110 Mepe OCTH-
JKeHUs 1iefiell eYeHMs, TO/DKHbBI OCYLIeCTBAATbCA CIelyann-
CTaMU-3KCIIepTaMM, IPU Y4acTUM MYIbTUAVMCLUIIIMHAPHON
KOMaH/Ibl.

Heo6xonnMocTb B KOppeKInNu JO3bl 3aMeCTUTENbHOI (ep-
MEHTHOII Tepaluy BO3HUKAET 10oc/ie 1-2 jIeT 1e4eHns, IOTOMY
YTO ITOC/IE JOCTVDKEHUA LiefIell ledeHus H03y (epMeHTa Liefe-
C000pa3HO CHM3UTD [[0 HOfAep)XuBaomieil. Mory o6bsCHUTD
Ha IpuMepe caxapHoro pmabera. Mpl >ke BBOAUM MHCY/IMHA
CTOJIBKO, CKO/IBKO TpeOyeTcst [JIsf pacllelIeHNs [TIOKO3bI B
KPOBU TAIMEHTa, 1 MOf6MpaeM 03y IIOf TOT OOMEH BelecTs,
KOTOPBIil €CTh y 60/1bHOr0. BOT HeYTo moXoXKee M y MaleH-
TOB ¢ 6onesnnio Tomre. Ec/i MBI HaunHaeM JiedeHUe TSDKETIO-
ro 60IBHOTO, Y KOTOPOTO HAKOMM/IOCh OTPOMHOE KOJIMYECTBO
HeyTIUIN3MPOBAHHBIX MeTab0O/MINTOB, TO Yepe3 2-4 roga nede-
HVST 9TM 3aIachl UCYE3a0T U 60/IbHOMY TpebyeTcsi IepeBOf
Ha MEHDIIYIO MOAJEeP>KMBAINYI0 H03y. Y KaXX/[OTO IallMeHTa
HO/ieP)KMBAIOIIAst 1032 MOXeT OBITh MHAMBMAYAIbHOI, OHA
OIIpefie/IsIeTCsT BO3PACTOM, MCXOHON TsKeCTbio 60/IesH, Ha-
NIMYMEM COIYTCTBYIOIINX MPOo6/IeM 1 Ap. paKTOpaMu.

TsoxecTp TedeHus: 6onmesHn y B3pocnbix (6omesus Tomre 1
TUIA) He OIpefenseTcsas HU XapaKTepoM MYTalViy, HU OCTa-
TOYHOJ AaKTMBHOCTBIO (epMmeHTa. ECTb HeycTaHOBIEHHbIE
[IOKa 9H/JOreHHbIe (PaKTOPbI, OTBETCTBEHHbIE 32 0COOEHHOCTHI
KIVHUYECKUX IPOSIBJIEHNIT M CTelleHb TsDKeCTH 6O0jIe3Hn y
K)X/IOTO TAI[MEHTa, KaKye-To GMOIorniecke 0coOeHHOCTH,
KOTOpBIE IIPUBOJAT K PA3HBIM COCTOSAHMAM. B ofHUX cnydasx
607e3up lomre BBIABISIETCS ¥ BOCBMUECATU/IETHETO MY)KUN-
HBI, IPOXKVBIIETO IIMHHYIO, JOCTATOYHO 3TOPOBYIO XXI3Hb, B
OPYTUX - ¥ CeMHAJLaTI/IeTHENl JeBOYKM C MHOXXeCTBEHHBIMI
IIaTO/IOTMYECKMMU IIepeIOMaMI KOCTel, IPKOBAaHHOI K ITOCTe-
NV B TedeHNMe HeCKOIbKUX JieT. VI 3To - ofHa u Ta ke 60/1e3Hb
Tomre, HaceCTBEHHBIN TeUIINT OJHOTO ¥ TOTO ke (hepMeHTa
meTabonmndeckux myreit. [IpmamHa CTONb BBIpaXKEHHOI Bapu-
a0e/IbHOCTY TedeHNA 9TOro 3abo/eBaHNA Ha CEeTONHAIIHUI
[eHb YeTKOT0 00'bsACHEHIs He MeeT. DTO OYeHb BayKHas IpaK-
TUYecKas MPefIOChIIKA /I TOrO YTOODI 9TUM 3ab0oneBaHueM
3aHMMAa/lNCh CIELMANNCTDL. Y JleTell BCce He MOHATHO, MBI He
3HaeM KakK IoTedeT 60/e3Hb, ¥ TaM HAIllM KOJIIETH MeMaTphl
OIIpefieNIAIOT O3y IO M3BECTHBIM KpurepuaMm. Ho y manumen-
Ta, KOTOPBIN Ipuuiesn K BaM B Bospacre 40-50 ner y»xe sACHO
KaK IpoTeKaeT 060JIe3Hb, TIOHATHA KakoBa ee ¢popma. Ecmm aTo
IPUKOBAHHBIN K MOCTenM GONBHON ¢ MOpakeHMeM KOCTHOI
CHUCTEMBI, OYeBMIHO, YTO 3TO TsDKenasd ¢opma 3aboneBaHus,
Tpebyrolas BBICOKNUX J103 Ipenaparta. VI e 9To MallMeHT, ¥
KOTOPOTO YyThb-4yTb YBeNINY€HA CEle3€HKa, 3a4eM eMy HasHa-
vaTh Oombine 7o3br? OH BIIOJTHE MOXeT 000TUCh 1 6e3 mede-
HIIS, 32 HUM HaJo IpocTo Habmonare. Ecmu yepes rop y Hero
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Ha6/II0/jae TCs OTPUIIaTeIbHASI AMHAMUKA, He TI03/IHO 9TO JIede-
HIe Ha3HA4UTh. Ec/n ke HMKaKoil AMHAMUKY HET, MBI TaKXXe
KaK ¥ Haly Koyjieru B Vspanite, HabmoaeM 9THX MAIVIEHTOB.

OneHKa pe3y/IbTaTOB 3aMeCTUTENbHON (HepMeHTHOI Tepa-
MY IIPOBOATCS 10 CITENMATbHBIM KPUTEPUSIM U GOPMYIUPY-
etcst Kak «Ienn nedenns 6omesuu lomre JOCTUTHYTHI» - 9TO, B
IIepBYI0 O4epelb, XOpollee CaMOYyBCTBUE, OTCYTCTBUE OOy,
orcyrctBue cnaboctu. OnpenennTs HeOOXOAMMOCTD OBBIIIIE-
HISL WV CHVDKEHMA 03Bl (pepMeHTa, HeOOXO[MMOCTD IIPOBe-
IeHMs SHTOIPOTE3UPOBAHNA CYCTaBa IIPY OOJAX B KOCTHO-CY-
CTaBHON CHUCTeMe MOTYT TO/NbKO crenmanuctel. OfHO Bpems
ObITa TaKas yCTaHOBKA: «MBI ONBITHBIE T€MATONIOTY, MBI CAaMU
CMOXXeM HasHauuTb jiedeHue 6Gomesum Tomre...» VI 6bUI0 He-
CKOJIBKO CITy4aeB, KOT/ja ledeHe ObI/Io Ha3HaueHO U B TeUeHUe
HECKOMBKIX JIET IIPOBOAMIOCH TeMaTOIOTaMI Ha MeCTax, Jeli-
CTBUTENIbHO ONBITHBIMM T€MaTO/IOTaMM, 4epe3 PYKM KOTOPBIX
HPOILUIN eCATKN OONBHBIX C OCTPBIMM JIefiKo3aMu 1 IMMo-
Mamy. OTHAKO aHAIU3 Pe3yAbTaTOB JIEYeHN)s BO BCEX CIydasax
MIOKa3aJl, 4YTO OlleHKa TshKecTu 6onesHu lore 6bl1a coBepiIeH-

HO HempaBuibHOI. HasHayanmuch BBICOKME O3Bl (epMEHTa,
KOTOpBIe MaIlJieHTaM OBUIM He HYXHBI, a TAXXEeCThb MTOPasKeHMNs
KOCTHO-CYCTaBHOJ CUCTeMbI 1 00JIeBOJI CUHJPOM OBIIM BbI-
3BaHbI COBEPIIEHHO [PYTMMM NPUYMHAMM, He CBA3AHHBIMU C
6omnesnbio [omre. V1 nedenne Tpe6oBanoch coBCceM Apyroe. ..
Ha cerogusuramit feHb, 6arogaps rocyfapCcTBeHHON IPpo-
rpaMMe «7 HO3OJIOTHUIl», CIIOXWIACh T.H. «MapIIPyTU3aLUA»
nanuenra ¢ 6omnesnpio [omre. C ycTaHOB/IEHHBIM, KaK IIpaBU-
710, AMATHO30M, KOTOPBIl CTABUTCA U laKe MOXKET OBITh HOf-
TBEpXKZIeH 10 MeCTY KUTeNbCTBA IMAIMeHTa, II0Ce TOTo Kak
€r0 OCBMJETe/IbCTBOBAJI T€PAIEBT, HAIIPABIII €TI0 C U3MEHEeHM-
AMM B aHaJIM3€ KPOBU K T'€MaTOJIOTY, TOT MCC/Ie0Bal KOCTHBIN
MO3T WM Cpasy HalpaBWI KPOBb OONBHOrO Ha OMoOXmMMMmdYe-
CKYIO VI MOJIEKY/IAPHYIO IMaTHOCTUKY, Tfie AMarHo3 60/IesHN
Toute mopgTBepanaN. Jlanee manyeHT HaIpaB/sAeTCA OpraHaMu
3paBooxpaHeHns Permona B Ham IleHTp, ecnm 3TO B3poc-
MBI manMeHT, M B HaydHblil LeHTp 3[0pOBbA feTeil, ecnn
3TOT HALMEHT - peOeHOK, Ile MPOBOAMTCS OLIEHKA TAKeCTU
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3a00jIeBaHMsA, UCXOMA M3 XapaKTepa M CTENeHM IOpakKeHWUs
KOCTHO-CYCTaBHOJ CUCTEMBI, [JINTEIBHOCTY 3a00/NeBaHUsA U
0COOEHHOCTel €r0 MPOSIBIEHNS, U IPEANIChIBaeTCs HE00X0-
myMas fosa ¢pepMeHTa. 3aTeM MalMeHT BO3BpallaeTcs JOMOIA,
Mo/Iy4aeT IO FOCY/JapCTBEHHOI IpOorpaMMe MeINKaMeHTO3HOe
7edeHne U IPOBOJUT 3TO JIeYeHMe TOf WIN ABa MOJ, KOHTPO-
7ieM IOKTOPOB TI0 MeCTY XUTeNnbcTBa. [lanneHTy Takxe gaeTca
IpeAmicanye, KOIja sIBUThCS HAa KOHTPONb B (elepanbHblil
LlenTp — uepes rop uam 4epes fiBa roga nedenus. Ilosromy,
ecny IpolleN TOofl, HO jieueHMe Hadaay BYepa M HaIpPaBUIN
601IbHOTO Ha KOHTPOJIbHOE 0OC/IefloBaHMe, y Hac ObIIM TaKime
C/Iy4au, TO 3TO - 6eccmpiciienHo. Tombko depes 12-24 mecs-
1[eB JIeYeHMsI BO3MOXKHA OLleHKa 3¢ (dEKTUBHOCTU JIeYeHNs U
TOCTUTHYTBIX P€3y/bTaTOB, IOC/IE€ Yero JIAI0TCA HOBBIE PEKO-
MeHpanuu. Kak npasuso, 1032 HEMHOTO yMEHbIIAETCs, HO 3TO
- y>Ke ipyrasd 3a/ladya, OHa paHbllle He CTOsIIA.

B xonne 2015 r.,, B xauecTBe 3aianusa Munsgpasa PO, mbl
HONTYy4YMIV BO3MOXKHOCTb HAa4yaThb pPaspabOTKy IIPOrpaMMbl
VH[UBU/Ya/JIbHOI IOAJEpXKUBAIOIel 3aMeCTUTEIbHOI (ep-

MeHTHOII Tepanuu. [IocKonIbKy edeHne NOXKI3HEHHOe - ITalN-
@HTBI POAVINCD C AedULUTOM 9TOr0 (pepMeHTa, HeO0OXOLUMO
KOPPEKTUPOBATh JIeYeHNe B COOTBETCTBUU C HOTPEOHOCTAMI
opranmsma. Ho 3fecb MbI CTONIKHYINCH C HEOXXUJAHHON MIPO-
671eMoit — compoTnBIeHeM hapMaleBTUUeCKOIl GUPMBIL, Ipef-
CTaBUTEIM KOTOPOIL, He TIOTPYyXKasich B 0COOEHHOCTU MeTabo-
NM3Ma, BCAYECKU NPEMATCTBYIOT CHIDKEHUIO H03bl (hepMeHTa.
V Ha MecTax MHAYLUPYIOT TPEBOTM M CTpPaxy y IAIVIEHTOB,
OOBACHSIST UM, YTO BCe IPOO/IEMBl CBSI3aHBI C YMEHbIICHIEM
[O3BI 3aMECTUTENIbHOI (pepMEHTHOII Tepanuu («13-3a CHIDKe-
HMA JO3BL U BCe OyaeT II0X0»). ITo - paHTacTHUeCKasd CUTY-
auys, s1 He 6bUIA K Heit roToBa. 1o cyTu fiefa, 910 - IPeCcIoBy-
TBIIT Y€JIOBEIECKMUIT PaKTOP.

To ecTb Ta pupma, KOTOpasi MOMOrajaa BaM BHavae...?

Jla, kak HM HapafjOKCaJbHO, MUMEHHO 9Ta Qupma Terepb
IPOTUBOJEIICTBYET Haureil pabore. MeHSOTCA IORM, U3-3a
MexaHU3Ma 0OHOBJIEHVS KaJIPOB 1 IIPUXO/SAT JTIOAY COBEpPIIeH-
HO He OpMEeHTHPOBaHHbIe, HACTPOECHHDIE TOIBKO Ha MTOJTy4eHNe

@ WWW.RAREMAGAZINE.RU

Q

OIIpefie/IeHHBIX JUBH/ECHIOB, He IUVIAHNPYs AJIUTEIbHYI0 pado-
Ty B 3TOIl KOMIIAHMM, He 3a/[HT€PECOBAaHHbIe B OTHA/IEHHOM
pesyabrate. A ¢ GONBHBIMM C HAC/IEACTBEHHOI MATONOTMEN
TaK HeJb3s1. DT MAlMIeHThbI CONIPOBOXKAAIOT Bpayua BCIO )KI3Hb,
OHM HMKYJa OT Hac He yxopAT. Ecim Bce xopomro, Mbl UX He
BUAUM. MBI K 3TOMY NpuBBIKIN. Ho KOTZia y HUX HauMHAIOTCSA
po6eMsl, 9T TPo6IeMBbl BeIarTcst Ha Hac. [ToaTomy Ml 3a-
MHTEpPEeCOBaHbI, YTOOBI Y 9TUX GOIBHBIX ObIIO Maso MpobieM.
ITockonbKy y Hac ecTb ellje MHOTO IPYTMX MALMeHTOB C APYTH-
My npobremamu. Mbl BBIBOAVM MAIeHTOB ¢ 6omesHbio Tomre
K COCTOSIHMIO, KOT/Ia MIX MO>KHO Ha3BaTb 3JOPOBBIMU JIIOJbMU
TOJBKO C OPyrUM obMeHOM BemtecTB. IloaTomy 3apgadn, KOTo-
pble MBI UMeNN HeCATDb JeT Hasaf KapAVHAa/IbHO OTIMYATCS
OT TeX 3afla4, KOTOpble Mbl MMeeM ceityac. [ToaTomy Ha Bompoc
KaK BBI JOCTUITIN 3TV Pe3y/IbTAThl, HE COBCEM MOKHO OTBETUTD
KOppeKTHO. MbI monyuman (aHTaCTUYeCKYI0 BO3MOXKHOCTD
6O/IBHBIX TTIOfEN CAeaTh 340POBBIMI. JTO [JIs Bpada OrPOM-
HasA pefKOCTb. XMPYPIN 3TO BUAAT — OHU YIVIIN alllIeHUKC
MJIA ellle YTO-TO, ¥ C YLOBOIbCTBIEM OTITYCTV/IN 3JJ0POBOTO Ye-
noBeka. Hamr peaynprar — 10-71eTHNMIT ONBIT IpUMeHeHuA dep-
MEHTHOII 3aMeCTIUTEIbHOI Teparineit, 6e3 KOTOPOIl Mbl HITYETO
ObI He CMOIJIN CEe/ATh.

B Hamy opraHmsanmuio o0pamialoTcsA pas3nuyHble IIa-
muentol ¢ P3. Hago cka3arp, 4TO mpoOnemMpl MalnleHTOB
C pasHBIMM pegKuMu 3a0oneBaHMAMN, O4eHb cxoxu. Kak
BpI MO)XeTe IPOKOMMEHTHPOBATh OOLIYI0O CUTYAIIUIO C AV-
arHOCTHKOIL, TedeHyeM U peabuinTanueii nanueHTos ¢ P3
B Poccun B HacTroamee Bpema? Uro yganoch pemmnrp, Kakue
npo6neMsl cymecTBYIOT cerogHa? Kak mx Mo>kHO pemntn?

ITO CIOXKHBIN BOHpOC. 3aHMMasAchb Oone3Hblo lolre, Mbl
mpuobpenu OIbIT, 6a3y, IpefcTaBIeHNe O TOM, KaK Haflo Op-
TaHI30BbIBATH JIedeHMe 9Tl 6onesHn. Ha cerogHAMHMII eHDb
6onesup Tomre — Mozenb He TONMBKO 3G (HEKTMBHOCTU IpUMe-
HEeHNsA 3aMeCTUTENbHON (PEPMEHTHON Tepanuu y GONbHBIX C
HAC/Ie[ICTBEHHBIMU (PEPMEHTONATYAMM, HO ¥ MOJeNb OPraHu-
3alMM MeVIVMHCKOM ITOMOIY HallMeHTaM C JPYTUMU PefKi-
Mmu 3aboneBanmsaMu. Te ke mpobnemsl, KoTopsle 6611 B 2007
roay ¢ 6onesHbio [olre, MBI UCIIBITBIBAEM ceildac ¢ 6OIe3HDBIO
dabpu. Ito 3aboneBaHMe CBA3AHO C AedeKTOM pyroro dep-
MEHTa ¥ OTHOCUTCS K TOI1 JKe TpyIme 6ojie3Hell HaKOIICHU.
CoBepIlleHHO Apyrye KIMHNYeCcKue MpOsABIeHNUA, HO CYThb 3a-
K/II0YAeTCsl B TOM, YTO TOXKe paspaboTaH (epMeHT I 3aMe-
CTUTEIbHOI Tepalni, IpaBfia JieueHye IpecaefyeT HeCKOIbKO
npyrue rem. Ho Te sxe camble Ipo61eMbl BOSHUKAIOT — 9Ta 60-
JIe3Hb He BXOAUT B TOCYJapCTBEHHYIO IIPOrpaMMYy, a JedeHue
KpaitHe poporocrosiee. IIposBaeHus 3aboneBaHMs OYEHb
pasHOOOpasHbL. B 3aBMCHMOCTH OT TOTO KaKOI OpraH HOpaXKeH
MalVIeHTHl IONafjaloT K PAasHBIM CIeLManuCcTaM: HeBpOJIOraM,
HedpooraM, KapauonoraM. Kak mpasuo, aTu ClenyaancTsl
IpefIIChIBAET JIedeH e [I0 CBOeMY 3a00/IeBaHIIO, APYTHUe KIIU-
HUYeCKMe IPOsIBIeHNsI 00/Ie3HN OCTAIOTCs 6e3 BHUMAaHMA.

OcHoBHas 1mpobjieMa OfjHa — JOPOrocTosliee jnedenue. V
celfyac MHOTME XOTAT 3TUM 3aHMMATbCS, HO He paclloaraiT
JOCTAaTOYHBIM OIBITOM ¥ OTHOCSTCS IOBEPXHOCTHO, YTOOBI
TOJIbKO Ha3HA4YUTDb jedeHMe. K coxxaseHuio, 3a Ha3HaYeHMEM
[OPOrOCTOSIIETO JIeYeHNUsI He CIIefyeT MOHUTOPUHT 3ddex-
TUBHOCTH JIEYEHMs, Y CIIEIMANICTOB HeT KpUTEpUeB OLeHKNU
a¢ppextuBHOCTU NedeHus1. Bot mst 6onesnn Tome kpurepun
UMMEIOTCA: pasMep Ce/le3eHKM, M3MEeHEeHMs B aHaln3e Kpo-
Bu. [lyis1 6onbHBIX 60je3ubio Pabpy Takye U3MeHEHMsI OYeHb
TPYAHO BBUAB/ATH. V paspaboTaTh 9TH mapameTpbl KOHTPOJIS
3¢ GeKTUBHOCTU U CIEAUTD 34 3TUM — 3TO OYEeHb BaXKHAs 3a-
mada. VHaue Mbl flaeM /Ie4eHUe, He VIMesA er0o pe3y/lIbTaToB. A
eC/IM MAIMeHT TI0Ty4yaeT JieueHMe, CTOMMOCTb KOTOPOTO OKOJIO
OJHOTO MWIMOHA Py6yIeil B Mecsl], KOTOpOe Ha3Ha4aeTCs I10-
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MHEHWE OKCIIEPTA / uHTepBbIO

JKM3HEHHO, MOHATHO, YTO TOCYAapPCTBO HE B COCTOSHUM Obe-
CIEYNTD BCeX Nofell. 3HAYUT, KTO-TO He MOTYIUT 3TOTO VN
npyroro nedeHus. Hy>xHo cMoTpeTh mpaBfie B I71asa — CTOJb
Toporoe iedeHNe JOKHO Ha3HAYaThCs MO aOCOMOTHBIM ITOKa-
3aHUAM, JO/DKHA OBITh YBEPEHHOCTD, YTO ITO JIeYeHNe TAIN-
eHTY HeoOXOIMMO U JaeT pe3ynbTaThl. [1alueHTs ¢ 60Ie3HbI0
®abpu HYXaTCA B 06CIeOBaHNN U HAOMIOEHUN B BLICOKO
CIlenMann3MpOBAaHHBIX (elepaNbHbIX L[EHTPaX, INie MMeeTCs
KOMaH/ja CIIEIMaNCTOB, CIIOCOOHBIX OIICHUBATDb TsKECThb 3a-
60JIeBaHNA B [eIOM, A He CTEIIeHb ITOPaKeHNUs OJHOTO OpraHa.
W B Tex cny4asx, Korga ¢pepMeHTHast 3aMeCTUTeIbHAS Tepals
yKe He CMOXeT BOCCTAaHOBUTb YTPaueHHYI0 (YHKINIO, He0O-
XOJMMO IPUHIMATb pellleHne 06 oTMeHe nedeHus. [Ipobrema
TOPOTOCTOSAIIErO JIeYeHNA — He TONbKO MEUIIMHCKAsdA, elle U
colManbHO-9KOHOMMYecKass. C Moell TOYKM 3peHUs, OpraHu-
3aI[ysA MeIUIITHCKO IOMOIIY, KOTOPast CJIOKMUIACh A/ 6ores-
Hu Jomre - 2T0 onrTMManbHAsA MOJENb [/ MALMEHTOB C pef-
Kkumu 3aboneBaHysaMu. [Iporpamma «7 HO30/IOIUIT» OKa3aIach
OYeHb NPAaBMU/IbHOJ MOJENbIO [ BCEX PEJKUX JOPOrOCTOA-
mux 3abonesannit. Mogenb 6onesnu lolre mokasbIBaeT, eCn
IpaBU/IbHO OPTaHM30BATh JIeYeHME, IPABUTbHO OTCIEXKUBATDh
PesyIbTaThl, TO MOXHO IaTh OO/IbIIEMY KOTUYECTBY JIIOfieil JIe-
YeHMe, I HOTYYUTb KadeCTBEHHDIN pe3ybTar.

ITO0 >Ke HOPMANIbHO U Jla’ke XOPOIIO, YTO y HAC MOABA-
FOTCsI HOBbIE IPO6IeMbI? 3HAYUT, MBI pa3BUBAeMCs?

Ia, Te >xe mpobmeMsl ecTb 1 B EBpore, Tonpko EBpomna npet
Ha 5-10 et Buepegu Hac. Ceifyac TaM OPraHU3YIOTCS IPYIIIDI
CIIenMannCcToB 1o pegkuM (opdaHHbIM) 3ab60/IeBaHUAM, pede-
peHc-1leHTpHl, Tie KOHIEeHTPUPYIOTCS BpauM PasHBIX CIIEU-
a7bHOCTEN, OPMEHTUPOBAHHbIE Ha JUATHOCTUKY U JIe4eHUe
penkoii natonorun. Atu LJeHTpbI MPOXOAAT CHEMANTbHYI0 9KC-
HepTU3Y U NOAAEP>KUBAIOTCA TOCYAAPCTBOM.

To ectp B Hamleil cTpaHe He XBaTaeT Takux pede-
PEHC-LIeHTpOB?

Ham He xBaTaeT Jaxke OIpelelieHMs, YTO Takoe pede-
peHc-1leHTp 1 YeM OH I0/IKeH 3aHMMATDCS, KTO TAKOM «CIIeIn-
ITNCT TI0 PENKUM 3a00/IeBAaHUAM» WIN «9KCIEPT», KTO MMeeT
IIpaBO Ha3HAYaTh IOpPOrocToAllee 1eyenne. Kro gomken onpe-
HeNATh JOTALVIO, pa3MepoM B 1 MyIH py6iiell, Ha edeHne ma-
[VIeHTa C peAKUM 3a60/IeBaHNEeM — YIaCTKOBBII TePAIeBT WIN
Bpa4-TeHETHUK, KOTOPBIl B COOTBETCTBUM C IIOJTYY€HHBIM 00-
pa3oBaHMEM JO/DKEH CIeLMAIN3MPOBaThCS HA IMATHOCTUKE U
MeJ[MKO-TeHeTMIeCKOM KOHCY/IbTHpoBaHuy. HasepHoe, 310 -
neno MuHucrepcTBa 3gpaBooxpanenu. Ho, Bce Tak 3aBajieHbl
paboToii, 4TO, IIO-BUAMMOMY, TOIBKO HMAI{MEHTCKIE€ OpPraHu3a-
LMY MOTYT IIOJHSTH STU BOIIPOCH U MHULIMMPOBATh pa3pabor-
KY COOTBETCTBYIOUIVX PEITTAMEHTOB I [JOKyMEHTOB.

A panblie nepexoiuTh K CIefyolleMy BOIPOCY — ToCcyap-
CTBEHHOII CICTeMe JIeYeH s PefKuX 3abomeBanmit, s dexTus-
HOCTb KOTOPOTO JjoKa3aHa. JJo/bkHa OBITh Haja)kKeHa Ta caMas
MapuIpyTH3anys 60NbHBIX: Ifje CTABUTCSA JYArHo3, Ie OH IOJ-
TBEPXK/IaeTCs, ITe Ha3HAYaeTCsA M KOHTPONMPYETCsS JiedeHue,
I7ie TIOTOM IIPEeJCTABIATCA 3TU Pe3y/IbTaThl.

W ¢epepanpHoe puHaHCHpOBaHUe, HaBepHOe? Benp ro-
CyAapCcTBeHHasA NIporpaMMa HoApasyMeBaeT ¢efepanbHOe
duHaHCHMpOBaHMe?

A6comoTHo. Kak s moHMMato, ceifyac B pernoHax Ha3Haya-
I0T JIeYEeHMeE, a JIeHeT HeT. Bce paBHO 3alpallnBarOTCA JOTALUM
TOCYIapCTBa, TO €CTh 3TO BCE PaBHO (efiepanbHble IeHbIW, HO
UX CJIOKHee KOHTponupoBaTh. C Moeil TOUKM 3peHus, KpaiiHe
TOpOrocTosulee Ie4eHNe BCe-TaKM JO/DKHO UATY 1107, KOHTPO-
JIeM TOCYIapCTBa, [0 MpUMepy «7 Ho30/moruii». B aTom cnydae
3aTpaThl Ha 3aKyIIKY JIEKaPCTBEHHBIX IIPENapaTOB MOXKHO CHI-
3UTb ¥ IPOKOHTPONMPOBATh. DTO ONTUMAJIbHBIN BapMaHT ellle
U II0 TOMY, YTO 9KCIIEPTHOE COOOIIECTBO MOXKET KOHTPOINPO-
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BaTbh 9Q(eKTUBHOCTD JIeYeHVA: MAIVEHTDI IIOYYaI0T TedeHue
Ha MECTax, HO Pa3 B TOJ} IPOBOAMUTCA HE3aBJCUMasI 9KCIIEPTHAA
OlleHKa KayeCcTBa MeJVIIMHCKO MTOMOIIM.

Kak maBHO cymectByert «IleHTp 1m0 pegkum 3a6oneBanu-
am» npu 'HIT M3 P®, kakue ecTb BO3MOKHOCTH B HaCTO-
mee BpeMaA? C KakuMy 3a60/1eBaHUAMI B3POC/Ible MAIlVeH-
TBI MOTYT OOpamaTbcsa B Banr nenTp?

B mae 2012 r. mo npukasy Ienepanpnoro JJupexropa, aka-
memuka Capyenko B.I, B leMaTonornyeckoM Hay4HOM IIeHTpe
ObITO CO3[]aHO HAyYHO-K/IMHMYECKOe OTHe/NeHre OopdaHHbIX
3a60jIeBaHMIT, KOTOPOE PACCYUTAHO HA 25 Creuanmn3upoBaH-
HBIX KO€K J/Is1 B3POCTIBbIX. B KPYT «HAIIMX MHTEPECOB» BXOIAT
NM30COMHBIe 6O0NIe3HM HAKOIUIEHUS, NpeXJe Bcero 60nesHb
Tomre, 6omesup Pabpu, Apyrue pefkue HACTIE[CTBEHHbIE Me-
tabonmyeckue 3aboneBaHMA (reMOXpOMaTo3bl, Iopdupun),
HaC/IeICTBEHHBIE U IPUOOpEeTeHHbIe TeMONMUTIYECKIE AaHEMNI,
B TOM YNCJIe TaJacCceMMs, TAPOKCU3ManbHasA HOYHAs TeMOITIO-
OMHYpMs, ayTOUMMYHHBIE TeMOTUTUYECKIe aHEMUN, @ TakKe
Ipyrue penkue saboneBaHMs BOBJIEKAIoLINe KI€TKU KPOBET-
BOPHOJI CMCTEMBI: IMCTUOLUTO3BI, MACTOIUTO3bI, MIMMYHHBIE
LuTONeHNN. JJOBOIBHO OONBIIYI0 YacTh HAIIMX INAIVIEHTOB
COCTaB/ISAIOT GO/NbHBIE C TPOMOO3aMu IOPTATBHON CUCTEMBI
Y BHEIeYeHOYHOI MOPTa/NbHOI TUIEepTeH3MeN. DTU IMaIieH-
Thl OKa3a/JMCh MEXJY TemaToloraMy, KOTOpble 3aHMMAIOTCS
LMppO3aMN Ie€YeHM, U TOPTA/JbHBIMU XMPYpPraMiu, KOTOpbIe
YMET OCTAaHOBMUTb O KETy[OYHO-KMIIEYHOE KPOBOTEYEHINE,
CBOJICTBEHHOE 3TUM OO/IBHBIM, HO He 3aHMMAIOTCS TepalleB-
TUYECKMMIU IIpob1eMamu 3Toro coctostums. Kyma Takmx mann-
eHToB? Y Hac 06pa3oBasoOCh OKOIO ABYXCOT OOIBHBIX C TAKUM
JVIaTHO30M, M3 HUX TOJIBKO 9aCTh MMEET XPOHMYIECKOE MMETIO-
nponudepatnBHoe 3abojeBaHMe, T.e. 3a00N€BaHME CUCTEMBI
KpOBI.

Mpbl ¢ BaMHI KaK-TO 00CY>K[anu BO3MOKHOCTb JIe4eHNA
MALVIEHTOB ¢ KOCTHOI IMAaTO/IOIMel, TaK KaK Y BaC HAKOIUIEH
0O0/IBIIOI ONBIT IOMOIIM MAIMEHTaM C HapyLIeHHeM KOCT-
HO-CYCTaBHOJI CCTEMBI.

Jla, B3pOC/IBIM IALMEHTAaM C YCTOSBIIMMMUCS Ae(eKTaMu
KOCTHOIl CHCTeMBl HECOMHEHHO Tpebyerca KBamuduiupo-
BaHHas OpToleuYecKas MoMoulb. [la, BO3SMOXXHO IIPOBeleHME
JledeH s, HAlIpAaBJIEeHHOTO Ha YKpeIUIeHue KOCTell, HalpuMep,
6udpochonaramu. MoXXHO BBIAB/IATD y 9TUX IALMEHTOB pac-
CTPOIICTBA, KOTOpPble MOTYT HPUBOAUTD K HAPYLUIEHUIO MeTa-
6onmsMa KOCTHON TKaHU. MBI aT0 Bce MokeM. Ho MBI cTONI-
KHY/IUCD C KOJIOCCA/IbHOI MPO6/IeMOil — MallMeHThl HYXXJAI0TCs
B peabMINTAIIOHHBIX MEPONPUSATHAX, & Y HAC sl 9TOr0, K
COXKaJIeHMIO, TIPAaKTUYeCKN HeT 6a3bl. Y Hac eCThb HeOObIIOlN
(UBKYIBTYPHBIT 31 M OFUMH METOAVCT AJIs IALMEHTOB C re-
Moduyeil, HO MOILIHOCTI 9TOTO 3ajia, ero 0OopynoBaHue, 1
HepPCOHAJ, He JOCTATOYHBI /IS TOTO, YTOOBI PelaTh Mpo6IeMbl
HalJIeHTOB C TAaKOW CJ0XXHOW IIaTOJIOTMeN, KaKOW SBJISETCH,
HaIlpuMep, HeCOBepLIEHHBII ocTeoreHes. IIpobnema peabum-
TallMM SABJIAETCA Ha CETOJHS «HEIOHATON LenHoi». Takxe,
KaK HeT [EHTPOB I B3POC/IBIX C IPy6OIl HEBPOIOTMIECKOI
HIaTOJIOTMEl!, Y KOTOPBIX COCTOANIOCh HeOOPATIMOe ITOpasKeH!e
LIeHTPaJIbHOJ HEPBHOI CUCTEMBI C HEIIOIPaBUMBIMM NOCTIEN-
cTBUsAMM (fleMeHINs), U 3TV HeleecIoCOoOHble, TOPOIl COL-
a/IbHO OIIACHBbIE, IALIMEHThI OCTAIOTCA Ha IONEYEHUM CBOMX
PpOACTBEHHUKOB. boTbHOMY MBI y>Ke He MO>KeM ITI0MOYb, HO Mbl
TOJDKHBI IIOZYMaTh O €r0 POAMTENAX WINM SPYTUX 4YIeHaX ce-
MbM, U3MYy4YeHHBIX cuTyanuell. Hy)xHo cospaBarh Takue LieH-
TPbI, KyAa MOXXHO IIOMEIaTh TaKMX OOIBHBIX ¥ OCBOOOX/AATh
€r0 POJCTBEHHMKOB OT 9TOTO HEBEPOATHO TAXKETOIO IPysa.

< EDITOR@RAREMAGAZINE.RU
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TekcT: HukoHnona B.C.

CrapIinii HayJHbI COTPYJHUK, HAyYHO-KJIU-
HUYECKOro otzena MykoBcunugosa OI'BHY
«MeauKO-TeHeTUYEeCKU HaYHbBIN IeHTpP»;
K.M.H., Bpad-nieauatp Poccuiickoro meHTpa
MyxkoBucunuzosa

coaBTophl: KpacoBckuii C.A., Konzaparbesa E.1.

YTHU pelieHN:A Npo6ieM, BO3HUKAIOUINX y NAIVIEHTOB
C MYKOBUCITU/I030M
Myxkosucuyznos (MB) - MOHOTeHHOe, ay TOCOMHO-pe-
LIeCCHBHOE TeHeTHdYecKoe 3aboJieBaHNe, XapaKTepusyloleecs
TTopakeHNeM 9K30KPWHHBIX JKeyle3 )KM3HEeHHO Ba)KHBIX OPTaHOB
U NMeIolIlee OOBIYHO TSDKEIOe TeUeHNe, M IPOrHo3. MyKOBuCI-
103 SIBJISIETCSI BAYKHOI MEIMKO-COLIMAIbHOI pobnemort. Panb-
e 370 ObUTa IpobrieMa MefMaTpoOB, B HACTOAIIEe BpeMs BCe
60sbllIee YMCTIO CIIENMANNCTOB PAa3HOTO IPOQUIsi BOBIEKAETCs
B ee pemenne. Ecmu B 50-rogax 6onee 60% 6ombHbIx MB ymu-
pano B Bospacte fo 1 ropa, To B HacTosee BpeMs 6omee 50%
Habmrofaemsix B CIIIA 6onpHbix MB crapie 18 et [1]. Ilo gan-
HbpIM J.Dodge [2] mporHoctmyeckas BbDKMBAEMOCTb OONBHBIX,
POXIEHHBIX IT0 HEOHATAIbHOMY CKPMHMHTY 50 JIeT 1 cTapie.

C 2011 rogpa crenmanuctamu Poccuiickoro gerckoro (Hayd-
HO-KIMHNYECKOTro oThena MykoBucyuposa PTEHY Menuko-re-
HETHYEeCKOTO HAYYHOTO LIeHTPa) U B3POC/IOro (1aboparopust My-
kosucuyposza ®I'bHY HUN nynsmononormn ®PMBA Poccun)
LIEHTPOB MYKOBUCI[I1032a ObII CO3[jaH 1 MHTETPUPOBaH B EBpo-
NEeMCKUI, perucTp nauueHToB. Ilo JaHHBIM aHanMM3a perucrTpa
3a 2014 rop, MeaMHA BBDKMBAEMOCTY MOCKOBCKMX ITalliEHTOB
coctasunia 39,7 JIeT, YTO COOTBETCTBYET BeAYLUM eBpOIelCKIM
U aMepUKaHCKuM LeHTpaM. K coxanenuio, ob1ye faHHbIE 110
BBDKMBAEMOCTU POCCUIICKUX MAIL[M€HTOB B CTpaHe HU3KUE, YTO
00YCIOBIEHO PAXOM VIMEIOLUXCS Ipo6iIeM.

PacnpocrpanenHocts MB BapbupyeT B 3aBUCKMOCTH OT HO-
nynanuu. B 6onpmmncTBe crpal EBponsl u CeBepHoit AMepu-
k. MB ona xone6nercst ot 1:2000 1o 1:5000 HOBOPOXKIEHHBIX.
PacyeTHble maHHDBIE, IOTy4YeHHbIE B MenNKO-TeHeTIeCKOM Ha-
Y4YHOM LieHTpe 1 B MuH3gpaBconpaspnutusa PO (HeoHaTaIbHBII
CKPMHIHT), CBUIETENbCTBYIOT 0 6ojee Hu3Koit yactore MB B
Poccyn - 1:8000-12000 HOBOPOXKIEHHBIX. 3HAYUTEIbHBIN IIPO-
rpecc B yaydleHnu nomorin 6ombHbIM MB nosiBusics 6rmarogaps
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OpraHu3alMy CIeNuaIu3MpOBaHHBIX LIEHTPOB: Poccmiickoro
merckoro (mara opraHmsanuu - 1990r), Bapocnoro (opraHuso-
BaH B 1992r) 11 pernoHaIbHBIX IEHTPOB II0 JUATHOCTHUKE (B TOM
4MCTIe MPeHATA/IbHOIL), IEYeHNUIO U peabyInTannu OObHBIX MY-
xoBucuposzoM. C 2006 T MyKOBUCLIM03 BK/IIOYEH B IPOTpaMMy
HEOHATAa/IbHOTO CKPMHMHTA (TprKa3 MMH3IPaBCOLPasBUTUA
Poccum ot 22 mapra 2006 . N 185 "O maccoBoM 00c/ef0BaHNY
HOBOPOXKIEHHBIX JIeTell Ha HAC/Ie/ICTBEHHbIe 3a00/NeBaHVIA»).
PaspaboTaHbl cTaHapTHI JIe4eHNs 1 HAO/IOfIeHA NalMeHTOB C
MB. O6ecnieuenne 60n1pHbIX MB eKkapcTBeHHBIMY IIpenapaTa-
MU OCYLIeCTBJIAETCS IO IIporpaMMe «7 HO30j0rui» no Pacmno-
pspxenno [Tpasurenscrsa PO (ot 2 ok-1s26pst 20071. Ne 1328-p),
KOTOpasi, B HaCTOsALIee BpeMs IPeJyCMaTPUBAET, K COXKa/IeHNIO,
TOJIKO OIMH IIpelapaT — JOpHa3a ajabda, OCTa/NIbHBIX Ipelapa-
TBI 0A3MCHOII Tepanny 3aKyIaloTCsl U3 CPEACTB PerrOHaIbHBIX
610mxeToB ((hepMeHTHI, MHTAMALMOHHbBIE [IPenaparTsl, aHTHOAK-
TepuabHbIe TeKapCTBEHHbIe CpefCcTBa 1 Ap.) [3].

Ha aktuBHOM amcmaHcepHOM HabmiofeHnu B Poccumitckom
IeTCKOM ¥ B3POCTIOM LIeHTPaX, BBIIOIHAIIINX POIb MeXpe-
I'MOHAIbHBIX, HaxomuTcsa oKomno 900 60mpHbIX MB, 13 Hux 44%
crapure 18 jeT. B meHTpe anpoOupyoTCcsa U yCIeUHO IpyMeHs-
I0TCA HOBeJIne MefMIIMHCKIe Iperaparbl, COBpeMEHHbIe Jie-
4eOHO-peabM/INTAlIVIOHHbIe PEXVMBI M TEXHOIOIMMU, KOTOpBIE
[103BOJISIIOT TIOAAB/ISIONIEMY OOJIBIINHCTBY GO/IBHBIX BECTH IIOTI-
HOLIeHHBIT 06pa3 >xm3uu. OZHAKO CYILIECTBYIOLIE IPO6IeMbI
3aYaCTYI0 IPEISATCTBYIOT 3P PEeKTUBHOI AMATHOCTUKe, HAOMIO-
[eHUIO U JIeYeHNIO TAKNUX MAlNeHTOB. Bce mpo6/eMbl gessiTcst Ha
Tpu GOJBIIINE TPYIIIBI — IPOOIEMBbI JMATHOCTUKMY, IEKAPCTBEH-
HOTO 00eCIeueHNs 1 OPTaHU3aL MU KOMAH/IbI Bpadell 1 yCTIOBMIt
IUIs OKasaHuUs MpogeCcCUOHANbHON MEAMIIMHCKOI TIOMOIINL.

IIpo6neMpl B AMarHOCTNKE MyKOBUCIIMA03a

HeonatanbHbIi CKPMHUHL.

C 2006 1. B psAfie peTMOHOB, a ¢ nepBoro AHBaps 2007 I. Bo
Bcex cybobekrax Poccuiickoit epgepannnu (PO) MB 6b11 BKIIO-
YeH B IlepedeHb HAC/Ie[ACTBEHHBIX 3a00JIeBaHUI, MOJIIEKAIUX
006s13aTe/IPHOMY HEOHATA/IbHOMY CKPUHUHTY B paMKax Halu-
OHA/IBHOTO TPMOPUTETHOTO IPOEKTa «3[0opoBbe». B HacTOsA-
lee BpeMs B Hallell CTpaHe CKPMHUHT IIPOBOAMTCSA B 4 sTama
(Tabmn.1).

I. IIpo6nemsr npu guarHocTuke MB nmo HeoHaTanbHOMY
CKPMHIHTY

1. Orkas poputeneil OT MpOBefleHNs H0O0OCIeOBaHUA pe-
OeHKa, IpU HOJIOXKNTETbHBIX JJAHHBIX HEOHATaIbHOTO CKPMHUHTA.
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Tabnuna 1. Tanbl HEOHATATIBPHOTO CKPMHUHTA B PO

I2TAII | Ha 3-4 nenp y foHOIIeHHOTO (7-8 — y HeJOHOIIEH-
Horo) ompenenerre VIPT 1 B BbICyIIeHHOI! KaIluie
KpOBU

II9TAIT | Ilpy momoxxmurenbHOM pesynbTate (6omee 70 Hr/Mi)
Ha 21-28 neHb - moBTOpHSBI TecT - VIPT 2

III STAII | IIpn nonoxxnrenproM pesynsrate VIPT 2 (60mee 40
HI/MJI) - IOTOBaA poba

IV OTAII |IIpu morpaHMYHOM pe3y/IbTaTe IIOTOBOIL IIPOODI
- IHK-mnarnoctuka

2. He cobnropieHne CpOKOB U TeXHUKMU IPOBEfieHUs HEOHa-
Ta/IbHOTO CKPMHNTA.

3. OTcyTcTBME PACXOFHBIX MaTepPMUasIOB I CKPMHMHIA U
IIOTOBOTO TECTA B PErMOHAX

4 He BepHas MHTepHpeTalys JaHHBIX CKPMHUHTA, B CBA3K
¢ pesynpraramu JJTHK guarnoctuxu. Baxxno, 4o He o6Hapyske-
Hye myrtanumit npu crangaprHoit JHK-auarnoctuxke HE paer
IIPaBO VMCK/IIOYNTD Y MaljieHTa MyKOBUCIMTO3.

5. ITposenenne poporocrosieit npouenypsl JHK-gnarno-
CTUKM 32 CUET CPECTB CEMbM MaleHTa

II. HapyumeHue TeXHUKY IPOBeeHs IIOTOBOI POOBI

JIo>)xHbBIE pe3ynbTaThl IOTOBOTO TECTa, BBHIMOTHEHHOTO KaK
K/TacCIIeCKNM MeToRoM 1o [nb66cony-Kyky, Tak u aHamm3e mpo-
BOJMMOCTY Ha anmaparax HanopgakT, MakpomaKT BO3MO>XHBI
IpY HapyLIEHNN TEXHUKIU IIPOBefeHNs] 00CTIeTOBAHNS U HeLo-
CTaTOYHOM OIIBITE TA0OPATOPUIL

ITI. [JnarHOCTHKA Ipyn pUCKa

B cBsA3M c pacmmpeHneM 3HaHMI O MYKOBUCLIMJ03€, CIIEIIN-
aNMCThHI LEHTPOB MYKOBMCIMJ03a CTalIM BBIABIATH MAIMEHTOB
C MATKMM JWIM MOHOCKMMIITOMHBIM TedeHMeM 3abo/neBaHUsA, a
TaKKe AVACHOCTVPOBATh 3ab0/eBaHMe Y B3POCIBIX OOJIbHBIX.
ITockonbKy ImposABIeHN MYKOBJCII/I032 MHOTOTPAHHBI, TaKue
HALMeHThl MOIYT JUIATENbHOE BpeMs HabIofaTbCs BpadaMu
PasIMYHBIX CIeLMaZbHOCTeN C ApYyrMMM AuarsHosamu. Kpaii-
He Ba)KHa MH(POPMUPOBAHHOCTD CIELVA/INCTOB «Ha MeCTax» O
TPYIIIAX PUCKa MOMJIEKAIIMX JUATHOCTUKE Ha MYKOBMCLUZO3
(cuHEpoM MambabcopOIM, IONUI03, MEKOHUATbHBIN WIIEYC,
OPOHXO09KTA3bl, CAXAPHBIIL [UA0ET Y IAIIEHTOB ¢ OPOHXOJIETr04-
HBIMI 3a00JIeBaHUAMMY, IVPPO3 MeUEHN, U TH).

ITyTu pentenns npo6eM ¢ fUarHOCTMKOI MYKOBUCIIE03a

1. ViudpopmupoBanue o 3ab60/meBaHMy Bpadeil U CIeLan-
CTOB CpE[JHETO 3BE€Ha IONMKIVHMUK, IyTbMOHOJIOTOB, TacTpPO-
SHTEPOJIOTOB, PENpPOJYKTO/IOr0B, I'€NaTOI0roB, TPAHCI/IAHTO-
JI0-TOB, OTOPMHONIAPMHTONOT0B O BO3MOXXHBIX I'PYIINaxX pUcKa 1
aJITOpUTMe JUATHOCTUKY 3a007e-BaHMs.

2. O6yueHue Bpadeil LleHTpoB MB miu oxaspIBalomux Io-
Mo1ib 601bHBIM MB Ha crierjua- TusypOBaHHBIX I[UK/IAX .

3. BBepieHne B 00s3aTeNbHYI0 MPOTPaMMY aKKpeaMTaLuu
Bpavell CIenyuaau3upOBAHHBIX IIEHTPOB HEOHATaJbHOM [ua-
THOCTUKY CepTU(UKAINU 1T0 HEOHATaIbHOMY CKPUHMHTY U JIM-
arHOCTMKe MYKOBMCILI/{03a Ha 6a3e HayYIHO-K/IMHUYECKOTO OT-
menma mykoBucuuposa ®I'BHY «MTI'HII» (Poccmitckoro meHTpa
MYKOBJCIVO03).

4. HeobxopmmocTh paHHero BbisiBIeHus MB mpu cobmone-
HIU IPOTOKOJIOB HEOHATAIbHO-TO CKPMHMHTIA, TEXHUKY ITPOBe-
TeHNs TIOTOBBIX T€CTOB, CBO€BPEMEHHOI IMAarHOCTUKY TTallVeH-
TOB M3 TPYII PUCKA.

5. Heobxopumo ¢uHancupoBaHue u3s demepaabHOro OIOf-
JKeTa 3aKyIKyY 00OpYAOBaHMS M PacXOQHBIX MaTepMUanoB I
IIPOBEZIeH):I ITOTOBBIX TE€CTOB JIETAM C TMIEPTPUIICHHOTEHEMMU-
eli, BBIABJIEHHBIM II0 IPOrPaMMe HEOHATa/JIbHOTO CKPMHMHTIA, a
TaK)Ke OpraHM3anysA CBOEBPEMEHHOM 3aKyIKM PacXOJHbIX Ma-
TepuasoB /Il HEOHATAIbHOTO CKPVMHIHTA.
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6. VInpopmupoBaHme HaceIeHNst 0 HeOOXOAMMOCTH IIPOBe-
TeHMA HeOHATa/JbHOTO CKPMHJMHITA HOBOPOXKIEHHBIM AETAM U
IIPY TTOJIOKUTENbHBIX Pe3yIbTaTaX, BaXHOCTU CBOEBPEMEHHOIO
Too0CeOBaHNA B YCIOBUAX CIIEIATN3MPOBAHHBIX LIEHTPOB.

7. CrenyamicThl, 3aHMMAIOIecs JMarHocTukoi MB fomx-
HBI YYUTHIBATD, YTO He BBIABJIEHVE MYTaLMil IIpY CTaHJAPTHON
JHK-nmarsocTiike He MOXXET ABJIATbCA OCHOBaHMEM LA VIC-
K/TIOYeHVst 3a00/IeBaHs Y AL[eHTa.

8. IIposenenne JHK-I1arHoCTVKM y BbIAB/IEHHBIX 110 CKPU-
HYHTY WM KIMHUYEeCKOl KapTuHe NalIeHTOB 3a CYeT CPefiCTB
peruoHanbHOro OomxKera, Tak Kak cBoeBpeMmenHas JHK nma-
THOCTHMKA IIO3BOMUT 6oree 3¢h(heKTUBHO MPOBOAUTD MATOTEHe-
TUYeCKoe JIeueHNue Mal[ieHTOB, MHPOPMUPOBATb POFUTENEN 1
POICTBEHHVKOB IIALIMEHTa O PYCKe IIOBTOPHOTO POXKIEHUA pe-
6enka ¢ MB, 4to nosBossieT npoduaakTuposars 3aboeBaHme.

IIpo6iembl mepekpecTHOr0 MHPUIMPOBAHA HALMEHTOB

3a mocmenuue 20 JieT Teopus IEPEKPECTHOTO MHPUIMPO-
BaHUs cpenu 60mpHbIX MB 6bia fokasana [4] Hambomnee pac-
IPOCTPaHEHHBIMI BO30OYANUTENAMY 3a00IeBaHUIT AbIXaTeTbHBIX
nyrteit npu MB saBnstorcs: Staphilococcus aureus, Haemophilus
influenzae, Pseudomonas aeruginosa. Bce O6onbinee 3Haue-
HIle, B IIOC/IefHee BpeMs, npuobperator Burkholderia cepacia,
Stenotrophomonas maltophilia, Achromobacter xylosoxidans,
Aspergillus spp., HeryOepkynesusie muxobaxrepun (HTMB),
rpu6sr, MRSA. TlanueHTsl ¢ MyKOBMCIMIO30M (faxke ¢ arpec-
CUBHOIT MMKPO(IOPOIt) He OIACHBI I OKPYXXAIOIINX, HO 5B-
JIAIOTCS MICTOYHMKOM MHGEKINH APYT M fpyra. V3-3a sKoHO-
MIYECKOIl COCTaBIALIell 1 cylecTByoomux tapudpos OMC,
pacrpocTpaHeHHble B MUPOBOJ INPAaKTHKe CTaHAApPThI aMOy-
JIATOPHOTO HAOJIIOfeHMs U JOMAIIHEero CTalJoHapa JyId Ialy-
eHTOB ¢ MB B Poccuy He BBIIONHAIOTCS, XOTA ABJIAIOTCA Oonlee
9KOHOMIYECKH IientecoobpasHbIMiL. [TaneHTBI, BHLABICHHBIE 10
HEOHATa/JIbHOMY CKPMHUHTY 3a4acTyH0 TOCHUTANU3NPYIOTCA B
CTAIMOHAP IS JOOOC/IeTOBAHSI M Ha3HAYEHNS TedeHst. Takast
IIpaKTHUKa IOf[BepraeT BLICOKOMY PUCKY IlepeKpecTHOro nHpu-
LMPOBaHUsA HOBOPOXX[EHHOTO CEPbE3HOJ MAaTOT€HHON MUKPO-
¢1opoit, K KOTOPOII MALMEHThI IIPEIPACIIONOXEHBDL.

OmnbiT 6omee yeM 20-Tu 7eT cyuiecTBOBaHMs Poccmiicko-
ro neHTpa MB mosBommi mepeopreHTUpOBaTh €ro paboTy Ha
aMbynaTopHOe HaOmofeHue, o0CIefoBaHMe U JiedeHue Ialu-
eHTOB [5], YTO NPUBENIO K 3HAUUTEIBHOMY M3MEHEHMIO COCTO-
AHNMA OOJNBHBIX, MMHUMAIM3aLNM PUCKOB MHOUINPOBAHNA
HarueHToB (aTajbHON MUKPO(IOPON 1, COOTBETCTBEHHO, K
3HAYNTE/IbHOMY YBEINYEHUIO MeMaHbl IIPOJO/DKUTEIBHOCTY 1
Ka4yecTBa KM3HM OONbHBIX [6]. TeM He MeHee, IpaBuIa XKeCTKO-
TO KOHTPOJIA 32 9IMAEMUOTOTNYECKOIT 00CTaHOBKOIT B IIEHTPaX
MYKOBMCUIIU/I033, OTKa3 OT HeOOOCHOBAHHbIX TOCIINTAIN3 ATV
U IepeOpUEeHTVPOBaHMe Ha aMOyIaTOpHOe HaOJIOfeHMe, He
VICKJIIOYAIOT CTPOTOr0 COOJIONEHNs IIPaBIUI O IPOQIIaKTUKe
HepeKPeCHOr0 MHPUIMPOBAHNA B YCIOBUAX NMOMMKIVHUKA, a
TaKKe MHPOPMUPOBAHIE POLUTETIEN O BOSMOXKHBIX PUCKAX BHE
MEIUIVHCKUX YIPeKTeHNIL.

Ilytn pemenusa mpo6neM, CBA3AHHBIX C IEPEKPECTHHIM
nH}pUIpOBaHNeM NAIIEHTOB

1. TocnuTanusanusa B CTAljMOHAP MallMeHTa ¢ MyKOBUCIIU/IO-
30M JO/DKHA OCYIIECTBIIATHCSA TOTBKO 110 KM3HEHHBIM IOKa3a-
HILAM.

2. BHegpeHe B NIPaKTMKY pEerMOHA/IbHBIX IIEHTPOB aKTUB-
HOro aMOy/IaTOPHOTO HAOMIONEHMs M IPAKTUKU JOMAIIHETO
CTalMOHApa.

3. Baecenne nonpaBku B PefepanbHblil 3akoH Poccniickorn
Qepnepanuu ot 21 Hos6ps 2011 . N 323-O3 craTtpio 34 m.2
«CrienManu3upoBaHHasA MeIMLIMHCKAsA TIOMOIIb OKa3bIBAETCA B
CTAI[MOHAPHBIX YCTIOBYAX M B YCIOBUAX NHEBHOTO CTAIlMIOHAPa»
CIlelMa/IM3MPOBAHHOI IIOMOIIY B aMOY/IaTOPHBIX YCTOBMAX.

4. Tlepepacuperpienienne 06EMOB MEANIIVHCKONM ITOMOIIM €
PecypcoeMKON U JOPOTOCTOAILEN CTAallMOHAPHON Ha JNOTOCIIN-
TaJIbHble CTAallMIOHapO3aMellaollyie TeXHOJIOTUM, KOTOpble SB-
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NSAI0TCST 60/Iee SKOHOMIIECKH 11e/1eCO0OPasHBIMI ¥ TO3BOJLIIOT
3HAYNTENTBHO CHUSUTH BO3MOXXHOCTI IIEPEKPECTHOrO MHPUILN-
POBAHNS TAHHOI KaTeTOpuy 6OIbHBIX.

5. BexeHne cTpororo MuKpoOMOI0TrM4ecKoro MOHIUTOPIHTA,
C y4eTOM OCOOEHHOCTENl JMAaTHOCTUKY MHQEeKIMil y OOTbHBIX
MYKOBVCIITO30M

6. ObyueH1e CIIeIanNCTOB VM OCHAIIeHMe TPOMUIBHBIX MI-
KpOOMOIOTNYecKUX MabopaTopuil, TOCKOMbKY He UeHTNULIN-
POBaHHBIE [TATOTEHBI MOTYT IIPECTAB/IITH ONTACHOCTD He TOIBKO
IS IALVIEHTOB C MYKOBUCIIUZI030M, HO U JU/Isl MIMMYHOCYIIpec-
CHBHBIX OO/IBHBIX, @ TAK)Ke AJIsI MALMEHTOB C TSDKEION COMATHU-
YECKOJI ITaTOJIOTHEN.

7. Crporoe cobmofeHre IpaBuI 10 MPODUIAKTUKE Iepe-
KPECTHOTO MHOULIMPOBAHNSA MAllMEHTOB BO BCeX CIeEIVaNIn3u-
POBAHHBIX IIEHTPAX M CTAI[MOHAPaX

8. PazpeneHye aMOy/1aTOpHOroO IpyeMa MalNeHTOB [0 BbICe-
BaeMoii ¢rope (Havao Hegenu - S.aureus, H.influenzae, ¢ ycnos-
HO-IIATOTeHHOII MMKpOQIOopoli, KoHel Hegemu - Paeruginosa,
narueHToB ¢ B.cepacia, MRSA, HTMD npuHNMaTb B OTHE/IbHBIX
MOMEIeHUAX U MPUHMMATh Mepbl IO KOHTAKTHON M3OJIALUY
IIpY TOCIMTAIN3ALUN B CTALMOHAP).

9. Vcnonb3oBaTh B CIENMaNM3MPOBAHHBIX LIEHTPAX OJHO-
pasoBble MacKM JUIA MAIVIEHTOB, 6€CKOHTAKTHBIE IUCIEHCEPhI C
aHTMOAaKTepMaNbHBIM CPEICTBOM Ilepefi KaOuHeTaMI, OfHOpa-
30BbI€ Xa/IATHI U [IETIEHKN AJIsI OCMOTpA.

10. O6pabaTbiBaTh PyKH, IIYIbCOKCHMETP, (HOHEHOCKOI,
Ipyroe ob6opynoBaHue aHTUOAKTEPUAIBHBIM PACTBOPOM IHOCTIE
0CMOTpa MAI[MeHTa, IPOBOANUTD BIAKHYIO He3MH(pEKUUIO MO-
BEpPXHOCTEl! M IPOBETPMBATD KAOMHET IOCIIe KaXKIO0TO GOIBHOTO.

11. Vcnonb3oBaTh COBpeMeHHbIE CHCTEMBI O0e33apakuBa-
HSA BO3JyXa B HOMEIeHNN.

12. Ilpu uccnegoBanuy GpyHKIMY BHELIHETO [bIXaHUS 00s1-
3aTe/IbHBIM SIB/ISIETCSI MICIIOIb30BAHNE OJ{HOPA30BbIX aHTMOAKTE-
pUaIBHBIX (UIBTPOB /ST CHMPOMETPA.

13. TocmuranusmpoBaTh IMALEHTOB B WHAMBUYaIbHbIE
60Kchl, 60mbHBIM ¢ MB He paspemraeTcsi mocemjaTtb UTPOBBIE
KOMHATBI, TyaJIeThl, BAHHYIO I CTOIOBYIO B OT/Ie/ICHNIL.

14. VIHrananmonHoe o60pygoBaHNe U [bIXaTe/lbHbIe TPEHa-
YKEPBI MOTYT OBITD TOJIBKO J/I MHAVBYILYaTbHOTO OTb30BaHMUA.

ITpo6meMsl TeKapCTBEHHOTO 00ecnedeHus

1. Bo MHOruX permoHax obecIiedeHre IeKapCTBEHHBIMU
CPeACTBaMI HAYMHAETCSI TO/IBKO II0C/Ie TOCIIUTAIN3ALUY B CTa-
LMOHAP 11 0POPM/IEHNS NHBAIMIHOCTI

2. OTcyTcTBUE CBOEBPEMEHHOTO I afjeKBATHOTO JIede-
HYS SKUSHEYTPOXKAOWIMX MHGEKUNil (CHHETHOMHOM ITalouKIL,
MRSA, B.cepacia, HTMB u ap.)

3. 3aMeHa >KM3HEHHO Ba)KHBIX IPEMapaToB Ha JHKEHEPUKM,
He [TPOXOAMBIINE KIVHIYECKVIE MCCTIENOBAHNS U Ha [IPeIapaTsl,
[IOKa3aBIIe CBOI0 Hea((EKTUBHOCTD y HMAL[IEHTOB C MYKOBIC-
LUJ030M

ITytu peumrenns npob6naeM, CBA3aHHBIX C I€KAPCTBEHHBIM
obecneyeHnem

1. InpopmupoBanue npoUIbHBIX CIELMATNCTOB O HE0O-
XOAMMOCTH Ha3HAUeHN JIeKapCTBEHHO TePaNu B MaKCUMaJlb-
HO KOPOTKHe MOC/Ie TOCTaHOBKY IUAarHO3a CPOKNL.

2. HasHadyeHne Tepammy COIIACHO IIPOTOKOIAM ¥ CTAH/Ap-
TaM BefleHMsI 6OTbHBIX MYKOBYCIIMIO30M

3. VICKTIOYNTh TOCHMTAIN3ALNIO TAIMEHTOB [Isl IIPOBefe-
Hs1 06C/IeI0BaHsS ¥ IUTAHOBBIX KyPCOB BHY TPUBEHHOI I MHTa-
JSIIMOHHON aHTNOAKTepUaIbHOI TEPAINIA.

4.CBoeBpemeHHOe obecriedeHne 3pPeKTUBHBIMM aHTIOAK-
TepuaabHBIMIU IIPeMapaTaMy, TOKa3aBIINMI CBOIO TepaIleBTIYe-
CKYI0 aKTUBHOCTD U 6€30IIaCHOCTDb y MAI[MEHTOB ¢ MYKOBMCLIU-
T030M ¢ IepBMYHBIM MHuUIMpoBaHueM P.aeruginosa, B.cepacia,
MRSA, HTMb

5. BO3MOXXHOCTb Ha3HA4YeHMs IIPENApaToB IO TOPrOBO-
MYy HaVIMEHOBAHMIO MALMEHTaM C MYKOBMCLU/IO30M, C YIETOM
OTCYTCTBUS ¥ GOJIBIIMHCTBA [PKEHEPUKOB JAHHBIX O JJOKA3aHHOI
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TepaneBTu4ecKoil skBuBanmeHTHOCTH (P33 or 12.04.2010 N
61-®3 (pen. ot 29.12.2015) "O6 obpaiieHnn TeKapCTBEHHBIX
cpenctB'12.3)

6. Ilpym Hammumym MeIMIUHCKUX IIOKa3aHMI (MHOVBUIY-
a/lbHasi HENepeHOCUMOCTD, II0 JXMSHEHHBIM IIOKa3aHMIM) II0
pelIeHNi0 BpaueOHO KOMUCCUY MEIUIIMHCKON OPTaHM3al[iu
OCYIIECTB/IATh BBIMUCKY JIEKAPCTBEHHBIX IIperaparoB Mo TOp-
TOBBIM HaMMEHOBaHVAM (IYHKT 3 mpunokennsa N1 k nmpukasy
Mumusppasa Poccun ot 20 gekabps 2012 . N 11751). Yopoctuts
MpoLeAyPY NPUHATHA PeLIeHMit, KOTopass B HacTosllee BpeMs
COCTaBJISIET OT 3 11O 6 MecCsIIeB.

7. CobmofieHne mpaBa MalyeHTa Ha [OTydeHye KaueCTBeH-
HBIX, 6€30IIaCHBIX M JOCTYIIHBIX JIEKAPCTBEHHBIX IIperaparoB
cormacHo cTatbe 18 m.2 @3 or 21.11.2011 N 323-D3 (pep. ot
29.12.2015) "O6 ocHOBax OXpaHbI 3T0POBbs IpakAaH B Poccuii-
ckont Gepepayum»

IIpo61eMsbI cO HOATOTOBKOJI CHEIUANTNCTOB /I OKa3aHUA
nomowmu 601bHbIM MB

CormacHO MeXAYHapOAHBIM COITIACUTENbHBIM HOKYMEHTaM
[9] mpu opraHmMsanuy CIeNVaIM3MPOBAHHBIX LIEHTPOB MYKO-
BIUCLM032 U IPOTOKOAM BefieHNUS OONbHBIX, B K&XK/[OM LIEHTpe
HITaT COTPYAHUKOB, IOJKEH BK/II0YATh KMHE3UTepaIeBTa, fiye-
TOJIOTa, TICUXO0JIOTA.

Ilytn pemreHmsa opraHM3anyy MOMOINM OOTBHBIM MYKO-
BUCIMI030M B CIIEI[MATM3MPOBAHHBIX IIEHTPaxX

1. OpranusoBbiBasl CHeLMaNN3MPOBaHHbIE IIEHTPBHl MYKO-
BUCLMZI03a KAK CAMOCTOSATE/IbHYIO eAMHNUILY MM Ha 6ase OTfere-
Hus cranmoHapa i K1, Heo6X0oauMo CXOANUTD U3 PEKOMEH-
manuit EBpomerickoro o6iectsa [9]. s 50 60mpHbBIX 1 60rtee,
HEeOOXORMMO CO3fjaHMe CIeNaIN3POBaHHOTO [[eHTPa. AKIIEHT
[e/laTh Ha OPraHM3aLMI0 aMOY/IaTOPHOI IIOMOILNL.

2. IllTaT COTPYSHUKOB LIEHTPa JO/DKEH BK/IIOYATh: ITy/IbMO-
HO/Ora, Bpaya (DyHKI[MOHA/IbHON [MArHOCTMKY, KUHe3UTepa-
TIEeBTA, /IUETO/IOra, IICUXO/IOTa, TACTPOIHTEPOIIOTA, JIOP — Bpada,
9H/IOKPMHOJIOTA, BaKI[MHOJIOTA, TPAHCI/IAHTO/IOTA U Ap.

3. [IpoBOAVTH LIKOJIBI [/IS1 TALIVIEHTOB U VX CEMEIL.

BriBoppbI:

Camvimu axmyanvHvimu npo6remamu 0Ka3aHus nomMousu
6onvnvim MB 6 Hacmosiuiee 8pemst A6IAIOMC:

- Hedocmamouno a¢ppexmuenvie Mermoovl OUazHoCMuKu
U HApyuleHUe NPOMOKOI08 HEOHAMANLHO20 CKPUHUHEA;

- Huskas ungopmuposanuocms cneyuanricmos o 3a6o-
JIe6 AHUL;

- Omcymcmeue o0ecneueHus HuUSHEHHO BANCHBIMU MeOU-
yuHcKumu uzoenusmu (UH2AnSIMOopovl; OviXxamenvHvle mpeHa-
JHepuvl; annapamol 015 KUHe3UMepaAnuu, 3HAUUMenbHO YLyU-
wanuue cocmosHue NAYUEHMO8 U CHUNCAIUUE 3amPambl
Ha ux gapmaxonozuveckoe obecnevenue) u ne4eOHvLIM 8bICO-
KOKAZOPULIHDIM NUMAHUEM;

Jlexapcmeennoe obecneuenue nauuenmos Hespdex-
MUBHBIMU ONHEHEPUKAMU U NPenapamamu, He UMeEUSUMU
OaHHBIX 0 KAUHUYECKOTU dpPexmusHocmu u 6e30nacHocmu
Y NAUUEHMO8 ¢ MYKOBUCHUOIO30M.

CBoeBpeMeHHOe pellleHne Ipo6ieM y IalMeHTOB ¢ MYKO-
BUCLM/I030M IO3BOIUT 3HAYUTE/NBHO YBEIUYNUTb IPOJOIDKU-
TE/IBHOCTH U Ka4eCTBO JKM3HY OOJIBHBIX, @ TAK)KE OCYILECTBIIATH
MeTOAbl NPOGUIAKTUKY 3a60/1eBaeMOCTI B CTpaHe ¥ 3HAYU-
TE/IbHO COKPATUTD 3aTPAThl Ha JIEYeHNe U peabyINTAINIO JaH-
HOJ KaTeropuu OOIbHBIX.

IlonHasa BepcusA CTAaTbU M CHUCOK VMICIIOIb3yEeMON TNTEpa-
TYPbI JOCTYIIHBI B 31eKTPOHHOI BepCUU KypHa/a 1o afpecy
Ha caiiTe: www.raremagazine.ru
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MHEHWE SKCITEPTA

TOCTYIIHOCTD ITPEITAPATOB /LI
JIEYEHU A PEAKUX 3ABOJIEBAHVI

KOMIUIEKCHBIM AHAJIM3 3AKOHO/JATEJBCTBA, HOPMATHUBHBIX
ITOJIOXKEHUWI U ITOJIMTUK B 35 CTPAHAX

w,

1. YHugepcumem OkzneHda, 2. Oknend, Hosas 3enandus, 2. Pakynvmem seKkapcmeeHHblX cpedcme 0 HacesieHus, MeduyuHckas wkona

Tapsapda u I'apsapdckuil uHcmumym 30pagooxpanerus «[lunuzpum», 2. BocmoH, wmam Maccauycemc, CoeduHeHHble [IImambl AMepuku

eKapCTBEHHBIE CPeICTBA UL JIeYeHNsl PelKuX 3abomeBaHmil

- IPeACTaB/IAT cO00l Tperaparsl WM BAaKIMHbL, IpegHa-

3HaYeHHBle NI JICUeHNs, MPeJOTBpAIeHNA WM JAUarHo-
CTHKM pefkux 3aboneBaHuit. B uncio penxnx 3a60/eBaHNil BXOZAT
reHeTydeckre 3ab0eBaHys1, penkue GOpMbl paka, MHQEKIMOHHbIE
Tpomdeckye 3a60/IeBaHNs 1 lereHepaTyBHble 3a60eBaHs1. B xoze
HeJJaBHEr0 CUCTeMAaTUYeCKOro aHanmsa [5] pe3y/nIbraToB MCCIIEHoBa-
HIIsI CTOMMOCTH JIedeH st 3abomeBaHmit Ha mpumepe 10 perkux 3abo-
JleBaHMI1 ObUI HalZleH TONbKO OIPaHIMYeHHBbI 00beM OIyOIMKOBaH-
Hoit uHpopMauuu [5]. JocTymHoCTb MHpOpManum o 3a60/IeBaHNIAX
BapbUPYETCs OT HY/IEBOTO J10 HU3KOTO ypoBHsL. [Ipy aTOM pacyeTHas
061mast CTOMMOCTb 3a00/IeBaHMs TAKXKe CYIIECTBEHHO BapbUpPyeTcs
TI0 Pe3yIbTaTaM JICCIIeJOBaHMIL, TPOBEIeHHBIX B Pa3/MIIIHBIX CTPaHaX
(HampyuMep, CTOMMOCTb JIeUeHNsI MYKOBUCIIM/03a B TeUeHME KI3HY
nanuenTa B [epmanum cocrasuno 858 604 ebpo Ha manuenTa B 2007
rogy, B T0 Bpemsi Kak B CIIIA B 2006 rony 6bU1a IosrydeHa cymma B 1
907 384 espo [5].

JIOCTYIHOCTB TeKapCTBEHHBIX CPEMICTB MMeeT GOTIbIIOe 3HAYEHNE
IS CHYDKEHMST 3a00/1eBaeMOCT ¥ CMEPTHOCTHY OT PeAKIX 3abo/ieBa-
Huit. Hanpumep, 10 HeaBHEro NpOLUIOro nupeHnion (JIerouHbIit
TPAHCIUIAHTAT) ObUI IMHCTBEHHBIM BapMaHTOM JIeYeHMS A IIa-
LJIEHTOB, CTPAJAIOLINX OT WAMOIATIYIECKOro JIErOYHOro ¢gubposa,
KOTOPBIII SIB/ISIETCSL PenKnM 3aboeBanneM ¢ 50% LIaHCOM BBDKVBA-
H1A B TedeHre 3 jeT [6]. HecMoTpst Ha He06XOAMMOCTD 1 BAXKHOCTD
TOCTYITHOCTH JIeKapCTBEHHBIX CPECTB IS JIeYeHVsI PefKUX 3aborte-
BaHUIT, HAO/IOfjAeTCsT HEXBATKA VIMEIOIIVXCSl METONOB JIeYeHNUs Pefi-
KUX 3a0071eBaHuil. MeHee OHOTO 13 HeCSTH MALMEHTOB C PEeIKIMI
3a00/1eBaHISIMY TIOZIy4aeT CIelnanpHoe aedenne [7]. Ilporecc pas-
PaboTKM TeKapCTB LA PeKIUX 3a00/IeBaHNUIT YaCTO 3aTPy/IHEH HeIlo-
MEpHBIMI 3aTpaTaMl, CBA3AaHHBIMM C MHBECTUPOBAHIEM CPEICTB B
CO3JaHMe OPUTMHAIBHOTO (hapMalieBTUYECKOro Iperapara ¢ HU3KON
HOTEHIMAIbHOI MPUOBIIBHOCTBIO, YUUThIBAsA HeOONbIIOE KOJmye-
CTBO TIALIMEHTOB, CTPANAMLINX OT PefKUX 3aboeBaHmil. B coorset-
CTBMM C OCHOBHBIMI IIpaBaMli Ye/llOBeKa ITAIMEeHThl C PEIKUMMU 3a-
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607eBaHUAMN VIMEIOT TaKue JKe IIpaBa Ha JIeKapCTBEHHBIE CPEfICTBA,
KakK U Ipyrue MalyeHThl ¢ 60/iee pacpoCcTpaHeHHbIM 3a00/IeBaHEM
(nanpumep, nuaberom). [T0aTOMY OHM He JO/DKHBI OBITb OT/I/IEHBI OT
IPeMMYIIECTB, CO3[jaBaeMbIX B pe3y/ibTaTe MEAMUIHCKIX paspabo-
TOK 3-3a PeAKOCTY ux 3aboseBanuii [1,3]. B aT0it cBsA3M MHOTHe TIpa-
BUTE/NbCTBA OpFaHI)I B/IaCTn HpI/IHHHI/I 3aKOHDbI, HOpMaTI/IBHbIe I10/10-
JKEeHVIA U ITOINTUKI 1A CTI/IMY}IV[pOBaHI/IH Hay‘—IHbIX I/ICCIIeI[OBaHI/[ﬁ n
paspaboTox B cepe /IEKApCTBEHHBIX CPECTB LA IeUeHNsT PeIKIX
3aboneBanmit [3,4, 8], a Takke LA peleHNs IPoO/IeM, CBA3aHHbIX C
JIMLEHSVPOBAHMEM, IIEHO0OPa30BaHIeM I BO3MEIljeHIIeM PACXO/IOB B
OTHOILIEHNY 9TVX Ipenaparos [4, 8-10]. Takue skoHOMMYeCKMe 1 pe-
I'yIIHTI/[BHI)Ie CTI/IMYHIJI ABIAKTCA BaXKHBIMU peIHeHI/[HMI/I 1A C(I)epbl
00111eCTBEHHOTO 3[[PABOOXPAHEHIISL.

3aKOHOJATENBCTBO O JIEKAPCTBEHHBIX CPECTBAX /I JIEUCHUS
PenKux 3a00/IeBaHNIT UCIONb3YeTCsI B LI/IOM Psfie CTPaH I CTU-
MY/IMPOBaHNUSA UCCTIEOBAHNIL, Pa3pabOTOK 1 BBIITYCKA Ha PbIHOK JIe-
KapCTBEHHBIX CPECTB /ISl JIeUeHVsI PefKnx 3aboneBanmit [19,31,42].
Coenunennple IITaThl cTanmm IepBoOil CTPaHON, B KOTOPOil OBLIO
IPUHATO 3aKOHOAATEICTBO O JIEKAPCTBEHHBIX CPECTBAX IS Jlede-
HIsL penknx 3a0ormeBanmil (3aKOH O eKapCTBEHHBIX CPECTBAX I
7edeHyst pefkux 3abomeBannmii, 1983 r.) [10]. Slmonus crama Bropoit
CTPaHOIl, B KOTOPOJ ObUIO HPMHATO 3aKOHOJATENIbCTBO O JIeKap-
CTBEHHBIX CPE[CTBAX IS JledeHnsl pefkux 3abomeBanmit (1993 r.)
[1,40]. ABcTpanms TaxKe ObUIa OFHON M3 IEPBBIX CTPaH, B KOTOPOIT
ObUIO pa3spaboOTaHO 3aKOHOJATENbLCTBO O JIEKAPCTBEHHBIX CPENCTB
WIS JIedeHNs pefKux 3abomeBanmit (3aKOH O TOBapax MEVILIMHCKOTO
HasHadeHuaA 1990 roga ¢ mompaskamy, BHECEHHBIMI B 1997 rony B
BHUge HOTII/ITI/IKI/I 110 HeKapCTBeHHI)IM CpeHCTBaM LA TeYeHUA peI[KI/IX
3aboneBanmit) [3]. 3akoHomarensctBo EBpomerickoro Corsa (ITo-
cranosyerne (CE) Ne 141/2000) o reKapCTBEHHBIX CPEACTBAX IS
JledeHns pefKux saboneBanuit 6pu10 mpuHATO B 2000 ropy. TariBanb
n CI/IHFaHyp TAKXe HpI/[HHIII/I CIIeIMaJIbHbIC 3aKOHBI, CBA3aHHbBIEC C
HeKapCTBeHHbIMI/I CpeJICTBaMI/I 1A TeYeHUA peHKI/IX 336OHCB3HM17'[
(3akoH 0 JIeKapCTBEHHBIX CPEACTBAX, [71aBa 176, pasgen 9 n 3aKoH o
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PenKuX OOJIe3HSX U JIeKapPCTBEHHDIX CPEACTBAX A IeYeHNs PeAKIX
3ab071eBaHmiT COOTBETCTBeHHO) [1]. Ilenb mMpuHSATHSA 3aKOHOIATENIb-
CTBa 0 JIEKAPCTBEHHBIX CPECTBAX Ji/Isl IeYeH ST PEKIX 3a00/IeBaHMIT
3aK/II0YAETCs B PelIeHN IPOOJIeM, CBSI3AHHBIX C YPE3BBIYAITHO BBI-
COKOJI CTOMMOCTBIO Pas3paboTKy IPOAYKLVM U OTPaHIIeHHOI IIpH-
ObUILHOCTBIO IO IIPUYMHE MAJIOr0 pasMepa PbIHKA, CBA3AHHOIO C
KKJIBIM pefknM 3aboneBanueM [3,31,42]. Takoe 3aKOHOAATEIHCTBO
IpefycMaTpuBaeT IeMblll PAS Mep 110 CTUMY/TNPOBAHMIO ICCTIeT0Ba-
HIIA, pa3pabOTOK 1 BBIITYCKA HA PHIHOK JIEKAPCTBEHHBIX CPECTB IS
nedeHns1 penkux 3aboneBannil. Takye Mephl 3a4acTyI0 BK/IIOYAIOT B
ce0s1 HAJIOTOBBIE JIBIOTHI HA UCCTIEHOBaHIE JIEKAPCTBEHHBIX CPECTB
ISt TTIeYeHVsI PEKUX 3a00/IeBaHMil, HECKOIBKO JIET SKCK/IFO3MBHBIX
IpaB Ha obpallieH1e IPOJYKLUMM Ha poiHKe [1,12,23,29,31,40,42], 3a-
IpellleHNe BBITYCKa BOCIPOU3BEIEHHOTO IeKapCTBEHHOTO CPefiCTBa
WIY TOPrOBOIO HA3BAHUS B OTHOIIEHWUU TOTO K€ PEIKOro 3aboe-
BaHMsA, OeCIUIaTHble Hay4YHble KOHCYIbTaluy (Hampumep, IOMOILIb
B COCTaBJICHMY TIPOTOKOJIOB MCCIEIOBAHNUI, YCKOPEHHBIe / Ipuopu-
TeTHbIE AaHA/TU3BI /A TIOTy4YeHNA paspelleHnsA Ha BBITYCK MPOAyK-
IVM Ha PBIHOK, VHUILIMATHBEL 10 00eCIeyeHNIo TOCTYITHOCTU TIPO-
IYKLUY JIO TALeH3VPOBaHNA, BKJII0Yast IPOrPaMMBI UCIIOTb30BAHNA
He TI0 YTBEPKICHHBIM ITOKAa3aHUAM M IPOrpaMMBbl VICIIO/Ib30BAHNA
He3aperuCTPUPOBAHHBIX IIPENapaToB IPM TSDKENBIX IATONOTMAX
[4,10,13,14,20].

Ba)kHO OTMETHTD, YTO BOIIPOC 3AIUTHI MHTEPECOB MAIVIEHTOB
CBI'Pajl BXXHYI0 PO/Ib B Pa3pabOTKe 3aKOHOJATEIbCTBA O JIEKap-
CTBEHHBIX CPEICTBAX AL JICIEHNs PefKIUX 3ab0meBanmii (Hanpumep,
3akon CIIIA o yexapCTBEHHBIX CPeICTBAX JIA JIUeHMs PEefKMX 3a-
6onesanuit u Ilonoxkenne EC Ne 141/2000) [12]. IMaumeHThl YacTo
CO3JAI0T CBOY COOCTBEHHble OpraHM3ALMM B KadecTBe «TPYIIIBL,
OKAa3bIBAIOLIEll JOIOMHNUTENbHOE AaB/IeHUe» M BIMAIOT Ha Bpaderl,
Pery/sITUBHbIE CTY)XObI 1 IONMTIYECKIE OPTaHbl B BOIIPOCAX HAJIN-
9MA ¥ HOCTYIHOCTY JIeKaPCTBEHHBIX CPECTB A JIedeHNA PeKNx
3abonesanmit [9,12,21,23,32,43-45]. Hanpumep, Takue MeXXIyHapOf-
Hble OpraHmsanyy Kak HaljmoHanbHas opraHM3anus pegKux mato-
nornit (NORD) B CIIIA u EBpornerickast opraHmusanyst pefKux 3abo-
neparmit (EURODIS). OTu rpymmsl penaioT BOIPOCHI, CBA3aHHBIE C
nosblieHre 9GGEeKTUBHOCTY JIeYeHNsT PENKIUX 3a00/IeBaHIIT ITyTeM
obecredeHs1 fOCTyNa K MHGOPMALNMHU U JOCTYIIHOCTH JIEKAPCTBEH-
HBIX CPEJICTB /IS JIeUeHVsI PEeAKIUX 3a00/IeBaHNII I COMYTCTBYIOIIETO
JIeYeHMs JiA OTHE/IbHbIX NayenTos [14,21,22,27,32,43-46]. Ipynmbr
0 3allyTe NPaB MAIIeHTOB YacTO JIOOOMPYIOT MHTEPeChl CIIOHCO-
POB W/IU TIPABUTENBCTB, PUHAHCUPYIOLIVX 3/;paBOOXPAaHEHNE, YTOOBI
006ecreunTp MOTHOE BO3MEIIeHIIe U3[eP)KEK, CBA3AHHBIX C BBIITYCKOM
JIEKapCTBEHHBIX CPENCTB JUIA JIeYeHMs PefKuX 3abomeBaHmil [44].
Ipymiel o 3ammTe IpaB MAlMeHTOB MOTYT COTPYAHUYATD C Peryii-
TUBHbIMK opraHamu. Hampumep, opranmsanyusa EURODIS corpyn-
Hy4aeT ¢ EBpONENICKIM areHTCTBOM IIO JIEKAPCTBEHHBIM CPENCTBaM
(EMA) [23].

HanmoHnaipHble IIPOrpaMMBblI 110 JIEYEHUIO PEAKIX 3a00/IeBaHMIL.
O6115ast 1e/1b HAIMOHAIBHBIX IPOrPAMM II0 JIEYEHNIO0 PEfKIX 3a001e-
BaHMII 3aK/II0YAETCSI B CO3[aHI HOPMATUBHOIT 6asbl 4yist obecriede-
HIA OCTYIA K YCTyTaM, Ie4eHNUI0 ¥ MHOPMALIUH, CTUMY/IMPOBAHNUS
JIeYeHN U 3allUTe TIpaB manueHTos [9,14,21,7, 43,46]. Harmonanb-
Hble IPOTPaMMBI JIeYeHNs PEIKUX 3a00/IeBAHNUIT OTIMYAIOTCS OT 3a-
KOHOZIATe/IbCTBA O JIEKAPCTBEHHBIX CPENCTBAX /LA JIEYEHMs PENKUX
3a00/1eBaHMIt B TOJ YaCTH, YTO OHM He IIPefyCMaTPUBAIOT IIPUHSITIE
KOHKPETHBIX 3aKOHOB. Yallle BCero, OHM CBUAETENbCTBYIOT O «TOTOB-
HOCTU» CTPaHBI IIPYHYMATh KOHKPETHBIE Mepbl, CBS3aHHbIE C JIEKap-
CTBEHHBIMI CPECTBAMI JI/Is1 IeYeHIsI PEKIX 3a00/IeBAHNIT U PeIKI-
My 3aboneBannamu [14,43].

Takue mporpaMMbl BKIIOYAIOT CTPYKTYPY M JOKYMEHTALMIo 00
00111e1 HAIMOHAIBHON KOHLEIIINN B Cepe IeKapCTBEHHBIX CPEICTB
WA JledeHus pefKux 3abonesanmit [14, 20-22,27,46]. Hanpumep,
AT COCEIHNX eBpoIeiickux crpaH (borapus, Ipers, Makegonus,
Pymbrans u Cep6yist) cosfany HalOHaIbHbIE IPOTPAMMBI I10 JIede-
HUO penkux 6onesHeit [27]. Ha addexktuBHOCTD TaKmx mporpamMm
B YacTV Hamnuus (CTaTyC JeKapCTBEHHOTO CPeACTBA JIA JIeUeHUS
PenKuxX 3ab60/IeBaHNUIT 1 PaspelleHIe Ha BBITYCK MPORYKIUN Ha PbI-
HOK) U JOCTYIHOCTV (CHVDKEHNE I€H U TIOTIOXKWUTE/IbHbIE PEIleHIsI
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110 BO3MEIIEHNIO U3[IeP>KeK) MOXKET MOB/IMATD YPOBEHD HOKYIaTe/Ib-
HOJT CIOCOOHOCTY B CTPaHAX, IIPUHATHII OIO/PKET, @ TAK)XKe KPUTEpUn
TIPUHATHA PellleHNII B OTHOIIEHUY OJIUTYK IO IeHOOOpa3oBaHMIO I
BO3MellleHNIo n3fiepkek [10,20,22,27].

EBponeiicknit Cot03 sB/IA€TCsI YHUKAIBHBIM B TOM, YTO OH SIBJIS-
€TCs1 eV HCTBEHHbIM 00pa3oBaHmeM C LieHTPaIN30BaHHOI IPOLeny-
POt oIpefieNieHNA CTaTyca JIeKapCTBEHHOTO CPelCTBa LA JIeYeHUA
penkyx 3ab0/ieBaHMIl U TIONYYeHNsI pa3pellieHns] Ha BBIIYCK IIPO-
AYKLUY Ha PLIHOK, JEICTBYIOMINX BO BCeX CTpaHaX-wieHax. TpaHc-
IpaHMYHOE PEryIMpoBaHue MMeeT 0COOEHHO 6OJblIoe 3HaueHMe B
KOHTEKCTe PefKMX 3a00/eBaHMil, IOTOMY YTO IAIMEHTHI YacTO He
TIOJTYYal0T JIeYeHA 113-3a HeaJleKBaTHOTO JOCTYIIA K JIeKapCTBEHHBIM
CpeficTBaM JJIsI JIeYeHVsI PefKUX 3a60/IeBaHMIL, @ TAK)Ke HEeTOCTATOY-
HOIl JOCTYIHOCTV COOTBETCTBYIOMIMX CIELMaIN3MPOBAHHBIX Bpa-
4ell M MeAMIVHCKIX YIPeX/eHWil B CBoell cTpaHe [2]. B supektuse
2011/24/EC yTOYHAIOTCA NpaBa MallMieHTOB Ha TPAHCTPAHUYHOE Jie-
JeHNe. JTa AUPEKTIBA [jaeT MPaBo MAIMeHTaM C peaKuMu 3abore-
BaHMAMI B npefienax EC BOCIIONb30BaThCA IMPOKUM CIIEKTPOM Me-
AULVMHCKUX YCIYT, eCIM HAIMOHA/IbHAsL CUCTeMa 3[PaBOOXPaHEHNs
He B COCTOSIHUM 00ecriednTh HeOOXOAMMOE JIeYeHNe B CBOEIT CTpaHe
B pasyMHble cpoku [2]. OpHako, 13-3a pasnuumii B HAL[VIOHAIbHBIX
TIOJIUTHUKAX 0 IIeHO0Opa30BaHMIO 11 Bo3MellleHue usaepxek B EC ma-
L[VIEHTBI IO-TIPEeKHEMY UMEIOT HEOAMHAKOBBIN JOCTYII K JIEKAPCTBEH-
HBIM CPEJCTBAM J|Is1 JIedeH st peAKux 3abomeBaHmit [2].

Craryc JIeKapCTBEHHOTO CPeCTBA IIsl JIEYeHNUs PefKIX 3aborte-
BaHNIT YaCTO OIpee/AeTCsl Ha OCHOBAHUM CIEAYIOIINX KPUTEpPHEB:
TSDKeCTb (OMacHBle JUIA KV3HU VIV XPOHMYECKUe U3HYpPUTeTbHbIe
COCTOSIHMA) U HEYIOBIETBOPEHHBIN CIpoC (OTCYTCTBUE TepareBTH-
4eCKOII a/IbTePHATIBBI M/IY HOBOT'O CPEfICTBA CYIeCTBEHHO IIOBBIIIA-
I0TCsI K/IMHMYECKIe IPEVMYIIeCTBa CpefcTBa) [4,47]. D11 ocHOBHbIE
KPUTEpUN YacTO pas3fie/AlTCA lajiee Ha KPUTepUU PacIpoCTpaHeH-
HOCTY WM 9KOHOMMYecKoi addextuBHOCTH [29]. Kputepmit pac-
IIPOCTPAHEHHOCTU YYMUTHIBAET KOHKPETHbIE OIpele/IeHNs pPeaKux
3a00/IeBaHMIl ¥ KOIMYECTBO MAIYIEHTOB B OT/E/NbHBIX CTpaHax. I1pn
9TOM 9KOHOMIYECKIIT KPUTEPUIT OTIPEResieT TO, IOKPOIOT /I OXKI/a-
eMble TIPOJAK! JIEKapCTBEHHOTO CPEeiCTBA HauaIbHble MHBECTHUIINI,
B/IO>KEHHBIE B HAy4YHBbIe VCC/IENOBaHNs U paspaborku [4,31]. Pasmu-
41 B KPUTEPUY PACIPOCTPAHEHHOCTY OOBIYHO SAB/IAIOTCA OCHOBHOI
IIPUYMHOI PA3HUIBI B OIPEeIeHNI PEfKUX 3a00/IeBaHNUIT 1 JIeKap-
CTBEHHBIX CPEJICTB YISl JIEYEHNS PefKIX 3a00/IeBaHMII B PA3IMIHBIX
opucAMKIUAX [4]. YacTo MMeeT MeCcTO HeTOCTaTOK KOMMYECTBA U
KayecTBa KIMHUYECKMX JOKA3aTelTbCTB B OTHOLICHMN JIEKApCTBEH-
HBIX CPEJICTB IS JIeYeHNsI PeAKMUX 3a00/IeBaHMII U3-3a OrpaHNYeH-
HOTO YNC/Ia HAIVIEHTOB, YYaCTBYIOLMX B K/IMHNYECKIX UCIIBITAaHMAX
[4,47,48]. Craryc JIeKapCTBEHHOTO CPEeACTBA IS JIEYEHMS PeKUX
3a00/IeBaHMIT MOXKeT II03BOINTD IIperapaTaM, KOTOpble He IpefHa-
3HAYeHBI JUIA JICYeHUS PefKUX 3a00/leBaHMil, IOTYYUTh HOCTYI K
poiHkaM [14]. Ha om0 OHKONOIMYECKUX IIPEMapaToB MPUXOAUTCS
HanOoJIbIIIee KOMMYECTBO IPU3HAHHBIX JIEKAPCTBEHHDIX CPEACTB /IS
nedenns pepkux 3abonesannit B CIIA (32,5% ot Bcex /ieKapCcTBeH-
HBIX CPEJICTB /IS IeYeHNsT pefiKIX 3a00meBaHmit). AHaIOTMYHAs CHi-
Tyauus Habmopgaercsa B EBpomne, fInmonun u Ascrpammu [1, 3,4,31].
OueHKa Iporiecca BbIa4M Pas3peleHyst Ha BBITYCK JIEKaPCTBEHHBIX
CPEACTB ISl JIeYeHVsI PeKMX 3a00/TeBaHNil Ha PHIHOK UIPAeT pe-
IIAIOIIYI0 PO/Ib B 00ecIiedeH SOCTYIHOCTI TaKMX CPeHCTB U 4a-
CTO HMYEM He OTIMYAeTCA OT TOI, YTO IIPOBOJUTCA B OTHOLICHUN
OOBIYHBIX JIEKAPCTBEHHBIX CPEACTB B CTpaHaX, He BXopaumx B EC
[4,12,16,28,39,41]. Hampumep, B Takux CTpaHax, Kak ABCTpamus,
CIIA u fInonusa npoLenypsl, CBA3aHHbIE C BbIlayell paspelleHns Ha
BBIITYCK JIEKAPCTBEHHDIX CPECTB /IS JIeYeHVsI PeKIX 3a00/IeBaHmit
Ha PbIHOK, 110 CYTH, UCHTUYHBI IIPOLIeypaM, KOTOpPbIe TPUMEHAIOT-
A K 0ObIYHBIM ITpenapaTaM [4,12,16,28, 39,41]. AnanorinyHbIM 06pa-
30M JIe7I0 OOCTOUT B CTPAHAX, B KOTOPBIX HA CETOHSILIHNUIT MOMEHT
OTCYTCTBYET 3aKOHOJATE/IBCTBO O JIEKAPCTBEHHBIX CPEICTBAX JIIA Jle-
yeHns pegkux 3aboneBannit (Harpumep, B Kanane n Vspawre) [1,3,
13]. TeM He MeHee, TPOLIEAYPHI BBIJAYN Pa3pelIeH s Ha BBITYCK IIPO-
nykuuy Ha peiHOK B EC oTmmyarorca. B EC pemenns no crarycy ne-
KapCTBEHHBIX CPELCTB IsI JICIEHNs PEAKIX 3a00/IeBaHII IPUHMIMA-
1oTca KoMmTeToM 1o MeAVIIMHCKOM TPOXYKIINY [T IEYSHNUA PeIKIX
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MHEHWE SKCITEPTA

3abonepanuit (COMP) EBporeiickoro areHTcTBa 3paBOOXpPaHEHIs,
TOr/ja KaK PelIeHs 10 BBIIYCKY IIPerapaToB Ha peIHOK - KoMureToM
II0 MCIIO/Ib3yeMOi /IS YelioBeka MeuumHckoii npopykuyu (CHMP),
TO ecTb TeM xe KommreToMm, 4T0 IpuHNMaeT HoJo0HbIe PeleHNs IS
0OBIYHBIX IpenaparoB. ExuHoe paspelieHne Ha BbITYCK MPORLYKINI
Ha ppiHOK npyHUMaeT CHMP ¢ TeM, 4TOOBI IalMeHThl ¢ PeIKUMU 3a-
60/IeBaHIsIMI VIME/TU PaBHBII JOCTYI K JIEKAPCTBEHHBIM CPECTBAM
IVIsI JIE9eHNsT PenKyX 3a00/IeBaHNil HE3aBICHMOrO OT TOTO, B KAKOM
rocyfiapcTBe-wieHe OHM IPOKMBaioT. Ilo pesymbraTraM McciemoBa-
Hus 11 crpan (ABcrpanus, Kanaga, Aurmms, @pannus, Tepmanus,
Benrpus, Hupepnauppi, Ionbia, Crosakus, seriapus n CIIA),
nposeneHHbiM brankaprom (Blankart) u gp. [3], 6510 ycTanoseHo,
YTO BO BCEX TUX CTPaHAX HEMCTBYIOT aHAJIOTMYHBIE TIPOIIAYPBI BbI-
Jauy paspelleHNs Ha BBITYCK TeKapCTBEHHBIX CPECTB /I JIeYeHNA
penkux 3abomeBaHMil Ha PBIHOK. B Takmx HeOONMBIINX CTpaHAX, KaK
Cep6ust 1 MakefoHuMs, IIpoLiecC YIPOIAeTCs, eC/Ii penapar Iomy-
Y11 paspellleHne B [pYIux 0oee KPYIHbIX cTpaHax [16,27,28, 39].

9TO MO>KET HOB/IUATH Ha CBOEBPEMEHHOCTD IIPENOCTABIIEHIIS JTe-
KapCTBEHHBIX CPEJCTB IS JIEYeHNMS PefKUX 3a00/IeBaHMil B MaIbIX
CTpaHax, MOCKOJbKY (hapMalleBTUYeCKIe KOMIIAHNUM, KaK HpPaBUIO,
nopatot 3asBku cHavama B CIIA win EC [3]. Crpansl yacto omnu-
PAIOTCS Ha pe3y/IbTaThl ONHMX U TeX K€ MCCINOBAHMIT I/ OLieHKM
KIMHIYIECKO 9 PEKTNBHOCTY JIEKAPCTBEHHBIX CPENCTB JUIsl jiede-
HUSI pefikuX 3aboneBaHuil. JleKapCTBEHHbIE CPENCTBA IJIsL JIEYeHUS
penKux 3a60/1eBaHMII YaCTO OLIEHUBAIOTCS C UCIIO/Ib30BAHUEM TeX XKe
KPUTEpPUEB, B TOM YNC/Ie TSDKECTb I HEYIOB/IETBOPEHHBIII cripoc. Tem
He MeHee, pas/M4ys 4acTo 3aK/II0YAI0TCS B MHTEPIIPETALINIU Pe3y/Ib-
TaTOB VCC/IEOBAHIS, YTO MOXKET IOB/IVATD Ha PelIeHNs O BbIade
paspellleHuIt Ha BBIMYCK MIPOAYKLMY Ha PbIHOK [3]. CortacHo uMeto-
IMIMCS JTAHHBIM, KO3 UIMEHT BbIja4 pa3pelleHNiT Ha BBITYCK Jie-
KapCTBEHHBIX CPEMICTB YIS JIEYeHNS PefKIX 3a00/IeBaHNUIT Ha PBIHOK
TIOCTIe TIOMydYeHNA COOTBETCTBYIOIIETO CTAaTyCca B CPEHEM COCTABII
10,9% oT Bcex IpemapaToB, MOMYYMBIINX CTATYC JIEKAPCTBEHHOTO
cpencTBa [yisl IedeHns pegkux 3abonesannit B EC B TedeHne mepBbIx
HecATH JIET TIOCIe MPUHATUS 3aKOHOAATeNbCTBA O JIeKapPCTBEHHBIX
CpencTBax st JiedeHus peakux 3abonesanuit B EC (2000-2010 rr.).
ITomo6Has CUTyal A 6bma otMevena B CIIA (15,9% B Teyenne 28
JIeT C MOMeHTa IPUHATKS 3aKOHa O IeKaPCTBEHHBIX CPeCTBAX IS
JledeHNs pefkux 3aboneBannit 1983 roga [25]. Takue H13KMe TOKasa-
Te/N, BEPOSITHO, OOBSCHAIOTCA PA3INYUsAMU B KPUTEPUSIX, KOTOPBIE
UCIIONB3YIOTCS [IS1 OIIPefie/ieH sl CTaTyca JIEKAPCTBEHHOTO CPeficTBa
IVIsL JIeYeHVIsI PEfKUX 3a00JIeBaHNIT U BbBIJauyl paspelieHus] Ha Bbl-
IYCK TaKOTO CPEICTBA HA PBIHOK. CTUMYIIBL, TPUHATBIE B OTHOLIEHNU
UCCTIEOBAHMIT U Pa3pabOTOK JIEKAPCTBEHHBIX CPEICTB A/ JIeYeHIs
PenKux 3ab0/1eBaHMIl, BEPOSTHO, IPUBEAYT K YBEIMYEHMIO YNC/Ia 3a-
SIBOK U IIPENApaTOB CO CTATYCOM JIEKaPCTBEHHOTO CPefCTBa s Je-
4yeHMs pefKux 3aboneBanmit. Tem He MeHee, 6oJiee CTPOTIIe KPUTEPUN
BBIfIaY pa3pelleHNs Ha BBIMYCK MPORYKIUM HA PBIHOK, e/ CTBYIO-
I[ye B HACTOsIIee BpeMs, IIPUBEAYT K TOMY, YTO MHOTMe IIperapaThl,
KOTOpBIE IOJIYYWIN CTAaTyC JIEKAPCTBEHHBIX CPEACTB YIS JIEYCHIS
penKux 3aboeBaHMIl, B KOHEYHOM CUeTe He OYAyT BBITYIEHbI Ha
PBIHOK [25].

HekoTopble CTpaHbl IPUHANN YCKOPEHHBIE IPOLEAYPDI, YTOObI
obecreynTh CBOEBPEMEHHOE HA/IN4Ne TeKaPCTBEHHBIX CPENCTB IS
JledeHMs1 pefkux 3aborneBaHmit Ha pbiHke [3,4]. Takue mpouenyps
BK/TIOYAIOT: TIPMOPUTETHBIN aHA/IN3, YCKOPEHHOE COITIACOBaHNE U
yTBepxKzienue [29]. XoTs 9Tu mporefypbl IPUMEHAIOTCA KaK K Jie-
KapCTBEHHBIM CPeICTBAM JJI JIEYeHNU S PEAKIX 3a00/IeBaHmIt, TaK U K
OOBIYHBIM ITperapaTaM, ¥ XOTs OHU pa3paboTaHbl IPEXK e BCETo LI
JIEKAPCTBEHHBIX CPEICTB /151 JIeYeHsI PeKIX 3a00/IeBaHMIL, OCTIeN-
HIe He TIOTyYaloT IIPaBO Ha YCKOpPeHHbIe IPOIefyphl aBTOMaTide-
CK11. B HEKOTOPBIX cTpaHaX MeHee )KeCTKVe KPUTePUN UCTIONb3YIOTCA
IJIsL OLIEHKM TepalreBTUYeCKOil LeHHOCTY JIeKapPCTBEHHBIX CPECTB
175t medeHnst penkux 3aborneBanuit [48]. Takme kpurepun Kak Hey-
IOBJIETBOPEHHBIIT CIIPOC, TSDKECTb 3a00/IEBAHVISI M BBICOKAS KIIVHIU-
veckast 9 PeKTMBHOCTD HO/DKHBI ObITH BBIIIOTHEHDI [T TOTYYeHNs
IpaBa Ha yCKOpeHHoe paccmoTpeHne. Hanpumep, 8 CIIIA npaso Ha
IPUOPUTETHOE PACCMOTPEHME IPEOCTABIACTCS JIeKapPCTBEHHBIM
CpeACTBaM IS JIeYeHNs PEAKIX 3a00/IeBaHMII [IPeIapaToB, KOTOPbIE
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TEMOHCTPUPYIOT CYILIECTBEHHbBIE TEPANEBTUYECKME IIPEUMYILECTBA
VWIM MOTYT B 3HAYMTENIbHOM Mepe YHNOBIE€TBOPUTH CYLECTBYIOLIVIL
crpoc. K mpumepy, Takoe JeKapCTBEHHO! CPefCcTBO yiA JIeUeHUA
penKux 3ab0/meBaHMil KaK WIOIPOCT, VMCIIONb3YeMblil sl JICIeHNs
JIETOYHOJ apTepyalbHOM IMIIEPTEH3MM, IOMTYy4YUI IPaBO Ha IIEePBO-
ouepepHoe paccmorpenne B CIIA B fexkabpe 2004 roga. ITpy sTom
HIOJIO>KUTETIbHBIN Pe3y/IbTaT ObUI IOyYeH B TedeHNe 6 MeCsIeB II0
CPaBHEHUIO C OOBIYHBIM IIeprofoM oneHky B 10 Mecsines [3]. Ycko-
peHHas OljeHKa OOBIYHO IPOBOAUTCH B JIBa pasa ObICTpee IO CpaBHe-
HUIO CO CTaHJapTHBIM IIPOLIECCOM BbIfIaul pa3pelleHNs Ha BBITYCK
HPOAYKUMY Ha PHIHOK (~ 150 IHel O cpaBHEHMIO C TOfOM W 60-
nee) [3,29].

Yro6pl 06ecrednTh [OCTYMHOCTh ¥ HA/IN4NE JIeKAPCTBEHHBIX
CPefCTB ISl JIedeHNsl pefKux 3a00/eBaHmil, IPUMEHSIOTCs puHaH-
coBble U He()MHAHCOBbIE CTUMYIIBL.

(DuHaHCOBBIE CTUMYIIbI, UCIIONIB3YIOTCA BO BCEM MUpe: UCCIIENO-
BaTe/IbCKIE TPAHThl, HAJOTOBbIE JIbIOTHI / CHVKEHNE KOPIOPATHB-
HOTO HAJIOTa, 9KCK/IIO3VBHBIE TIpaBa Ha OOpalljeHue IMPOAYKIMU Ha
PBIHKe 11 OCBOOOX/ieHMe OT IUIaThl 3a monmbp3oBanue [1,12,17,31,41,
42,49]. Takve MepbI IPUMEHSIOTCS C T€M, YTOOBI KOMITAHUY MOITIN
BO3MECTUTb PACXOfBI HA MCCIEHOBAHNA U PaspabOTKM, 4TO ObUIO
ObI HEBO3MOXKHO CEIaTh 3a CYET HMPONAK JIEKAPCTBEHHDBIX CPECTB
IUIA JIe9eHVsI PeAKIX 3a00/IeBaHNIT, YIUTBIBAsI HEOO/bIINE pasMepbl
pbiHKa. Takye CTUMY/IbI OOBIYHO TOMOTAIOT IIOBBICUTD HOCTYIIHOCTD

JIEKapCTBEHHBIX CPEACTB /IS JiedeHNs penkux 3aboneBaHmii [3];
Brankapr (Blankart) u gip.

[3] ycTaHOBWI, 4TO TONBKO 10% KIMHMYECKUX MCIIBITAHUI IIPO-
BOJSITCS B OTHOLIIHVIN JIEKAPCTBEHHBIX CPELCTB /LS /IEIeHNS PEIKIX
3abomeBanmit 6e3 TaKux (PUMHAHCOBBIX CTVMYJIOB.

HedunaHcoBbIe CTHMYIIBL: YCKOPEHHOE COIIACOBAHIE, TOCTYII K
IpOLiefype IIPefBapUTEIbHOTO JIMIIEH3MPOBAHIS (B BIie UCIIONb30-
BaHJA He3apernCTPYPOBAHHBIX IIPENapaToB IIPY TSKE/bIX MATOJO-
TUAX WIN He IO MPSAMOMY Ha3Ha4eHMIO) 1 Hay4YHble KOHCY/IbTALUN
(6ecrmaTHas TIOMOIIb B COCTAaB/ICHMI IPOTOKOJIOB MICCTICIOBAHMIT 1
/ vmm KoHCynbTauMu 1o paspaborkam) [1,3,4,10,29]. Tapay (Garau)
u 1p. [4] usywmmi cutyamyio B cemy rocypmapcrsax-uieHax EC n
o6Hapy>Xyy, uTo dethipe cTpanbl (Opanrms, Uramus, Vicnanus n
Hypeprmasasr) IpegoCcTaB/IAlT LOCTYI K IPOLAype IpeaBapuTe/ib-
HOTO JIMI|EH3MPOBAHMS I TeKAPCTBEHHBIX CPEICTB I JTeIeHIs
PenKux 3a60eBaHMmil, HO PEKOMEH/IYIOT COOMPATh JOTIOTHUTETbHbIE
K/IVHIYeCKIe JaHHBIe, YTOObI ITOATBEPAUTD TeparleBTIIeCKIe IPen-
My1ectsa. [Iporenypa IpeaBapuTebHOTO JINIeH3IPOBAHS [I03BO-
JIAeT MMIIOPTHPOBATh TeKaPCTBEHHBIE CPENICTBA LA JICUEHN PEIKUX
3a00/IeBaHNIT, MMEIOIeCs B [PYIUX CTPaHAX, HO Ha TEKYILIMIT MO-
MEHT He CaHKIMOHVPOBaHHbIe B cTpaHe. [IpegocTaBieHne fOCTYIIA
K IpoLieiype MpefiBapUTeIbHOrO TULIEH3UPOBAHNA 9aCTO ABIACTCA
Haubo/mee PacIpOCTPAHEHHBIM METOLOM ObecIedeHNss TOCTYIIHO-
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CTU JIEKAPCTBEHHBIX CPEICTB JyIA JICYEHUS PENKUX 3abo/eBaHMit
VIS TIAI[IEHTOB BO MHOTWX CTPaHax (3a4acTy0 C MCIIOIb30BaHVEM
IIPOLIEAYP afpecHoit momoly). Takas moMoIp MOXKeT OBbITh OKasa-
Ha OTZ€/IbHOMY NALYIEHTy WM TPYyIIIe MAallieHTOB, CTPaJjaloliiX OT
Cepbe3HOrO VIV OIIACHOTO /IS KU3HM 3a00/IeBaHNs, B YCTIOBIUSX OT-
CYTCTBMA abTePHATNBHOTO NedeHus [4,29]. Pemenne npuHnMaeTca
OTBETCTBEHHBIM Bpa4yoM U manyentoM [38]. Kaxpoe 3asBienue ore-
HIUBAETCA C YY€TOM COOTBETCTBYIOLIMX JI0Ka3aTe/IbCTB ¥ peKOMEH/1a-
LVt HayIHBIX coobiects [38]. XoTs gocTym K poLeype mpeaBapiu-
TE/IbHOTO JIUIIEH3MPOBAHNA MOXKET OBITH IPEOCTABIIEH, U3IEP>KKI
OT/Ie/IbHBIX MTALMEHTOB PEKO BO3MEIIAIOTCS 113 CPECTB O0IIeCTBeH-
HOTO MEMIMHCKOro cTpaxoBanus [3]. IIpumepom CIyXuT Harmo-
HaJIbHas CXeMa BO3MelleHMs usfiepxKeK B Typiui, koTopas obecrie-
YMBaeT MOCTYIHOCTDb (Yepe3 MMIIOPT) M HA/IN4Me JTeKapCTBEHHBIX
CPEJCTB sl TedeH st peKIX 3a00/IeBaHNIL, eCTIV ATU CPEJICTBA HEfO-
CTYIIHBI WIX He CAaHKLIMOHMPOBaHbI (3,4, 10,38]. BecrmarHble Hay4-
Hble KOHCY/IbTallV}, BK/II0Yas IIOMOILb B COCTaB/IEHU) IIPOTOKOTIOB
VICCTIEIOBAHNIA, IPENOCTAB/IAIOTCA PETYIMPYIOIVIMI OpraHaMI, YTO-
6bI OBBICUTD Ka4eCTBO KIMHUYECKNX VCC/IEMOBAHNIL M IPOTOKO/IOB
MICCTIEIOBAHMIA, @ TakOKe YBEIMYNUTD BEPOATHOCTD YCIEUIHOTO IOJTy-
YeHNs pa3pelleHNs Ha BBIITYCK ITperapara Ha phIHOK ¥ IIOC/IEAYIOLe-
rO BO3MelleHNs n3fepxex [4,20, 29].

VckmounTenbHble MpaBa Ha OOpalljeHNe MPOAYKINU Ha PbIHKe
OOBIYHO IPENOCTAB/IAIOTCA B PaMKaX I1aKeTa Mep HO CTUMY/IMpO-

BaHUIO (apMalieBTIYeCKMX KOMIIAHMIT B OOIACTY MCCIE[OBAHMIT 1
Pa3pabOTOK JIEKAPCTBEHHDIX CPEJICTB MUIA JIeUeHMs PEKUX 3abore-
BaHWIL. Brarogaps TakuM MepaM M3Jep)KKM KOMIIaHMIT Ha paspabor-
Ky IpelapaToB BO3MEIAIOTCA B Te4eHe HeCKOIbKIIX JIeT. B Tedenme
CPOKa JeJiCTBIA 9KCK/II03MBHBIX IIPaB Ha OOpallieHne MPOAyKINHU Ha
PBIHKe Pery/mpyIolyie OpraHbl He MOTYT yTBEPAMUTD BOCIIPOU3BE/ICH-
HbIiT IIpeTapaT My TOPrOBYIO MapKy IIperapaTa, IpefHa3HaueHHOTO
JUIs JIeYeHsI TOTO JKe pefikoro 3abonesanus [3,31]. Tem He MeHee, TOT
JKe TIperrapaT MOKeT ObITb YTBEPXK/ICH JIJIA JIeYeHNA IPYTOro 3aboe-
BaHVA. [Ipy 9TOM Ha TeKyIuii MOMEHT B MUpe HeT OrpaHMYeHNIT Ha
KO/IYECTBO IIPeNapaToB, KOTOPbIE MOTYT OBITh BLIOPAHBI [/ OJHOTO
 TOro Xe npodust pegkoro 3abomeBanust [3,31]. [lukaser (Picavet)
u fp. [29] mpoBenu aHaNMU3 MOMUTHK, IPUHATHIX B EBpore B OTHO-
IIEHNN JIeKapPCTBEHHBIX CPENICTB JLA JIeUeHNs PEKIUX 3a00/IeBaHMIL.
BbITIo yCTaHOBIIEHO, YTO CPOK JIEJICTBIUA SKCK/IIO3VBHBIX IIPAB Ha 06-
pallleHe IIperapara i Je4eHNs PeAKoro 3aboneBaHysA Ha PhIHKe
MOXET OBbITb OCIIOpPEH, eC/IM CYIIeCTBYIOT HPOO/IEMbI C ITOCTABKO
TAKOTO ITPeIapara, eC/ Iperapar ABAACTCA «TOCTATOYHO IIPUObIIb-
HBIM», WIN €CIIA IPYTOi Iperapar obafgaeT «60/bIIMMI KIMHINYe-
CKIMII TIPeMMYIIeCTBAMI» II0 CPABHEHNIO C CYI[eCTBYIOIINM IIpera-
partoMm. Takme orosopku peiictBytoT B CIIIA u Bo Bcem Mupe. Tem He
MeHee, Ha ceropuAuHmit fenb EC 1 CIIIA He OTMEHNMIN 9KCK/TIO3MB-
Hble IIpaBa Ha KaKoil-/I100 U3 IperapaToB, HECMOTPS Ha IIOBBILIEHNE
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npubsUIbHOCTH [3,4,31,40,44].

Mowormonm3anus. OKCKI03MBHbIE TIpaBa Ha oOpalljeHMe Ipera-
para Ha pbIHKe [eJICTBYIOT B KaueCTBe CM/IbHOTO CTUMYJA JUIA pas-
PabOoTKM JIEKAPCTBEHHBIX CPEICTB st JIEYeHUS] PelKIX 3a60/IeBaHMIt
BO BceM Mupe. TeM He MeHee, CYLIeCTBYIOT IIPOOJIEMBI, CBS3aHHbIE
C MOHOIIO/NM3ANMEN, ¥ BBICOKMMM LIeHaMU IIPOM3BOJUTENEN Ha Jie-
KapCTBEHHBIE CPECTBA ISl IeYeHNsl peikux 3abomeBanmit [3]. Ito
0OBSICHSIETCS TeM, UTO IAIMEHTDI C PEKUMI 3a00/IEBAaHMAMM 9ACTO
TOTOBBI IUIATUTH TaKYI0 I[eHY BBUYy OTPaHMYEHHBIX TepaleBTHde-
CKIX a/IbTEePHATHUB, A TAKXKe BBU/]Y OIACHOTO J/IsA )KMU3HY VIV XPOHM-
4eCKOTO M3HYPUTEIBHOTO XapaKTepa MHOIMIX PEAKUX 3ab0/eBaHmMIL.
[TosTOMY CTOPOHHME I/IATEbIINKI, KaK IPABIUJIO, BBIHY)KIEHBI CO-
IJIALIAThCA C BBICOKOI 1IeHON TPOM3BOANTENA, B PE3yIIbTaTe 4ero co3-
JAI0TCS MOHOIIOJbHBIE 1[€HOBble cXeMbl [3,4,29,31]. MoHOIO/NbHbBIE
I[eHOBBIe CXeMBI MOTYT CHM3UTb JOCTYIHOCTb KaK JIeKapCTBEHHBIX
CPEACTB /YISl JIeYeHNsT PelKX 3a00/IeBaHNI, TaK 11 OOBIYHBIX IIpera-
paToB I MALMEeHTOB, YYNTBIBAA CTPeM/IEHNE COTEP)KaTh POCT pac-
XOJIOB Ha 37IpaBoOXpaHeHue (BKIo4ast papMalieBTIIeCKIe CPENCTBA)
(3,4,19,20,23,27,29, 31,33,36,44,50,51]. Kpome TOr0, OBV OTy4eHBI
ybequTenbHbIe [JOKA3aTe/NIbCTBA BINSAHMS SKCK/IIO3VMBHBIX IIPAaB Ha
obpaiieHre IpernapaTroB Ha PbIHKE HA CO3[aHNeE PBIHOYHBIX MOHO-
TIONVIA. BBITTYCK TTepBOTO yTBEpKIEHHOTO JIeKapCTBEHHOTO CPefiCTBa
IUIs1 JIeYeH VS KAKOTO-TMO0 PEKOro 3a00/IeBaHYIsI TIOBBIIIAET BEPOSIT-
HOCTb IIPOBefIeHNs IOCTIeAYIOLINX VICCTIeTOBAaHMII U paspaboTOK IIpe-
mmapata. Boigada pasperieHys Ha BBITYCK Ha PHIHOK IIEPBOTO JIeKap-
CTBEHHOTO CPEfCTBA ISl JIEYEHNS PEIKOro 3ab0/IeBaHNs HOBbILIAET
BEpOSITHOCTb Pa3paboTKy OYAyIIMX JIeKapCTBEHHBIX CPEACTB L
TOTO YK€ PeIKOro 3a00meBaHusl. ApryMeHTbl, KOTOpble IPUBOAATCS B
OTBET Ha IPETeH3UN O CO3TAHNY PHIHOYHBIX MOHOIIO/INIA, KaK IPaBU-
710, YKas3bIBAIOT HA HA/M4NMe €IMHCTBEHHOIO CPEACTBA ISl JIEYeHNs
KOHKPETHOTO PefKOro 3ab0/ieBaHyisl Ha PbIHKe HeOOJIBIIIOTO pasMepa
U OTCYTCTBUE YCIOBUIL /11 KOHKypeHium [18].

IIpouecc 06pasoBaHus IieH HA JIEKAPCTBEHHbIE CPENCTBA ISt
JIledeHNUs PEeNKUX 3a00/IeBaHMII YaCTO CUNTAIOTCA «TAilHOI 32 CEMbIO
HeYaTsMI» U3-3a OTCYTCTBUS IMTEPATypPhl O MeXaHM3Max 0Opa3oBa-
HVISI LIeH Ha JIEKAPCTBEHHbIE CPECTBA IS JIedeHVsI pefiKux 3abore-
BaHuit [25,30]. YHUKa/IbHOCTD 0Opa3oBaHMs LieH Ha IeKapCTBEHHBIE
CpencTBa LA JIedeHNs PEefKUX 3a00/IeBaHUI OOBACHACTCA TEM, YTO
UBJIEPXKKY Ha MCCIEOBAHNS 1 Pa3pabOTKI JO/DKHBI OBITh BO3Mellje-
HbI HeOO/IBIIIMM YNMC/IOM IAlMeHTOB. I109TOMy, y4UTbIBas 9KCKIIIO-
3UBHBIEe IIpaBa Ha oOpalljeHle IIperapaTa Ha PbIHKe M OTCYTCTBUE
TepaneBTUYECKIX a/IbTEPHATHUB, IEKAPCTBEHHBIE CPENCTBA IS JTede-
HUS pefiKMX 3a00/IeBaHMII OTHOCUTENIBHO HOPOTHeE, U UX IjeHa 9acTo
mpesbinraet 100 000 eBpo Ha manmeHTa B rog [15,25,30,52] (mamnpu-
Mep, CTOMMOCTH IIperapara peruiaran Jyisi jedenns 6omesun Pa-
6py (HAC/IE[ICTBEHHOTO [IUCTONNYECKOTO JIUIION/03a, CBA3aHHOTO C
X-xpomocomoit) B CIIIA B cpegneM cocrapset 265987,20 non. CIITA
Ha manyeHTa B rof) [3]). Kak mpaBmo, cyiecTBeHHbBIX KOmeOaHmit
He OTMeYaeTCs B IleHaX Ha JIeKapCTBEHHbIE CPENCTBA LA JIeUeHUs
penxyx 3abo/eBaHmil, ITOCTAB/IsIEMble Ha YCIOBMAX (PaHKO-3aBOJ,
(mpousBopMTENEM), B Pa3/IMYHBIX CTPAHAX, HE CMOTPSI Ha pa3M4HbIe
CHCTeMBI IIeHO0Opa3oBaHs 1 BodMelleHns usepkek [30]. Heonxo-
POIHOCTD B YaCTH LieH U TOCTYHHOCTY JIeKapCTBEHHBIX CPELICTB IS
JledeHVsI pefKUX 3a00/IeBaHNIT B Pa3HBIX CTPAaHaX MOXKET OBITH CBSi-
3aHa C HAIVIOHA/IBHBIMM OHO[PKETHBIMI OTPaHUYEHVSIMU Y TIOTIATH-
4eCKUM JaBieHNeM. JIekapCTBeHHbIe CPEfiCTBA AL JIEYeHUs PelKMX
3a00/IeBaHMIT C HECKOJIBKVIMI ITOKa3aHus (IpeHa3HauYeHHbIE /I Jie-
YeHNS] XPOHMYECKMX 3a00/IeBaHmil, JeMOHCTPUPYIOLIE YIydIleHye
00111ero KavecTBa XU3HM WM 06ecIednBarliye BbDKIMBAHNIE) TIpefi-
nosaraioT 6osee BICOKIE TOIOBbIE LieHbl. JIeKapcTBEHHbIE CPeCTBa
UL JIeYeHMsI PefKUX 3a00JIeBaHNUIT C M3MEHEHHBIMM MOKa3aHUAMNI
(mpuHMMaeMble TepOPaTbHO U MMEIOLIe aTbTePHATUBHOE JIeYeHNe)
IpefoaraT 6oee HI3KYIO TOLOBYIO LieHy aederns [30]. Vsmen-
YMBOCTD B JOCTYITHOCTY ¥ YICTIONIb30BaHNM JIEKaPCTBEHHBIX CPEJICTB
JUIA JIeYeHN s pelIKMX 3a60/IeBaHMII COIIOCTABYIMA C IPYTYIMU HEJlaBHO
YTBEP)KI€HHbIMY IIperapaTaMy UL JIe4eHVs OOBIYHBIX (HepeaKiuXx)
3abonesanuii B EC [24].

CBobopnuble 11 ¢ukcupoBaHHble LjeHbl. OUKCHPOBAHHBIE L[EHBI,
IpUHATBIe BO MHOTUX cTpaHax EC u apyrux crpanax (Hampumep, B
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Snonun u Kanaze), 4acTo OIpee/A0TCA COMIACHO BYM METOJAM.
ITepBiM MeTOf - 6a3oBble LjeHbl. COIIACHO 3TOMY METOAY KaKfast
CTpaHa CpaBHMBAeT LieHY, 3asB/ICHHYI0 IPOM3BONUTENEM, C LI€HOM,
HeiicTByIOIeN B pyrux crpaHax [19]. Kak mpaBuio, B crpaHax, B
KOTOPBIX MCIOTIB3YIOTCS Ga30Bble LieHbI, ENICTBYIOT COIIOCTABIMbIE
LieHbI Ha IIperapars! [3,

42]. TeM He MeHee, 1|eHbl Ha JIeKapCTBEHHbIE CPENCTBA JI/IA JIeue-
HIA pefKMX 3a00/IeBaHMil OCTAIOTCS IIO-IPEKHEMY OTHOCKUTEIBHO
BbICOKMMI. Bropoit mpumep - pukcupoBanHbie ueHbl. PUKCUPOBAH-
HbIe I[eHBI OIpENE/IAITCA TOCYAAPCTBEHHBIMY 1 PerylTUPYIOLIMU
opraHamiu. Takue IjeHBI OCTAIOTCS HEM3MEHHBIMU Ha YPOBHE, KOTO-
PBIiT COOTBETCTBYIOLIVE areHTCTBA CYNTAIOT ONTUMA/IbHBIM. TaKoit
METOJ LieHOOOPa30BaHys IIOCTPOEH 110 IPYUHIINITY «U3[EP>KKY IITI0C
¢dukcupoBaHHas NPUOBUIb», T.e. K M3JIepXKKaM Ha HaydHble MCCIie-
moBaHUsL M paspaboTKu fobasisiercst npoueHt npubsum [29]. Ceo-
60pHbBIe 1IeHbI OIPENeAI0TCA Ha yCMOTpeHue pousBoputens [40] u
mpoko ucrnonb3yercs: B CIIA u Tepmannu [3,26]. Mopenu ¢ ¢uk-
CMPOBAaHHBIMU I[eHaMI1, KaK IPaBIIO, TeMOHCTPUPYIOT YMepeHHbIE
¥ 3HAYUTENBHO OOJIee HI3KIE TIOKYIIHBIE LieHbI (B cpefjHeM IIpub/m-
3uTenbHO Ha 40% MeHblIIle, YeM MOJIe/U CO CBOOOIHBIM 1IeHO00paso-
BaHueMm) [3,10].

IToxpsITie 1 BO3MeIIeHNe U3[IEPXKEK, CBSI3AHHbIE C JIEKAPCTBEH-
HBIMJ CPEJICTBAMU IS JIEYeHUS] PefKnX 3ab0/meBaHMil, CUMTAIOTCS
Hanbosiee BKXHBIM (aKTOPOM, OIIPeIeSAIOLIVIM JOCTYITHOCTb JIeKap-
CTBEHHBIX CPEJICTB IS JICYeHMs PEeIKIX 3a00/IeBaHNUIT /I TallVieH-
T0B [1, 4, 9,12, 16, 37,41, 53, 54]. JlexapcTBeHHbIE CPefICTBA LA Jie-
YeHsT PEIKIX 3a00/IeBaHMiT, KOTOPbIE He MOKPBIBAIOTCS CHCTEMAMI
CTpaxOBaHNA, OKAa3bIBAIOTCSA IIPAKTUYECKN HEJOCTYIIHBI /1A TTallVieH-
TOB 13-3a UX BBICOKOI cTomMocTu [33,42]. Kpome Toro, maxe ecin
OHU TIOKPBIBAIOTCS, pasfie/ieHue TaKUX M3AEp>KeK C MalueHToM (B
BUJIe COBMECTHBIX IIJIATeXXell MIN COCTPAXOBAHISI) BCE PABHO MOXKET
OTPaHNYNTD TAKYI0 AOCTYIMHOCTb. ITa TeMa BKTOYaeT 4 ITOATEMbI:
OLIeHKa MEIMIIMHCKUX TEXHOOT I, COBMECTHbIE TIIATEXK M, HabIIoIe-
HIIA 32 MIPOAYKIIMEN TOC/Ie BBIITYCKA Ha PHIHOK U COIVIAIICHVS O Pas-
JIeJie PUCKOB IIPYU BBIIYCKe IIPOAYKIINY HA PBIHOK.

Ouenka MepuumHcKux TexHonoruit (HTA) gacto mcnonbayercs
IS OTIpefieNieHNs CTOMMOCTH MeIUIVMHCKONM TIPOAYKINY, BKIIOYAsA
JIeKapCTBEHHbIE CPEMICTBA ISt TedeH st penkux 3aboneBaunit [13,34,
35,55,56]. B uncio kpurepues, Kak IIPaBUIO, BXOAAT MePHI IO 0becIie-
YEHI0 9KOHOMIYECKOTT 3(p(heKTUBHOCTI Ha OCHOBE TAKMX MHJEKCOB
KaK COXpaHeHHbIe Tofbl KadecTBeHHOI x13HU (QALY) u kpurepun
nosbiternst 3arpar (ICER) [4,10,56]. Tem He MeHee, CTaHAPTHBIN
IIPAKTUKY OL[EHKM MeIMIMHCKUX TEXHOMOIMII U CTaHJAPTHBIE IIPO-
Leffypbl IIPefOoCTaBIeHNs [JOKA3aTe/IbCTB, KOTOPbIe IPENNoIaraloT
nposefieHre (HOPMaIbHOTO aHAN3a SKOHOMMYECKON 3P PeKTUBHO-
CTH 11 PaHZOMM3MPOBAHHbIX KOHTPOIMPYEMBIX MCCIETOBAHNIA, YaCTO
He CTPOTro NPYMEHSIOTCS K JIeKapCTBEHHBIM CPEICTBAM /IS JIeYeHN s
PenKuX 3a00/IeBaHUIL, YYNTbIBAA TUIIMYHbIE HETOCTATOK HAHHBIX O
KIMHMYecKol 9 dekTnBHOCTU 1 6peMs 3a00/1eBaHNs, HeTOCTATOY-
HBIIT 0O'bEM [IMATHOCTUYECKUX IAHHBIX, HEOCTATOYHOE KOIMYECTBO
KBaTUQUIVPOBAHHBIX MEIUIMHCKNUX CIENVAMICTOB ¥ HeOOIbIIoe
KOJIMYECTBO ManueHToB [3,4,29,54,57,58]. V3-3a Takux mpobenos B
nporiecce cbopa HOKa3aTeNbCTB 60TIee BHICOKMIT YPOBEHb Heolpere-
JICHHOCTU B OTHOIIEHWM KIVHUYECKOi 9¢pdeKTuBHOCTH, Oesomac-
HOCTH, 06aBOYHOI PeHTAOENTBHOCTI 1 TTOC/IENCTBII A/Ist OrOfpKeTa
IIPUMEHAETCS K JIEKAPCTBEHHBIM CpPefCTBAM IS JIEYeHMs PEmKUX
3a00/IeBaHMI1 BO MHOTHX CTpaHax [48].

XoTs JIeKapCTBEHHbIE CPEACTBA A JIeYeHUs pefKux 3abose-
BaHMII HE OTBEYAIOT TPAJNIVIOHHBIM KPUTEPUSM PeHTAOEeTbHOCTH,
U3[EP>KKU MOTYT ObITb BO3MELIEHBI I/IaTe/IbINKaMI B HEKOTOPBIX
CTpaHax, IIOCKOJIbKY B IIPOIiecce MPUHATHA PelIeHNII O BO3MEIleHNI
yuanThIBaoTcA apyrre gpakropsl [17]. K takum paxropam oTHOCATCA:
TepaleBTNYeCcKOe 3HaYeHIIe, TIOC/IeICTBIA [JIs OI0KeTa, BIANMAHUE Ha
KIMHIYECKYI0 MPAKTUKe, MEeKIyHAPOJHbIE MPAKTUKHU 1[eHO0Opaso-
BaHVIS Y BO3MELLEHVIS U3JIEPIKEK, IAIIVIEHTCKIEe OPraHM3ariii, 3KOHO-
MIYecKoe 3HaueHMe, STIYeCKIe apTYMEeHThI U ITOTIMTIIECKIUIT K/IMaT
[17]. CrangapTsl, npuMeHsieMble yis cOOpa OKa3aTeIbCTB B IIPOLEC-
Ce IPUHATYA PELIEHNIT O BO3MEIeHIN U3JIePXKEK B PasHbIX CTPaHAX,
MOTYT OOBSICHUTD 3TH pas/mndnsi. B pamkax ofHOro nccmenoBanms [4]
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OBUIO YCTaHOBJICHO, YTO TONBKO 69% 13 43 MOTeHIMANTbHO JOCTYII-
HBIX JIEKAPCTBEHHBIX CPENCTB JUIsl JIEYeHMsI PefKNX 3a00JIeBaHmIl,
CIIOHCHPYeMBbIX EBpOIeENCKMM areHTCTBOM IO OLeHKe JIeKapCTBeH-
HBIX CPEJICTB, IONTY4IIN BO3MellleHue nsfiepkek B llIBerym. B An-
UK 1 Ya7Ibce ObUIN 3aperncTpUpOBaHbI TONBKO 2 CIy4ast BbIHeCe-
HIA TOJIOKNUTEIbHBIX peKoMeHzalyy HaloHanbHbIM MHCTUTYTOM
31PaBOOXPAHEHNsI ¥ COBEPIIEHCTBA MEJMUIIHCKOTO OOCTY>KMBAHIs
(13 43 3asB/IEHHBIX TEKAPCTBEHHBIX CPECTB /s JIEYeHNs PEIKUX
3aborneBanuit). VI3 28 eKapcTBEHHBIX CPEMCTB /LA JICYCHUSA PEaKIX
3aboneBanmit, paccMorpeHHbIX B llloTmanany, 15 mpenapaTos momy-
Yy BO3MellleHne CBOMX msziepkek (54%). Hakonery, 94% u 100% ot
BCEX 3alyIIEHHBIX TeKapCTBEHHBIX CPEICTB LA JIedeHNA PelKIX 3a-
6oreBaHNIT MOMTY4/IN BO3MelljeHVe u3aepykek B Vtamun n @paHumu
COOTBeTCTBEHHO. Takie HuQpsl 0ODBACHAIOTCA Pa3INYMAMI B CTpa-
TETVSIX [JeHOOOPa30BaHNs U BO3MELIEHNS N3JIePXKeK, a TAKXKe B KPU-
TEepUSIX HPMHATHUS pelleHnil BBIIEYIIOMSIHYThIMY cTpaHamu [4]. B
vyactHOCTY, PpaHuys u Vtanus o6pamaoT BHUMaHe, IPeX/e Bce-
ro, Ha TaKye CTaH/apTHble KPUTEPUM KaK KIMHIMIEeCKOe 3HaUYeHNe U
VHHOBAIIMIOHHOCTD 11 He TPeOYIOT IIpoBefieHus1 (OpMabHOTO aHa/IN-
32 9 PeKTUBHOCTY 3aTpart [/Is1 IEKAPCTBEHHBIX CPECTB IS JICICHIS
penkux 3aboneBannit [4]. DTH CTpaHbI YUUTHIBAIOT 0030PBI /IMTEPA-
TYPBI U1 Pe3y/IbTaThl KOTOPTHBIX MICCIeTOBAHMIL, TTie KIMHIYeCKue 10-
KasaTe/IbCTBA U JJOKAa3aTelbCTBa 9P PEKTUBHOCTH 3aTpaT OrpaHNIN-
BAIOTCS JAHHBIMI, TTOly4aeMbIMU OT IIpousBopurereit [4]. Xots atn
CTpaHBI MIPUHNMMAIOT BO BHUMaHME BBICOKYIO IIeHY JIeKapCTBEHHBIX
CPEJCTB [yIs1 JIEYeHNST PEKIX 3a00/IeBAaHNMII U Majloe KOMYeCTBO Ma-
IIVIEHTOB, PEIIeHNA O BO3MEIIEHNN U3JepKeK MPUHUMAIOTCA BBUJY
HU3KOTO BJIVMSHIS TAKMX M3Zep)KeK Ha OromkeT [4]. CTpaHbl, KOTOpbIe
TpeOYIOT IPefoCTaBIeHNsI CTAH/JAPTHBIX TOKA3aTeNbCTB (BK/IIOYAsS
(hopMabHBIIT aHAIN3 KIVHIYECKNX ¥ 9KOHOMIYECKoil 3¢ dexTns-
HOCTH), 4aCTO IIPeIaraoT 6oee HN3KOE MOKPBITHE [0 CPABHEHWIO
CO CTpaHaMM, B KOTOPBIX UCIONIb3YIOTCS abTepHATUBHbIE CTaHAP-
THI IPeOCTAB/ICHN T0KA3aTeNbCTB [4].

B 4mcIo HOMONMHUTEIbHBIX KPUTEPHEB, VICIIO/Ib3YEMbIX B PA3/IId-
HBIX CTPaHaX, TAK)Xe MOXKET BXOAUTD «IIPABWIO ClIaceHusD» (crace-
HIle XXVM3HM HE3aBUCHMO OT CTOMMOCTM) 1 obecliedeHre PaBHOrO
mocryma. Kputepun «mpaBmia cllaceHMs» M PaBHOTO JIOCTYIIA 4a-
cro yunthiBaloTcsa B Kanazne u Vspawre B mpoljecce pacCMOTPEHNS
JIEKAPCTBEHHBIX CPEACTB AL JIEYeHUs pefKux sabonesanuii [13]. B
TIPOIOKEHIIE 3TOM TeMBI CleflyeT OTMETHUTD, YTO OpPTaHbI, IPUHM-
MaIOIIJie PellleHysi O BO3MelljeHNN usfiepkek B Typuum, He Tpeby-
10T TpoBefeHNsT GapMaKOdIKOHOMIYIECKOTO aHaAu3a B OTHOLICHUU
JIEKAPCTBEHHBIX CPELCTB LA JIeYeHUs pefknx 3aboneBannmit. Kpome
TOT0, U3JIEeP>KKI /LA BCEX JIEKApCTBEHHBIX CPECTB LA JIeUeHNA pefi-
Kux 3aboseBanmit B Typriu, BbIITYCKaeMbIX Ha PHIHOK, BO3MEIIAI0TCS
6e3 KaKux-mmb0o COBMECTHBIX ITaTexein [38].

ITpemraraeMble pelleHst MO OLleHKe MEIUIIMHCKNAX TeXHOIOTHI
B OTHOLIEHUN JIEKAPCTBEHHBIX CPECTB LA JIEYCHNUsS PEfKUX 3a00-
JIEBaHMI BK/IIOYAIOT «MHOTOKPUTEPMA/IbHDBIN aHA/IN3 PELIeHUi», B
KOTOPOM YYMTBIBAIOTCA TaKMe KPUTepUM KaK PefKOCTb, KIMHIYe-
ckast 9 PeKTUBHOCTD, YPOBEHb MCCIEHOBAHHOCTH, YPOBEHb HeEO-
Hpele/IeHHOCTU! B OTHOLICHUY 3¢ (EeKTUBHOCTH, CJIOKHOCTD IIPO-
M3BOZICTBEHHOTO IIPOLIECCa, MePbl MOCEIPOJAKHOTO HAOIIOeHIs,
TSDKECTb 3a007IeBaHsI, VIMEIOINECs] allbTePHATUBBI ¥ HOCTIeACTBIS
s OrofpKeTa. 3aTeM MeVILIHCKIE PeCYPChI BBIAESIIOTCS C YIeTOM
9 eKTUBHOCTH MpenapaTa 1 YKa3aHHBIX BbIIe KPUTEPUEB BIUIOThH
0 TIOJIHOTO PacXOfOBaHN BBIfIe/IEHHOTO O0mKeTa [55].

CoBMecTHbIe IJTaTeXI. [JOCTYH K IeKapCTBEHHBIM CpefCTBaM [
JIeYeHVIsI PEKIUX 3a00/IeBaHIIT MOXKET ObITh OIPaHNMYEH 110 IIPUYVHE
IIPUMEHEHVSI IIPOTPaMM 3HAUVTEIbHBIX COBMECTHBIX IIATEXell Mma-
IIVIEHTOB W/IM COCTPaXOBaHUA [3], KOTOpbIe ABJIAIOTCA PaKTUIECKNU-
MU 3aTpaTaMy Jyid HanyeHToB. COBMeCTHbIE IUIATEX! IAIIEHTOB
3a OTIIyCKaeMble I10 PELeNTY JIeKAPCTBEHHbIE CPEICTBA MOTYT OBITH
3HAYUTENbHBIMI B HEKOTOPBIX CTPaHAX (HaanMep, B CIIIA, Kana-
ne u lIBerapun). Tak, e>keMeCsSIHBII COBMECTHBIN IIATEX MOXKET
nocturathb 90 oi. CIIIA B OTHOIICHMY OTITYCKaeMBbIX 10 PELIEITY Jie-
KapcTBeHHbIX cpeficT B CIIIA, a cymMMa cOCTpaxoBaHUSA MOXET CO-
CTaBUTh IPU6MM3uTeNbHO 30% OT CTOMMOCTH IIperapaTa. BakxHo ot-
METHTD, YTO COBMECTHBIE ITATeXMW, OCYIeCTB/IAeMble MaI[VIeHTaMI
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3a 9T JIeKAPCTBEHHbIE CPEMICTBA, IPUMEHAIOTCA II0-Pa3HOMY B CTPaHAaX, BK/IIOYEHHBIX B Ha-
crosiiee nccnegosanue. Harmpumep, B Takux cTpaHax (OMUMO IIpodero), kak Hupepnanus:
u ITornblira, COBMECTHBIE IIATEXY He IPUMEHSIOTCS B OTHOLIEHNY IIPEIapaToB, B TOM 4ICIie
JIeKapCTBEHHBIE CPENCTBA [IsI JIEYeHVsI PEfKIX 3a00/IeBaHMIT, BK/IIOUEHHbIe HALlMOHA/IbHBII
CIIICOK Mpernaparos ¢ Bo3MellleHneM n3fep>kek [3]. CTpaHbI 4acTO MPUMEHSAIOT «KaTacTpo-
(buueckoe MOKPBITHE», YTOODI 3ALUTUTBCA OT PUCKA YPe3MEPHBIX (PAKTIIECKUX PacXOfOB.
B CIIIA ruraHbl MeJVILIMHCKOTO 0OCTy>KMBaHNUA, YTBEP)K/IeHHbIe B PaMKaX IIPOTPaMMbl Me-
AULIMHCKOTO OOC/TY)XKMBAHsI IEHCHOHEPOB, TIOKPBIBAIOT 95% CTOMMOCTH IIPEIapaToB HOC/Ie
TOTO, KaK CyMMa IITaTexell manyenTa focturaeT 4350 gon. CIIA B rop [3]. AHamOrnaHbIM
o6pasom, B KaHaze mmans! TocyapcTBeHHOI CTy)KObI MEAMIIHCKOTO OOCTY KVMBAHYS IPEf-
YCMaTpMBAIOT yBemyeHne mokpuituA ¢ 80% o 100% oT COBOKYITHOI CTOMMOCTH IIpenapa-
TOB IIOC/IE TOTO, KaK CyMMa IUIaTeXxeil maruenTa gocruraet 2814 gon. CIIA B rog [3].

Tpe6oBaHms K KIMHIYECKVIM [JOKa3aTe/IbCTBaM, IefICTBYIOLIE HA MOMEHT YTBEPIKICHI
cTaryca JTeKapCTBEHHOTO CPEeCTBA ISl JIeYeHNsI PefKIX 3a00/IeBaHMII 11 BbIAuM paspelre-
HIISI Ha BBIITYCK Iperapara Ha PIHOK MOTYT OBITb CMATYEHbI, eC/IN MUCIIOIb3YIOTCS IIPOrpaM-
MbI IIOCTIETIPOaYKHOTO HAOMIOEHNA 32 IPORYKIMeil. DTU MeXaHM3Mbl 4acTO MCHO/Ib3YIOT-
51, 4TOOBI 06€CIIeYNTD JOCPOYHOE YTBEPKIEHUE Y JOCTYIIHOCTD TeKapCTBEHHBIX CPENICTB,
IIpeiHa3HAYeHHBIX /IS CEPbe3HbIX VIV ONACHBIX [ )KU3HY 3a00/1eBaHMIL. DT MPOrpaMMBbl
IIPUMEHAIOTCA C TeM, YTOObI MCK/TIOYNTD peOCTaB/IeHNe TIperapaTa B CTy4Yae HeBBIIIOTHe-
HMA TpeboBaHMIl K K/IMHIYecKolt apdexrnBHoCcTY [48,57,59-62]. TIo cocTosHMI0 Ha lekabpb
2012 ropa B Mtanuu copadenud (mpermapar Ajist iedeHns T09eYHO-KIeTOYHOI KapIITHOMBbI)
IIPOXOAMT IIPOIPaMMY IIOCIEIIPOIKHOTO HAOMIOeH s, YTOOB! YOIUTBCS B €ro KANMHIYe-
cKoit 9¢p(HeKTUBHOCTH /151 HALMEHTOB, TOCKO/IBKY HA MOMEHT €TI0 yTBEPIK/I€HN [IelICTBOBa-
TV CMSITYeHHbIe TPeOOBaHNS K KIMHMYECKIM JoKasarenbcTBaM [60].

CoratieHus o pasjfiesie pUCKOB IIPJ BBIITYCKe IPOAYKIMI Ha phIHOK. COIIAleH s O pas-
JieTie PUCKOB IpH BBITyCKe MpoayKuuu Ha pprHoK (MEA) Bce 4alle MCIIONB3YIOTCS BO BCeM
MIpe B Ka4ecTBe MHHOBAL[IOHHOTO IIOAXO/a K BO3MEIEHIIO 3[iep>KeK L (puHAHCHpPOBa-
HIIsI IOPOTOCTOSALIMX IEKAPCTBEHHBIX CPELICTB [JIsI IeYeHNsI pefiKuX 3aboeBanuit. [Ipn stom
[IPOM3BOAMTENb 3AK/II0YAET COITIALIIEHNE C IUIATE/IBIVKOM 10 pe3y/IbTaTaM 00CyKAeHNs 1ie-
JIeBBIX KPUTEPUEB Ha OCHOBE OXKMJaeMbIX IIOKa3aTesell yIydIieHns 350poBbA. Takne cXeMbl
JICIIO/Ib3YIOTCS B Ka4eCTBe a/IbTePHATMBHOIO MOAXOMA s 0becIedeH s IOKPBITIA C Orpa-
HIYEHVAMI JIA TIPeTapaToB, KOTOPHIE B IIPOTVBHOM CITy4ae MOTYT He TIOTy4YUTb IOKPBITAA
[60]. Cornamntenns o pasferne pUCKOB ITPYU BBIITyCKe IIPOAYKIIMM Ha PHIHOK 9acTO COCTABIIACT-
cs B IBYX (hopMarax: CXeMbl Ha OCHOBe (pakTmdeckor a(peKTUBHOCTY IpemnapaTa u pUHAH-
COBbI€e 1OrOBOpeHHOCTH [60].

Ilenb cxeM, HOCTPOEHHBIX Ha OCHOBe (DaKTMIECKOi 3PQPeKTUBHOCTY, 3aKTIOYAETCS B
CTPaXOBaHMU KOHOMMYECKOI 9(P(DEKTMBHOCTI U CBs3bIBaHMM 3(PQPEKTUBHOCTU C IIPO-
1[eCCOM BO3MellleHNA M3JIep>KeK Ha BBIMYCK JTeKaPCTBEHHDIX CPeACTB LA JIeUeHN PeaKIX
3a00/IeBaHMIT. DTV CXeMBI MOTYT 00eCIIeunTh BO3MellleHNe U3JIePXKeK 10 pe3y/IbTaTaM I10-
CIETIPOfIAKHOTO HAOMIONEHNUST U OIpefie/ieH s KIMHNYeCKuX pesynbraToB [60]. Ecmn we-
JIeBBIX IIOKa3aTe/ell He yAeTCs JOCTMYb, LIeHbI Ha JIEKAPCTBEHHbIE CPECTBA CHIDKAIOTCH,
4T06bI 0becrednTs HeoOXOMMOe COOTHOIIeHNe 3arpaT 1 addektnBHOCTN [12,13,23,26].
JlocTymHOCTD /151 MALMEHTOB 00eCreYnBaeTCs IPY YCIOBUY BBIIIOJIHEHVsI CTPOTUX KpUTe-
prieB. ®UHAHCOBbIE CXeMBI MCIOJIB3YIOTCS LA PelleHys IPo6IeM IUIATeIbIINKOB B cepe
3paBOOXPAHEHA B YaCTU U3JEP>KEK U BIVAHMA IeKapCTBEHHBIX CPENICTB /I JIeUeHNsA Pefi-
Kux 3a6ojeBaHnii Ha 610mxkeT. OMHAHCOBBIE CXEMBI COCTAB/IAIOTCS B PA3NINMUYHBIX POpMaX,
BKJTIOYasA OrpaxkjieH1e M3fep>kek (IOocIe MpeBbIIeHNs TOPora U3JIep)KeK Iperapar Ipeo-
CTaBJIAETCA CO CKUJKOJ VM IO HY/IeBOI CTOMMOCTM), OTpaHUYeHNe MCIIONb30BaHMA (JI0-
60€ KOMIYECTBO 103 M/VIIV IIMKJIOB IIOC/Ie HOCTVDKEHMSA YTBEP)KIEHHOI CyMMBI IIPUBOANT K
(MHAHCOBBIM MOCTIEACTBISAM, HAIIPUMep, COI/IAIIEeHe O CHIDKEHNH LieHbI IpU 06beMe IIpo-
[ BbILLIE OIIPeIe/IeHHOTO YPOBH:I), @ TAKKe IIPeOCTaB/IeHNe TIperapara 6ecIIaTHO WU CO
CKUJIKOIT (JIedeHne MpefoCTaBIsieTcss 6eCIiaTHO, HO C OTPaHMYEHHbIM KOMIMYECTBOM J103).
B paMKax OffHOrO MCCIefOBaHNUA ObUIO YCTaHOBJIEHO, 4To U3 7 cTpaH EC B Vramun 6s10
3aK/II0UEHO Hambosblilee KOMM4eCTBO cormaimeHnii MEA B OTHOIIEHMM JIeKapCTBEHHBIX
CPeJCTB LA JIeYeHNs pefKux 3aboneBanuit. [lanee cenyior Takie cTpanbl kak Hunepan-
mot, AHst u Yanec, HIBerust n Benprus. Jauusie o @pannyn u lepmannn He 6bUm1 06Ha-
py>keHsI [60]. IIpyamHbBI 9TVX pas3nnNuuii OCTAIOTCA HEeACHBIMIY, HO BO3SMOXKHO CBSI3aHBI C TEM,
KaK TaKye KPUTepUu KaK HeOIPeIeIeHHOCTb U CTOMMOCTD BOCIPMHUMAIOTCS U OIpeNiens-
I0TCS B pas/IMYHbIX cTpaHax [60]. B oTHOLIeHNN /IeKapCTBEHHBIX CPENICTB JULA IeYeHNUS Pefi-
Kux 3a6ojeBaHmii, BKIodas copadeHntd (it nedeHns MoYeqHO-K/IeTOYHO KapLMHOMbI),
HWIOTUHUO (J/Ls1 JIedeH s XKeTyJOYHO-KHUIIIeYHON CTPOMA/IbHOI OITYXOJIN) ¥ TEMCUPOIMMYC
(W IedYeHUs MOYeYHO-K/IETOYHON KapIMHOMBI), 6bUIM 3aKmodeHbl cornanrennsa MEA mo
KPUTepMAM KIMHIYECKOI 1 GUHAHCOBOI 3QQeKTUBHOCTY AT€HTCTBOM IIO OLiEHKE JIeKap-
CTBEHHBIX CpeACTB VTamm mo coctosiHnio Ha aekabpb 2012 ropa [4,60]. Lens Takmx cxem
3aK/II04a/Iach B IIPOBEPKeE 1 KOHTPOJIE 1e/1eCO0OPasHOCTD BBIIUCKY PeLleNTa i OrPaHITIeHIN
YPOBHSI HEOIPee/IeHHOCTH BOKPYT IIPeNaparoB, eciu KInHndeckas 3peKTMBHOCTD OKa-
3bIBAETCS TTOT, BOIIPOCOM [60].

ITonHasA BepcHsA CTATBU M CHMCOK MCHOTb3YeMOl TUTEPATyPhl JOCTYIHBI B JMEK-
TPOHHOII BepCHY KypPHAJIa 110 afipecy Ha caiiTe: Www.raremagazine.ru
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MHEHWE OKCITEPTA

ThI /51 06y IeHVIsI HOBBIX MEMIIVHCKIX KaJPOB, BBOJSITCS HOBBIE
HOJXOZBI K BEJIEHNIO TTALMEHTOB. B 9T1X GBICTPO M3MEHSIIOLIVIXCST
ycnoBuAX TpebyeTcs perynspHas IepepaboTKa IOIXOI0B K Befe-
HMIO JaHHBIX ALIEHTOB, VX MapIIPYTU3alMY, AITOPUTMY 00CTe-
[IOBAaHNsI, ITOCTAaHOBKYM AMArHO3a M HA3HAYEHUs] KOMILIEKCHOTO
VHAVBWULYaIbHOTO jIedeHysi. CerOfHsIMIHSSA PeaybHOCTD 3aKI0-
YaeTcsl B TOM, YTO CIIELMA/INCTaM, ¢ OOJBIINM CTaXXeM PaboTh
TPYAHO IPUCIOCAOMMBATECS K M3MEHSIOMWMCS yemoBusM. [To-
3TOMY B OOJIBIINMHCTBE CITyYaeB pefkie 3a00/eBaHNUsA He yaaeTcs
IMaTHOCTNPOBATh BOBPeMsL. DTOMY CIIOCOOCTBYIOT IIOXasi OCBe-
JIOMJICHHOCTb Bpadel 0 K/IMHNYEeCKOM TeIeHII PEeKIX 3ab0/meBa-
HII, OTCYTCTBME YETKMX PEKOMEHJALINIA Bpavy, 3all0fl03PUBIIEMY
penxoe 3abojieBaHMe 1 OTCYTCTBUE a/lTOPUTMA BEEHNUSA TaKOTO
nanyeHTa. MO>KHO BBIAEINTD OPTraHM3AIMIOHHBIE VI MEXUIIIH-
CKJle MpoOIeMbl pefKknx GonesHeit: TpyoHocmu ouazHocmuku;
omcymcmeue onvima u 3HaHuti y epaueti; IIpobnemvt neveHUs u
peabunumavuu 6onvHoix; Cmanoapmul ederust peokux 6onesHets;
OnpedeneHuss spynnuvi 6biCOK020 PUCKA HO 0HUOAHUIO 60TLHOZ0 Op-
pannvim 3a6onesanuem; IIpobnemvl Hocumeneii namono2u4ecxo-
20 2eHa, ux o6cnedosarue, MAKMuUKa 6edeHus, NpedepasudapHas
100201M06KA U, 603MOHCHO, 6CHOMOZAMEsIbHblE PenpoOyKIUBHDIE

ITPOBJIEMbI OKA3AHUA ITOMOII 1 MAPHIPYTU3AILINI

ITAIIMEHTOB C OP®PAHHBIMU 3AOJIEBAHUAMU

TekcT: MakcumoBa FO.B.

[/1aBHBIH CIIEIHATUCT IT0 MEAUITUHCKOMI
renetrke HoBocuOUpCKoii o6iacTu,
npodeccop, 1.M.H., 3aB. kKadpeapoit
MEUIIMHCKON reHeTHKu U ouosioruu 'BOY
BITO HI'MY Musn3sapasa Poccum, 3aB.
MeauKo-TeHeTudeckuM otzesnoM I'BY3 HCO

«HOKI1»

acIMpeHNue HAIIVMX 3HAHUI B OOMACTU MENVIVHBI, TO3BO-
JIieT TMOHMMATh MEXaHM3M PasBUTHUA TOTO WM MHOTO 3a-
6omeBanus y denoseka. Hampumep, musocomHble 60/Ie3HIL,
CBfA3aHHBIE C HapylleHNeM oOMeHa MYKOIIOMIcaxopuaos. Boep-
Bble IIONBITKA KJIACCU(PUIVPOBATh 9Ty TPYIITy 3a00/IeBaHWil 10
OTKPBITUSI OMOXMMUYECKMX OCHOB UX PasBUTUA ObIIa CHeTaHa
AHITIMIICKYM BpadoM O7IICOM KOTOPBIN BBEN B KIMHUKY TEPMUH
«rapromnmmsM» B 1936 rony, KOTOpbIil 00beVHII MYKOIIO/I/CaXa-
puzmosst tuna I (H, S, H/S) u tuna II (cunppom Xanrepa). B mo-
CTeyIoleM, 1o Mepe HaKOIIIeHVsI 3HaHMIT O Te4eHUM STHX 3a60-
JIeBaHUIL U pacIIVpeHy 1ab0PaTOPHBIX BO3MOXKHOCTeIT, ITOHATHE
0 JaHHOM 3a00JIeBaHUY PACIIVPUTIOCH 1O 6 TUIIOB, a KaXX/bIi1 THUII
MMeeT HeCKOIbKO TToATHIIOB [1, 2]. ITprdyeM KasK/[bIit OATHUII JaH-
HOTO 3a007/1eBaHNA UMeeT M3yJeHHbI OMOXVMITIeCKNIT leeKT U
Ha 3 Tmna uMeeTcst pepMeHT3aMeCcTUTeIbHas Tepamns. braropapst
3TOMY PasBUTHIO B MEAMIIVHE aHITMIIcKas Ppasa orphan disease
Jasla HasBaHUe IpyIre 3a60/IeBaHNIT, KOTOPbIe CUUTAIOTCS Pefi-
knmn. [Ipobmema penknx - «opQaHHbIX 6OIe3Hel» CTOUT Teper
37 paBOOXpaHEHMEM MHOTUX CTPaH MMpa IIOTOMY, 9YTO MeIMIIHA
HAXOJMTCA B MIEPEXOJHOM 3Talle OT IPUBBIYHOIN HAM MeJVIIVHBI
K HOBOMY 9TAITy BHICOKOTEXHOIOTMYHOI ITepCOHN(UIIPOBAHHOI
MEJIVIIVHBL
Ha ceropHAmHMI JieHb CKIafIbIBAETCA JIOXKHOE BIIEYaT/IEHNE
0 PeIKOCTU JaHHBIX 3a00/IeBaHMUIT Befb KK/J0€ B OT/EMTBHOCTU
BCTpeYaeTcs B MOMyIALYMY He Jauie 9eM 1 Ha 10 ThICAY JelloBeK.
Kaxpasa B oTmenbHOCTH HO30/MOrMYeckas (opMa 3aboyeBaHNA
MOXET MMeTb HUSKYI0 PacIHpOCTPAHEHHOCTb, OHAKO obliee
9MCIO GONMBHBIX OPQAaHHBIMU 3a00NTeBaHMAMY, @ VX HA JaHHbII
MOMEHT peIJTaMeHTVPOBaHO 24 Ho3omormyeckie GpopMel, maxke
IpY IPUOTUBUTEIBHOM IOfiCYeTe MX OKa3bIBAETCS HOCTATOYHO
Benvko 1 Ha 500 1 3TO ecnyt He 6paTh BO BHUMaHME, YTO NAHHYIO
TPYIITY IVTAHUPYETCS YBEMIINTD.
C pasBuTHEM HayKU MEHAIOTCS U 0OpasoBaTebHbIe CTaHAAP-
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mexHonozuy; Buicmpausarue npeemcmeeHHOCHU MeHOy cHeuu-
AnUCMAamil 8 OKA3AHUU KOMNJIEKCHOU NOMOUAU OAHHbIM NAUUEH-
mam; IIpobnemvl KAUHUMECKUX UCHbIMAHUTL ieKapcme 07 607b-
HbIX; MEXAHU3M 3AKYNOK 7eKAPCMBEHHbIX CPedcms 07 0pPanHbLxX
6onesHeti; MexaHusmbl 6KIHOUEHUS HOBbIX OOLHBIX, EbIAENIEHHDLX
6 npouecce ouazHocmuku; IIpozHO3UPOBAHUE HUCTIA 0HUOAEMBLX
6omvrbix; IIpeemcmeenHocmy Mexn0y CHeUUAIUCIAamMU NPU nepexo-
Oe 607bHbIX ¢ peOKUMU BONE3HAMU OM NeJUAMPOs K mepanesmam;
O6pasosamenvhole npozpammul no pedkum oonesusam; Ilcuxonoeu-
ueckue, ceMelinble, COUUANbHbIE, PUHAHCOBDLE.

Penixye 60/1€3HM YCIOBHO MOXKHO PasfieNTh Ha JABe TPYIIIbL:
HEMOHOT€HHbIe U MOHOTeHHble. K HeMOHOreHHbIM OpdaHHBIM
3a00JIeBaHNAM MO>KHO OTHECTI: TeMOIUTUKO-YPEMUYeCKIIT CUH-
IpOM, TApPOKCU3Ma/IbHAs HOUHas reMornobuuypus (Mapkuaga-
BBI-MUKe/In), ammacTudeckasl aHeMusl HeyTOYHEHHas, JMIMOIa-
TIYecKas TPOMOOLUTOIIeHYecKas Mypiypa (CMHApoM DBaHca),
HpeX/ieBpeMeHHas! II0/I0Basl 3PEOCTh LEHTPATbHOTO IIPOMCXOXK-
lieHVs, jIerovyHas (apTepuanbHas) TUIEPTeH3NA (MAMONaTHde-
cKas) (TepBUYHas), IOHOIIECKNUIT aPTPUT C CUCTEMHBIM HAYajIoM.
K MoHOreHHBIM Op(haHHBIM 3a00/IEBAHIAM MOXKHO OTHECTH: Te-
MOJINTUKO-yPEMUYECKNIT CUHAPOM (HACTeACTBEHHBIN), HACTIEN-
cTBeHHbIT geduuut daxropos II (¢ubpunorena), VII (1abmnn-
Horo), X (Crioapra-IIpayspa), fedekT B cucTeMe KOMIITIEMEHTA,
HapylleHnss oOMeHa apoMaTM4ecKUX aMHHOKHUCIOT (KJIaccude-
cKast (peHUIKeTOHY P, APYTUe BUABI IUIepeHnIaTaHNHEMII),
TUpO31HeMs, 60/Ie3Hb "KJIEHOBOTO CUpOIIa", [PYTe BUADI HAPY-
IIeHnT 0OMeHa aMMHOKICIIOT C Pa3BeTBIEHHOI L[eNbIo (M30Bae-
PVaHOBAsI ALMEMIIST, METVJIMA/IOHOBASI ALVIEMIIST, IIPOIIVIOHOBAS
aumemMus), HapyuieHns: o6MeHa >KVPHBIX KIUC/IOT, TOMOLVICTY-
Hypys, TIIOTapUKALVAYPUs, IalaKTO3eMUs, Apyrue CHUHTOMN-
muposs: 6onesHp Dabpu (Pabpu-Anpepcona), Humana-Ilnxa,
Mykononucaxapugossl I, II, VI tunos, ocrpas mepemexaromias
(mewenounas) mop¢upusi, HapymeHns obmena menu (6ome3Hb
BunbcoHa), He3aBepIIeHHbIT OcTeoreHes [4].

[laHHOe pasfeeHne NPUHIMINAIBHO, TAK KaK B MapIIPYTH-
3aIMI0 TAIMeHTa B 00A3aTeIbHOM IOPS/KE JO/DKHA BKTIOYAThCS
BCs CeMbsl BBIABICHHOTO IalyeHTa. Ha CerogHsINHMII MOMEHT
IpY BBENEHUM IO AYILIEBOr0 (DMHAHCHMPOBAHUS HO/DKHO OBITH
aMUHICTPATHBHOE MOHMMAHNE O PUCKA NOSIBJIEHNSI B JAHHOI
ceMbe MOBTOPHOTO TallMieHTa C 3Tol maronorueii. Ilpudem kpyr
pUcKa 00s13aTeNIbHO [JO/DKEH YCTaHAB/IMBATh Bpad-reHeTuk. I1pu-
Befly IpuMep pomocinoBHol cembu K. ¢ 2 manmeHTamu ¢ opdan-
HBIM 3a007eBaHUeM ¢ X-CLEIUICHHBIM PellleCBHBIM TUIIOM Ha-
CTIeIOBaHNL.
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PonocnosHas cempu K. ¢ 2 manuentramu ¢ opdaHHBIM 3a00-
NeBaHyeM ¢ X-CIeIIEHHbIM PelleCCUBHBIM TUIIOM HAaC/Ie[lOBAHUA

(pnc.1).

Ha y4eTe B MeIMKO-TeHETUYECKOM OT/[eIIe HAXOVIICS MALleHT
U3 5-TO MOKOJIEHUs], IIPK fleTa/IbHOM COOpe CeMeifHOro aHaMHe3a
ObI1 BBIAB/IEH elé 1 MalMenT 13 6-TO IIOKO/IEHMS.

E1me ofHOJ TPYAHOCTBIO B IIOCTAHOBKE IarHO3a CTAHOBUTCA
noMMMOpM3M KIMHIYECKOil KapTUHBL 3a0oeBanus. I[lommMop-
(13M 4acTO 3aBUCHT OT SKCITPECCHUI TeHa B TOM M/IV IHOM FeHOTH-
me. JHOrAa Bpauy KIMHULUCTY TPYAHO COOPATh BECh CYMIITOMO-
KOMIIIEKC B OJTHOM IIAI[/IeHTe,  TeHETUK PaboTast C CeMbell MOXKeT
cobparb BOEAVHO BCe KIMHUYECKNUE IIPOSIBIIEHNS], OCHOBBIBASICH
Ha JJAHHBIX O HeCKOJIbKIX WIeHax ceMblt. Kak mpaBuo, 3abonesa-
HYISL M3 TPYIIIBI MOHOT€HHBIX, CBA3aHBI C leheKTOM OffHOTO IeHa,
KOJMPYIOIIETO MHAVBUAYAIbHBIN (hepMEHT, KOTOPbIil obecredn-
BaeT IpeBpallieHNe OfHOro BelecTBa (cyocTpar) B fpyroe (mpo-
IyKT). B 60/IbIIMHCTBE C/TyYaeB TaKUX PACCTPOIICTB ATOT€HHBIM
ABJIAACTCA HAKOIJICHME BEllleCTB, 00/Ia/JalolNX TOKCUIeCKUM Jieli-
CTBUEM VIV HAPYIIAIOMIMX CIOCOOHOCTD CHHTe3a APYIUX KU3HEH-
HO BaKHBIX coefimHennit. [To Mepe HaKOIUIEHVsI TAaTOMIOTMYECKIX
COeMMHEHNII B OpPraHM3Me IIPOSB/IAETCA KIMHMYEeCKas KapTHUHA.
TpyRHOCTM B AMATHOCTYKM 3aK/TIOYAIOTCS B TOM UTO, K/IMHIIECKIIe
CUMIITOMBI, KaK IIPaBIJIO, HeCIeUMpUIHBL; MHOTIVE 3a00/IeBaHILS
Ype3BbIYAIHO CXOHBI II0 KIMHUYECKUM IPOSABJICHNAM; TOYHAA
AMArHOCTMKA BO3MO>XKHA TOJIBKO C IIOMOIIBIO CIOYKHBIX COBPEMEH-
HBIX JTAOOPaTOPHBIX METOHOB. I109TOMY B a/IropuT™ fi/1s Bpadel,
0CO6eHHO paboTAOLINX C AeTbMM, TO/DKEH OBITh IIPOMUCAH KPYT
CUMIITOMOB, TIPY NOSIBJIEHNY KOTOPBIX B iuiphepeHIanbHbII Au-
arHo3 O/DKHBI BK/IIOYAThCs 3a00/IeBaHMs U3 TPYIIIBI OP(aHHBIX.

[Tpu3Haky, Tpebyromye MCKIOYeHnsT opdaHHOro 3abosesa-
HYISl B HEOHATAIbHOM IIepYOfie U Ha IIePBOM IOy SKU3HM:

1. PBoTa, Aeruaporanus, 5KeNTyxa, MbILIeYHas TUIIO Y TUIIep-
TOHUS, HapyIleHVe AbIXaHNUsA, CYSOPOTH, JIeTaprus, KOMa, acIuT,
HeOOBbIYHBIN 3amax Moun (uckmounTb BITP JKKT).

2. Muapest, runoTpoust (MCKIIOYNTD 9K30TeHHbIE IIPUUIHBL).

3. Temmato, crIeHo, remaToCIIeHOMeTa/IA.

4. IIporpajiieHTHO Pa3BMUBIIAACA K TOAY SKM3HY YMCTBEHHasd
OTCTa/IOCTD, MBIIIEYHAs TUIIO ¥ TUIIEPTOHUS, CYJOPOXKHbIE IIPY-
IaJIK!, Pa3BUBIINECA B IIePBble MECAIIBI XKUSHIL.

5. JTabopaTopHbIe JaHHBIE: METAOONMMYECKIUIT ALINI03, A/IKATIO3,
TUIIOT/IMKEMIsI, caxap, 6€/I0K, aljeTOH B Mode.

[Tocrne mepBoro ropa >km3Hm: YMcTBeHHast orcranocts (YO)
HesACHON atuonorny; YO ¢ 3afepx Kol (pusiyeckoro pasBuTHA,
CYLOPOXXHBIMI NIPUIAJKAMM, MHTOKCHKALIMET, IeTaprueil, KoMa-
TO3HBIMJ COCTOSIHVIEM, PBOTOI1, AMapeeli, IOpaKeHNUeM IedeHI,
IIOYeK, 9K3eMOIi, BBIBMXOM, IIOIBBIBMXOM XPYCTajIMKa, ITyXOTOIL,
amanueit, nusnekcuert; Coderanne YO ¢ HUBKMM POCTOM, IPyOBbI-
MU YepTaMI JIMLQ, TUAponedanbHbIM YeperioM, TYTOIOABIDKHO-
CTBIO CYCTaBOB, CKOJIMO30M, TellaTOCIUICHOMETaIell, IOMyTHe-
HJIeM POTOBHIIBI, TYTOyX0CTbI0; IIporpaguentHoe passutue YO u
HEBPOJIOTMYECKOlI CMMITOMATUKM IIOCIIe TIePUOfia HOPMAIbHOTO
Pa3BUTH PasHOM J/IUTETBHOCTIL

o [umotpodust HesICHOT STHOTIOIMIL.

o HernepeHOCHMOCTD OTZIe/IbHBIX BULOB IINIIY, CUHIPOM

Maspabcop6umm.

» Hedpommruas y nereit.

OTO MO3BOMUT BOBpPeMs BBIABUTDL IMATONOTMYECKUE HapyIIe-
HMS U HavyaTb JiedeHne. O4eHb BaXKHO MOHMMATB, YTO OphaHHOE
3ab0/1eBaHNe KaK MIPABIIO C MOMMCUCTEMHBIMIU MIPOSIBICHIUSMIL,
[I03TOMY B)XHO KOMIUIEKCHOe 00C/IefloBaHMe C MPUBJIEYEHVEM
MEXIVICLUITIVHAPHON KOMaH/BI CIelyamicToB. ONTUMaIbHOTO
eIVHOTO aITOPUTMa He CYILIECTBYET, TaK KaK Y KaXX[JOro MaljyeH-
Ta OygeT MHAMBMAYaTbHOE TeueHMe 3a00IeBaHNs aKe BHYTPU
ofiHOIT Ho3omoryuu. [ToaToMy mpu mofo3peHny Ha opdaHHOe 3a-
6oreBaHe Bpady IPOIIfIETCS IO OCHOBHOMY CUMTOMAaKOMIIIEKCY
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OIpefeNnTbCs ¢ Hanbo/mee BEPOSATHBIM 3a00/IeBaHNeM U3 3TOI
TPYILIBL, YYUTBIBAs OCOOEHHOCTH IaToreHe3a (ojIesHN, BO3pacT
" COCTOAHUE pe6eHKa " B IIEPBYIO OYE€PEND BBIIIOTHUTD 61ox1-
MIUYECKUI MOMCK Ha OTCYTCTBME MJIM HEJOCTATOK OIIPENC/ICHHOTO
¢depmeHTa.

Tormbko mpy o6HApYKeHUM OGMOXMMUYECKOro feeKTa MOXK-
HO FOBOPUTD O HA/MMYMM OpPaHHOTrO 3a60/IeBaHNsA 11 BOT Ha 9TOM
Talle JO/DKeH ObITh, 0053aTebHO IOFKIIYEH K MEXKAVNCLNIIIN-
HapHOII KoMaHJe Bpad-reHeTnK. OH ompefersieTcs u ¢ 06beMOM
[a/IbHEIIINX TeHeTNYeCKUX UCCIEOBAHNIT ¥ KPYTOM JINLL B flaH-
HOII ceMbe KOTOPbIM HeOOXOAMMBI TeHeTIIecKye 00CTIeOBaHIs.
9TO MO3BO/INT OKA3aTh IIOMOIIb He TONBKO HAHHOMY IALEHTY, HO
¥ HAJTV IPYIVIX [ALMEHTOB B 9TOI ceMbe C JAHHBIM 3a00/IeBaHN-
eM Ha JJOK/IMHMYECKOM JTalle. Befib CBOeBpeMeHHOe ajieKBaTHOe
JledeHye B 9TOM C/Iydae IMO3BOIUT M30eXaTh OCIOKHEHNI, YIyd-
INT Ka4€CTBO M YBEIMYUT MPOLO/DKUTEIbHOCTD JKM3HU ITall-
eHTOB. JI/Is1 K&XXOro MalueHTa Iog6MupaeTcsi COOTBETCTBYIOMAs
MeMKaMeHTO3Has1 Teparist. [Ipy oTcyTcTBUM Wi fedurmre Ka-
KOro-/mmoo hepMeHTa Ha3HAIACTCST (PePMEHTO3aAMECTUTE/IbHAS Te-
panus, KOTOPYI0 HeOOXORMMO HAadMHATb KaK MOYKHO PaHbIIIE — [0
PasBUTIS HEOOPATUMBIX I3BMEHEHNIL.

Bompocsl 11e71ecoo0pasHOCTIL 1 CBOEBPEMEHHOCTH Havasia Jie-
YEHIIST 3TO TOXKE CepbE3Hast MPpobIeMa KaK C MOPa/IbHO-ITUIECKOIT
TOYKM 3pE€HNA, TaK U C 9KOHOMMYECKOIA.

B Hp1HE CYLIECTBYIOIINX PEITTAMEHTUPYIOIMX NOKYMEHTAaX B
paspernax yedeHne KOHKPETHO IPOIMICAHO 3a60jIeBaHNe U Hpera-
paT/bI PEKOMEHAYEMDIE [I/Is1 HA3HAYECHNA ITAVIEHTY 1PV KOHKPET-
HOJI HO30/I0TMYeCKOoiT popMe U peKOMEeHIyeMblil 06'beM BBeleHNsA
MAHHOTO IIperiapara. AT PEKOMEHIanMM HE IpeayCcMaTpyBalOT
BO3MOXHOCTY OTK/IOHEHVsI OT YCTAHOB/ICHHBIX IIPaBIJI Ha Me-
cTax. ITO YacTO BBI3BIBAET BOIIPOCHI Y CIELMA/IICTOB 10 IPOdu-
nto. IlpuBeny mpuMep KIMHUYECKOTO MMOMMMOP(U3MA TedeHUs
2-X Tma1eHToB ¢ 60me3Hpio Pabpu.

Bornesup ®abpu, KnmHIIeCKMit HOMMMOpdhu3M

CUMIITOMBI 1-V TAIIMEHT 2-M TAITUEAT
Bospacr nayana 8 ner 16 net
Ilepsoe nposnenue | [lapacresun AHTIOKepaTOMBI
[Taronorms XXKKT ecTb ecTb
ITatonorus moyexk C 29 ner, XITH 1 HeT
C 32 ner Ha
reMopinanuse
CocTosHMe CMmepTh B 36 11eT 35 e,
CaMOYyBCTBUE
YIOBJIETBOPUTEIbHOE

OmbIT /IeveHNst TTALMEHTOB B MUPOBOM MEIULNHCKOM CO06-
I[eCTBE HEOJHO3HAYHO YTBEPIXKAAET eMHYIO JO3MPOBKY BBEIEHIIS
IperrapaTa, HadaIo BBEEHIS IIperapara i BOSMOKHOCTb KOPPeK-
THPOBKM [103bL. Hy>XHO paccMOTpeTh BO3MOXKHOCTD Ha TePPUTO-
YU BBEfEHVISI MEKAUCHUITINHAPHOTO KOHCI/IYMA JUIS PELIEeHIS
BOIIPOCA OLIEHKN TSDKECTY MALMEHTa, 9 PEeKTUBHOCTI TIPOBOAM-
MOTO JIeYeHNs, ¥ U3MEHEHN 03Bl IIperapara B 3aBUCHMOCTH OT
VI3MEHSIIOLIENICST KIIMHMYECKON U 1ab0paTOpHOI KapTUHBIL, KaK B
JIY9IIYI0, TaK ¥ B XYALIYI0 CTOPOHBL JTOT KOHCVINYM JJO/DKEH
VIMETb JIETUTUMHOCTD B yiije MMHICTEpCTBA 31paBOOXpAHEHVIsSI
P®, HasHA4YaThCSI KOHCWIMYM MO/DKEH IIPUKA30M II0 KOHKpET-
HOJT HO307I0rM4ecKoil gopMe OpdaHHOro 3abo/neBaHUA MPUKa-
30M MECTHOTO OpTaHa 3[[paBOOXPAaHEHMs, TaK KakK obecIedeHye
NeKapCTBaMM TIALMEHTOB C PEIKMMM 3a0O0TeBaHMAMMU, COITIAC-
HO JIeICTBYIOIEMY 3aKOHONATENbCTBY OCYLIECTBIACTCA 3a CUET
CPEJICTB PErMOHANIbHOTO OlofKeTa. JIaHHBII KOHCUIMYM JIO/DKEH
OIpeNIeNATD ¥ O4epPeHOCTD B3sATUA MTAllMeHTa Ha JiedeHne. Tak Kak
B pexxuMe fiedpuiyura OI0/pKeTa MOTYT BOSHUKHYTb TPYFHOCTHU C
OBICTPBIM TIPEOCTAaB/ICHIEM JeHEeXXHBIX CPEACTB Ha Iprobpere-
Hue penapara. Ha cerogHAIHmii MOMEHT IPOLIey pbl OUepeSHO-
CTU Ha BBIIe/ICHNS I@HE)KHBIX CPEICTB He IIPOIICaHa HIL B OfHOM
3aKOHOJIaTe/IbHOM aKTe. Tak jke He pellleH BOIIPOC O BO3MOXXHOCTH
CHATVS AlMeHTa ¢ opdaHHBIM 3a00/IeBaHMeM C edeHns1. He pas-
paboTaHbl KpUTepuy OLeHKM 3PPEeKTUBHOCTI IIpemapara, 0co-
6eHHO e/ TALMEHT SIB/LIETCS] MHBAINOM C BOBJIEYEHMEM LIeH-
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TPaIbHOI HEPBHOM CICTEMBbI IeUeHNe HauaTo Ha ITO3/JHell CTafym
PasBUTHUA 3a00/IeBAHVA Y HA TPOTKEHNY HECKOTIbKIX JIET HOTy-
YeHUsI JOPOTOCTOSIIIIETO JIEYeHs ero obliiee COCTOsHIE He TONbKO
He Y/Iy4IIaeTcs], HO jaXke OObeKTUBHO YXY/IIAeTCs.

B MemuIMHCKIX Kpyrax Bce 60/Iblile 3aaeTcst BOIIPOC O Iiejte-
COOOpa3HOCTI BBEICHNS HEOHATA/IbHOIO CKPYHMHIA Ha opdaH-
Hble 3a607eBaHMA. I[IpoOBOIUTE TreHeTIYeCKOe TeCTUPOBaHME BCEM
HOBOPOXKIEHHBIM CIMIIKOM JOPOTO JjaXKe M/A 0bOecredyeHHBIX
cucTeM 37ipaBooXpaHeHNs. X0Ts, 6e3yCI0BHO, PaclIipeHue Ipo-
rpaMMBbl HEOHATAaJIbHOTO CKPVHIHIA HO3BOMIIO ObI YIYYIIUTD
CUTYaLlMI0 IO pegKyuM 3aboneBaHusAM B crpaHe. Ho Bompoce
CKPMHMHTA BEAYT 3a 000l paji afMIUHUCTPATUBHBIX PeLIeHNIT:
HOKYIIKa 000Py/IOBaHsI HA TEPPUTOPUM I/ CKPUHIHTA BCeX HO-
BOPOXK/IEHHBIX. ITO BO3MOXKHO TO/IbKO Ha TAHJ,EMHOM MacC-CIIeK-
tpoMeTpe [3]. Ha HeM MOXHO yxKe CerogHs IOCMOTpeTb 6osee
30 3abomeBaHMiT OFHOMOMeHTHO. HO BOSHMKAaeT CIIeHyIOLNil
BOIIPOC 00 OOy4eHMM CIeLMAIICTOB CIOCOOHBIX paboTaTh Ha
JAHHON alIapaType ¥ BO3MOKHOCTY IPaBU/IbHONM MHTEpIIpeTa-
I[UY TIOTTyYeHHBIX pe3ynbTaToB. IIpy Hamu4nm Takoit BO3MOXKHO-
CTU Ha TePPUTOPUM JO/DKHA ObITh pasBurta u JHK puarHocruxa
(xak IOATBepKHAOLAsl AMATHOCTUKA), @ 9TO BO3MOXKHO TOJIBKO
Ha JJHK-cexBenarope. Tonbko mprobpeTeHe TAKOr0 KOMIUIEKCa
060pyHOBaHNS U €ro 3amycK OOOMAYTCs peruoHanbHOMY OIOf-
XKETY B CyMMy OKOMO 150 MWUmMoHOB pyb6reit. MoXXHO mOiTH
IO IIyTH 3aKmodeHnsa goroopos ¢ HUV, nmerommmu paHHYI0
anmnapaTypy Ha TEPPUTOPUM C IOKYIKOM PEaKTMBOB Ha HY>KIbI
31 paBOOXPAHEHM:A PETMOHA, BOSMOXKEH M BapMaHT 3aK/II0YEHNA
norosopa ¢ PeflepaZbHBIM LIEHTPOM Ha OKasaHMe JJaHHBIX YCIIYT
I71S1 peTMoHa.

Eme opgHOit mpo6/1eMOil ABIAIOTCA HOCUTEIN IIaTOIOTUYHO-
TO TeHa, NX 00C/IeioBaHNe, TAKTUKA BelleHVs, IpefrpaByiapHast
IIO/ITOTOBKA ¥, BOSMOXKHO, BCIIOMOTATe/IbHbIE PENpPONYKTMBHbIE
TEXHOJIOT M.

Kak npumep MOXXHO ITpuBecTy ceMbio [I. ¢ X-CIienieHHbIM pe-
LIeCCYIBHBIM Op(aHHbIM 3a00/IeBaHVIeM.

Cembs [I. ¢ X-CLIeIUIEHHBIM PeLleCCUBHBIM Op(haHHbIM 3a6071e-
BaHyeM (puc. 2).

B MapupyTrsanmyu 9TuX NALUEHTOB [AO/DKHA OBITh CTAaTbs

pacxozoB Ha JTHK-AnarHoCTrKy y KpOBHBIX POJCTBEHHUKOB U3
TPYIIIBI PUCKA [0 POXK/IEHNIIO JIeTelt ¢ OpdaHHbIM 3a60/IEBAHIEM.
Kak BapuaHT 11 607IbHOTO C OphaHHBIM 3a00NeBaHMeM U I
€ro PoACTBEHHNKOB (IIOTEHIIMAIbHBIX HOCUTENEl MyTaInu) pas-
paboTaTh MeXaHM3M BK/IIOUEHNsI TAKUX JIIOfiell B PerMOHA/IbHbIE
IPOrpaMMbl OKA3aHWSI TIOMOIY C ITOMOIIBI0 BCIIOMOTATETbHBIX
METOJIOB PENpPOYKTUBHOM MENVUIMHBI C LOMMIUIAHTAIVIOHHOI
IMArHOCTMKO 110 KOHKPETHOI Op¢aHHOI TaTONTOT UL

Ha cerognsa umMeercs elle HECKONBKO TPyAHOCTEN. [lake Ha
9Talle BeleHIsI PerMOHaIbHOro cermMeHTa PeflepabHOro perncrpa
JINLL, CTPAJAIOIIVX XKV3HEYTPOKAIOIIMMI U XPOHMIECKVIMIL [IPO-
rpeccupyonymy pepkumyu (opdaHHbIMI) 3a00/IeBaHNMAMY, IPU-
BOJIAIIVMMM K COKPAIL[EHIIO MPOJJO/DKUTENbHOCTY SKU3HU IPaXKIaH
WIN X MHB/IMAHOCTI. B iprikase MuHICTepCcTBa 3paBoOXpaHe-
Hust PO ot 19 Hos16pst 20121 3a Ne950H «O popmax ZOKyMEHTOB
WIS BEJIEHMST PETVOHAIBHOrO cermenTa PefiepabHOTO PerncTpa
JINII, CTPAJAIOIVX XM3HEYTPOXKAOMMMI U XPOHMYECKMI TIPO-
rpeccupyouymu pegkumu (opdasHbIMI) 3a00/TeBaHNMAMIY, IPK-
BOJIAILVMM K COKPAIIEHIIO IPOfJO/DKUTEIbHOCTY SKI3HU IPAXKIAH
VIV VX MHBAJIMITHOCTY» YKa3aHo, UTO 3arloHeHne GOpMBI BefleT-
51 BpauoM, K KOTOPOMY a]MIUHICTPATVIBHO [IPUKPEIUIEH [IAIVIeHT.
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B camom Havasie 3ar10/THEHMsI PErUCTpa 9TO IIPUBEIO K Iy TAHUIIE,
YTO CYMTATH HOKYMEHTOM IIOATBEPXKAAIONMNM Anarao3? Iloatomy
B PETUCTP 3aKPaMCh OUIMOKI: B YACTHOCTH, TEXHIYECKIE — Bpad
HepeIyTal OMarHo3 U B perncTp ObUT 3aHeCEeH MALMEHT C AMarHo-
30M, YCTAaHOBJICHHBIM B YaCcTHOM LieHTpe. IIpn BbI30Be HaHHOTO
HalyeHTa Ha KOHCMIMYM M €ro J0OOCIeOBaHUM AMarHo3 Obll
cuat. [loatomy Ha Teppuropun HoBocubmpckoit obmactu 65010
IPUHATO a[MUHICTPATVBHOE pPellleHNe, YTO Mofiadya JJOKYMEHTOB
Ha BK/IOYEHNE B PErVCTpP MPOU3BOIUTCS TOMBKO MPU HATUYUU
3aK/TI0YEHNsI [TTABHOTO CHELAINCTA [0 Tpoduio opdaHHOro 3a-
6oreBaHmsI.

I mpospayHoil MapIIpyTU3alyM MAlJeHTOB ¢ OpdaHHBI-
M1t 3a00/IeBaHMSAMY YTBEPAUTD HEOOXOAVMBII OOLIMIT TTepedeHb
TOKYMEHTOB U aIMMHUCTPATUBHBIX JECTBMII, OIPENeIUTh OT-
BETCTBEHHBIX Ha Ka)XIOM 3Talle 3a MaljyeHTa ¢ op¢daHHBIM 3a-
6oreBaHmeM OT MBICTM 00 OpdpaHHOM 3a00/eBaHNUN Y MTALIMEHTA,
IO BBIPAOOTKY TAaKTWMKM BEIEHMsS 1 JIEYeHNs TAHHOTO MaIMeHTa.
MO)XKHO paccMOTpeTh NPeJIonaraeMyl0 TAKTUKY B OTHOIIe-
HUU K TalyeHTaM ¢ oppaHHbIMU 3a0omeBaHnsaMu: 1. Beectn
HepedYeHb CUMIITOMOB, IIPU KOTOPBIX CIELUAIICT 00sI3aH B KPYT
mndepeHIMaNTbHON AMATHOCTUKY BKIIOUUTh OpgaHHble 3a00-
neBaHus (Is1 MOHOTEHHBIX opdaHHBIX 3abomeBanmit); 2. [lpu
HOJJ03PEHNI VIV yBePEeHHOCTH Bpada B Ha/IMYMN Y ITAlJieHTa Op-
(aHHOrO 3a00/1€BaHNIA, Bpad 00513aH IOCTaBUTD 00 9TOM B 3BECT-
HOCTb IJIABHOTO MPOGMIBHOTO CrIelnancTa; 3. [laBHbIM onpere-
JITh IPOGUIBHOTO CIIELMaNNCTa IIPYU CUCTEME 3[{PaBOOXPaHEeHNs
B PeryoHe IO KOHKPETHOI HO30IOrMYecKort popMe U3 IPYIIIBI
opdanHbIx 3abomeBaHMil. VIMEHHO NPOQUIBHBIN CIIEI{MaINCT
OIpere/sieT fATbHEIIYI0 TAKTUKY 00C/IeOBaHIsI MIN [OOOCTIe-
TOBAHMS TAIVIEHTA U IPUHATYS PeIIeHNsI O Ha3HaYeHN Y JTedeHs
KOHKPETHOTO IaiueHTa. [laHHOe pelieHe JO/DKHO IPUHIMAThCS
1pogebHBIM CHELATICTOM Ha OCHOBAHMY 3aK/II0OYEeHVSI 13 CTa-
IIVIOHapa, a TaK e BBIIMCKY 13 aMOY/IaTOPHOI KapThl Ial[yIeHTa C
MeCTa >KUTEIbCTBA (3aBepeHHas [IAaBHBIM BPAdOM YUPEXKIEHNS),
U3 OLEHKV OOIIEro COCTOSAHNA IAlVIeHTa, C Y4eTOM 3TUOJIOTHUN
PasBUTHS JTAHHOTO 3a00/IeBAHNS, MM OCHOBBIBASICh Ha 3aK/TI0Ue-
HyM u3 demepanbHOro LeHTpa; 4. [Ipu ycTaHOBIEHUNM Y HalieH-
Ta opaHHOro 3a00/IeBaHVIA ITIABHBII IPOQIIILHBLI CIIeIMaIICT
YEOCTOBEpsICT Ha CBOeM O/IaHKe [MarHo3 ¥ HasHaueHVs Tepanuy
C yKasaHMEeM MENMKOMEHTO3HOTO IIperapara M €ro JO3MpPOBKU
HeOOXOIMMOIT [yIs JIeYeHMsI JaHHOTO MalMeHTa; 5. B crmopHbix
CUTyaUMsAX WIM B C/Iydae 3aTPyJHEHNs IPJ YCTAHOBJIEHNN [Va-
THO3a Ha TEPPUTOPUM TJIABHBII TPOMUIBHBIN CIIEIMATUCT MOXKET
BOCIIO/Ib30BATbCsI PETMOHANIBHO KBOTOM B yupexxpeHun dene-
PaIbHOTO YPOBHS MIsl TOOOC/IEOBAHYS MTAL[IEHTA U BBIPAOOTKI
TaKTUKU Be[leHNA JaHHOTO MallMeHTa JIU CO3BaTh KOHCUIYM 13
CMEXHBIX CIIEL[MaICTOB [y PeLIeHVsI BOIIPOCa O BBIPAOOTKM
Ja/bHeNIIeN TaKTUKI 10 KOHKPETHOMY IAIVIEHTY.

6. Ha ocHOBaHU 3aK/TI0YEHISI [TTABHOTO ITPOGIIBHOTO CITIeL-
a/ICTa Bpay MONMKINHIYIECKOTO 3BeHa, K KOTOPOMY IPUKpeIIeH
IHAIMEHT 3aMo/IHAeT POPMY YCTaHOBIGHHYIO ITpuKasoM M3 ot 19
HOA0pA 2012r. 3a Ne950H «O ¢opmax JOKYMEHTOB I BeleHUA
permoHanpHoro cermenta OemepanbHOrO perucTpa i, CTpajga-
IOLVX SKMBHEYTPOXKAIOLMMI I XPOHUYECKUMH IIPOTPecCUpYIo-
M peakmu (opdaHHbIMI) 3a00/1eBAaHVSIMIAL, TIPUBOJAIINMU K
COKpALLeHNIO IPOLO/DKUTEIBHOCTI XKIBHIU TPKIAH WIN X UH-
BaIMJHOCTI» O BK/TIOYEHME JaHHOTO MAIVeHTa B PerMOHATbHBII
cermeHT DeflepanbHOTO PETUCTpa;

7. 15151 9eTKOI paboThI B IOMK/IMHIYECKOM 3BeHe C ITalieH-
TaMI C YCTAHOB/ICHHBIM Op(aHHBIM 3a060/I€BaHIEM PEKOMEHJIO-
BaHO MapKMPOBAaTh TUTYIbHBII JIUCT aMOY/IaTOPHOJ KapThI IaIV-
eHTa (OCHOBHOII MarHO3, HOMep B PETUCTpe, faTa BKIIOYEHNU B
perucrp);

8. [yt MoHOTeHHBIX OpdaHHBIX 3a00/IEBAaHMIT JOMKHO OBITD 2
IpOQUIbHBIX [JIABHBIX CIELMAIICTA: CIIeLMA/INCT 10 TeHeTUKe U
CIIEIMA/INCT [0 OCHOBHOMY K/IMHIYECKOMY IIPOSIBIICHNIO.

9. Ilna sarmycka IpOLieRypbl BBIJIEICHUS [EHEXXHDIX CPeICTB
IS 3aKYIKM IIperapata HeOOXOLVMOrO MalMeHTy SO/DKEeH OBbITh
YTBEPX/EH IepedeHb HOKYMEHTOB, IIPeSOCTAB/SIEMBIN B OTHEN
JIEKapCTBEHHOTO OOecreyeHnsI.

Cmncok mureparypsr: 1.Kennem JI. JJwonc. Hacnedcmeennvie cundpomvr no Jjpeudy Cmumy. Am-

nac-cnpasounux. Ilep. ¢ anen. - Ipakmuxa, 2011. 1024 c.; 2. Kosnosa C.J1., [l H.C. Hacnedc
0 . 3-e usoanue. 2007. 448 c.; 3. Kpac-

P
nononvckas K. JI. HacnedcmeenHvie Gonesnu o6yeHa eeuyecms.; 4. www.omim.org

¢ u med K0€ KOHC
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TekeT: Tumyna O.B.

Ysen OO11eCTBEHHOM 1aIaThl
Pecry6sinku TaTapeTaH; ipeaceaaTesb
paBjieHusa Acconpanum

cuHzgpoma Petra

Poccum monmHBIM XOZOM MAYT HPOILECCHl MOJE€PHMU3ALNN

3[IpaBOOXpaHeHNsI, MHKII031M B 00pa3oBaHUy, Pa3BUTHUS

TOCTYIHOII Cpefibl, HO, K CO’Ka/IeHNIO, IeTV C CUHIPOMOM
PeTTa mo-mpeXXHeMy OCTAaOTCA BHE CUCTeMbl 0Opa3soBaHMA U
peabuanuTanuy, [UarHOCTUKA OCTAeTCSA TPYSHOLOCTYIIHOI, Po-
OUTENISIM 4acTO TOBOPAT: «Mbl He 3HaeM, YTO Je/aTh C BAalllUM
pebeHKOMY.

Bonbuioro Tpyga cToUT NMOZHMMATbh BOIPOCHI MaleHbKON
TPYIIIBI fieTell C 3TUM PeAKUM TeHeTHIeCKUM 3a00/IeBaHMEeM.
BoIsiBIeHHBIX feTeil Bcero mo Poccun uyTh 60mee 350 denoBex,
B TO BpeMs, KaK Ha Kaxzabie 10 000 - 15 000 HOBOPOX/IeHHBIX
DeBOYEK IPUXOANUTCA OfjHA AeBOYKa C CMHApPoMOM Perra. ITO
3HA4YuT, 4T0 B Poccunm ¢ curppomom PerTa fOMKHO OBITD, KakK
MuHUMYyM 3000 meBOYeK M XKEHIMH, a €CTh ellle PeIKIe CIIydan,
Korja cuHapoM PeTTa BcTpeuaercsa y Malb4MKOB.

— IICUXOHEBPOJIOTMYECKUIL CUHIPOM,
XapaKTEePUSYIOUIMICSA TsDKENbBIMM  AUCHYHKIUAMU, TaKUMU
KaK [I0Tepsi MaHyabHOI (PYHKIMM 1 pedeBbIX CIOCOOHOCTEI],
KOTHUTUBHBIMU, KOMMYHUKATUBHBIMY, COLMAJIbHBIMU, IOBe-
HeHYeCKMMNU ¥ (QYHKLMOHAJIbHBIMU HapylleHuAMHU. BrepBble
NOAB/IAETCA B BO3pacTe OT 6 1o 18 mecsaues, clefyer 3a IepBo-
Haya/IbHbBIM OTHOCUTE/IbHO HOPMAaJIbHBIM II€pUOJIOM PaHHEro
passutusi. CP cumraercst BTOpbIM Hanbojee 4acThIM CUHPO-
MOM, BBI3BIBAIONIMM MHOXKECTBEHHbIe HapyllleHusA cpeiu fe-
Boyek mocne cuuapoma Jlayna. Vinausup ¢ CP mpepcrasnser
KOMITIEKCHYIO KIMHUYECKYIO KapTUHY, KOTOpast TpebyeT OlleH-
KU C MCIIOIb30BaHMeM MEeXIVMCUUIIIMHAPHOIO IIOJX0a.

B Poccum oTCyTCTBYIOT LIeHTPBI, Ky#a Ha oOcefoBaHue un
Ha peabMINTAIVI0O MOXXHO HaIllpaBUTb peOeHKa C CMHPOMOM
Perra. Ilomo6OHas cuTyanus XapakTepHa s OONbLUIMHCTBA
penkux 3aboseBaHuIl, BIABAsAEMBIX B Halllell cTpaHe. 3a pybe-
JKOM 4acTO (PYHKIMY MOZOOHBIX LIEHTPOB OepyT Ha cebs Kiu-
HUKJ, WIN KOMIUIEKCHBIE MeIMKO-COLMaTbHO-peabuInTaLu-
OHHBIe LeHTpbl. OHM He TONBKO paboTaloT C MalieHTaMU, HO
ABJIAIOTCA METOLMYECKO! MYIbTULMCHUIUIMHAPHON IIOLaf-
KOIf 1711 06yYEHNA CIIeMaNTiCTOB, @ TAKXKe UCCIIe0BATENbCKO
623011 1A c60pa HAYYHOTO MaTepuaa.

B Hacrosmee BpeMs He cymjecTByeT nedenus gna CP, Ho 06-
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LERTP L9 RETEN

G PELRMMMA 3REONEBRRUAMA:
MESTR WAN PERNIBROCTD

parumocTb npusHakoB CP Ha MoieNAX Mbllllell BO BPeMs HEO-
HOKPATHBIX VICCIEJOBAHMII, JAIOT HALEXAY Ha Oypylyee use-
yeHue nanueHToB ¢ CP. CeropHs, IOMUMO IOMCKA JTeKApPCTBA,
Haubosee akTyanbHa TeMa 3¢ GeKTUBHOTO MOALeP>KUBAIOLIETO
JledeHNs, TaK KaK OHO 3HAYNMTETBHO MOXET YIYYIIUTb CUM-
IITOMBI, KOTOpPbIE XapaKTePU3YIOT CUHAPOM. MHOro4YMC/IeHHbIE
" pasHOOGpasHble 0OpasoBaTe/IbHble U TePANEBTUYECKIE TO-
TpebHocTN manueHToB ¢ CP, BMecTe ¢ OTHOCUTENBHO JOJTOI
IIPOZIO/DKUTENBHOCTDIO XU3HU (1o 60 1eT), TpebytoT mpodec-
CMOHA/IBHOTO MEXAUCIUIUIMHAPHOTO moaxona. K coxaneHuo,
naguenTsl ¢ CP 1 MX ceMbyu He BCerja MONYYAlOT HAMIy4llee
BO3MOXXHOE JIeUeHIe U peabuInTaluio.

Hamubonee mspectHble PeTT-LeHTpbl (QYHKUMOHUPYIOT B
Wspanne (Uentp cunppoma Perra, Ten Xamomep), [IBennn
(Pert-mentp B Actepcyn), CIIA (Perrt-ueHTp B XbIOCTOHE).
B kauecTBe mpumepa, cumTaeM Ba)KHBIM Has3BaTb LleHTp s
MOfell ¢ pefKuMM 3ab0NeBaHMAMM KaK IOfpasfeneHue Ha-
LMOHAJIBHOI CIYXObl 10 pegkuM 3aboneBanusm Hopserun
(Opamby, mynunumnamuter Cku).

LEHTp BK/II0YaeT B cebsl IBe OpraHusanum: Me-
AMIHCKOE OT/ie/IeH e B e TCKOM MeANIMHCKOM 1eHTpe Cadpa
B Ten Xamromep m ob6pasoBaTenbHO-PeabMINTALMOHHYIO KO-
maHzy. OcHoBHas 1eb LleHTpa - ynydleHne KayecTBa >KU3HU
nanueHToB ¢ CP n nx cemeit. llenu moCTUTAIOT HECKOMBKUMM
NyTAMM: yay4ias nHGOPMMPOBAHHOCTb O cuHfpoMe PeTTa
Cpeny HacelleHUs U Bpadeil, CBA3aHHBIX C PO eCcCHOHaNbHBI-
MU co00IeCTBaMy; OKa3bIBasi MOJ/IEPXKKY M KOHCYIbTUPOBA-
HMe popuTeneii manueHTos ¢ CP; onennsas nauuenTtos ¢ CP xo-
MaHJI0J1 9KCIIePTOB; CHabXXasi PyKOBOJICTBAMY CIIEL[MA/TNCTOB B
00pa3oBaHuM 1 TepaIeBTOB, paboraouux ¢ naguentamun ¢ CP;
npopsuras u GpuHaHcUpys uccnefosanus no CP. MegnunHckoe
ormenenne eHtpa (PeTT KIMHMKA) MMeeT I[e/bI0 OKa3aHUe
Pa3HOCTOPOHHET0 MEAMIIVHCKOTO OOCTYy>KMBAaHMA IAlVeHTOB
¢ CP 1 ux cemeit B IIONIBITKE OTBETUTb HA UX MEAMLMHCKIE, Te-
pameBTUdYecKye 1 06pa3oBaTenbHbIe HOTPEOHOCTI, IPUHUMAS
BO BHMMaHIe YHUKAJIbHbIE XapaKTePUCTUKYU U TPeOOBaAHNA IS
Ka)XJ0r0 pebeHKa M ero ceMbi. ITU CIYXXOBI HallpaBIeHbl Ha
oMo1b pe6eHKY, YTOOBI JOCTUTHYTH ONTUMAIbHOTO QYHKI{U-
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OHNMpPOBaHNA. [IMaTHOCTUKA U OIIEHMBAHUE B YUPEXKTEHNUU
IPOBOJMTCS CIEAYIOINM 06pa3soM: KOHCY/IbTUPOBAHME /s
CeMbM U [IPYTUX HMOAJePXKMBAOIINX CTPYKTYpP; peKOMeH/ia-
LUUU U yKasaHUA g MHAUBUAYa/IbHONM IIPOTPaMMBbl; pery-
JIApHBIE TTOC/TeAYIONIe IPOBEPKN COCTOAHNA ¥ MPOTPaMMbI
nedeHMst Kaxxjoro kiameHra. O6pasoBarenbHO-peabuanTa-
I[MOHHAasA KOMaHAa — 3TO MEXJUCHUIUIMHApHAasA KOMaH[Za,
COCTOAIAsA U3 CHEelMaNbHOIO YYUTe/A, MY3BIKaJIbHOTO Te-
paleBTa, JIOTOIefa, TepaleBTa 10 TPYAOBOIL Tepanuy 1 ¢u-
3uoTepamnenTa. l]enpio 3T01 KOMaHAbI ABIAETCA IPOBELEHNN
OLIEHK) U OKa3aHUM MOMOILIYM 110 OOyYeHMIO JIsi KaK[JOro
pebeHKa B Ipefenax CleluanbHbIX 06pa3oBaTe/IbHBIX MPO-
rpaMM B MeCTaxX IPOXXMBAaHMA B HPUCYTCTBUM IIepCOHaa
u cembu. Komanpa CP paspaborana yHMKaIbHYIO MOJE/b
OILIEHKM, KOTOpasi [jJaeT OTBETHI Ha Pa3HOOOpasHble MOTPeO-
Hoctu nanuenTa ¢ CP.

ObUL OTKPBIT OfMH W3 IEPBBIX B Mupe
PerT-neHTpOB. lleHTp BemeT mMcHaHCEPHBIN ydyeT feTell u
B3pocnbix ¢ CP, ato moutn 300 yenosex, n3 Hux 70 4emoBek
— @XErofHO MPOXOMAT KypC peabuMamMTaIiuy, CIeluanuCTbl
I[eHTPa COCTABAIT IPOTHO3 ¥ MHAUBY/YaIbHYIO IPOTpaM-
MY peabuanTanym, JAT PORUTENAM U CIelMaN-
CTaM Ha MeCTaX, pabOTaIUX C JeTbMU, IO-
SICHEHUA K Hell.

HeCKOIbKO PeTT -1jeHTpOB,
0 HUX MOXXHO IpPOYNTATh M B Hayd-
HOJl /uTepaType, M Ha caitax 06-
IIeCTBEHHBIX  OpraHMsanuii. B
Perr-nenTpe XbIOCTOHA IIOJ Ha-
OmofieHneM HAaXO[ATCS, B TOM
qucne, n getu us Poccun. Ham
BUJUTCA, YTO MHEHUE MaM Jie-
Tell, KOTOpble IOe/IN/INCh BIIe-
yaTIeHnAMM Ha QopyMe caiiTa
Acconuanun rettsyndrome.ru,
ropasf0 MHTepecHee, IIOTOMY
YTO 9TO B3TIAM USHYTPU: «Y HpO-
¢deccopa manueHTsl oT 2 0 65 JIeT.
Bce ¢ cunppomom PETTA momxHbI:
KaK MMHUMYM pa3 B TOJ [enaThb

9KT c orcnexusaem Long QT syndrome
(cmHZEpoMa  yOIMHEHHOTO MHTEpBaa)
93T, nocemarb CTOMATOJIOTa, OPTOIesa (It
KOHTPOJIA CIACTUKM MBIIIL, CKOMMO30B M T.JI:).
briBaer, yro npu Perra, uayT Takme HapylleHUS, YTO
pebeHOK TepsieT ammeTut, 1160 MI0XO0 JKYeT U TepsieT Bec.
[TpuxoauTcsa BBOAMUTH cHenmnuTaHue. J/IIogum ¢ CUHAPOMOM
PerTa He CMOTYT XUTb OfHHU, UM Bcerga 6ymeT TpeboBaThCs
IIOMOIIb, KaK TOMa, TaK ¥ Ha ynuie. Bpau ckasain, 4To Heo06-
xoguma ATPECCUMBHAS TEPAIINMS (tepanusiMu OHUM Ha-
3BIBAIOT 3aHATHUA C JEeTbMI), TO ecTh nocroauHo: SPEECH
THERAPY (noromnep 1 medeKToNOr IIIOC KOPPeKIMOHHBI
caguk); OCCUPATIONAL THERAPY (repanus 3aHATOCTH,
9TO KOIfja peOeHKa y4aT CHUMATh 00YBb, 3HAKaM KOMMYHH-
Kauuu (KapTOYKM, XKECTBI, U T.JI.) BIEPEeMEILIKY C TAKTU/IbHBI-
MI CEHCOPHBIMHU YHpaXHEHWAMN, IOTTaXXKMBAHNAMU CIIel.
IMIeTOYKAMH, pacKauMBaHMe Ha KadelAX C BBIIOTHEHUEM
ynpaxHenuit n 1.15.); PHYSICAL THERAPY (dusuueckas
tepanus un JIOK, He nmyTath ¢ Pusnorepanueir npubopa-
mn); WHATER THERAPY (BogHas Tepammsi, IIaBaHue),
Leap - paccnaburth HepBHyW cucremy pebenky; HYPPO
THERAPY win THERAPEUTYCAL raiding (ua BpIGOp -
UIIOTEpanusi WIX TepaleBTHYecKas e3[a); MOXHO joba-
BUTb MY3BIKa/JbHYI0 Tepamnio». K crmoBaM Mambl, omy6mu-
KOBaBIIEll CBOM BIIEYAT/IEHUA O IIeHTPe M peKOMEHJaIuAX
npodeccopa, gobasiio, uro B nerrpax CIIIA Ha yueTe cTOAT
nopAzka 4000 yenosex ¢ CP, KOTOpble €XeroflHO MPOXOAAT
mucraHcepusanuio B Perr-nenTpax. llenTp B XplocTOHE — He
enMHCTBeHHBI PerT-11eHTp B CIIIA.

PEJKUI XKYPHAJI

IIA TAaIMeHTOB C pef-
KMMI 3a00/I€BaHUSMM, T/ Pa3pabaThIBAOTCS, COOUPAIOTC
Y pacIpOCTPAHAIOTCA MEXAUCLUUIUIVMHAPHbBIE 3HAHUA MJA
JIOTeN ¢ pegKMMM AMATHO3aMM BCeX BO3PAacTOB U ITAIOB
KIU3HU, U UX CeMell, ¥ MOCTAaBIINKOB YCIYT, TO €CTb, CHeIu-
anuctoB. Haumnas cBoro pa6oTy ¢ 1952 roga, cerogHs ato
OO0IIleHAIOHATBHBIN [[EHTP KOMIETEHI[MN /I PeNKNUX 3a-
6oneBanmit, puHaHCUpPYyeMblil U3 (efepaqbHOro O KeTa,
NpeOCTAB/AIONINIT  pa3HOOOpasHble JOMOTHUTENbHbIE K
OOBIYHBIM YCIIYTH, 9TO - MECTO BCTPEYM /IS CeMeli U CIelu-
QINCTOB, IS IeTell 1 B3POC/IbIX, 60ee deM 120 gnarHosos,
Ha IIPOTSDKEHUM BCeil XKU3HI.

B HOs6pe mpoworo roga Ha cCOOpaHNM TUEPOB HALIVIO-
HanbHbIX acconnannit Cuugpoma Perra B BeHe 6butn mpep-
cTaBieHsl crepymouue Pert-mentper: Rett clinics in Austria,
Rett clinics in UK, Rett clinics in Denmark, Rett clinics in
Italy, Rett clinics in Catalonia, Rett clinics in Germany, Rett
clinics in France (project and clinical trials), Rett clinics
in Sweden, Frambu Resource Centre for Rare Disorders in
Norway, Rett clinics in Northern America, - Bce KIMHUKN
U LeHTPbl HallMOHAJIbHbIE, TO eCTb paboTa0T, IpeuMylle-

CTBEHHO, Ha COOCTBEHHDBINI KOHTUHIEHT - >KUTENen
CBOE€I CTPaHBbI.

Hama opranmusanus Ha CBA3K C pO-
OUTEeIAMIN U3 pasme YI‘OIIKOB POC-
CUM, U, TOYTH BO BCeX CYObeKTax
CUTyalMs OAMHAKOBasA: IIO3[HAA
IOVAaTHOCTHUKA, cnabas MHPOpMMU-
POBAaHHOCTD Bpadyeil, OTKa3 B pe-
abuinranyuy u o6y4eHun, poxu-
Te/V OfVIH Ha OJIH OCTAIOTCS CO
CBOMM pebGeHKOM U ero mnpooie-
moit. Curyaums ycyrybisercs
C B3pocCjIeHMeM peOeHKa, )XUBYT
TaKle MaleHThl I0JITO.
«Accoumanus COMleCTBUSA
607bPHBIM CUHPOMOM PerTa» BBI-
CTYTWIa C MHUI[MATUBOI IO CO3/JaHUI0
[lenTpa KOHTPOIA 32 PYHKIMOHATTBHBIM
COCTOAHMEM JieTell ¢ cuHgpoMoM PerTa Ha
6ase HVMIKWII TBOY BIIO PHVIMY um. H.J.
IInporosa Munszapasa Poccun; a Takxe nogpep-
Kajma upeo cosganus llentpa peabmnuranum pereit ¢
penkuMu 3ab0eBaHNsIMY, B TOM 4lC/Ie ¢ CMHAPOMOM Perra
B I. Opén. Hipke Mbl IpuBOAUM B IpuMep PyHKINUM, KOTO-
pble Mor 6bI B3SITh Ha Cebs MOOOHBII [IEHTP, C ONMMCAHIEM
IpOLeAyp U MEPONPUATHIL COTTACHO CTAUAM Pa3sBUTUA 3a-
6oeBaHus.

HoBopoxaeHHbIe U TeTH KO ABYX JIET.

AVMATHOCTHKA, OOC/IeOBaHNs, TeHeTH-
yecKue MapKephl, MOJIEKY/IAPHO-TeHeTHYecKye aHaIN3bI
(nccneposanust MECP2), a taxxe «MorekynspHoe nccie-
IoBaHMe HecOaJaHCUPOBAHHBIX XPOMOCOMHBIX MMKpPOAQHO-
Manii MeTOLOM CPaBHUTEIbHOI TeHOMHOI IMOpUau3anun
(array CGH) - MonexynsgpHOe KapMOTUIIMPOBaHUE» I
ZeTell, y KOTOPbIX paHee He ObUla OOHapy)keHa MyTauus
TUINYHAA A1 cuHfgpoma Perra. [Ina mporHosa m ompefe-
JIeHNA TedeHMs 3a00jeBaHNUA, Ha3HAYCHUA Tepaluu pe-
OeHKa TaK)Ke Ba)XHO 3HaTb X-MHAKTUBALMIO XPOMOCOMBI, a
TaK)Xe KOHTPONMPOBATh NMPEAPACIONOKEHHOCTb pebeHKa K
SMU-TIPUCTYTIAM, ANA 4ero HasHadaeTcs DOI- MOHMUTOPUHT.
[TockonbKy aHaIM3bl BO3MOXKHBI B OCHOBHOM B MOCKBe, He
MHOTHME CEMBU MOTYT «[0€XaTh» WIN «OTIPABUTb aHATU3» U
HOTY4YUTb HOATBEPXK/ICHHDII [UAaTrHO3 «CUHAPOM PerTar mia
cBoero pebenka. Ilonyunts paciundpoBKy aHamu3a 1 MION-
HOIIEHHYI0 KOHCY/IBTAIL[MIO KIMHNUINMCTA, BCe B OJTHOM MecTe
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- ronpko B MHVMW neguarpun (1 o oT3biBaM pORUTENEN 1 10
HawmuM HabmofeHnsam). CrennanucTtel, paboTaoline B Ha3BaH-
HOM IIeHTpe, MMEIOT AJIMTE/NbHBIN 1 6OraThlil OIBIT KOHCY/IbTA-
UM DIalMeHToB ¢ cuHApoMoM Perta c1991 ropa.

Hetu ot 2 net go 4 nmer. Camasd cKOpoTe4yHas U
omacHas cTajus s pebeHka. [IMTbCs MOXeT Hefje/iu U Me-
canpl. XapaKTepusyeTcs moTepeil pe6eHKOM IPUOOpPeTeHHBIX
HaBBIKOB, II03HABATENIbHOI CIIOCOOHOCTH, pedy, YMEHNUs [0/Ib-
30BaThCA PYKaMM, HapyIIeHMEM KOHTAKTa C OKPYKAIOI[VMIL,
nprobpeTeHeM PY4YHON CcTepeoTHIMu. MOryT HadaTbCs Cy-
poporu. ConpoBoxzaeTcsi 6eCCOHHUIEN, 3aTSHKHBIMU IIPUCTY-
naMu GecriokoyicTsa. Ha maHHOM CTagumu KOHTpPO/b 3a
COCTOsIHMEM pebeHKa CO CTOPOHBI Psifia CIENVanucToB (megu-
aTp, SNMUJIENITOJION, HEBPOJIOT), KOMIIETEeHTHbIE KOHCYIbTALINN U
HasHadYeHUs Tepalul, Ipernaparos, IOMOIIb POAUTENAM B Op-
TaHM3ALNY KU3HMY, JIedeHUN 11 peabunuranuu pebeHka.

Hetu, ctapute 4 neT. OT JOIKOIBHOIO UM JJO PaH-
HETO IIKO/MBbHOTO BO3pacTa, AAUTCA TofjlaMiu. XapaKTepusyeTcs
CHIDKEHNEM WHTE/IEKTYa/lbHON JeATe/IbHOCTHU, HapyLIeHNeM
[IOXOJKY, CYyFOpOraMu, IJIOXOil IpuOaBKoOIl Beca, HO ylydlie-
HIUEM 9MOIMOHA/IbHOTO KOHTakTa. CBsA3aHHbIE C Ha3BaHHBIM,
npobnemsr: kudo3, cKonnos, gedopmarys HIDKHUX KOHEIHO-
creit, JucTpodus, HpobIeMbl C XKeNTyIKOM, aTaKCus, allpaKkcus,
npyrue npo6nemsl. COOTBETCTBEHHO, 3a COCTOsIHMEM pebeHKa ¢
CUHAPOMOM PeTTa HY>KHO IIOCTOSIHHO HAaOIIORATh CIefyOLM
CHelaniCcTaM: SIIIENITONIOT, HEBPOJIOT, OPTOIef, XUPYPT, Ta-
CTPO3HTEPOJIOT, AUETOJIOT, IIy/IbMAaHOJIOT, IICUXO/IOT, 0(pTaTbMO-
JIOT, TIOZPOCTKOBBIN TMHEKOJNOT, Apyrue. Hy’keH MOCTOAHHBIN
KOHTPOJIb 33 YXyZALIeHNeM/M3MeHeHNeM (YHKIMOHAIBHOTO CO-
cTosiHus pebeHka ¢ cuugpomom Perra.

Bspocrnpie fetu. YeTBepTylo CTafiui0 NPUHATO HAa3bIBaTh —
TepMUHa/IbHAsA - IPeACTaB/sAeT cOO0T HpOrpeccupoBaHime JBuU-
raTe/IbHBIX HapylieHuit. JleTu cTaHOBATCA 00e3IBIIKEHHBIMU,
HapacTalT CIACTMYHOCTD, MbIIIEYHbIe ATPOPUM ¥ BTOPUYHDIE
opromennyeckre gedopmanuu (ckonmos), y psipa OOTbHBIX
pasBuBaeTCA KaXeKcuA. B TaKoM COCTOSAHUM MaIiMeHThl MOTYT
mpeObIBaTh flecsiTKaMu jeT. HecKonbKo MccieoBaHMil IIPo-
OOJDKUTENbHOCTU >Xu3Hu 6onpHbix ¢ CP B CIIA, Kanapme un
ABcTpanuu mokasanu, 4To 1o 20-7eTHero Bo3pacTa JOXXKMBAOT
okono 80% >xeHmMH ¢ cuHApoMoM Perra, mo 35 et - 75%, a
no 50 net- 50%. IIpu CP omucaHa BHe3alHas CMepTb, U Cpe-
IV BO3MOXXHBIX €€ INPUYMH YaCTO pacCMaTpPUBAETCsA CUHAPOM
yanuHenHoro untepsana QT. Ha aToit cTaguy moHagoOuThes
KOHTPOJIb TAKOrO Crenuanncra (MOMMMO paHee Ha3BaHHBIX),
KaK KapAMosIOL, @ TakXKe, CTy>KObI ITa/UIMATHBHOI TOMOLII.

ExxenneBHO B Mupe poxxjaerca okono 180 ToicAY HmeBOYEK,
kaxjasa 12 — ¢ CP. ¥ike ceifyac B Acconyanumy 3saperuncTpuposna-
HO 166 cemeit, BocnuThiBaromux geteit ¢ CP 13 pasHbIX cy6Db-
extoB Poccum (caiitr Accoumanum rettsyndrome.ru mpocma-

TpuBaloT B 83 ropogax P®, u B 110 cTpanax Mmpa, COIrlmacHoO
CTAaTUCTUKE caiiTa), a JMArHo3 cTaBAT 0 50 meTAM B TOJ] TOTbKO
B Poccuu, o4eBnaHO, 4TO BOCTPEOOBAHHOCTD CHENNAIBHOTO
LeHTpa oueBupHa. lereit ¢ cungpomom Perta B Poccun momx-
HO HacuuThIBaThca Gomee 3000.

Anroputm KOHTpOJIS 32 QYHKIMOHATBHBIM COCTOSIHIEM ITa-
1ueHToB ¢ CP MOXeT OCyIecTB/IATHCA CIEAYIOMUM 00pa3oM:

1). HampaBieHue Ha TeHeTUYeCKIIT aHa/MN3 KPOBU (IUCTaH-
1MOHHO, omnaduBaercs OMC, HanpaBisieT IepBUIHOE 3BEHO,
NN MEOUKO-TEHETUYEeCKaAa HaéOpaTOpI/IH I10 MeCTY HpO)K]/[Ba-
Hus pebeHKa);

2). Koncynprauys xnmuaunucra. Ilocne nmomydenns pesyinb-
TaTa aHanusa, Munsgpas (06/131paB, Kpail3paB) [O/KEH BbI-
[eUTb KBOTY U HAaIIpaBUTb pebeHka Ha oOcnegoBanue B LleHTp
o penkum 3aboneBanusm (neutp CP), rme pebeHok mpoiier
BCe HA3HAYEHUS KIMHULIICTA, ¥ PORMUTENN IOMYdIaT €ro 3aKIIo-
JYeHIe, IPOTHO3 U pEeKOMEH/IAI[IN;

3). OpuH pas B monroga (Ko 7-71eTHero Bospacra pebeH-
Ka), ¥, 1 pa3 B rop 4O KOHIA XKM3HU, pe6eHOK (B3pOCIblii) ¢
CP noceujaer lentp mo pepkum 3abonesanusm (teutp CP). B
moceleHne JO/DKHO BXOAUTD: KOHCYIBTAL[UY CIEI[MANNCTOB (B
3aBUCHMOCTY OT BO3pPAcCTa — OIpefe/IeHHbII HAbop CIieranm-
ctoB). focnuTanusanys B TedeHNN 2 Helenb C POSUTENIAMIL.

Hapexna ectb, Mbl nonydmnu orseT us M3 PO: «B 2015
rogy M3 PO coBMecTHO ¢ IpodeccroHaIbHBIM COOOIeCTBOM
POCCUIICKUX T€HETUKOB paspaborano npoekt KoHijenmum oka-
3aHUA paHHE IIOMOIIU JEeTAM C TeHeTUYeCKUMIU OTKIOHEHMN -
Mmu (manee - KoHuemnums), B TOM 4MC/ie U ¢ CMHAPOMOM Perra.....
[lemecoo6pasHO paccMOTpeTb BO3MOXKHOCTb OpraHM3aLUN
€/IMHOTO HallMOHa/TbHOTO HAyYHO-K/IMHUYECKOTO CIelMann3u-
POBaHHOTrO ¢efiepaIbHOr0 FOCYAAPCTBEHHOTO YUPEKICHNS /IS
OKa3aHMsI MeJUIIMHCKON IIOMOIIY OONBHBIM C BPOXKEHHBIMI U
HaCIeCTBEHHbIMU 3a00/1eBaHUAMY I HaubosIee OMHOM oy~
ArHOCTMKY, BKJIIOYAIOLIEi KIVHUKO-Tab0opaTOpHbIe U UHCTPY-
MeHTajbHble VICCIENOBaHMS, JieueHe Ha OCHOBe HOBENIIUX
TEXHOJIOTUI, a TAaK)Ke PaspabOTKM HOBBIX 9THOIATOreHETHYE-
CKUX CIIOCOOOB JIeYeHNsI HACAECTBEHHON MaTomorum». [Icuxo-
COIIMAZIbHOE COIIPOBOXK/IEHME CeMbM, B KOTOPOJ BOCHUTBIBA-
eTcsl pebeHOK C TeHeTUYeCKMMY OTKIOHEHNSIMHU, B TOM YMCIIE,
KOHCY/IbTMPOBaHIe CEMbU U BHEpEHe CUCTEMBI 00pa3oBaHMs
poBuTeNeit feTell ¢ TeHeTUYeCKMMM OTK/IOHEHUAMM, OpTaHN3a-
1A PasBUBAIOIILEN CPefibl I eTeil paHHETO BO3PACTa, BBIAB-
JIeHNe CIelaabHbIX 00pa3oBaTeIbHBIX IOTPEOHOCTEI TeTelt ¢
HapylleHMeM pa3BUTHA B TOW MM MHOM cdepe, co3maHme yc-
JIOBUMIL /151 MX OOy4YeHMsI SIBJISIIOTCS OfHOI 13 IPUOPUTETHBIX
3amau Konuenmmm».

\!

CuHOpoMm
PeTTa

MwpoBoii koHrpecc. Maii 13-17, 2016 | KasaHb

BmecTe nogHnMasch Haa MeyTon

Mpurnawaem Bac 1 YieHoB Balwnx opraHn3sauu NpUHATL y4acTue B paboTte
MupoBoro KoHrpecca no cuHgpomy PeTTa, koTopbi nporpeT B KaszaHu 13-17 man

2016 ropa!
‘ 370 yHMKaJibHOe cobbITMe NMPOXOAUT OANH Pa3 B YeTbipe roJa 1 BrepBble COCTOMTCA
‘ B Poccun! OHO cobepeT B 0IHOM MeCTe y4YeHblX, CneunaancTos (Bpaven, neaaroros,

NCcMXos10ros, counasibHbiIX 1 MeANUNHCKNX pa60THMKOB, pea6VIJ'IMTOJ'IOFOB), poACTBEH-
HWKOB NALMEHTOB C CMHAPOMOM PeTTa n Apyrux peaknx 3aboneBaHun. CoctoaTcA Hayu4-
Hble CeKUunn n CMMNO3nNyMbil, I'IDOd)eCCVIOHaﬂbeIe n poantTenbCckne WKOJbl.

MoapobHocT Ha canTe KoHrpecca: www.worldconress2016.rettsyndrome.ru
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MHEHWE OKCITEPTA
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TekcT: beaskos /I.B.

HcnomHUTEIbHBIN AUPEKTOP
MPBEOOMU «Co103 maijieHTOB U MaIrieHTCKUX
opraHu3aIuii no peJKUM 3a00IeBaHUAM»
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®© B Poccun npogokaeT TpuyMdaabHO IIeCTBOBATb IIPOrpaM-
ma «Cemp Hosomoruit», pesynpraramm KOTOpPOIL, Graromapsi
Pery/ApHBIM, IIPO3paYHBIM (QefiepalbHbIM 3aKyIKaM JeKap-
CTBEHHBIX CPEJICTB, YAAIOCh ZOOUTHCS 3HAYNTEIBHOTO YIydIlle-
HUS COCTOSIHUA 3[0POBbA MAIVIEHTOB, B TOM YJC/IE C Ye€THIPbMA
penkumu 3aboneBaHusiMu. IIporpaMma Mo3BOIMIA MHAMIYIHO
YBEMMYNTb KOMMYECTBO IAIVIEHTOB, YYaCTBYIOUIMX B IIPOrpaM-
Me, 3a CUeT OINTOBBIX 3aKYIOK, IIOCPECTBOM L[€HTPa/lIN30BaH-
HBIX TOPIOB, CHM3UTb CTOMMOCTD IIAPTUY JIEKAPCTB, a CIefi0Ba-
Te/IbHO, 9KOHOMUTD PeCypPChI, TAKXKe MIPOrpaMMa CIocoOCTByeT
YCKOpPEHHIO IIpollecca MMIIOpTO3aMelleHns: B 006/acTu jeKap-
CTBEHHBIX CPEJICTB. 3a rofibl pabOTHI IpOrpaMMa IIO3BOJIIIA: CO-
3aTh YHUKAJIBHYIO /st Poccum cucTeMy MOHUTOpMHTA ¢ dek-
TUBHOCTH JIedeHUs Ha 6ase BeAylUX (efepanbHBIX JTe4eOHbIX
yIpeXXIeHnI, TaKMX Kak: «[eMaToornyecKuii HayqHblil LIeHTP»;
«Hay4HbIil LIeHTp 3/0pOBbsA JeTell» U Ipyrye Befylie KIMHU-
KIi; PeIJIaMeHTMPOBATh IIPOLENYPY 3aIUThl 3asABOK, KOTOpasd
TI03BOJISAET, B COOTBETCTBUM C MEJUIIMHCKMMU 3aK/TIOUeHNAMM
9KCIEPTOB BEAYIIUX KIMHUK, COPMUPOBATh BEpPHBbIE MOTPeO-
HOCTH B JIEKapCTBEHHBIX CPECTBAX B MacIITabax Bceil CTpaHbl U
3aIIaHMPOBATb HEOOXOAMMBIN OIOIKET Ha HECKOJIBKO JIeT BIIe-
pexn. IIporpamma paboTaeT Ipiu OTHOI YOBIETBOPEHHOCTH T1a-
IIVIEHTCKOTO M MEVIIIMHCKOrO COOOIIeCTB, a TaAKXKe IpY IIOTHOM
MOfITIep)KKe PervOHaIbHBIX OPTaHOB BIACTIL.

26 ‘ PEJIKUIA JKYPHAJT

OP®AHHBIE ITPOBJIEMbBI CEI'O/
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© Yro >xe IPONCXOJUT CO BTOPOIL YaCThIO MALVIEHTOB,3a00/IeBa-
HYISI KOTOPBIX ObUIM BK/IIOYEHBI B IPYIYIO IIporpaMmy - «JIBaj-
L[aTh YeThIpe HO30JIOTMI», COIVIACHO KOTOPON (DMHAHCHPOBaHNME
JIedeHsI, 3a9aCTYIO IPEBBILIAIOIIETO MIIIMOHbI Py6iIelt, BO3/Io-
JKEHO Ha VICIIOJIHUTEIbHYIO BJIACcTh CyObekToB (emepanym? Bo
MHOI'IX COIMIAaJIbHO OTBETCTBCHHBIX Cy6’bCKTaX PO ITAaIIVME€HThI
HAYNMHAIOT IIOTy4aTh jledeHre Ha OCHOBAHMI peIIeHNiT Bpade-
HBIX KOMMCCUI TI0 MECTY XKUTENbCTBA B CPOK OT 6 10 9 MecALeB.
Ho B TO Xe BpeMms, opdaHHble MALMEHTbI BO MHOIMIX PerroHax,
0co6eHHOo B3pOCiIbl€, CTAJIKMBAIOTCA C aJMUHUCTPAaTVUBHBIMI
MpenoHaMM 10 CPOKAM Hayasia Tepanuy U nepepbiBaMu B jieve-
HUN. BKIIOYAIOTCA MeXaHU3MBbl JABJICHUA Ha Bpaqeﬁl " pAROBbBIX
aIMMHICTPATOPOB CUCTEMBI 3ipaBooxpaHeHn:A. Hekoropsle pe-
IMIOHBI BBOIAT COOCTBEHHbIE MIPOLIEAYPBI IOCTYIIA K IEKAPCTBEH-
HOMY O0ecCIe4eHNI0 ¢ TpeOOBaHMEM INPOBENEHNA JIUTENbHOI
HpOLefypbl 00CTeNOBaHNIA, 3a9aCTYI0 OTK/IA/bIBAIOIIEI HAYA/IO0
JKI3HEHHO BA)KHOJ Tepalmy Ha HeolpefeNeHHblil cpok...Hepen-
K CTy4yay IIepephIBOB B JiedeHMM, KOIZla Tepalnus y>Ke HadaTa,
XOTS TPV HEKOTOPBIX 3a00/IeBaHMAX OHU KpalfHe IPOTUBOIO-
KasaHBI U BJIEKYT 3a COOOI HeraTUBHbIE IOC/IENCTBYSA, KOTOPbIe
CYLIECTBEHHO CHIDKAIOT YPOBEHb SKM3HY TAIVIeHTa, TOfJac MH-
BaIMIM3UPYA ero Gonblie, 4eM caMo 3abojeBaHNe O Hadaja
Tepalny; Y BbICOKOIIOCTAB/IEHHDBIX YMTHOBHVKOB TaKVX PETrVIOHOB
OJIVUH OTBET: — «OHU CIUIITKOM [OPOro CTOAT M 'y HaC HET IEHET».
HpOBepI/ITb €CTb JIN 'y HUX NEHBI'M MbI, KaK IIAVIEHTCKOE COO6HI€-
CTBO, HE MOXXEM, HO Tpe6yeM BBIIIOJTHATDb HOPMbI 3aKOHOJATE/Ib-
CTBa, 4acTo B cyfiebHOM nopspke. K coxanenuto, mucbma 13 M3
P® u PocspgpaBanazzopa, 1o (akry, [y pernoHaIbHON UCHION-
HITE/IBHOI BJIACTU B OO/IACTHU 3[;PAaBOOXPAHEHNMST MMEIOT JIUIIb
PeKOMeH/IaTe/IbHbIN XapaKTep. .. Sl He 3HAI0 HU OJHOTO IIPMMeEPa,
KOrfa 3a He obecredeHne manueHTa op¢aHHNMKA JTeKapCTBEH-
HBIM CpP€NCTBOM, TO €CTb HEBDBIIIOTHEHNE HOPM 3aKOHOOATEIIb-
CTBa, KOTOpO€E CO6CTB€HHO YVMHOBHVIK U IIPM3BaH BBINIOTIHATD U
KOHTPO/NIMpPOBATh, KTO-}II/I60 73 YMHOBHMKOB 6I>UI HaKa3aH WIn
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CHAT € JO/DKHOCTN. ECTb 3aKOH, HO TIpY OTCYTCTBUM IEHET - Y-
HOBHUKM II0 YMOJTYaHMIO HE CTPEMATCS €TO BBIIIONHATD, U IPU
3TOM C HMMU POBHBIM CY€TOM HMYero He npowucxoput. Crenyer
OTMETUTD, YTO PErMOHa/NbHbIE BIACTM 32 IOCIENHNME /IBAa Tofia
HEOJIHOKPATHO INCA/IM 3alpOChl B OTHOIIEHNY BO3MOXKHOCTEI
OCYILIECTB/IEHNA LIeHTPA/IM30BaHHBIX 3aKYIIOK 9TUX IIPENapaToB.
Camo MuHucrepcTBo 3fpaBooxpanenns PO HeopHOKpaTHO Ha-
npasJiAno 3anpockl B Ilpasurenscrso. B 2014 rony Ilpesunent
JaBaj MOpy4eHye B OTHOIIEHN! PelIeHNs JAHHOTO BOIIPOCa, HO
K COKaJIeHMIO, BUAVMO 60JIee HaCYIIIHbIe BOIIPOCHI He O3BOJIMIN
[TpaBuTenbCTBY pelnTb JaHHBI Borpoc. Criacu6o MuH3gapBy
P® 3a mHMIMALNIO HEOOXOAMMOCTIL OTIPABKM CPEACTB B Peru-
oHbl B 2015 roply ms CHMOKEHMA HAarpy3KM Ha PETMOHBI IIPH 3a-
KYIIKe JIEKaPCTBEHHBIX CPEJICTB, B TOM UJCIIe ¥ OPPAHHUKOB - 3TO
BCe-TaKy BPEMEHHO peIlMIo CUTyalio B ToM rony. Ho Het Hu-
KaKVX TapaHTUIT HaIM4YusA TaKol BO3SMOKHOCTU B 2016 roxy. [leit-
CTBUTE/IBHO, CTOMMOCTD JIeUeHsI TPYIIIBI OP(AHHBIX [AIIEHTOB
B OJJHOM B3TOM PE€TYIOHE MOXXET COCTAB/IATD OT IATH JJ0 TPULLIA-
TV HPOLEHTOB TOfIOBOTO OIOKeTa PerroHa Ha JIeKapCTBeHHbIE
CpeficTBa [ NTbIrOTHOI KaTeropyuy rpak/jaH, ¥ 9Ta Harpyska fio-
cTaTo4HO Benmyka. CTOMMOCTD ofHoro perenTa 1mo «OpdaHHOI
Pernonanpnoit ITporpamme «24 Ho3omorum» B 10 pas npesbliaeT
croumocTb 1 perenta «PepepanbHoit IIporpaMmer «7 HO30710-
TUI1» - TOTUYHO OBIIO OBI CHATD TAKYI0 HATPY3KY C PETMOHATBHBIX
6I0IKETOB ¥ C YIeTOM COIMaMbHON 3HAYMMOCTH PENKNUX 3a6071e-
BaHMII B3SITh BOIIPOC IO, 0COOBIIT KOHTPOJIb ITyTEM CO3LaHNsI (e-
lepa/IbHOIT IPOrPAaMMBI 110 pefKuM 3aboneBaHusAM. C IIOMOIIbIO
3TOJM MHUIMATUBBI IOMTYYUTCSA COKPATUTh KOMMYECTBO AyKIVO-
HOB, JIVLI, IPMHMUMAIOLINX pelleHns, U Yepes (efepanbHOro 3a-
KYTIIIVKA OCYLIeCTB/IATh 3aKYIKM JIeKapCTBEHHBIX IIPeraparos,
9KOHOMS Ha IIPOLeSypax TOProB, TOPTYACH C MOCTaBIIMKaMM Ha-
IIPAMYIO, 3aKyIlas Ipemaparhl He /I OHOTO-JBYX HallM€HTOB C
KOHKPETHBIM PeKMM 3ab0/eBaHMeM, KaK IIPOMCXOIANT ceildac ¢
OTJieTaMJi IeKapCTBEHHOT0 00ecIiede s KaXaoro peruona PO, a
UL DeCATKOB U JIA COTeH Op(aHHBIX IIALMEHTOB LIeHTPa/I30Ba-
Ho. [ToueMy He BOCIIONIb30BATbCsl TEM CaMbIM OIIBITOM, KOTOPBIN
B Poccun ysxe ecTp, 1 He HaYaTh paclIMPATb IPOrPaMMy 7 HO30-
JIOTUIT, KOTOPas AefiCTBUTENbHA JJOKas3ana CBOI0 3P PEKTUBHOCTD
U SKOHOMIYECKYIO IenecoobpasHocTb? Ecmy yx sKOHOMMNTD, O
4eM COOCTBEHHO MPUXOANTCS CeITIac JyMaThb, TO KaK pa3 TaKMM
myTeM. Mbl He MOXKeM KaK CTPayChl CYHYTb TO/IOBY B IIECOK U
CYMTATD YTO 37leCh BCe B nopsifke. ECTb 3aKOHDI, CO3/laHHbIE TP
yuactuy M3 P® u npunsareie I'll, a fanbliie peroHbl FOMKHBI
IJie-TO HAJITY IEHDT Y. .. - OHU UX He HalfAyT. .. - TallMeHThl OyyT
CTpajjaTh, NPOJODKATh MHBATUAM3UPOBATHCA U JaXKe yMUPATh.
HyxHa ¢enepaibHas IporpaMma I0 pefKuM 3abojeBaHusM!
Hepa)xHO B paMKax MMeIOIeiCs MU OT/eNbHOI, HO TOJIbKO 3TO
MO3BO/IUT OKa3aTb KBATMQMIVPOBAHHYI0 CBOEBPEMEHHYIO IIO-
MOIIb, U, €CTIM Y>K 9TO ceiivac TaK aKTyaabHO, COKOHOMUTD TO-
CylapCTBEHHBIE cpefcTBa. [loyemy 9TOro He MPOMCXOAUT HETO-
HATHO — BUAUMO pasMBITble IO cybbektaM 7 - 10 Mypg py6eir
He TaK 3aMETHDI I71a3y, V/IY 3TO 3KOHOMMA Ha PEIKMX MAl[eHTaX,
KOTOpbIe He IIOTy4YaloT IeYeHNe B JeIPeCcCUBHBIX I OppaHHN-
KOB PErVOHAX, MIN S9KOHOMNA OT II€PEPhIBOB B JIEYeHNM, KOTO-
pble TaKyKe 4acTO CIy4aroTCsA BO MHOTMX PErMOHAX 110 PA3IMYHBIX
npuyyHaM. [ToraTHbIX oTBeToB Ha Hamy IIOYEMY Ha maHHbI
MOMEHT Y Hac HeT. Ec/ti Hy>KHBI IeHbI'Y — TO MOXKHO 3apaHee IIpo-
CYUTaTb 0O'bEMBI, IPY HAIMYUY CUCTEMBI y4eTa, CTIOXKMBLIETICS B
PaMKaxX IPOTPaMMBbI «7 HO30JIOTUI», ¥ «IPAKTUIECKM KaXKIOTO
maryenTa mopobpars». C y4eToM 4eTKMX IOKa3aHMII I jTede-
HIsA, BPSIJ| M 9Ta CTOMMOCTD OY/eT BBILIIe TEKYIVUX 3aTPaT, KOC-
BEHHO JIOKAIIMXCA Ha (elepasIbHbIN OI0/KET 3a CUeT CYyOBEeHIIMIT
pernonam. Eciy Hy>KHBI 3aKOHBI — TO, IO- MOEMY, IMEHHO B Ha-
CTosiIee BpeMsI 3aKOHBI JJO/DKHBI M MOTYT OBITH CO3/JAHBL.

@ WWW.RAREMAGAZINE.RU

Q

Cacreoa goycka £ /m%%mgmmz e

® Kpome ¢puHaHCHpPOBaHMS, KOHEYHO, XKe HY)KHA CUCTeMa Kpu-
TepueB MONyCKa K BBICOKO3aTPATHOI Tepaluy, OIpefeieHe
(denepanbHBIX Op(aHHBIX LIEHTPOB, Ha/lu4yue IPYIIbI Clielua-
NVCTOB 9KCIIEPTOB, OTBETCTBEHHBIX 32 KOHKPETHbIE IPYIIIIbI 3a-
6oneBaHuIt, peBN3Nsl, B KOHIje KOHIIOB, MIMEIOIETOCs PernucTpa
MIAIYIEHTOB, HAXOMAIIMXCA Ha JIEYEHUN 33 CYET TOCyHapCTBEH-
HBII CUeT, C Lje/IbI0 onpeneeHysi 9hdeKTUBHOCTY U IPOROTIKe-
HUS 1Ie/1ecO00PasHOCTY MPOBOAMMOIL Tepanuu. Ilpu aToMm, aTa
peBu3uA [O/DKHA OBITh MpOBeleHa CIelMaaiCTaMU-9KCIepTa-
MU, KaK MpaBuIo, QefepaabHbIX KINHUK, MUMEMIUX IPAKTU-
YeCKMII OIBIT BEjeHNsI U HAOMIONeHNMsT KaK MUHVMYM J€CSATKOB
TaKMX nanyueHTtos. IloaBusimmeca npakruka B 2015 roxy, Korzma
[aKe Ha 3all}Te 3asBOK II0 IIporpaMmMe 7 HO30/m0ruit B MuHu-
CTepCTBe 3IPAaBOOXPAaHEHNA IOABIAETCA TeHETUK M3 PEryoHa,
OTA/IEHHO VMMEIOLINIT MPeACTaBIeHIe O PefKOM 3a00IeBaHNM
U, TOSIBYBLIMIICS B 4MCTIE€ KCIIEPTOB ITO0 HACTOIYMBOI IPOChOe
3aMHTEPECOBAHHBIX JINL], JOJDKHA ObITh MCKII0YeHa. Kak n3BecT-
HO, B HaCTOAIIlee BpeM: [0 3aKOHY Ha3HaueHNe JOPOTOCTOAIIEro
JIedeHNs, B TOM 4JIC/le IIpeBbllIaonee 10 MUIMOHOB py6iielt Ha
OIIHOTO TIAIVIEHTA, MOKET OBITH CHETAHO BPAIeOHOI KOMUCCHEN
110 MECTY >XMTeNbCTBA. [Ipy 3TOM Bpaun Ha MecTax MOTYyT BIlep-
BbI€ CTOJIKHYTBHCs C 9TUM 3ab0/eBaHIeM, TPeOYIOMNM MYy/IbTU-
OVMCHUIUIMHAPHOTO TIOAXO/la ¥ He MMEThb OIBITA BefleHM TaKuX
[anyeHToB. B To sxe BpeMs ecTb npodeccroHanbHble KOMaH/IbI
Bpayell 9KCIIEPTOB B (pefiepaIbHBIX LIeHTPaX, aKKyMY/IMPYIOLINX
B TedyeHye MHOTUX JIeT OIbIT BefeHMs opdaHHBIX Mal[MEeHTOB,
YTO SBJISIETCS OFHMM M3 CaMBIX LIeHHBIX (PaKTOpPOB ycIlexa Be-
[eHMsl CTIOKHOro opdaHHOro mamyeHTa. I[Ipu 3ToM, 0 3aKOHY,
pemreHne koHcumnyMma QefepanbHON KIMHNUKYU I Bpadell B
perMoHax HeceT INIIb peKOMEeH/aTe/TbHBIX XapakTep. Vcxonsa us
3[PAaBOrO CMBIC/IA MHOTYIE BPaull B CYOBEKTAX IIPUCTYIINBAOT-
Cs1 K MHEHMIO (pefilepa/IbHBIX KJIMHUK, HO €CTb 1 CTy4ay OTHOTO
UTHOPMPOBAHNUA WIN HENPUATUA 3TUX pemieHnit. OTaeneHnAM
opdannbix 3abomeBaHmit GemepanbHbIX LEHTPOB, BpayaM 9KC-
nepTaM, MMEIOIMM OTIbIT BefleH) A HalllMX TPY/AHBIX ITallMieHTOB,
TpeOyITCs HOpabOTKM 3aKOHOJATEeTbHOI 6asbl, 0QUIMaTbHO
IIO3BOJIAIIONINE PErvOHaM PYKOBOACTBOBATHCA Ha3HAYEHUAMU
(dbepepanbHBIX KIMHUK [PY MPUHATAN PELIeHNUsl O Hayase BBI-
COKO3aTpaTHOI Tepammu. Takue pelieHuss HeOOXOAMMBI KaK B
MHTepecax IALMEHTOB, HOMyYalolnux B ¢efepaJbHOM LeHTpe
KBaNTU(UIVPOBAHHYIO TIOMOIb IIPAKTUYIECKUX CIIeLNasIICTOB,
TaK ! B MHTepecax rocyAapCcTBa, MO3BOJIAIONIETO OCYIIeCTBIATD
6ecripycTpacTHBII TOAXOM, B BeleHnu alueHToB. Hy>xeH craryc
op¢anHOro LeHTpa, npusHaHHbl M3 PO, pekomeHpanmm KoTo-
pOro min, MOXeT ObITh, PEKOMEH/ALINM HECKOMBKNX TPOUIIb-
HBIX IIEHTPOB, KOTOpbIe OYAYT YIUTBHIBATHCS IIPU HA3HAYEHUN
TOV VIV WHOM BBICOKO3aTpaTHOM Tepamyi. «[HIl», «HII3»,
«1-p1i1 Mepn» MOTYT OBITH 3aC/Ty’)KEHHO IIEPBBIMIU KaH[UAATaMI
C TaKUM CTaTycoM. KnmHmdeckas AMarHOCTMKA, MOHMTOPWHT
7e4eHNsl, OTBETCTBEHHOCTb 32 HasHaueHMe BBbICOKO3aTpPaTHOI
Tepamnuy, MpoBefieHIe KIMHIYeCKIX UCCIeOBaHNIT, 00ydeHe 1
pacnpocTpaHeHne 3HaHUI Cpefy IPaKTUKYOIUX Bpadeil MOTYT
OBbITb OCHOBHBIMU 3aJja4aMMi TaKMX LIeHTPOB. B oTcyTcTBME ITTO-
6a/IbHOII CYICTEMBI CYIIECTBYIOT IlepernObl Ha MeCTax — JUIMHHAA
HEeNpOo3pavyHasA Npoueaypa OCTyIa K JIEYeHNI0, O KOTOPOIl yKe
II/Ta pedb BBIIIE, B UTOTE: /I TOTO YTOOBI HAYATh TEPAINIO, He-
00X0AMMO HANPAaBUTHCs Ha KOHCYIbTALUM K OONBIIOMY YUCITY
Pa3MYHBIX Y3KMX CIELMAINCTOB, Takoil OAX0/ B pernoHax, 1o
HAlleMy MHEHMIO, OOYCIOBJIEH 3KOHOMMYECKON HeOoOXOAIMO-
CTHIO OT/IOKUTH HAYAJIO JIEYEHNSI Ha KaK MOXKHO 60JIee O3IHMI
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MHEHWE OSKCITEPTA

CPOK - BOT TaKas BOT 9KOHOMMIS Ha 3[I0pOBbe nony4daercs. [Ipey-
crienn B 9ToM 1 Hyokuuit Hosropon, n TarapcraHn, n fpyrue pe-
TUOHBI, KOTOPBIE TIPOCTO YMHAT CAMOYIIPABCTBO B 9TOM cdepe,
U peKOMeH/fjaTeNbHble MucbMa 13 M3 PD ux mpocTo «He BOTHY-
1oT». Heo6X0OAMMBI IJMCbMEHHBIE HOKYMEHTBI: IO per/laMeHTa-
L[V IOCTAHOBKJ Ha JIedeHNe Tal[IeHTa; MapUIPy U3l TTaIi-
€HTa C BIIepBble I0CTAB/I€HHbBIM JYaTHO30M, C yKa3aHJeM CPOKOB
IOPUHATHA pelleHys (BbIpaXeHHbIX B KaJIeHJAPHBIX JHAX) O Jie-
yeHnu uam o6 oTKase B JedeHuu ¢ obocHoBaHyeM. [Ipu sTom
C/IeflyeT OTMETUTD, UTO BBefeHNe «EMHOM cucTeMbl KpUTEpreB
TOIyCKa K BBICKO3aTPATHOI TEPANNu» CHU3UT HATPY3KY Ha CH-
cremy OMC myTeM COKpallleH!s1 HEHY>KHBIX MHOTOUYNCTIEHHBIX
KOHCY/IbTAllMil U OCBOOGOAUT BPeMs I/ MAL[IEHTOB BO3MOXHO
C MeHee pefKuMMU 3a00JIeBaHUAM, CPEICTBA K€ OT SKOHOMUM B
6romxere OMC MOXXHO OyfeT HalpaBuUThb B (efepanbHblil GOHT
IO 3aKyTIKe BBICOKO3aTPATHBIX JIEKAPCTBEHHBIX CPEJICTB.

QWM n peg B éMMme

© OepepanbHBIX CIENMATUCTOB IO PEIKUM 3a00TeBaHMUAM
TOXKE HeJIb3sl CTaBUTb B OOMH PsAfl. ECTh aKcIepThl M KIMHUKU
Y KOTOPBIX CIOXKWJICA LIEHHBII JIIl CTPaHbl OIBIT BEJEHUA Pel-
KJX IALIIEHTOB C KOHKPETHOI HO30/I0TUEN, @ €CTh IIPOCTO «TIa-
CTpPOJIEPhI», TIOYYBCTBOBABIINE «30/I0TYI0 JKIUIy» U HadaBLINE
«ractponm» 1o Bceit Poccun. loxoputr mo a6cypna, KOTI7Ia Ipo-
¢deccop us Cankr Iletepbypra - megmaTp 1 reHeTUK — €3[UT 10
perroHaM U OCYIIeCTB/IAeT Ha3HaYeHVe pepMeHT-3aMeCTUTE/Ib-
HOIJ! Tepanyy B3pOC/IbIM IallMeHTaM... IIPYYeM B OJJHOM C/Iy4dae B
KppiMy aTuM 71€TOM, C LieIbI0 1060V POBaHNUA MHTEPECOB OTHO
KOMITaHNY, OHa KOPPEKTUPYeT HO3MPOBKY IIpenapaTa, KOTOPbIM
yoKe JIeUNTCA IaLMeHT, YBeIM4YNBas ee B [Ba pasa OT PEKOMEH-
JOBAHHOM B MHCTPYKUUU M TEM CaMbIM IIPOCTO 9KOHOMUYECKI
IepeK/IoYaeT MalMeHTa ¢ Of[HOI Tepanuy Ha Apyryio. ¥ JOKTopa
HET OIbITa JMICIIONIb30BAHMA 9TOTO Ipelrapara, IPoCcTo, KaK OHa
CKasaja, OHa IIPOYNMTajIa B OJHOJ MHOCTPAHHOI CTaTbe, 4TO Ta-
KOJ1 9KCIIepMMEHT IpoBofyn. He mymaro, 4To 9TOT JOKTOp He-
OCO3HAHHO WIN [0 COOCTBEHHOI MHUIMATUBE MPeAIpUHNIMAIT
TaKme IefiCTBYA.. [/ MCKITIOUeHNs TaKMX CUTyaluii B 6ynyiieMm
HeoOXOfIIMO YeTKO OIpefe/INTh: KTO TaKOl Bpad 9KCIEpPT IO
PpenKoit MaToI0TMy, B YeM €I0 OTBETCTBEHHOCTD C YU4€TOM CIIeLIN-
anusanuy, KaKoBbl MOCTENCTBMA TaKMX MOCTYIKOB A Bpaya
KakK IpodeccroHaIbHble (QMIHICTPATUBHBIE), TAK YTOTOBHbIE.

© Ectp Ha op(aHHOM pBbIHKE M IpUMEpBl IIPSMOIO BIMAHNSA
npezcraBureneit Gpapmkommanmit. JI1oau, KOTOpble IPUIIIA Ha
pabory B opdaHHBIE KOMIIAHNUM, BUAUMO 13 OOJIbIION (apMbl,
IIPUBBIK/IN IPOABUTATh IIPOAYKIMIO Yepes Bpaydell, pacCKasblBas
UM TIpO TIpeuMylecTBa U HELOCTaTKM cBoero mpemapara. Ho
KOT/Ia Te JKe IIpUeMbl MICIIOTb3YIOTCS /LA IIPOJBYDKEHVS IIPOAYK-
LMY Yepe3 MalMeHTOB Ha OpHaHHOM PBIHKE — 3TO BBIIJISJUT CO-
BCeM CTpaHHO. VIcTopuu, Koria opgaHHbIe MaIeHThl, HaXO/s-
I{Mecs Of BIVsIHEeM (GapMKOMITAHWIT, CYATCS 32 KOHKPETHBII
nperapar GepMeHT-3aMeCTUTeIbHOI Tepanyn, Korga B MuHm-
CTEPCTBO 3IpaBOOXPAHEHNA PETMOHA YK€ KYMUIO eMy II0XO-
JKIII IIperapaT, peKOMeH0BAaHHbII BpadyaMH, YBbI He eVHUIHBI.
Vcropusi, KoTopast MOTPsCIa MeHs [0 ITyOMHBI AyLin, — KOTZA
MpefCcTaBUTe/Tb KOMIIAHUY, IPEACTaBUBIINCH TeHeTUKOM 13 Mo-
CKBBI, pacCKa3blBajia MaMe MallMeHTa, YTO Ta Tepamnus, KOTOPYIO
HO/Ty4aeT ee ChIH, SABJIACTCSA HM3KOMO3HOI U BecbMa Hebe3orac-
HOJI BBUIY COMHUTETBHOTO ITyTU IIPOM3BOJCTBA, M OHA yXKe JO-
TOBOPUCDH C MECTHBIM T'€HETMKOM, Y Manbunka 30 jet, yxe Io-
JIy4YaIOLero TePAINIo, Telepb OYAeT OTINYHBIN BHICOKOTLO3HbII
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JPpyTOii mpenapar cHa4asIa 10 JIMHUY IyMaHUTApHON OMOIIN, a
3aTeM I IO 3aKyTKe pernoHanbHbiM M3. CTpaHHO, HO TaK BCe U
CIIy4MIOCH, [eBYLIKa U3 (apM(UPMbI JOTOBOPIUIACH YCIIELIHO.
Heo6xouMbl 3aKOHOATENBHO 3aKpeIIEHHbIe MEXaHU3MBI IIpe-
TOTBpAIleHNA TAaKOTO MPSAMOTrO IMPOABYDKEHUA HOPOTOCTOANUX
JIeKapCTBEHHBIX CPECTB Yepe3 MallieHTa, KOTOPbIN B CUTY CBO€-
ro 06pasoBaHsI He MOXKET KPUTUIECKI OLIEHUTD IPeOCTaB/IeH-
Hyo nHpopManno. Heo6X0a1MMo 3aKpBITh Ta3eiKM IS TAKOTO
HEITUYIHOTO MPOJBIDKEHNsI ME[UKaMeHTOB Ha pbiHKe. Heobxo-
IVIMO 3aKOHOJATEIbHO YOPATh IAL[VIeHTa C TSXe/IbIM UHBaIU/V-
3UPYOLIM 3a00/IeBaHIIEM M3 CHCTEMbI MIPOJBIDKEHMS M CKIIa-
IbIBAIOIMXCS IIPAKTUK IPOABYDKEHNA JT€KapCTBEHHBIX CPELICTB
Ha poccuiickoM pbiHKe. KcraTtu, B EBpomnelickux cTpaHax, TaKoil
3aKOH, 3allpellaloluil IpecTaBuTensIM (apMaleBTIIeCKIX
KOMIIaHMII HaNpsAMYI0 B3alMOJEeJICTBOBAaTb U BO3[elICTBOBATh
Ha marueHTa ObUI IPUHIT MHOTO JIeT Hasaf, 4YTO 06e30macuio
MALMIEHTOB OT TAKOTO POJia «BIMSAHUSI».

Kiwa sitoicidernodt?

© B camom MunucrepcTse 3fpaBooxpanenusa PO rpagunyon-
HO 3a «op¢aHbl» OTBeYasna OTAEN MaTepuHCTBA M AeTcTBa. Ho
H03BOJbTe, 60/mee 50% MAlMEeHTOB - 9TO B3POC/IbIe U KTO 32 HUX
orBevaeT? [oBOpAT, YTO INIaBHbIE CIIEIMAINCTDI, HO BeJieHMe
MHOTVX Op(aHHBIX MALMEHTOB C IIOJMOPIaHHBIM MOPaXKEHNEM
HaXO[IUTCs Ha CTBIKE PasHBIX CIELMaTbHOCTEN, 1a 1 y IJIaBHbIX
CIIEI[Ma/INCTOB MHOTO 3a00T I10 PelIeHNI0 BOIPOCOB MAINEHTOB
C pacrpocTpaHeHHbIMY 3a60/IeBaHMsIMN. B Hamrelt cTpaHe, move-
MY-TO, IPUHSTO a/JPeCcOBATh BOIIPOCHI II0 PEAKIUM 3a00/IeBAaHNAM
K reHeTKaM. O4eBHU/IHO, YTO CO3/laHMe CYICTeMbI CKPMHIHIA, /Ia-
60paTOPHOII ;UATHOCTYUKY VI TeHeTUIECKOT0 KOHCY/IbTUPOBAHNUA
- 9TO JOCTATOYHO OObeMHBIe 3aJa4l JyIA pelleHNsA B MacllITa-
6ax Haleil cTpaHbl. IloyeMy-TO 3Ta OTBETCTBEHHOCTb PaCIIPoO-
CTpaHWIACh U HA KIMHUYECKIe PEeKOMEH/IAIVM, IeKapCTBEHHbIE
IIpeIapaThl I JIeYeHUA peKIX 3a00/IeBaHMIl M BCE OCTa/IbHbIE
BOIIPOCHI, B TOM YJC/Ie KIMHIYECKIe BOIPOCHI, KacaeMble pef-
KIIX TTaiueHToB... Ha gaHHBIT MOMeHT B MMHMCTEpCTBE 3apa-
BooxpaHeHVs PO HeT yemoBeKa, KOTOPBIiL OBI B IIOMTHOM 00BEMe
BrIasien1 MHpopManyeir o npobremax opgaHHBIX MALVEHTOB B
Poccrnu, B TOM 4mCIIe M B3POC/IBIX MAI[VIEHTOB C peIKNMM 3abo7te-
BaHMAM... ¥ IMeJl BO3SMOXKHOCTY PelllaTh 9TU MPOOIIeMBbL.

O’{%WMWW mxga/ﬂaﬁﬁmmﬂ Wm. ..

© K cyacTblo /I MALMEHTOB C PeAKIMI 3a60/IeBaHUAMMN B MIpe
HOSB/LAIOTCSA HOBBIE JIGKAPCTBEHHBIE CPEACTBA /IS JIeYeHMs
pasHbIX 3abonmeBanmit. K coxaneHuio, He Bce OHU, IO PasHbIM
IpPUYMHAM, TIOABJIAIOTCA Ha POCCUIICKOM (hapMaleBTUYeCKOM
poiHke. O4yeBUAHAA TOTPEOHOCTD B IPUMEHEHNUM, YaCTO IO SKU3-
HEHHBIM [IOKa3aHUAM I, KaK TOBOPUTCH, Ha Oe3aIbTepHATIBHOI
0CHOBe (ITOCKOJIBKY HET HY J[)KEHEPUKOB, HJI a/IbTePHATUB HOTO
JledeHVIsT) He3aperuCTPUPOBAHHBIX JIEKAPCTBEHHBIX cpeacTs. Cy-
I[eCTBYIOLIee 3aKOHOAATEeNbCTBO B POCCHY 4eTKO pernaMeHTHpy-
eT IpoLleAypPy BBO3a HE3apernCTPYPOBAHHOTO TeKapCTBEHHOTO
CPEefICTBa, a 3HAUNT, OIpefienseT BO3MOXKHOCTHU ero 06opoTa Ha
tepputopun P®. Ho BOT, ocyljecTBieHNe 3aKyIKM TaKOTo Ipe-
[apaTa, K COXXAIEHNUIO, JAXKe 110 KVM3HEHHBIM ITOKA3aHSAM IS
OOJIbHBIX [leTell-MHBA/IN/OB, B HEKOTOPBIX PETMOHAX BBI3BIBAET
HeflOyMeHue I BefieT K Oe3feiicTBuio. B HeKOTOpbIX cirydast cu-
TYaLUI0 YAAeTCsI PEIINTb TOIbKO IIyTeM CyfieOHBIX MICKOB, B KO-
TOpBIX Halla opraHmsanys «Cor3 MalMeHTOB U MAI[eHTCKUX
OpraHMU3ALNIL [T0 PefKUM 3a00/IeBAHISIM» BBIHY>K/IeHA IOMOTATh
00PATMBIINMCS TALIVIEHTAM C PEAKUMY 3a00TeBaAHMAMIL.

< EDITOR@RAREMAGAZINE.RU
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IIEPBASI BCEPOCCUIMCKASI KOH®EPEHIIVSA 1O
BPOXKZIEHHOM AHVPU/IU B OGiuecTBeHHOI aiare PO

(2-4.07.2015r.): Pe3onrouus

Oprannzarop: Mexpernonanpaas Oo6uiecTBenHass OpraHmsars
«Me>XperoHa/IbHBIII LIEHTP HOMOLIM OONbHBIM aHupupuei «Pagyxxar.
ITpu nopgepixxe: Komucenn O6uecTBeHHo namarsl Poccuiickoir ®e-
Iepauuy 1o oxpaHe 3OPOBbsi, GU3NIECKOI KYIbTYpe ¥ MOMY/IApU3aLUL
3gopoBoro o6pasa sxusuu (www.oprf.ru); MPBOOM «Corosa manueHTOB
U TAIVEHTCKUX OPraHM3ALNIl [0 PeIKUM 3a00/IeBaHIIM» (WWW.SPIpOrz.
ru); Mepuenrpa «lopog JerctBa» (www.mcgd.ru); EBpomnesickoit ®eneparun
AQHUPUANIIHBIX acconmanuit « AHupuans EBpona» (www.aniridia.eu).

CH1cok y4acTHMKOB JOCTYIIEH Ha cajiTe OpraHu3aTopa.

BBognas vacTh: Hp06}IeMbI MALVIEHTOB C Pas/IMYHbIMU PESKUMU
3a007IeBAHILIMI CXOXKI. DTO HEXBATKA PECYPCOB IS AUATHOCTUKY I JIe-
YeHUsI, HEMOCTAaTOK MHq)OpMauMM y Bpaueii, HpO6IIeMbI C JIEKApCTBEHHBIM
obecreuenneM. B mo6oii cTpaHe Mupa ManueHT ¢ pefKuM 3a00IeBaHeM
ABJIAETCA MHAMKATOPOM CUCTEMbI 3pPaBOOXPAaHEHNs B PETVOHE U HY>K/Ia-
€TCs1 B IPUCTa/IbHOM BHUMAHUY CO CTOPOHBI Bpadell 1 aJMMHUCTPATOPOB.
3a mocrenHMe TOfbI B 0O/IACTY OKa3aHMA MEIMIIMHCKOI MOMOIIY MaIi-
eHTaM C pefkumu 3aboneBaHuAMU B PO MOXKHO OTMETHUTD PsJI OIOXKM-
Te/bHBIX M3MeHeHuit. [Ipesxyie Bcero, ObUIN IIPUHATHI 3aKOHBI, TO3BOIAI0-
1iMe CO3/1aTh OCHOBDI /1A AMATHOCTUKY U JIEYEHN NAIMIEHTOB C PEJKIUMM
(opdanubivm) 3abonesanmamy B Poccun. Ilomyumnm 3akoHOmaTenbHOE
3aKpeIUIeHe OIpefieieHNe TIOHATISI «OpQaHHble 3a60/IeBaHMS», MCTOY-
HUKYM (QUHAHCMPOBAHWs I jledeHus: penkux (opdanHBIX) 6omesHeit,
IIpollefiypa, peraaMeHTHpYIolas yIPOIIeHHYI0 PerucTpalmio Iperapa-
TOB IS JTeYeHNsI pefKux 3abomeBaunmit. Tak, B Mae 2014 roga AHUpUAVS
6b11a OuIMaNTPHO BKIIOUEHA B IIepedeHb penkux (opdanHbIx) 3abomeBa-
Huit PO. Ho, HecMoTps Ha 3TO MaIVeHTH! ¢ aHUpuaner B Poccun, B Tom
YIICIIe JIeTH, IPOJO/DKAIOT OCTaBaTbCA yIleMIEHHOM TPYIINON HacelneHms.

Ocobennoctu anupupni, npobnevol: AHUPUAMA - 9TO pefKoe
BPOX/IEHHOE TeHeTIYecKoe 3a00/IeBaHne, OCHOBHOI IIPU3HAK KOTOPOTO
OTCYTCTBUE Pafy’KHOi 060mouky rmasa. B 80% crydaeB aHMPUAUA BBI-
3BaHa MyTanuAMyu B reHe PAX6 , KOTOpBIN OTBeYaeT 3a pa3BUTHE I71a3a,
HEPBHOI CHMCTeMBl ¥ HOMPKEeTyHOYHON >Xenme3bl. OQTambMOIOTmyecKe
IIPOSIBICHNA aHUPUMUM BBIPAXKAIOTCA CBETOOOA3HDIO, HUCTAIMOM, CUJIb-
HBIM CHYDKEHMEM OCTPOTBI 3peHMs, C BO3MOXKHOII JiereHepalyieil porosu-
11bI, KATaPAKTOIT, IJTAYKOMOIT 11 ApyruMu npobremamu rnasa. Kpome Toro,
AHVPUJVA MOXKET CONPOBOXK/IATbCSA IIATONIOTHMEN [IPYTMX OPraHOB U CH-
CTeM, TaKMX KaK HepBHasA, MOYEIOJIoBasd, 9HJOKPMHHAA, INIIeBapUTe/Ib-
Has, @ TaKoKe IPOAB/IATHCA KaK 9acTb crHApoMoB: WAGR cunzpoM (Hed-
pobracToMa, aHMPUANA, TATOJIOIMY MOYEIIOJIOBOI CUCTEMBI, YMCTBEHHAs
OTCTa/IOCTD), [mect cMHAPOM (aHMPUAYS, MO3YKEUKOBAs aTaKCHsA, YM-
CTBEHHAsI OTCTAa/IOCTh).

Pemenns: 1.Hayunomy xomurery MOO «MIIIBA «Pagyxka»: Pas-
paboTaTh KnuHudeckne pekoMeHAaUM IO aHUPUAUN U HNPeSOCTABUTD
UX /IS yTBepKAeHNs [JTaBHOMY BHEIITaTHOMY CIIELMAIICTY 110 O(Talb-
monoruy M3 P® u I'laBHOMY BHEIITaTHOMY CIIELMA/IUCTY 110 MEAMIMH-
ckoit reHetuke M3 P® nna mocnenylomiero yTeepsxjeHns B MuHsjpase
P®; B ximHuYecKe peKOMeH Ay HeoOX0AMMO BKIIOUUTh CIeAyIOLIye
IIYHKTBL: a) MyIsTumMCcCOMIINHAPHBI nopxop, > C yyeToM Cl'[eLU/I(I)I/[KI/I
3a0o07eBaHus 06s3aTe/leH My/IbTUAVCHNUIUINHAPHBIN [OAXOA B [MAarHo-
CTUKe U BefleHNM MallVIeHTOB C aHupupeit. B HabMIogeHUMI AHUPUINITHOTO
IIaMEeHTa JO/I>KHBI y‘-IaCTBOBaTI) Kak Bpa‘{I/I—O(l)TaHbMOHOI‘I/I, TaK I TEHETU-
KU, SHJJOKPVHOIOI (y MALJEHTOB C AHUPUJMEA MOXKET 6BITH OXXUpEHUe,
caxapHblil A1abeT, BOCIATIeHMe IIOMXKENTYLOUHOI >Kelesbl, MaHKpeaTuT),
HEBPOJIOIU (manmeHTs ¢ AHMPUJIMEN YacTO CTPAJAIOT OT HapylIeHWUi
CHa, Yy HUX MOXeET 6bITI) O6OCTPCHO NN HapymeHo BOCHpI/IHTI/Ie 3aI1axoB
U 3BYKOB, ayTu3M), Ti¢ioncuxonorn u tudiomnenaroru. OCHOBHas «BHe-
I71a3Hasg» pobreMa y MalMeHTOB C aHMPUANUENL - BHICOKas BEPOATHOCTD
BO3HIKHOBEHIA 3/10Ka4eCTBEHHOI OIyXo/m modek (omyxomn Bumbmca).
IToaToMy TakmM IanueHTaM Heobxoaum reHetndeckuit ananns FISH mis
UCK/TIOYEHMA MU MOTBEP)KIEeHNA BO3MOKHOIO BO3HMKHOBEHMSA OITyXO-
7, a 10 TeX II0p, [T0Ka aHa/IN3 He OyAeT rOTOB, KaX/Ible 3 Mecs1ja KOHTPO-
JIMPOBATh COCTOAHME MoYeK 1py oMo Y3U mim MPT; 6) Ilokasanns
K XUPYPIIYecKoMy BMEIIaTenscTsy > Begyie MupoBbe 0pTanbpMomo-
ru4ecKye KIMHUKY, CIIelanu3ypyolecs Ha BefleHUN IalMeHTOB C aHN-
PVIAMeNT CINTAIOT, YTO OCHOBHOI IPOO6IeMOil 3a60/IeBaHMsI SBISAETCS He
OTCYTCTBUE PafyXKKIL, @ APyrue opTaabMOIOrnYecKye ITOPAXKEHII, TaKIe
Kak I7TayKoMa (CTpafiafoT 45-75% ManueHTOB ¢ aHNPUMeT), KepaTOIaTIIA
(momBepyKeHBI 65-95% IMalVMeHTOB C AaHUPU/NeN), KaTapaKTa, TUIIOIUIasyus
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POCCUMMCKOE MEXXPETMOHAJIbHOE
OBLUECTBO NMOMOLLM N NOAAEPKHU
AHWPWIMMHBIX BOJIbHbIX

ANIRIDIA.RU

3putenpHOro Hepsa. [ToaToMy feTckoMy 0 TaIbMOIOTY IPY BefjeHNUI TTa-
[[VIeHTa C aHMPUANEN HEOOXOAVMO B TECHOM KOHTAaKTe B3aMMOZIEICTBO-
BaTb C O(bTaHI)MOIIOI‘aMI/I, CHeL[I/Ia}II/ISI/IpyIOHH/IMI/ICH Ha JICYECHUU I‘HaYKOMI)I,
KaTapaKTbl Y IOPAXEHMAX pOroBULbL. II0CKOBKY /TI060€e XUPYprudecKoe
BMeNIaTe/IbCTBO HAa OPraHaX 3peHusA y MAlMeHTOB C aHMPUJMEN MMeeT
OYeHb CIeLM(UIECKYIO PeaKInio, BIVIOTh 4O MIOMTHOI OTEPY 3PeHNs U3-
3a aHyMpuaunitHoro ¢gubposa, He0OXOAMMO: MAKCHMaNbHO U30eraTh Xu-
PYPIMYeCcKMX METOJIOB JIeYeHV I71a3 (3a MICK/TIOUeHMEeM 9KCTPAOKY/IAPHOI
XUPYPIUU) HACTONBKO JOJITO, HACKOTIBKO 3TO BO3MOXKHO; XUPYPrudecKie
BMEIIATE/IbCTBA HA «aHVPUAMITHOM ITIa3y» MOTYT OBITb IIPOAVKTOBAHBI
TOJIBKO JKECTKOI HEOOXORMMOCTDBIO; B) VIMIiutanTanms MCKycCTBEHHOI
panyxkm > B cOOTBETCTBUY C MEXIYHApONHBIMM CTaH/JapTaMy BeJeHNUs
MAIVIEHTOB C BPOXX/IEHHONM AaHMPUVEN, VMMIUIAHTAIUA MCKYCCTBEHHO
Pamy>XKy y TaKUX [TALMEHTOB Helle/lecO00pa3Ha, MOCKOIbKY He JaeT CY-
I[eCTBEHHOTO Y/Iy4ILIeHNs 3PUTE/IbHbIX (PYHKIMIT U CO3[aeT PUCK pasBU-
TVsL QHUPUAUITHOTO G1OpO3a, BTOPUIHON IIAYKOMBI I IIOPAXKEHNS PO-
rosuipl. K coxanennio, cio)KuBIIascs MPaKTUKA BeleHN MallMeHTOB C
aHMpuAVell B BeSyIUX (efepalbHbIX 0(TaTbMONIOTNYECKUX KINHUKAX
Poccuiickoit @epmeparun, Bce elrje MO3BOMACT MPOBeeHNe TAaKNX Hellene-
CO06pasHBIX BMEIIATENIbCTB, YTO UJIET Bpadpe3 ¢ MeXKYHaPOSHBIMY PEKO-
MEH/JALVSIMI BEIEHNs 9TOTO 3a60/IeBaHISI Y MOYKET IIPUBECT K TSKETBIM
MOCIEACTBUAM, TPO3ALIUM IALIMEHTAaM IIOJIHON C/IETIOTO; r) OcHOBHBIE
3agaumn 0(1)'1':1111;1\10}101‘;1 npu HaG/uop,emm Al EeHTOB C auupmmeil >
OcHOBHBIMI 3aauaMy 0 TaTbMOIOTOB PV HAOIONEHNN HALVIEHTOB C
aHUpUAMeN JO/KHBI cTaTh: YacToTa OCMOTPOB TAIMEHTOB C AHUPUJU-
eil 0TaNIbMOIOTOM Ha IIePBBIX ABYX IOfjaX >KU3HM JO/DKHA OBITH He pexe,
4yeM pas B 3-4 Mec:dlla, B BO3pacTe OT 2-X 1o 18 jer - KaXk/ible IOIrofa,
JUIA B3POCTBbIX MAllMEHTOB - pa3 B TOJ U 4Yallle, B 3aBMICUMOCTY OT I7Ia3-
HBIX TIpo6/eM; VI3MepsATh BHYTPUITIA3HOE HABJIEHNE MAIVIEHTY C aHUPHU-
Jvielt KaKable 3 MecAla. B crydae BbIAB/IEHNA MOBBIIIEHHOTO BHY TPUITIa3-
HOTO JaBJIeHNs, KOHTPOJIb NOJIKEH OCYIIECTBAAThCA TaK 4acTo, KaK 3TO
HeoOXOIMMO, HO He pexe 4eM pa3 B Tpu Mecsna. JKemarenpHo nsberarnp
I/ISMGPCHI/IH BHyTp]/II‘}'IaSHOI‘O JaBJICHUA TOHOMeTpOM MakmakoBa u pr-
TUMMJ BUAMI aNIJIaHALVIOHHON TOHOMETPUY, OCOOEHHO y MAallMeHTOB C
KepaToIiaTueif, TaK KaK OHM MOTYT TPaBMMPOBaTh POroBuily. B kauecTse
a7bTepHATUBBI PEKOMEH/IyeTCs OCYIIEeCTB/IATh KOHTPO/Ib BHY TPUITA3HOTO
IaB/eHNs mpy nomoun rebound - ToHOMeTpuu (MeXXIYHaApONHBIN CTaH-
napT - ToHoMeTp Icare); Koppekiys y maiueHTOB ¢ aHMpUAMEH aHOMa-
7 pedpakuny TO/DKHA OCYILIECTBIATHCSA C CAMOIO PaHHEro BO3pacTa.
ITpyu HeO6XOAMMOCTI HYXKHO JICIIONb30BaTh OKKIII03MI0; He 1crnonb3oBath
VHDBEKIUY AHTUOKCU/JAHTOB, BUTAMIHOB U [IPYTUX TIpenapaToB Iapa u
peTpo - 6ynbbapHO; He 1cronp3oBaTh pasandHble BULBL «CTUMYIUPYIO-
11Iero» JIedeHN s 1 GUSNOTEPAIINIO A/ I71as; 1) [Ipodunaktika i nevenine
KepaTonaTuy y HallMeHTOB C BPOKJAeHHOl aHupuauei > O4deHb BaXKHO
Ha4aTh NPOGIIAKTHUKY U JIeYeHNe KepaTolaTU/ Ha PaHHUX CTA/IUAX, elle
JI0 TOTO, KaK OHa HaYHeT IIPOTPeccHpoBaTh. [ 9TOI eI MOXKHO JC-
[I0/1b30BaTh JYOPUKAHTBI, @ TaKXKe Te/i U Masy (TUIa JeKCIIaHTeHOsa),
OHIU JIO/DKHBI ObITh 6e3 KOHCepBaHTOB 1 (GocdaTos; B cBsA3U ¢ BHICOKMM
PUCKOM y TALMEHTOB C aHMPUAMEN paHHel!l KepaTolaTuy He PeKOMEeH-
JyeTcsl BBINMCHIBATh TAKMM ITallM€HTaM KOHTAaKTHbIE JNMH3bL. VIcKmoue-
HUE COCTaBJIAIOT JKeCTKME CKJIepasibHble TepaleBTUYeCKye JIMH3bL €)
Vicmonp3oBaHue ClienIaIbHbIX OYKOB > B OenAaxX 3allMThI pOI‘OBI/II_[I)I oT
ynbTpadyosIeTa, BeTpa ¥ IbUIN, a TAKXKe IPOGUIAKTUKI CBETOOOSI3HU BbI-
IICHIBATH MIAL[EHTAM C aHVPUANEN COMHIIE3aIVTHbIE OYKY C GIIOKMPOB-
KOI y/IbTpaduonIeTOBBIX JIydeil U IOJsIpy3alyel! A/ HOLIeHNUS Ha YIuLie
B COJIHEYHYIO IIOTOAY ¥ OUKM C IIOJIApM3alyiell U MOf0OpaHHBIMU AUOI-
TPUAMM JI HOLIEHMA BHYTPU IoMelleHst; o) HeoOxopmmbie cpepcrsa
peabGummranyy > Bomplasg 4acTb MalIeHTOB C aHMPUMEN - MalyeHTb
C HM3KIM 3PeHNEM, I09TOMY OYeHb BaXXHO CHAabXKeHIe TaKMX MALEeHTOB
HeOOXOAVMBIMI CPEfCTBAMI PeabMINTALVI C CAMOTO PaHHETrO BO3pacTa
U Pery/IIpHOE KOHCY/IbTYPOBaHME UX Y CIELMAIICTOB - THIOICUXOTIO-
roB u Tidronegaroros; 3) CHa0>keHne NanyeHTOB ¢ AaHNPIeil Heo0Xo-
AUMBIMM IEKAPCTBEHHBIMU Npe€NapaTraMu > B cBsasu ¢ TEM, 4YTO HIO6I>IC
KaIUIM ¥ Te/IN, YICO/Ib3yeMble MallYieHTaMy C aHMPU/iueii, He IOJDKHBI CO-
Iep>KaTb KOHCepBaHTOB 1 (ochaToB, eCcTh HEOOXOANMOCTD B IIOSIBTIEHNI
Ha tepputopun P® nexoropnix MenukamenToB: CORNEREGEL EDO n
BEITAHTEH AJ1/ AUGEN.
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OBb30P 3AKOHO/ZIATEJIbCTBA I10
IMTPU3HAHUNIO JIMIA MHBAJINIOM

TekcT: I71e6 IMuTpuen

KoopaunaTop IpoeKkToB, IOPUCT
MPBOOMU «Co103 IMaliieHTOB U IMallMeHTCKHUX
OpraHH3aNuii 110 peJKUM 3a601eBaHUIM>»

CHOBHbIE HOPMAaTMBHO IIPABOBbBIE AKTHI 110 BOIIPOCY NIPM-
3HAHMA /IMI[A MHBATUIOM KOTOPBIMM HEOOXOLUMO PYKO-
BOJICTBOBATbCA.

DepnepanbHblit 3aKoH 0T 24.11.1995 Ne181-®3 "O coumanpHO
3amurTe MHBAINAOB B Poccuiickoit Depeparyn’; 3akoH Poccnmit-
ckoit Pepeparuu ot 27.04.1993 Ne4866-1 "O6 06kamoBaHNM B CYA
TeiCTBMUII M pelleHNiT, HapYLIAIOUX IPaBa ¥ CBOOODbI IpaXk/jaH;
ITocranosnenne IIpaBurenbcrBa Poccuiickoit ®epmepauum ot
20.02.2006 Ne95 "O mopsike npusHaHys muLa nHBaaugoM s [1pu-
Ka3 Muntpypga Poccun ot 29.09.2014 Ne 664n.

YcroBuAMM A NPU3HAHUA TNIA MHBAMNIOM SABIAIOTCA:
Hapyuwienust 300p06bst cO CrOUKUM paccmpoiicmeom PyHKyuil op-
2anusma, 06ycnoeneHHoe 3a060n1e6aHUAMU, NOCTIEOCTNBUIMU MPABM
unu Oegpexmamu; OepanuueHue HHuU3HeOesMenvbHOCMU - NOTHAS
UMY YACMUMHAS YMpama 2paxc0aHuHoM CnocoOHOCMU UnU 603-
MONHOCTU OCYULeCMEAMb CAMOOOCTYHUBAHUE, CAMOCOAMENb-
HO hepedsuzamvcs, OPUEHMUPOBAMbCA, OOULAMBCS, KOHMPOTIU-
posamv 60e nosedeHue, 06y4aAMvbC UNU 3AHUMAMBC MPYO06OL
desmenvHocmovio; Heobxo0umocmo 6 mepax coyuanvHoti 3ausumol
BKI04AS PeadUnumayuso.

CTO/KOCTh (PYHKIIVIOHA/TBHBIX HAapyLIEHUII OIpenenseTcs
pasupivu  daxropami:  Knunuueckoti  gopmoti  3a60ne6aHu:
8poscdeHnass namonozusi (8poxcdenHvie NOPOKU PAZBUMUS, HA-
C71e0CTNBEHHAST U XPOMOCOMHAS NAMOJIO2UST, NOCTIEOCINBUS NePUHA-
MAnbHbIX NOBPENCOEHULL) UMEIO CMOTIKULL Xapakmep HAPyueHull
PasnuuHbIX PYHKYUL 0P2AHUSMA; 6 SMUX CTLYHATX OPUEHIMUPYIOM-
CA MaKie U Ha KIUHUYeCKUil npoeHo3s; [lnumenvHocmoto meueHus
3a007me6aHUsA: MHO2UE XPOHUUECKUe 306071e6aAHUA Y Jemeli pa36u-
8a10MCS KAK Pe3y/ibmarm nepeHecenHblx OCMpblxX namonoeudecKux
COCMOAHULL, U 07T OUEHKU XPOHUSAUUL UCNONb3YEMCS CPOK - 6 Me-
cAYe6, KOMOPLLI MAK e Moxem Ovimb UCNONL30BAH 6 Kauecmee
OPUEHMUPOBOUHO20 KPUMEPUS CINOTIKOCIU HAPYUEHUS PyHKI4UL
opeanusma.

B npuxasze Munsgpasa Poccun ot 30.12.2003 Ne621 orpaxkeHa
IPaKTUKa OLEHKU COCTOSHMA 30POBbA JieTell B Bljie TPpafalum
YPOBHA 3/0POBbAI.

K 1 rpynme 350poBbsi OTHOCAT MPAaKTUYECKN 3TOPOBBIX JieTell,
KO 2 Tpymme - meTell ¢ (QyHKUMOHAJIbHBIMU HapyLIeHuAMM 6e3
YETKO OYePUYEHHOJ XPOHMYECKON MaTO/NIOTUN - COCTOsAHME Ipefi-
6oresHu, HarmpuMep (PyHKIMOHATbHOE PACCTPOIICTBO KEMYAKa,
runepTpodus HeOHBIX MUH/AIMH, 4acTO OOero e JeTU U Ap., K
3 - 1eT! ¢ XpOHMYECKOII ITaTOIOTMEN B CTAINM PEMMUCCUN Y KOM-
HeHCAIVM, K 4 - TALMEHTHI C XPOHMYECKMMH BATOTEKYIIMMMY 3a-
00TIeBaHMAMI C PeIKMUMM OOOCTPEHUAMU U CYOKOMIICHCAIIVelT,
K 5 - IeT¥ ¢ XpOHMYECKON JIEKOMIIEHCMPOBaHHOI IaTOMIOTMEN U
YaCTBIMU 000CTPEHAMIL

C 23 pexabps 2014 ropa 6pUtM BBeleHbl HOBble Kaaccuduka-
LM ¥ KPUTEPUU YCTAHOBJIEHWsI MHBAIMIHOCTY, pa3paboTaHHbIE
Muntpynom Poccum ¢ yuetom mnonoskeHuit MeXInyHapOpHOM
KmaccnyKanyy QyHKIVOHMPOBAHMA, OTPAaHIYEHNIT JKI3Hefes-
TeJIbHOCTY U 370p0oBbst (MKD).
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CaMBIM BaKHBIM B HOBBIX KPUTEpPUIT AB/IACTCA NPUBA3Ka 3a60-
JIEBaHMII K MeXXIyHaponHoit kinaccuduxanuu 6onesneit (MKB 10)
U (UKCAIVsA TPOLEHTA OTPAaHNYEHNs )KUSHEAEATeTbHOCTU TIPH-
MEHUTETIbHO K KoMy 3aboneBanmio. CTereHb BbIPaXeHHOCT
CTOVIKVX HapYLIeHMII PYHKINIT OPraH3Ma, KOTOPbIe OIpPeRe/IsiOT
TPYIITy MHBa/IMITHOCTY, OL|EHNBAETCS B IIPOLIEHTAX.

CoracHo 3Toi KaaccuduKanuy U KpUTepyAM BBIAEAIOTC 4
CTeNleHN CTOMKMX HapylleHUil (YHKLMII OpraHusMa denoBeKa,
00YC/IOB/IEHHBIX 3a00/IeBAHIAMM, IIOC/IEACTBIAMMI TPABM WK Jie-
¢dexramn.

1 cremenb - CTOVKMe He3HAUNTeTbHble HapyIIeHNUS (QYHKINI
opraHyusMa 4YenoBeKa (KOMMYEeCTBEHHas CUCTeMa OLeHKM 1 cre-
IIeH! BBIPQKEHHOCTY CTONMKVX HapyIIeHMi GyHKIMIT OpraHusMa
Ye/I0BeKa, yCTaHaBIMBaeTCs B % B AuanasoHe ot 10 5o 30 %);

2 cTemeHn - CTOVKUE He3HAuMTe/IbHble HapyLIeHVs (YHKINIT
OpraHyu3Ma 4YenoBeKa (KOMMYeCTBEHHas CHCTeMa OLeHKM 1 cre-
IIeHU BBIPQKEHHOCTY CTONMKVX HapyIleHMi pyHKIMIT OpraHu3Ma
ye/I0BeKa, yCTaHaB/MBaeTCs B % B AuanasoHe oT 40 5o 60 %);

3 cremeHn - CTONKME He3HAauMTe/lbHble HapyLIeHUs (QyHKIuUiT
OpraHyu3sMa 4YenoBeKa (KOMMYEeCTBEHHas CHCTeMa OLeHKM 1 cre-
IIeHJ BBIPQKEHHOCTH CTOMKMX HapylIeHWiT GYHKINIT OpraHu3Ma
Je/I0BeKa, yCTaHaBIMBaeTcs B % B auamnazoHe ot 70 o 80 %);

4 cremenn - CTOMKME He3HaYMTeIbHbIe HapylleHMs (QyHKIMi
opraHyusMa 4denoBeKka (KOMMYECTBEHHas CUCTeMa OLieHKM 1 cre-
IeHJ BBIPQX@HHOCTH CTOMKMX HapylleHW T GYHKIUIT OpraHu3Ma
YeJIoBeKa, yCTaHaB/IMBaeTcA B % B AuamaszoHe oT 90 o 100 %).

Oo6xanoBanue pemenns MCO

CymrectByeT iBa crioco6a otxanopanus peuenns MCD - BHe-
cynebHbIT U cynebHbIT. Boibop ciocoba o6>kanmoBaHms 3aBUCUT
OT Balllero ycMOTpeHus u ot tuma 6ropo MC3, pelienne KOTo-
poro 6ynet obkanosarbes. Pentenne PepepansHoro 6ropo MCD
MOXXeT ObITh 00>Ka/I0OBAaHO TONBKO B CYA. Perienne riaBHOro 610po
MC3 1o cy6pexty PO MoxeT 65ITh 06>kamoBano B PefepanbHoe
6r0po MC3 u (unmn) B cyn. Peutenne 61opo (siBisietcs: punmanom
6r0po MC3 1o cybpexty PP) MoxeT 6bITh 06Xa0BaHO B I7IaB-
Hoe 610po MC3 u (wm) B ¢y (1. 1. 42-46 IlpaBun mpusHaHUs
7 MHBAINUAOM, yTB. [locTanoBnenueM IlpaButensctBa PO ot
20.02.2006 N 95).

Crioco6 1. O6xanoBaHue BO BHeCYAeOHOM MOPSAKe

[l obxamoBaHMA BO BHeCyfeOHOM IOpsifiKe pelleHus 610po
VIV IJIABHOTO OI0PO PeKOMEHAYeM P PXKIBAThCA C/IEHYIOLIEro
a/ITOPUTMA.

IlTar 1. CocTaBbTe NUCbMEHHOE 3asABNeHNeE (3Kamo0y).

O6parute BHUMaHUe Ha TO, YTO HAIIMCATDh JAHHOE 3asBJICHME
BIpaBe TONBbKO JIMI[O, B OTHOIICHU) KOTOPOIO IIPOBOAMIIACH
MC3, mubo ero 3akOHHBI IpecTaBUTeNs (I 1. 1, 42, 45 IIpaBw).

JKanoba momxua copepxarp (1. 146 AZMUHNMCTPATUBHOIO pe-
rmaMeHTa, yTB. IIpmkasom Muntpyga Poccun or 29.01.2014 N
59H): HaumeHosaHue 610po nubo 2nasHozo 6po MCO, a makiuce
D.J1.0. ezo cneyuanucmos, deticmeus (6e3eiicmeue) Komopoix 00-
sanyromes; céedenus o sazsumene - O.V.O., mecmo sxcumenvcmea,
Homep merneoHa, aopec dneKMPOHHOU noumvt (npu HATU4UL) U
noumosulii adpec; céedeHust 06 06xanyemom peuieHuu 610po 6o
271a6H020 610p0; 006800bL, HA OCHOBAHUU KOMOPbIX 3416 UMENb He CO-
enacen ¢ pewseruem MCD unu delicmeusmu e2o 00NHHOCHHBIX JIUY,

Ecnn xano6y mopaeT IpefCcTaBUTeNb JIALA, B OTHOLICHNY KO-
Toporo mposogunack MCD, K Heil Hy>KHO IPUIOXUTD TOBEpeH-
HOCTb.

ITar 2. ITogaiite 3asBIeHNe 06 00)KaTOBAHNN B COOTBETCTBY-
o1gee 610po.

Cpok mi o6kaloBaHuUA pellleHnA O0po ¥ ITTABHOTO 6I0pO cO-
CTaBJIAeT MeCAL| C MOMeHTa IIPUHATUA CHOPHOTO pemneHy (IL. IL
42, 45 TIpaBni). 3asBienne 06 06kaoBaHUM peleHNs 610po Ho-
maertcs mubo B 610po, mposoausinee MC3, mn6o B r/1aBHOE 610pO
cooTBeTcTByMOLIETO cybbekTa PO. 3asBnenne 06 o6kamoBaHMM
pelIeHist IIaBHOTO 610po

[l 06>Ka/moBaHusI pelleHNsi COOTBETCTBYIOIEro 6I0po B Cyhe
PEeKOMeHyeM NIPUePKUBATbCS CIEAYIOLIEro IOPsIaKa JeliCTBIUIL.

IITar 1. CocTraBbTE AIMMNHUCTPATUBHOE VICKOBO€ 3aAB/ICHUE
00 OCITapMBaAHUM pE€MIEHNA COOTBETCTBYIOIETO 61()])0 N Imoaro-
TOBbTEC HeO6X0}_U/ll\rIble JOKYMEHTDI.
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HesaBucumMo oT TOTo, IpeFbsIBATE /Y BBI JOIIOTHUTEIBHO Tpe-
6oBaHMA KOMIIEHCALIUM MOPAJIbHOIO Bpefa WM HET, CyAeOHBII
nporiecc 6yzieT IPOXOAUTS 110 IPABIJIAM A[MUHNUCTPATUBHOIO Cy-
morrponsBoacTBa. KoMIleHcanyss MOparIbHOTO Bpefja MOKET OBITh
B3bICKaHa IIPY YCTIOBUH YHOB/IETBOPEHSI OCHOBHOTO TPeOOBaHMS
AIMUHUCTPATUBHOTO MCKOBOTO 3asB/IEHVISL.

B agMMHMCTPATMBHOM MCKOBOM 3asBlIeHUM 00 ocmapuba-
HUM peluteHuit 6ropo (rmasroro 6wpo min PexepanbHoro 610po)
cienyeT yKasarb (CT. ct. 125, 126, 220 KAC P®): naumenosarue
cyoa, 6 KOmopuiti nodaemcs 3as6neHUe; HAUMEHOB8AHUE AOMUHU-
CMPAMUBHO20 UCMYd, N00aKuLez0 AOMUHUCMPAMUBHOE UCK080e
3aseneHue, U e20 MeCmo HUmenvcmed, HAUMeHO8aHuUe Npeocma-
8umens u e2o aopec, ecnu 3aseeHue nodaemcs npedcmasumenem,
€ 00:A3amMenvHbIM YKA3AHUEM CBe0eHULl 0 HANIUYUL Y He20 8blCLie20
10puduUeckozo 00pasoeanus, a maxice Homepa menegoHos, Paxcos
U I1eKMPOHHOTL NOUMbL UCIUA U €20 NPedcmasumensi; HaUMeHo-
8aHue AaOMUHUCMPAMUEHO20 omeemuuka (610po, enasHozo 61opo,
Dedepanvrozo 610po), €20 MeCmo HAXONIeHUS; KaAKUe peuleHus,
Oeticmeust (6e3deticmeue) 00/mHHYL Obitb NPUSHAHDL HE3AKOHHDI-
MU, Kaxue npasa u c60600bl TUUA HAPYUIEHDL SMUMU PEUUEHUIMU,
Oeiicmeuamu (6e3deticmeuem); 06CMOAMenvCmea, Ha KOMOPbLX Oc-
HOBaHVL MPeb0BAHUS, U 00KA3AMENbCINEA, NOOMBepHOaroujue Imu
obcmosimenvcmea;

K admunucmpamugHomy ucko8omy 3as6/1eHuI0 HYHHO NPUso-
sHeumv (cm. 55, u. 8 cm. 57, cm. 126, u. 3 cm. 220 KAC P®): xonuio
omeema U3 8blUeCosLe20 0p2ana (eciu UMesno Mectno eHecydeo-
Hoe 00xcanosarue); y8e0OMIEHUS 0 8PYHEHUL OPY2UM TUUAM, Y4a-
cmeyouum 6 dese, KONULl AOMUHUCMPAMUBHO20 UCKOBO20 34516~
JIEHUS CO 8CEMU NPUTIONEHUAMU UMY KONUU AOMUHUCHPAMUBHOZO
UCKOB020 3ASI6/IEHUST NO HUCTLY AOMUHUCMPAMUBHBIX 0MEE1UKO8,
3AUHMEPECOBAHHBIX NIUY, U NPOKYPOPA; KONUK 3as6/eHus; JOKY-
MeHm, NoO0meepHoarouuti yniamy 20CHOWIUHDL, pasmep Komo-
poti 6 06usem cnyuae cocmasnsiem 300 py6. (nn. 7 n. 1 cm. 333.19

tekcT: FOpuii Kapaces

HCrioTHUTEIBHBIN AUPEKTOP O0IeCTBEHHOM
opraHusanuu «Coro3 NanyueHToB C
6oJ1e3HbI0 [o1re»

enepanbHbIM 3aKOHOM OT 21 Hos6ps 2011 roga Ne323-
®3 «O6 ocHOBax OXpaHBbI 3MOPOBBA IpaxkgaH B Poc-
cuiickoirt Qepepanun», a Takke IIpukasom MuH3s-
mpasconpa3suTya Ne162H ot 4 anpens 2008 ropa "O nopsapke
BefleHN:A (eflepasbHOrO perucTpa GONbHBIX TeModuIneit, My-
KOBUCI[M/I030M, TMIIO(U3APHBIM HAHNM3MOM, OONE3HBI0 TOlIle,
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HK P®); dosepernocmp unu uHoil 0oKymeHm, y00Cmosepsiouuii
NONHOMOUUS Npedctnasumens 3as6Umess; c6e0eHus, NOOmMaeept-
daiougue Pakm NPUHAMUSL OCHAPUBAEMbIX PeuteHut, cosepuieHiie
ocnapusaemvlx Oeticmeuti unu 6e30eticmeus.

Beunynm. 2m. 2 ct. 333.36 HK PO n c yuetom 1. 3 cT. 333.36 HK
P® ot yrmatsl FOCHOLUIMHBI ITO JAHHOI KaTErOpPIH Aeia 0CBO6O-
JKJATCSA 3adBUTENN, ABAAIMecd uHBaaugamu [ n I rpynm.

[Tpu Hammumu TpeOGOBAHMII O OMOJHMUTENBHON KOMIIEHCA-
LM Bpefa IOfIAeTCA NCKOBOE 3asB/IeHMe. B ICKOBOM 3asBIeHUN
IO/DKHA OBITh YKa3aHa, IOMMMO BBIIIEIIePeMCIeHHBIX CBEeHMIL,
IleHa MCKa - TpebyeMast K B3BICKAaHMIO CYMMa, a TaKXXe ee pacyeT
(ct. 131 TTIK P®).

Jyist obpaiieHus B Cyf € )Kano6oit Ha penennst, geictBust (6e3-
merictBue) 6:0po MCD ycTaHOB/IEH CPOK He 6ojtee Tpex MecsiieB
CO [HS, KOTfa TPAXGAHNHY CTAl0 M3BECTHO O HAPYIIEHUM ero
mpasa (cT. 22, 4. 3 cT. 24, cT. 219 KAC P®).

[laHHbIe Iea MOfBEIOMCTBEHHDBI CyaM OOIeil IPUCHUKIINN
¥ TIOACYSHBI PaiflOHHBIM CyfaM. Bbl BIIpaBe CaMOCTOATENBHO BbI-
6paTb MECTOHAXOXXIEHMSI COOTBETCTBYIOLIETO CyAa: 60 HO Me-
CMY HAXOHCOEHUS OMBeMH1UKa; U0 N0 MECHLY C80€20 JHUMETbCEBA.

Cyn [O/DKeH paccMOTpeTb 3asIB/IeH e B TedeHne Mecsina (4. 1 CT.
226 KACPOD).

ITo pesynbraTaM paccMOTpeHMs aIMUHUCTPATUBHOIO UCKOBO-
O 3asIBJIEHNSI MOXKET OBITH IIPUHATO OJHO 13 IBYX pelreHnit (CT.
227 KAC P®D): 06 ydosnemsoperuu noaHOCHbIO ULU 6 4ACHU 3a-
AB7IEHHDIX MPeO06aHULl U 06 06A3AHHOCU AOMUHUCIPAUBHO20
omeemuuka yCmpanums HapyuieHue npas aAoMUHUCHPAMUBHO-
20 ucmuya; 06 omxkase 6 y006/eMBOPeHUU AOMUHUCIPAMUBHIX
UCKO0BbIX MPe606aHUilL.

MILE/IONEIKO30M, PACCEsIHHBIM CKIEPO30M, a TaKXe MOC/e
TPAaHCIUIAHTAL[MU OPraHOB U (MIM) TKaHel' 3aKpeIIeHO IIO-
HaTHE «penkue (opdaHHbIe) 3ab0meBaHMs — 3TO 3a00/IeBaHLS,
KOTOpbIe NMEIOT PaCIpOCTPAaHEHHOCTH He 6oree 10 cydaes 3a-
6oneBanums Ha 100 ThICSY HACeIEHWISI».

OpHyuM M3 TaKuX pefKux 3aboyeBaHMil ABJsAETCA 0ONIe3Hb
Toure — 3T0 Hac/IeACTBEeHHOE 3aboneBaHe, pa3BUBaoLIeecs B
pesy/nbTaTe HeJOCTATOYHOCTY pepMeHTa III0KOLepebposnza-
3bl, KOTOpasi IPMBOAUT K HAKOIIEHNIO [TIOKOL[epeOposuia BO
MHOTHMX TKaHSX, BKIIIOYasl Ce/Ie38HKY, [Te4eHb, IIOUKI, JIETKIE,
MO3T 1 KOCTHBIIT MO3T, YTO BIIOC/IEACTBUN B TSDKEJIBIX CITydasx
IPUBOANT K MHBAIMAN3ALNY U YXYALUIEHNIO Ka4eCTBA KU3HIL.

Braropapst 3aKOHOATe/IbHBIM AKTAM BCe [TAI[VIEHTHI C 60/IE3HBIO
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NH®OPMAILINA & 3AKOHOZIATEJIbCTBO

Tome B Poccun obecrednBaTcss HeOOXOAMMBIMI JIEKAPCTBEH-
HBIMU IIpellapaTaMy B IIOJIHOM O0beMe B TeYeHNUV MHOIMX JIeT
(c 2008 ropa) 3a cyeT exerogHbIX (eepanabHbIX 3aKYIIOK.

Ha 6ase Hay4Ho-KIMHMYECKOTO OT/eNeHNs OppaHHBIX 3a-
6onesannit ®PI'BY lemMaTomOrMYecKOro Hay4HOro LeHTpa Mu-
HUCTepCTBa 3paBooxpaHenus PO mopj pyKoBOACTBOM [.M.H.,
npod. JIykuuoit E. A. cTaso fOCTYIHBIM IOTyYeHUE BBICOKO-
KBa/IM(PULVMPOBAHHOI MeUIIVHCKOJ IOMOIIM B3POC/IBIM IalN-
eHTaM c 6omesHbio [ome. K cokanennio kBamupuumpoBaHHYIO
MEeUIVMHCKYI IOMOIIb MAaIlMeHTHl C 3TUM pelKMM 3aboyeBa-
HUEM He MIMEIOT BO3MOXXHOCTM IONYYUTDb IO MECTY >KUTENb-
CTBa, TaK KaK B PETMOHAX, B CUITY PeIKOCTH 3a060/IeBaHN U Ha-
VYN B PETVOHe eIVHNYHBIX MAI[MeHTOB C TAKUM JIMaTHO30M,
OTCYTCTBYIOT CIIeLMAINCTBI IO JaHHOMY 3aboneBaHuio. B Te-
MAaTOIOrNYeCKOM IIeHTpe, 6/1arogapsi IpaMOTHO BBICTPOEHHOI
IporpaMMe 1o 06C/eJOBaHNUIO, TIOCTAaHOBKE AMAarHO3a, TeYeH
U HaOMIOeHNs, Ka4eCTBO KU3HY U 3[I0POBbA MALMEHTOB C 60-
nesHblo lollle 3HAYNTENbHO yAydlIaeTcsA. [JaHHBIN yCHelUIHbli
OIIBIT PabOTBI, XOPOLIO OTIAXKEHHAs CICTEMA JIEYeHNs MOXKET
SIB/LSITBCS IPYMEPOM JUISL JIEYeHNsI APYTUX PefKux 3abosesa-
Huil. JI714 manyeHToB KpaliHe Ba)KHO MMeTb Takoll LleHTp u mo-
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HEBUJAVNMAA bOJIESHD

&

JIy4aTb BBICOKOKBa/IN(UIVPOBAHHYI0 MEIUIIMHCKYIO IOMOIIb.

Hetn c 6ome3nno olre Momy4aroT HEOOXORUMYIO MeUIIVH-
CKYIO ITOMOIIb Ha 6ase BeAyllero genepanbHOTO AETCKOTO JIe-
ye6HOTO yupexxgeHusa «Hay4Hblil IeHTp 300pOBbA feTeit» Mu-
HIUCTePCTBA 3[paBooxpaHeHnsa PD cunamu Beylero nepmuarpa
o 6onesuu loure B Poccun K.M.H., Bpada BbICIIEN KaTeropun
I'yupo6unoit Onbru CTaHNCTABOBHBL

B 2015 roxy maumentamu c¢ 6ome3Hbio lomre Opita cospana
HeKoMMepuecKas opranusanysi «Coms MareHToB ¢ 60/Ie3HbI0
Tomie» ¢ 1enpl0 OkasaHUsl MHQPOPMAILMOHHON, HICUXONIOTUYe-
CKOJi, IPaBOBOJ IIOMOIYM M OODbeIVHEHVs HAalMeHTOB C Jya-
rHO30M «6oj1e3Hpb lomie» /st 3aIUTBl M OTCTAMBAHMS HAIINX
o6umx uHTepecoB. OpraHM3aTopaMu sIB/SIIOTCS MAL[MEHTHI C
maHHBIM 3aboneBanyeM Kapaces I0pnit u Konbixanos Anexceii.
Y opranmsanum ecTb IpyIIa B COLMATBHONM CETU «BKOHTAKTE»
vk.com/gaucherspiporz , rge MOXXHO IOJEIUTLCSA OIBITOM pe-
HeHNs Mpo6eM, CBA3aHHBIX C JaHHBIM 3a00jIeBaHNUeEM, I 3a-
IaTb BOIIPOCHL.

Taxoke B Poccun cymecTByeT Me>XXpernoHaabHas 00IeCTBEH-
HaA opraHmusauusa «CopeiicTBue MHBANULAM C JIeTCTBA, CTpa-
matomum 6omesnpio Tole, 1 MX CeMbsIM» IOJ PYKOBOJCTBOM
Mapuna TepexoBoili, KOTOpas CTOsANA y UCTOKOB IBVDKEHNA U
BHecC/Ia OOJIBIION BK/IAZ B OPraHM3alMIo TIOMOLIY MTallieHTaM C
6omesHbio lorre B Poccnn.

ITo Bcem Bompocam, CBA3aHHBIM ¢ Mpo0OIeMaMu opra-
HU3aIuu 1edenns 6onesnu lonre o6pamnjaiitech Mo BbI-
IIeyKa3aHHbIM KOHTaKTaMm!

1 yacTh: BBesieHUe B 60JIe3HH IUKJIA 00pa3oBaHUS MOYE€BHUHBI

TekcT: ITonsakosa C.H.

JIOKTOp MeAUIIMHCKUX HAyK, Bpa4 BhICIIEH
KaTeropuw, BeAyluii Hay4HbIH COTPYIHUK
HWU HeoTno0:xHOI1 JleTckoii Xupypruu u
TpaBmaTosoruu

apyuIeHnsa oOMeHa I[MK/Ia MOYEBMHBI - 3TO BPOX/JeHHbIE

ommnbKy MeTaboMM3Ma, Py KOTOPBIX, 13-3a YaCTUIHOI

VUL TIOJTHOV MHAKTUBALMU COOTBETCTBYIOIIMNX (hepMeH-
TOB, HAPYILIAeTCst 06pasoBaHMe MAIOTOKCUYHOI MOYEBIHBI, ITO
IPUBOAUT K OCTPOIl MM XPOHNYECKOI MHTOKCUKAIMM aMMMa-
KOM - I'MIIlepaMMOHVEMMNH.

Innepammonnemus (I'A) - KIMHMYECKasA CUTyanys C HOBBI-
meHneM ypoBHs ammuaka (NH3) u (ammonns, NH4+) B kxpoBu
Bomie 100 MKMomb/n y HOBOPOXKIEHBIX 1 Bblie 50 MKMonb/ny
6osee cTapInx geTeit i B3POCIBIX.

I'A BO3HMKaeT BC/IeACTBYE HAPYLIEHNA JeTOKCUKALIMY aMMO-
HYIA B IApEHXVMe IIeYeHN Y TUIIePIPONYKLIUY — BCISACTBYE Je-
(bexToB hepMEHTOB OPHUTHMHOBOTO IMK/IA (L{MKTa 06pa3oBaHMsI
MoueByHbI, [JOM). Ilpu reHeTnyecKu geTepMUHIMOBAHHOI SH-
3JMIMaTUYeCKOIl HeOCTATOYHOCTI OfHOro n3 ¢pepmenTos [JOM
¢dbopmupyercs mepBUYHasI TUIIEPAMMOHIEMIS, TIPY ITeYeHOUHOIT
HEIOCTaTOYHOCTY KaK OCTPOI, XPOHMYECKOI, TaK ¥ JeKOMIIeH-
caluyl LUppo3a BO3HUKAeT BTOPMYHAA TUIIEPAMMOHUEMUS C
HAKOIUIEHVEM IPYIUMX TOKCUYHBIX MeTabONUTOB, KPOME aMMO-
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HIsI, 4TO KJIMHUYECKY TIPOSBIAETCS CIel(UUecKIM CIIagKoBa-
TO-THU/IOCTHBIM [I€YeHOYHBIM 3aIIaXOM.

[TaBHBIM MCTOYHMKOM aMMMaKa ABJIAIOTCA aMUHOKVIC/IOTHIL,
6enxy, NH4+ mpepncraBngeT co6oil GeCliBEeTHBIN a3, KaTHOH,
KOHEYHBIIT IPOJIYKT a30THCTOrO 0OMeHa y TeIIOKPOBHBIX.

B mporjecce onTOreHe3a 11 Iepexoya 13 BOXHOI cpefibl obuTa-
HIIsI TOBBIIIEHVIE KOHI[EHTPALINII aMMMaKa CTaIo HeGe30IacHbIM
U IOTpeOOBa/ICh ApPyrue IyTU BBIBEHEHVSA a30TYUCTBIX IIa-
KOB (aMMOHMA I MOYEBOIl KUCIIOTBI, IPENMYLIECTBEHHO Y PhIO,
PenTIINii ¥ 3eMHOBOJHBIX) U3 OPTaHU3Ma, a IMEHHO MOYEBU-
HbI, KpeaTuHa, KpeaTHuHA. MO4YeBIHA - OCHOBHOI KOHEYHBII
IPOAYKT a30TICTOr0 0OMEHa, B COCTaBe KOTOPOTO 113 OPraHM3Ma
BhIenAeTCA 10 90% BCero BHIBOJUMOTO a30Ta, SKCKpelns Mode-
BJHBI B HOPME COCTaB/IAET ~25 I/CyT.

Tak Kak aMMOHMII C TETKOCTBIO IIPOHMKAET Yepe3 TKaHeBOIl
6apbep, 1 0OBIYHO KOHIIEHTPALs B TKAHAX B 10 pas mpeBbllIaeT
KOHIIEHTPAIIMIO B CBIBOPOTKE KPOBY, Hauboee YyBCTBUTEIbHA
K IIOBPEX/ICHUIO aMMOHYIeM LIeHTpajIbHas HepBHAA CUCTEMA, aM-
MOHMII CUMTAETCA HEePOTOKCMHOM, AEMCTBYS ONOCPENOBAaHHO
yepes CUCTeMy CUHTe3a ITII0TAMIHA, HAKAIUIMBACTCS U TIOBPEX-
TaeT IMajibHble KIeTKY, M3MeHseT (II0BbIIIAeT) OCMOJLIPHOCTD
U OCTIOXKHseTCA 0TeKoM Mosra. [latorennsiit a¢gexr I'A 3aBucut
OT IPONO/KUTENEHOCTY Y TAXKECTH MHTOKCUKAIUIL.

[IpencraBneHne 06 o6MeHe aMMMaKa, MOYEBUHBI U JAPYTUX
0eKOBBIX MeTabONNTaX MaJOM3BECTHO BpadaM MO MpUYMHE
OTCYTCTBYS JOCTYIHON AMarHOCTMKM, NedeHNsA. Ho mo cyme-
CTBY I'MIIepaMMOHMEMIYeCKIe COCTOSHMA MOTYT BCTPeTUThCA
B IIPAaKTHUKe Bpadeil pasHBIX CIeIMaTbHOCTEN — OT HEOHATONIO-
TOB, IIEMaTPOB, HEBPOJIOTOB, Bpadeli CKOPOIT IIOMOIIY, peaHM-
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MAaTOJIOTOB, TaCTPOIHTEPONIOTOB, T€NAaTOIOIOB, TOKCUKOIOTOB 1
np. OmpenenieHne ypoBHsI aMMOHMS HE BXOZIUT B ITIOBCEHEBHYIO
IIPaKTHKY, HOMUCK 1ab0paTopny, Iie MOXKHO OIPEeTuTh aMMO-
HUIT, jaKe B 0O/IACTHBIX FOPOJAX IPENCTAB/IsAET 3HAYUTETbHbIE
TPYFHOCTH.

[Tocne mpuéma muiy U3 KMIIEYHNKA B II71a3MY KPOBM IIOCTY-
I1aeT MHOTO aMMHOKVCIIOT, TPUYEM IIPe0OIaialoT aMUHOKIICIIO-
THI C pa3BeTBAEHHOI HOKOBOII 1embio (50 20% OT 0611ero KO-
4ecTBa), KOTOPbIEe 3aTeM IIOITIOMAIOTCS, B OCHOBHOM, HEYEHBIO,
MBIIILIAMY ¥ MO3TOM. B MBIIIITaX MPOMCXOAUT YCU/IEHHBII KaTa-
60/113M 9THX AMUHOKVCIOT, IPMYEéM OHM BBICTYIIAIOT OCHOBHBI-
MU JOHOPaMJ aMMHOTPYIIIBI B CUHTe3€ a/laHMHA U3 I1pyBaTa .

B nocTabcopOTHMBHOM IepHofe OCHOBHBIMY MCTOYHMKAMMU
CBOOOJHBIX aMUHOKVIC/IOT ABJIAIOTCA MBIMIBI. OHU HOCTaBIIA-
0T B OCHOBHOM a/JlaHMH M IIyTaMMH . AJIAaHVH IOITIOIIA€TCA
N€YEHbI0, IIyTaMMH - KMIIEYHUKOM U Io4YKaMu. B kmineunmke
a30T ITIyTaMMHa MEePEeHOCUTCS B a/JlaHMH MIN CEPUH U B UX CO-
CTaBe TPAaHCHOPTUPYETCs B I€4eHb, I aKTUBUPYETCA Ipoliecc
IJIIOKOHeoreHesa. TakuM 00pa3oM, alaHUH U CEPUH - OCHOBHbIE
ITIMKOT€HHbIE aMMHOKMUCIOTHI. VIHTeHCUBHOCTD ITIOKOHEOTeHe-
3a U3 9TUX aMMHOKMCIOT HAaMHOTO BBbIIIE, YeM U3 BCEX APYTUX.
Ha orpanmvennn nocTymnieHns ¢ Imuileli aMMHOKUCTIOT C pas-
BETBJICHHOJ! 1IeIIbI0 OCHOBBIBAETCS HU3KOOENKOBas AyeTe Npu
BIIOM.

Puc.1. Bo/iesH! OPHUTMHOBOTO LIMKJ/IA I MECTO COOTBETCTBYIOIINUX (pepMeHT-
HbIX JledexToB (HecTaHgapTHbIe a66peBuaTypsl GDH rmoTaMaTierniporeHasa,
NAD(P) HuxoruHamup ajeHuH punykneorup (pocdar), OAT opuutun amn-
HotpaHcdepasza, OMP oporuann MoHodocdar, PSCR nupponus-5-kap6okcnu-
naT pepykrasa, PSCS- Al-nmpposnns -5-kap6okcumar cunrerasa, UMP- ypuansa
Monodocdar).

OcHOBHO PeaKLU/IeI‘/'[ O6e3Bpe)KI/IBaHI/[H aMMIaKa B TKaHAX
ABNIACTCA CUMHTE3 ITTyTaMIHa, KOTOPI)HZ 3aTE€M JICIIONIb3YETCA B
aHabOoMMYIeCKUX Mpoleccax u it 00e3BpeXMBAHNUS BEIeCTB B
IICYCHIU. (DepMeHTbI TIyTaMaTaernjgporesa3a 1 IiryTaMUHCUH-
Te€Ta3a ABIAITCA PETYTATOPHBIMU 1 06YCTIOBHVIBaIOT CKOpPOCTH
[IPOIIECCOB 0OPa3oBaHMsI 1 06€3BPeXXIMBaHNS AMMIAKA.

Ta6nuua 1. Homenkaarypa 6omesHeil Iiki1a 00pa3oBaHys MOYEBIHbI

Hassanue A66peBuarypa Ten Jlokamu- Tun OMIM
3anus Hacrie-
MyTanun JioBa-
HuA
1 N anerwn rora- NAGS gedurr | NAGS 17q21.31 AR 237210
Mar CUHTeTa3Has 608300
HeJIOCTaTOYHOCTh
2 | Kap6omonndoc- CPS1 pedpuuur | CPS1 2435 AR 237300
dar-cuHreTasHas 608307
HEJIOCTaTOYHOCTD
OpHUTHH TpaH- OTC OTC Xpll.4 X-cue- | 311250
cKkapbamuIazHas ;[ecbuuu'r TIJIeH- 300461
HeJIOCTaTOYHOCTh Hoe
Tnrpynmaemns CTLN1, Apru- ASS1 9q34.11 AR 215700
Tuml HUH-CYKIMHAT 603470
CHUHTETa3Has
HEJI0CTaTou-
HOCTD
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5 ApruHMHAHTapHas | APIUHUH CyK- ASL nepmur | 7q11.21 AR 207900
aunaypust LMHAT IMa3Has 608310
HeJI0CTaTo4-
HOCTb
6 Aprunnnemus Jeduunr ARG1 6q23.2 AR 207800
apruHasel 1 neunmt 608313
7 HHH cunapom ORNT1 ORNT1 13q14.11 AR 238970
(runepaMmoHue- eyt (Mu-
MU, TUTIEPOPHI- TOXOH/IpUaIb-
TMHEMIA, TOMOIM- | HbIIT Jedpuimt
TPYIMHYpUS) OPHUTHHA,
SLC25A15
8 Lnrpynnuemus Hepocrarou- CTLN2 7q21.3 AR 605814
T 2 HOCTD IMTPUHA, SLC25A13 603471
TIEPEHOCYMK
acmapTaT-rmo-
Tamar
9 Hepocrarou- GS Hegocrarou- | GLUL 1q25.3 AR 610015
HOCTb I/TIOTaMUH HOCTb
CHHTETa3hl
10 | Tpausuropnas THAN AR Pannsaa
TUIepaMMOHMEeMMs nHban-
HOBOPOXICHHBIX TH/IbHAA
dopma
11 | T[nupponmuu-5-Kap- P5CS nenocra- ALDHI18A1 10q24.1 AR 219150
6oxcumar TOYHOCTH
CHHTeTa3Hast
HeJIOCTaTOYHOCTD

PasnuyaroT gBe IpyInbl IepBUYHBIX TMIIepaMMOHIEMMII B 3a-
BUCHMOCTH OT MeCTa SH3UMAaTIYeCKOro gedeKTa — MPOKICMaIb-
HYIO [IO BKJIIOYEHVS B OPHUTMHOBBIN LUKI (B MUTOXOHJPUAX
- CPS1, NAGS n OTC) u gucTanpHy0 — HEIOCPeICTBEHHO IIPO-
TeKarolye B nuTomiasMe renatouutos B LIOM, (ASS, ASL, ARG,
HHH) u fBa TpaHcMeMOpaHHBIX TPaHCIOPTepa OPHUTIHA U LI~
Tpy1nuHa, BeispiBaromyx HHH cuapgpom m HegocTaTo4HOCTD
mutputa (ORNTI, CIT 2). Cwm. puc 1

B P® yacrora He yCTaHOBJIEHA, TeM 60Jlee YUUTbIBAs Bapua-
6embHOCTD TedeHns 6osesneit LIOM c e610ToM B pasHble BO3-
pacTHbIe MEepUOfibl OT MEPUofa HOBOPOXKAeHHOCTH (Hamboree
TSDKeJIble, 4acTo ¢aranpHble POPMBI), MIafeHIeCTBa, OOBIYHO
CBsI3aHHbIe C BBefeHNeM OeIKOBOrO IPUKOPMA, Y B3POCIIBIX,
00BIYHO MACKUPYIOTCsI/TIPOSIB/IIIOTCS HEBPOIOTUYECKUMY U
NICUXMATPUIECKUMY CMIITOMaMN.

IMopasnatommee 6ompmmHCTBO BIIOM XapakTepusyoTcs ay-
TOCOMHOPEIIeCCUBHBIM TUIIOM HAaC/Ie[OBAHNsA, 33 VICKITIOYEeHIEM
OTC - ¢ X-cIjerieHHbIM TUIIOM HAaC/IeJOBaHNIA.

Kpome depmenTHOrO feduiiuta CyiiecTByer elte fBe 607es-
HU, 00YC/IOB/ICHHbIC HapyIIeHUeM IIepeHOca CYyOCTpaToB depes
MUTOXOHJPMANbHYI0 MeMOpaHy - HeUIUT TpaHCIOpTepa Op-
HutuHa 1 (opuntuHTpanciokasa -ORNT1) u geduunt unrpuna
(TpaHCHOpTepa IMIoTaMara-acrapTara).

O6mas pacripocrpaneHHocts 6omesnert 1JOM, 1:8 000. V3
nux: OTC 1:14 000, ASS 1:57 000, CPS 1:62 000, ASL 1:70 000,
Hedunur aprunasst 1: 363 000. ITo ganasiM Summar ML (2013),
IIpOAaHA/IM3MPOBABIIEM Pe3y/IbTaThl CKPMHIHTA 6oIee 6 MIJIIN-
OHOB HOBOPOXX/IeHHBIX HEKOTOPbIX TaToB B CIIIA 32 2001-2012
IT. pacipocTpaHeHHOCTh BIJOM nonyunmacs cnegyromass: NAGS
medunut <1:2000000, CPS1 gedurur 1:1300000, OTC gedurut
1:56 500, ASS1 gedurur 1:250000, ASL medurut 1:218750, ARG
meduut 1:950000.

Hemocratounocte CPS1, ASS1, ASL, NAGS, u ARG nacrne-
IYIOTCA TI0 ayTOCOMHO-pelieccuBHOMY 06pasy. CPS1 meduunt
1 NAGS HemoCTaTOYHOCTh  ABJAIOTCA Hambosiee TSXKeIbIMUA U3
PacCTpOIICTB LIMK/Ia MOYEBMHBL. JI11ja, ¢ IIO/IHOI HEJOCTAaTOYHO-
cTpio CPS1 OBICTpO pa3BMBAIOT IMIEPAMMOHMEMUIO B IIEPUOL
HOBOPOXX/]eHHOCTH.

OTC peduuur TunmdeH Aas Manbdukos. IIpumepno 15%
JKEHIIVMH-HOCKUTE/IEN MyTallUK C JIaJlOHM3anueil BTopoii X-Xpo-
MOCOMBI Pa3BUBAIOT I'MIIEPAMMOHMEMUIO B TeYEHME >KU3HU, U
MHOTH€e 13 HIX TPeOYIOT IeIeHNsI.

KnuHuyeckne XxapakTepucTUKN

[IpuHUMIMANTbHbIE OTINYMS KIMHWYECKOV CUMIITOMATUKI
OIIPENETISIIOTCS He TOBKO TeHETUYECKUM fedeKTOM, aKTHBHO-
cTbI0 (pepMeHTa, HO B OOJIBIIEN CTElIeHN YPOBHEM aMMOHUS U
Hespenoctbio [THC. HeoHatanpHblT U MIafeHYeCKMil TeO0T
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IIPOTEKAET 3HAIVIMO TsDKETIEE, YEM Y neTen cTapuie 3et n B3POC/IbIX.

Jnst Bcex ¢opm A TunmvHO HeCTaOMIBHOCTD TEPMOpETY-
ALY, CKIOHHOCTD K TUIIOTEPMIN Y HOBOPOXKAEHHDIX, Y CTap-
J11070.¢ ,[[eTeI?I 9TOT CUMIITOM HE€ BbIABIACTCA, TUIIMYHDBI /I BCEX
¢dbopm KOMa U 3afep)KKa B pasBUTIH, OCTpbIe 9HIle(aronaride-
CKI€ Kpu3bl, CyIOpory, aTakCcus, I/IHCYTIBTOHOHO6HK)IC 3MM30/bI,
PBOTA, TOIIHOTA, peaKOA Ha 6€J'IKOBYIO nymry (y MHOI'IX I[CTCI‘;I
(dbopMMpyIOTCA MUIIeBbIe MIPEIOYTEHN C OTKa30M OT Oe/IKOBOI
§887811079)

Ta6muua 3. OCHOBHBIE HPUYMHBI TUIIEPAMMOHMEMIN Y HOBOPOKeHHBIX
M COOTBETCTBYOIIIIE TabopaTopHbie OTKIOHeHN: (muddepeHimanbHpIii gya-

THO3) - B 97IeKTPOHHOI BepCHM >KypHAIa.

Puc.2. InarHocTuyueckmii aaropuT™M HEOHATAJIbHON TIMIle-
PpaMMOHMEMNN.

AFP -anpdaderonporens, CIT2 unrpymunemus 2 tum, CPS1-D- kap6o-
mamndocdar cuHrerasHas HegocTaTo4HOCTH, HI-HA -runepuHcynmmHusM-ru-
nepammonnemusa, HMG - 3-ruppokucu-3- metunrnorapun-CoA nmuasHas Heflo-
cTatodHOCTDb, LPI - mmsunypndeckas Herepenocumocts 6enka, OATD opautna
amMuHOTpaHCepasHas HeJOCTaTOYHOCTb, PA — mpormoHoBas anmpemns, PC-
nupysar Kapbokcmmasza, PSCSD —Al- mupponus-5-kapOoKcumaTHas HeOCTa-
ToyHocTb, THAN TpansurtopHas I'A HoBopoxmenHbiX, TPD HemocTaTouHOCTD
rpudyHKIMOoHambHOTO 6enka, U — Moya. YpoBeHb joKasarebHOCTH D.

Krivitzky et al [2009] ormeTun cHuKeHyue KOTHUTVBHBIX
byHKUWt M HapylleHye agantuBHOro mosemeHus (IQ y Bcex
6071bHBIX He MeHee 4eM Ha 20ef1), 0COOEHHO TepeHecInX mep-
BbIVI KPU3 B HEOHATAJIbHOM IIEPUOJE.

Kak 1 60/1bIIHCTBO ayTOCOMHOPEL[eCCUBHBIX 3a00/IeBaHIIT
MMEIOT HECKOIBKO KIIMHMYECKNX POPM, 3aBUCAIINX OT OCTATOU-
HOI aKTUBHOCTU depMeHTOB. VHpaHTUIbHBIE HOPMBI IIPOTEKA-
10T 6YPHO, € TsDKETIBIM TOPasKeHMeM MO3Ta U KaK IIPaBUIIO C IIO-
XMM IpPOrHO30M. MiajieH4eckue 1 B3pocible GpOPMBI OOBIYHO
MacKUPYIOTCs 3a00j1eBaHyeM JTI00011 IHOI IIPUPOJIBI — MTHTOKCH-
Karueit, nHeKIyeil, TPaBMOJil TOJTOBHOTO MO3Ta U T.I1.

Knuandeckuit monmmMopdusM CBOMCTBEHHBIN MPAKTIIECKN
BceM opdaHHBIM 3a607MeBaHMAM ¥ OOYCIOB/IEHHBIN CTENEHBIO
yTHeTeHMsI aKTUBHOCTM (epMeHTa OTpaXkaeTcsl Ha TSXKeCTH 3a-
6orneBaHs, BO3pacTa MaHU(eCTaI.

JTaboparopHble MPU3HAKK

Ta6muua 5. bruoxummyecknit peHOTHII - B IEKTPOHHOI BepCUM KypHaa.

N-Acetylglutamate Synthetase Deficiency (NAGS): NAGS
HEJOCTAaTOYHOCTDb ABJIAETCA CaMbIM TAXKE/IbIM, HO VI CAMBIM pefi-
kuM fedpexrom LIOM. [TpokcumanbHas 6one3ns LIOM, Hapyie-
Hyte o6paszoBanusa NAG u3 IIoTaMIHa IPUBOJUT K IOBBIILIEHUIO
YPpOBHA HOCenHero u TopMosut Becb IJOM. Y 60/1bHBIX ¢ Ti-
JKENOil HeJOCTaTOYHOCTBIO OBICTPO HAKAIUIMBAIOTCS —BBICOKIIE
YPOBHM aMMMaKa B KPOBJ BCKOPe I0C/Ie poxkenus. [lanuenTsr,
KOTOpBIe ObUIV CIIACEHBI OT BBICOKUX YPOBHEN aMMIaKa B KPOBH,
HaXOJATCA B OITACHOCTH [/ MOBTOPSIOIINXCA IIPUCTYIIOB THIIe-
pammonnemun. Caldovic et al 2003.

Carbamoylphosphate Synthetase I Deficiency (CPS-I
Deficiency): CPSI Taxxe oguH 13 Hambosee TSDKEIbIX TUIIOB
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BIIOM, nepBblit (epMeHT B LuKIe — Koakrop N-areTuirio-
TaMaTa, IpU THKENbIX (GOopMax IMIlepaaMOHMeMM HadMHAeTCA
BCKOpe IIOC/Ie POXKAEHNA, MAlMeHThbl YCIIeIIHO IpeofoIeBIlne
HepBbIJl KPMU3NC IIUTEIbHO, MIOKI3HEHHO HAXO[ATCA B TpyIle
pucka o peunpusy I'A . ITanuents! ¢ yactuyHoit CPSI HefocTa-
TOYHOCTBIO (JIETKMII TUII) MOTYT MMETb CKPBITbIe CMIITOMBI BCIO
KU3Hb W ['A IIpOBOLMPYeTCA CTPECCOBBIMU CUTYALUAMU U
rpurrepamy (MHGEKLUMA, BUPCH U T.II).

JTuarHo3 BepudnIpyeTcs ompefeNeHneM aKTuBHOCTH ep-
MeHTa B OMOIITaTe IeYeHN UM OOHapy)XeHNMeM COOTBETCTBYIO-
myx myTauuit npu JHK guarsoctukn.

Ornithine Transcarbamylase (OTC) Deficiency: OTC
OJIMH U3 TsDKeNbIX TUHoB 6onesHelr, OTC npeBpalaer MOIeKy-
1y xapbomomndocdara ¢ OPHUTUHOM B LUTPY/UINH. BHICOKVE
YPOBHM aMMOHMSI M.6. C POXK/IEHNsI, TOKM3HEHHO COXPAHSIETCs
PUCK HOBTOPHBIX Kpu30B. IIpuunust I'A Te xe, cTpecc, 601e3H,
6enkoBas Harpyska. len OTC mokanusoBaH Ha X-XpOMOCOMe,
TUII HaC/IeNOBAHMA PELieCCUBHBIN, OO/ICI0T B OOJIBIIMHCTBE CBO-
eM MaJIbYMKM, KIMHUYeCKas CYMITOMATUKA Y JIeBOUYEK MOXKET
UIMeTb MeCTO, 1 IOBOJIbHO TsDKeJIasd B C/Iy4ae MHAKTUBALINU BTO-
poit xpomocomsl (3 dekT nariornsanum).

Argininosuccinate  Synthetase  Deficiency  (ASSD)
(Citrullinemia I): apruumH -CyKuMHAT cCMHTeTasa (CMHTeTasa
apTUHMH-THTAPHOI KUCIOTBL, ASS) CBA3bIBaeT LIUTPY/UIMH C ac-
IapTaTOM IIpeBpalllas ero B aprMHMHCYKIVHAT. [Ipy oTcyTcBun
9TOJI peaKy KOHIEHTPalVsl UUTPY/UIMHA IIOBBILIAETCA B COT-
HJYI pa3 U YpOBEeHb aMMOHIISI, COOTBETCTBEHHO, Toxe. [lanyeHTpl
C HOMHBIM AeduiutoM ASS CTpafaloT OT SKCTPEMATbHO BBICO-
koit 'A cpasy mocne poxxpennsa. HasHaueHne apruHuHa IpuBo-
INT K CHIDKEHMEI0 aMMOHIIS, JIedeHue 3Tolt popMbl 3a607eBaHMsA
Hanbornee 9p(PeKTUBHOE 1 MPOCTOE TI0 CPABHEHUIO C APYTUMMU
BLIOM.

B otmnmunme or CPSI, NAGS, OTC, depment ASS npepncras-
JIeH BO BCeM OpraHmsMe. JJuarHocTupyercs uccnefgoBaHeM pu-
6po67acTOB , PEeHPMEHT MPEACTaBIeH B OOIBIIOM KOIMYECTBE
B COEVIHUTE/NIbHON TKaHM M y4acTBYeT B 00pasoBaHMMU KOJIIA-
reHa. [IpeHaTanbHas IMAarHOCTHKA OCHOBaHA Ha MCC/IEJOBAHUN
KJIeTOK aMHUOTIYECKON XKMIKOCTU U XOPMOHUYECKUX BOPCHH B
HepPBOM TpUMeCTpe O6EPEMEHHOCTM IyTeM MOMCKA TaTOTeHHBIX
myTauuit B JHK.

Citrin Deficiency (Citrullinemia II): IIutpun Tpancmopr-
HBIII 6€/I0K, 0becIeynBaeT MOCTYIUIEHNE acllapTaTa B IUTO30/b
remarouuToB AnA Apyrux peakumit ITOM . HepmocratouHOoCcTh
LVUTPMHA Yalle BCTPEYaeTCs y MAaLMeHTOB a3MaTCKOTO U AIOH-
CKOTO IpoucxoxjeHus. B ormune or gpyrux 6onesneit [JOM
HAI[VIEHTBl MMEIOT MHbIe MMIeBble MPeANOuTeHNs 1 136eraioT
IpyeMa caxapos, a He 6enka. Jledenne to xe. ITo HaureMy oneITy
nepeBof; pebeHKa Ha 6e3/1aKTO3HbIe CMeCH IIPUBE/I K CHIDKEHUIO
aMMOHY ¥ KYIMPOBAHUIO SKeITYXY B TedeHue Hefle/It, C IO/IOo-
JKUTETbHOI JUHAMUKON (PYyHKIVOHAIBHBIX Po6 medeHn. B -
TepaType peKOMEH/yeTcsl 0e3/IaKTO3HbIE CMeCH C IIOHVDKEHHBIM
cofilep>kxaHyeM 6efKa B CBsI3M C MATOT€HETUIECKU CXOfJHBIM Jieli-
CTBUEM TaJIAKTUTONA (KaK IPY raJlaKTO3eMMM) Ha MeTabonmsM
B [I€YEHI.

Argininosuccinate Lyase (AL) Deficiency (Argininosuccinic
Aciduria): aprMHMHCYKIMHAT JTMa3Has HETOCTATOYHOCTD MOXKET
HIPUBOAUTH K OBICTPOMY IOBBIIICHIIO AMMOHNS Y HOBOPOXK/[EH-
HBIX OTOT (pepMeHTHBDIIT fedeKT NPUBOAUT HAPYIIEHNIO BKIIIO-
yeHnss ammoHua B IJOM - apruHmHcykuuHat. PasBuBaercsa
XpOHMYeCKas: IeYeHOYHAas: HeJOCTaTOYHOCTb ¥ IOBBIIICHME
TpaHCaMIHa3. byomncys neyeHn MoKaspIBaeT yBeIMYeHHbIe Tela-
TOLMTBI, KOTOPbIE MOTYT C T€YEHUEM BpeMeHU Iporpecc ¢pubpo-
3a, 9THOJIOTNA KOTOPOTO HesICHA. Y TAIVIEHTOB MOXKeT Pa3BUThCA
Takoit cuMnToM Kak trichorrhexis nodosa - ysenxn Ha Bonocax,
JIOMKOCTb BOJIOC, CMMITOM JMKBUAMPYETCsA Ha3HAUYEHUEM ap-
rmHuHa [ Summar 2001, Summar & Tuchman 2001]. Koma npu
ASLD pepfkuil CMMIITOM, HENPOAO/DKUTENbHA, HO OTMeYaeTcs
3HAYMMOE HApYIIEHVe PAsBUTHUS. AMArHO3 CTABUTHCS OOHApy-
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JKEHVeM BBICOKVX KOHIIEHTpALMil aprMHMHAHTApHON KUCIIO-
TBl B KPOBU, SH3MMOJIOTMYECKUM aHaMM3oM (puopo6macTon
IIpenaranpHas AuarHocTuka ocHosana Ha JJHK gmarHocTmke
XOPMOHAJIbHBIX BOPCUMH U KJIETOK aMHUOTHYECKON XMIKOCTH.
[Summer 2001, Nagamani gp 2012].

Arginase Deficiency (Hyperargininemia): ¢epmeHT apru-
Hasa, mocnegauit gpepmert IJOM, mpeppalaeT aMMHOKUCIOTY
aprMHMH B MOYeBMHY M OpHUTMH. OpHUTHH BO3BpalljaeTcs B
IOM. Kinumnndeckad cuMnromaruka kpome I'A u HapymeHnem
VHTE/UIEKTYaIbHOTO ¥ (M3MYECKOTO PpasBUTIHA, XapaKTepu3y-
eTCs MBIILIEYHBIM [IOPAXEHNeM, CYLOPOraMy, OTMeYaeTcsl Ipo-
IpeccUpyolasd CIACTUYHOCTD, a TAKXKe Pa3BMBACTCA TPeMOop,
aTaKCus, ¥ XOpeoareTos, 3aflep>kKa poCTa, pas[paXkKMTeTbHOCTD,
CHIVDKEHHBIJ alllIeTUT, TOIIHOTA 1 pBOTA. B aHanM3ax MOBBIIIEH
YPOBEHb aprMHUHA, (epMEeHTHas aKTUBHOCTb MOXKET OIIpefie-
NATbCA B aputponuTax. Tak xe goctynen JHK anamms coorser-
CBYIOIVIX MyTaLIMIL.

Ornithine Translocase Deficiency (HHH Syndrome - rume-
POPHUTHHEMN:A, TOMOIUTPY/UIMHEMISA, TMIePAMMOHIEMILA):
HedUINT TPaHCTIOKa3bl OPHUTKHA — fedeKT TpaHcnopTepa. OAT
nepeHocut (Bosspaiaer) opuutuH B IJOM , npu ero pfedexte
KOHIIEHTpaIlJisl OPHUTMHA IIOBBINIAETCA, COMPOBOXJAETCA I'M-
nepaMMoHMeMueit, KaMHMYecku oTMedaeTcs COHIMBOCTDb, B

TekcT: Kupcanosa T.B.

K.M.H. , CTapIIUH Hay4YHbIN COTPYAHUK
TeparneBTU4eckoro oraeneHus ®I'BY
«Hay4HbIi1 IeHTp aKyllepcTBa, THHEeKOJIOTUHI
u nepuHawiornu uM. B.1. Kyrakosa»
Mun3szapascoupasputusa PO

coaBTOphl: Xopolkeesa O.B., [llapaiiikuHa
H.B., Terpyaiuswum H.K., Pynuxuna H.K.

pencTaBIeHO pefjKoe B aKyLIEPCKOI MpaKTUKe HaO/II0-
JeHUe 3a TedyeHueM OepeMeHHOCTHU Y MaLMeHTKU ¢ 60-
nesupio Pabpu. [IpogeMOHCTpUPOBAHHOE HAMU HAO/IIO-
[eHue WUIIOCTPUPYET TPYRHOCTM AUATHOCTUKM, OCOOEHHOCTH
KJIMHUYECKUX IPOSsIBJIEHNMI 1 TedeHust 6onesun Pabpu Bo Bpems
6epeMeHHOCTH, a TAK)Ke BO3MOXKHOCTY O/TarOnpusiTHOTO NCXOAA
9TOTO TsDKEZIOro 3a00JIeBaHMSA I MAaTePU 1 IJIOfA IIPYU YCTIOBUY
CBOEBPEMEHHO YCTAHOBJIEHHOTO Ayartosa u spQeKTUBHOI 3a-
MeCTUTeNbHOI (hepMEeHTATUBHON Tepamnn
Bonesup ®abpu (BD) mpepcrasisier coboit penkyno X-cie-
IUIEHHYIO IM30COMaJIbHYI0 60/1e3Hb HAKOIUIEHNsI, Pa3BUBAIOILY-
10Cs BCTIEICTBUE BPOXKJECHHOTO JleQUIUTA O-TaJlaKTO3U/a3bl A,
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TSDKEJIBIX CTy4asix KOMa, TOLIHOTA, MHTE/IeKTya/IbHas HefjOCTa-
TOYHOCTb C HAPYILIEHNEM CIIOCOOHOCTI K 00yUeHII0, HU3KOPOC-
JIOCTb, HapyLIEHNs MOBeIeHNs M IICUXNUYeCKNe pacCTPOIICTBa,
neproanyecKas IUIepaMMOHMEMYS IPUBOAUT K MBIIIEYHON
c1abocTu, CyfoporaM. JIErKUil TUII 60/Ie3HI MOXeT IPOsB/IATh-
cs1 B crapuieM BospacTte. [IoBompHO TUIMYHO GOpMUpOBaHMEe
MUIEBBIX TPEAMOYTEHNIT C OTKa30M OT OenkoBoit mmmum. Hop-
MaJIbHBIII yPOBEHb aMMOHIS U OPHUTHHA Ha (oHe 6e36e1KoBOI
VWIN HU3KOOEIKOBOI [METhl 3aTPyAHsIET AMATHO3, YTOYHEHME
IUINEBBIX IPEAIIOYTEeHNIT U IPOBOKALMA OeIKOM ¢ KOHTPOIeM
AMMOHUS, OPHUTVHA B KPOBY ¥ TOMOLIMTPY/UIMHA B MOYe I10-
3BOJIAET yTOYHUTD oTHosnoruio 6onesun. JHK puarnoctuka nmox-
TBEPXK/IaeT JUarHos.

JnarHo3 paccTpoiicTBa IMK/Ia MOYEBUHBI Ha OCHOBE K/IMHU-
YEeCKOTO TOf{O3PEeHNMs U OMOXMMUYECKNX OTKIOHEHNI, Bepudu-
LIVIPYETCS MOJIEKY/IIPHO-TEHETHYECKMM TeCTUPOBAHIEM.

IIponomxenue OyneT ony6/IMKOBaHO B CIEAYIOIUX BbI-
myckax >xypHana (auddepeHunanbHas UarHOCTUKA U Je-
qeHue)...

ITonHas BepcusA CTaThU, TaGMMIbI M CIMCOK VICIONb3Ye-
MOJi TUTePaTyphbl FOCTYIHbI B 3IeKTPOHHON BepPCUM XKYP-
Haja 10 aipecy Ha caiiTe: www.raremagazine.ru

B pes3y/ibTaTe 4ero IPOVCXORUT CUCTEMHOE OTIOXKeHMe CPIH-
TOITIMKONMIIN/IOB 1 ITIMKOMIpoTenja (B OCHOBHOM I71060Tpuao-
suinnepamuza (Gb3) B MM30cOMax KIeTOK paslIMYHBIX OPraHOB
, B YaCTHOCTY B Cepjlle, 9HJOTENNN COCY/0B, TOYKaX (IOYeHbIe
KJIyOOUYKM ¥ KaHAJIBIIBI), I71a3aX (3MMUTe/NInaNbHble KIeTKIM POro-
BIUIIBI), TAHIIIMAX BET€TATUBHON HEPBHONM CUCTEMbI, HMPUBOJSI-
Ijee K MPOrpeccHpyloliell MIIeMIM OpraHa 3a CUeT yBeTUIeHNs
pasMepoOB  Ieperpy)KeHHbIX HENTPabHBIMU [TIMKOMUIMEAMI
ki1eTok. BO sBisercs ofHOI U3 Haubolee paclpoCTpaHEHHBIX
NM30COMAJIbHBIX 60/Ie3Hel HaKOIIeHNs, Hanboee 4acTo BCTpe-
yaeTca B CIIIA c yacroroit 1 Ha 40 000, peke - B JpyIruX CTpa-
Hax (1 ma 45 000-470 000) u BO3HMKAaeT BO BCeX PACOBBIX
rpynmax [Desnick R], Ioannou YA, Eng CM Chapter 150: alpha-
galactosidase a deficiency: fabry disease. the online metabolic
and molecular bases of inherited disease. 8th ed. McGraw Hill,
2007:3733-74. , Meikle PJ, Hopwood JJ], Clague AE, Carey WF
Prevalence of lysosomal storage disorders. JAMA 1999;281:249-
54.]. Ha panHbIil MOMeHT upeHTuuUUMpoBaHO 6oee 400 my-
Taumit, KoTopele nmpuBogAT kK b®. BeposarHo, uTo Gonee pac-
IPOCTPAHEHHBIM SIBJISIETCS JIETKOE, YaCTO HeJMAarHOCTUPYeMOe,
TedeHne bD ¢ mpusHakammu mopaxkeHus ofHOro opraHa. Hosbie
IOAXO/ABI K [MArHOCTMKE NAHHON 0O/e3HM, a TaKKe BO3MOX-
HOCTb MHAKTMBALMU OFHON U3 X-XpOMOCOM IIPUBENN K TOMY,
4TO 3ab0/IeBaHMe, JOBOJIBHO TSKEIO MPOTEKAIolee Y MYXYIH,
CTa/IM [UATHOCTMPOBATh U Y XKeHIuH. TeyeHne 060/Ie3HN y HUX,
KaK IPaBUIO, YMEPEHHO-BBIPaKeHHOE ¢ 6ojee MO3THMM Hada-
JIOM, MeJI/IEHHBIM NIPOTPECCUPOBAHMEM U JIETKMMY KIMHIKO-IIa-
Tonorndeckumn nusMereHmsmu. [Bonruna C.5I Bonesup ®abpn.
Jlexuuu mist Bpadeit. [Tpaktudeckas meguimua Ne7, 2012]

OpHAaKO psif MCCIeZOBAHMIT IPOJEMOHCTPUPOBAIN TsDKEN0e
TedeHye 60me3HN n y xeHWH. OCHOBHOI MeXaHU3M, IOCPef-
CTBOM KOTOPOTO Y TeTepPO3UIOTHBIX JKEHIIVH PpasBUBAIOTCS
CUMIITOMBI, HEM3BECTEH, Y OOIBIINHCTBA U3 HUX UMEIOTCS M0Y-
TV HOPMa/IbHBIIl YPOBEHb LUPKyIUpymouero ¢pepMenTa, u Ciy-
YafHBII MPOLECC MHAKTUBALMN X-XPOMOCOMBI O3HAYAET, YTO UX
TKaHJ MO3aM4YHbI, COCTOAT KaK 13 HOPMa/NbHBIX, TaK U U3 gedu-
LUUTHBIX KaeTok. [Maier EM, Osterrieder S, Whybra C, Ries M,
Gal A, Beck M, Roscher A, Muntau AC. Disease manifestations
and X inactivation in heterozygous females with Fabry disease.
Acta Paediatr 2006;451 (Supp 1):30-38]

Knuundeckas kaptrHa B oTamyaercst 3HAYUTENIbHBIM I10-
nmuMopdusmom. ITo-Buaumomy, He OyfeT IpeyBenMIeHreM CKa-
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3aTb, YTO HET [BYX OAMHAKOBBIX C/Iy4aeB TEYECHNs, MOCKONBKY
codeTaHMe IOPaKEHHBIX OPraHOB y KaX[JOTO IMAI[MEHTa CBOE.
MexxpyHapopHas 6a3a maHHbIX 10 6omesHu Pabpu MoXxeT IO-
MOYb B M3YYEHUM KIMHMYECKMX NPOABICHUII 3ab0eBaHMA U
IpOBefieHNN KaTaMHeCTUIeCKMX HabmofeHuit. 3a nmocneguue 10
JIeT OHA 3HAYMTETbHO IOIOHUIACH M COAEPXKUT MHGPOPMALINIO
npumepHo o 1800 manuenrax [Tol L, Smid B.E., Poorthuis B. et al
A systematic review on screening for Fabry disease: prevalence of
individuals with genetic variants of unknown significance J. Med.
Genet., Jan 2014; 51: 1 - 9].

B nureparype mocaefHUX JIeT COOOLIAETCS O HACTYIUICHUN
6epeMeHHOCT) Yy TAKMUX MALMEHTOK, IPUYeM yCIIeX BO3MOXKEH
TONBKO IpPU CBOEBPEMEHHOM Hadyaje 3aMeCTUTEeIbHOI ¢ep-
menTtHolt Tepanuu[Dehout F, Roland D, Henry F, Langlois A,
Van Maldergren L. Successful pregnancy in a patient with Fabry
disease receiving enzyme replacement therapy. Acta Paediatr
2006; 451:137-138. Kalkum G, Macchiella D, Reinke J, Ko™ Ibi
H, Beck M. Enzyme replacement therapy with agalsidase alfa
in pregnant women with Fabry disease. Eur ] Obstet Gynecol
Reprod Biol 2009; 144:92-96. Wendt S, Whybra C, Kampmann
C, Teichmann E, Beck M. Successful pregnancy outcome in a
patient with Fabry disease receiving enzyme replacement therapy
with agalsidase alfa. ] Inherit Metab Dis 2005;28:787-788.]. IIpu-
BOAMM coOcTBeHHOe HabmiofieHne b®, KIMHMYeCKUe MPOsBIIe-
HYA KOTOPOJI 1e0I0THPOBa/IM BO BpeMs IepBoii OepeMeHHOCTH,
3aKOHYMBINECS ~ CaMOIPOM3BOMBHBIM BBIKMABIIIEM, OFHAKO
CBOEBpeMeHHasl AMArHOCTMKA , HAYaJo 3aMeCTUTENbHON dep-
MEHTATVUBHOJ Tepanuy MO3BONMIN HPUIATHU YCIIEUTHOMY MICXORY
HOCTIenyoleil 6epeMeHHOCTH.

o loit 6epemenHocT) He 0b6CmegoBanacs. B mae 2012 . ca-
MOIIPOM3BO/IBHO HACTymuiIa GepeMeHHOCTb, C PaHHMUX CPOKOB
Obuta BoisiBIeHa npotennypust (I1Y), nocruraromas cybuedpo-
TUYeCKOro ypoBHA (2,45 r/11), He3HaYUTe/IbHOE CHIDKEHUE YPOB-
HA anbbymuHa B KpoBu (30 /1), B CBSI3M € YeM IalMeHTKa Oblna
HarpaBsieHa Ha KoHCynpTanuio B HITATuIl. Ilpu am6ynaTopHOoM
00C/IefloBaHNM [AaHHBIX 3 TUIEPTEH3VMBHBII CUH/IPOM He IIOJTy-
4YeHO (NIpHU M3MepeHNUN U 1o fHeBHUKY A]l He mpesbimano 140 n
90 MM pT CT) , BBISIBJIEHO yMEPEHHOE CHIDKeHMe QYHKINM ITOYeK
(cxopoctp kiay6oukoBoit ¢unsrpauun (CK®D) 60 ma/muH, Pe-
6epr) mpy HOPMaIbHBIX IIOKA3aTe/IsAX a30TeMuUN (CHIBOPOTOYHBII
kpeatnHnH (Ckp) 78 MKMOJIB/M) , MOYEBOIT OCaJOK-ITyCTOI. 3a-
MOJ03peH XPOHNYECKNIT TTIOMEPYIOHePUT. YUUThIBAsA OTCYT-
CTBUE aKTUBHOT'O MOYEBOTO CUH/IPOMA, apTePUAIbHON IUIIEPTO-
Huu (ATl), mpeo6nafaHye IPOTEMHYPUY U YMEPEHHOE CHIDKEHIE
CK® 6b110 pelieHo IPOIOHTMPOBATh GepeMEeHHOCTDb NOJ KOH-
TposeM GpyHKIMM [T04YeK. B CBsI3M ¢ BBIsAIBIEHNEM sIBIEHNIT TUIIEP-
KOary/IAnMM ObIIM Ha3HAYeHBbl HM3KOMOJIEKY/ISIPHbIE TellapyHBI
(HMT') B npodunakTiyecKnx 503ax ¥ peKOMEH/I0OBAHO MHAMU-
yeckoe HabmofeHne B aMbynatopHeix ycnoBusax Llenrpa. Onna-
KO, TIAl[MeHTKa IIPOJO/DKIIA HabIIofieH e 32 OepeMeHHOCTHIO T10
MecTy xuTenbctsa (YedeHckasa pecrybnuka), oT BBefieHusa HMT
BO3Jlep>Kamach. B cpoke 19 Hefenb mpousolIeN MO3AHUI caMoO-
HIPOU3BOIbHBIN BHIKMABI (1I0% 450 T), OCTTOXXHMUBIIUIICS KPO-
BoTevyennem (1000 mr).

B konme 2012 1. HaIyeHTKa OblIa TOCHUTANIN3UPOBAHA
B OTZie/IeHVe HeppOoIoruy U MaTONOTUN TPAHCITIAHTMPOBAHHON
nouku I'KB Ne52, mpoussenena 6uomncus mouku. Ha cBeroomn-
TUYEeCKOM YPOBHE BBIAB/ICH (DOKATBHBIN M CEerMEHTAPHBIN I7I0-
Mepynocknepos (PCI'C): B ogHOM u3 16-T11 KIy604KOB OIpe-
mensgeTcA KPYNHBI Y4YacTOK CK/Iepo3a KalVM/UIAPHBIX MeTelb C
ajiresuii k karncyne boyMmeHa, ocTaBImecs KI1y0O4KY yBeTueHbl
B pasMepax, B OO/IBIIMHCTBE U3 HUX OTMEYAeTCs TUHepTpodus
U MEJIKO-BaKyoJIbHast AUCTPO(US BUCILEPAIBHOTO SINUTEIN,
MHTEPCTULNI, apTePUM U apTepuObl He U3MeHeHsl, [Ipn nmmy-
HooopeceHny cBedeHus Ig kmacca G,A,M, KOMIIOHEHTOB
komitementa C3, Clq, a Takke A n k He BBIABIEHO, 4TO IIO-
3BOJIMJIO 3AIIOf{O3PUTH JIM30COMA/NbHYI0 00/Ie3Hb HAKOIIEHUs C
¢dopmuposannem Bropuyanoro ®CI'C.  IlanueHTKe IpOBeEEHO
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reHeTHYecKoe 00CIefoBaHMe B /1ab0paTOpUM HaC/lIefCTBEHHBIX
6onesneit ®I'BY «MT'HIl» PAMH - mpoBefieH IONHBI aHAIN3
reda GLA, B 5 9k30He reHa oOHapy)XeHa TeTepO3UrOTHAS MyTa-
nusa 697 C>T. YuursiBasg Mopdoorndeckoe 3akaodeHne 1 re-
HeTU4YecKoe oOCIefoBaHNe YCTAHOB/IEH AMarHos: bomesup Pa-
Opu. BropuuHslit $poKambHO-CeTMEHTAPHbIN TIOMEPYIOCKIEPO3.
PeKOMEH/IOBaH IOXM3HEHHBINI [pHMeM 3aMeCTUTENbHOI dep-
meHTHOI Tepanunu (3OT) mpenaparamn anbda-ramakTos3ngasbl.
B mae 2013 r. HacTynmia 2aa 6epeMeHHOCTb, NpeArpaBufiapHas
HOATOTOBKA He IPOBOAMIACH (BpEMEHHOE OTCYTCTBUE IIperapa-
ta). C paHHUX CPOKOB GepeMEeHHOCTDb MPOTEKaa C SIBIEHUSIMNI
YIpO>Kalollero BhIKuabia. ITo MecTy >KuTenbCcTBa OIyYana aM-
OymnaTopHoe neyenne (prodacTon 60 mMr/cyTkm, meTunpen 8 mr/
cyTKu, ppaxkcunapus 0,3 n/x).

Ha cpoxke 9-10 nepenpb rocnuranusuposana B HIJATu IT, npu
00C/IeloBaHNM  BBIABJICHBI SIBJIEHMSI YMEPEHHOJ TUIepKoary-
msiuyn  (pubpunoren 5,9 r/m; UTIT 16,6mm; PKM® - ci.mo-
NOXUT.; [J-guMep 746 MKr/n), cyrounas I1Y (CIIY) 2, 7 1, Mo-
4eBOJi 0CaJoK MyCTOll, anbOyMmH cbiBopoTku 35,2 r/m, CKD 58
Min/MuH (XpoHmdeckas 60e3Hb movek 2 cr.). [TanuenTka 6bi1a
TaK)Xe 00C/IefoBaHa Ha BO3MOXKHOe Hannuue auTrdocdommmmz-
HBIX AaHTUTEN- Pe3yNbTAaT OTPUIATEIbHBIN. JMarHOCTMPOBAaHbBI
MHOXXECTBEHHBIE ajUIeJIbHbIe TOTMMOP(U3MBI TeHOB reMocTasa(
romo3uroTHele MyTanuu B reax PAI-1 m MTRR, rereposuror-
Hele-8. MTHFR n MTR). Hannune mMynbrurenHoit Tpom6odu-
7Y, TO-BUAMMOMY, BHOCUJIO CYII[eCTBEHHBIN BK/IaJ| B pOrpec-
CUpOBaHMe ULIeMUYecKNX npoAsneHuit b, B cBA3M ¢ yeM fo3a
HMT nogx koHTponeM remocrasa Obiia yBenudeHa go 0,6. Me-
TUIpe OTMeHeH. TaKyKe BBISB/IEH CyOKIMHIYECKUI TUTIOTUPEO03
6epemennsbix (TTT 2,8), HasHadeH L-tupokcuH B gose 50 MKT B
COYEeTAHUN C MONVIOM KA.

BbIIOZTHEHO CYTOYHOE MOHUTOPMPOBAHME apTepUaIbHOTO
maBnenusas (CMA]I): B cyTo4HOM mnpoduie Npyu HOPMalbHBIX
CpefiHeHEBHBIX U CpefHEHOYHbIX 3HadeHumsx AJl (132 u 81,
124 u 78 COOTBETCTBEHHO) BBIABIEHbI STM30/bI MOBBIIIEHMsT A]l
MaKCUManabHO 10 147 1 92 MM pT CT, 4TO MO3BONINIIO AMArHOCTH-
poBaTh y HAlMeHTKM XPOHMYECKYI0 apTepuanbHYI0 TUIEPTeH-
suto (XAT). ITo ganHpiM DXO-Kkapanorpadum monrocTu cepaua
He pacIIMpPeHBbl, THIePTPOPUM IEBOTO JKeNTyZ04YKa He BBISBIEHO,
r1o6anbHas COKPaTUMOCTD JIEBOTO >KeIyA04Ka B Ipefiesiax Hop-
MBI, iacTonmn4ecKkast QyHKIUs JIEBOTO SKeIY/04UKa He HapylleHa,
nerouHol runeprensun HeT. IKI-6e3 cyuiecTBeHHBIX 0COOeH-
Hocreil. K Tepanuu mo6asiieH JOIETruT B CYTOYHOI fo3e 750 M.
OpHako mocje Hayaja IpueMa JONernTa BO3HUK OJHOKPAaTHBIN
3MM30[, YAYIIbA AIUTENbHOCTHIO 0 10 MMHYT, BBIIIONIHEHO JIC-
cinepoBanue QyHKuuu BHeurHero ppixanms (OBJI)- maHHBIX 3a
OpOHXOOOCTPYKTUBHBIII CUHAPOM HE IIONYyYeHO, JOIETUT OT-
MeHeH, HayaTa Tepamnus peTapAMpOBAaHHBIM KoppagiekcoM B
cyrounoit fose 40 mr. Miccnegosanue OBJ] He BRIABUIO OTKIO-
HEHNII OT HOPMBI , OZHAKO HEBO3MOXKHOCTD UCC/IeOBaHMs QYHK-
IIMOHAIBHON OCTATOYHON eMKOCTH JIETKUX U AU Y3MOHHOI eM-
KOCTM OKCHJIa YIJIEPOfia BO BpeMs OepeMeHHOCTY He ITO3BOJINIO
UCK/IIOUUTD BO3MOXKHOE Opa’KeHIe OPTaHOB JAbIXaHNA B paMKax
OCHOBHOTO 3260/eBaHmsA. B CBA3M ¢ )kajmob6amMy Ha JacTbhie DI~
3071bI TOJIOBOKPY>KEHUs U TOIOBHBIE 6O/, TaK)Ke 1e0I0TUPOBaB-
e BO BpeMs OepeMeHHOCTM Ha ¢OHe HOPMabHBIX 3HAUYEHUII
AJl, orcyrcTBue mnaronoruyu OpaxmonedanbHbIX COCYAoOB (IO
pe3ynbTaTaM  yIbTPasBYKOBOTO [JONIIIEPOBCKOIO CKAHMPOBA-
Hys1) BbinosiHeHa MPT ronoBHOro Mo3ra: BbISBIEHBI YMEPEHHO
BbIPa’K€HHbIe I1€PUBEHTPUKYIAPHbIE 30HDI U eVHMYHbIE OYaru
711032 B TOOHBIX [JOJIAIX, HauboIee BEpOsSTHO, UIIEeMUIEeCKI-TU-
MOKCUYECKOro (COCYAUCTOr0) reHe3a, YTO , HMO-BUJUMOMY, Xa-
paktepHO jyist nepebpanbHoil aHrnomaruy npu b®. ITanuenrtka
OblTa  06CTeOBaHa OKY/IMCTOM: Ha MOMEHT OCMOTpa IJIa3HBIX
HpOsiBlIeHNIT 001iero 3abojeBaHus - sBJIEHUI TPaHCCYHALNMN,
9KCCYHATUBHBIX 0OYaroB, KPOBOM3IUAHUI, «MyTOBYAaTOrO» IIO-
MyYTHEHUsI POTOBMIBI M 3afiHell CYOKaICyIsIpHOI KaTapaKThl -
He BBIABJIEHO. DBUIN OomIpefie/ieHbl eUHNYHbIe MUKPOCKOTOMBI,
KOTOPBbI€, II0-BU/IUMOMY, - ABJIAIOTCS IPOABIEHMEM COCYIUCTON
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IIATO/IOTUY FOIOBHOTO MO3TIa.

Kpowme Toro, mpu TIjaTelbHOM paccIpoce MaleHTKa Ipefb-
SBIISAJIA JKa/oOBl HA METEOpPU3M U B3[yTHe )XKMBOTA, YepefoBa-
Hue auapen u sanopos. [Toce mpuema muImy 9acTo BO3HMKAMN
60y B sanmracTpanbHoit obnactu. Bee atu cuMntomsl 6b11n pac-
IjeHeHbI Kak npossneHusa b®. K repanunu fob6asieHsl cia3Monn-
TUKY, aHTaLUbL IO TpebosaHmo. K Tomy ke, mpu ocMoTpe 06-
paman Ha ce6s1 BHMMaHUe BbIPQXKEHHDIN TUIIEPIUAPO3 IafiOHe,
4TO, IO-BUAVMOMY, ABIAETCA IPU3HAKOM HOpa’keHNUA He CTOJb-
KO IOTOBBIX Xenle3, XapakTepHbIM s B®, cxonbko mepude-
pudeckoii nonuHeliponaTun. IIpu TaTenTbHOM OCMOTpE KOXMU
AHTMOKEpPaTOM ¥ IPYTMX BO3MOXXHBIX KOXHbBIX HposiBleHuit bP
BBISIB/IEHO He OBLJIO.

Ha ocHoBaHuM Xapakrepa TedeHUs 3abo/neBaHMs, €ro Kin-
HUKO-Tab0PAaTOPHBIX 0COOEHHOCTE ObII yCTAHOBJIEH AMATHO3:
bepemeHHocTh 12-13 Hepenb. bonesup Pabpu ¢ mopakeHumeMm
mouex (Bropmuusiii ®CI'C, XBII 2 cragum), roloBHOrO MO3ra
(uepeOpanpHast aHrnonaTus), nepudepnykas HeilpomaTus, Xe-
JTyJOYHO-KMIIEYHOTO TpaKTa (XPOHMYECKUI IacTPORYOAEHUT),
nerkux (6poHX00OCTPYKTUBHBIN CUHAPOM). XpOHUYeCKas apTe-
puanbHasA TUIIEPTOHMA. JucumpkynaropHas sHuedanonatus 1
creneny. CyOKIMHMYECKNIT TUTIOTPe03. My/IbTUTeHHAs TPOM-
60dumus (PAI-1 +/+; MTHFR +/-; MTRR +/+; MTR +/-). Vcr-
MUKO-IlepBUKATbHasA HEJOCTATOYHOCTD.

B cpoke 14 Hefenp mnpoBefeHa XMPYpPrudeckas KOpPeKUus
JCTMUKO-1[ePBUKA/IbHOI HEJOCTATOYHOCTM.

Taxkum o6pa30M, YYUTBIBas KpaliHe BBICOKMII PUCK 9KC-
TpareHUTAIbHBIX OCTOKHEHUI, Halu4ye MPU3HAKOB MOpaXke-
HUA TI0YeK, TOJIOBHOTO MO3Ta, JIeTKUX U JKeTyJOYHO-KUIIeTHO-
ro TpakTa, ¢ 13-14 Hemens recrauuy Havyata 3OT mpemapatom
PEIIJIATAJI (anpda-ranakTo3nasa), COI/IaCHO peKOMEH/JALMAM
CIeNMaNCTOB MeINKO-TeHeTdecKoro HaydHoro lleHTpa, BHY-
TPUBEHHO KallelbHO 13 pacyeTa 0,2MT Ha 1Kr Maccel Tena 1 pa3 B
2 Hepenu. IIpofo/okeHbl AHAMIYeCKOe HAbIIONeH e 3a COCTOs-
HueM GepeMeHHOI U II0fa, KOPPEeKIMA B CUCTeMe TeMOCTasa 1
aHTUIUIIEPTeH3MBHas Tepanys. TakxKe IpousBeieHa XUpyprude-
CKasA KOPPeKIMA MCTMUKO-IIepBUKATbHON HeJOCTATOYHOCTY Ha
14 Hefene reCTalUM.

Ha ¢one nposopumoit 3OT B coueTaHUN C aHTUTUIIEPTEH-
3MBHBIMI M aHTUKOATy/IAHTHBIMM IIpellaparaMy yHaaoch JO-
6urbcst cumxenuss I1Y po 1-1,5 r/cyr m ynyduienus QyHKunn

MYKOIIOJIMCAXAPN /103 II TUITA

(cunapom XaHTepa):
HOBBIE BO3SMOXKXHOCTHU TEPAITNN

TekcT: Bacuna T.H.

3aciayx. Bpad P®, K.M.H., JOLIEHT,

3aB. kadeapoii meauaTPUU MEAULMHCKOTO
uHctuTyTa Opaosckoro I'Y, BY3 OO
«/leTckas o61acTHAsA KIUMHUYECKAs
6ospHUNA M. 3.U. Kpyrioii», r.Opén

coaBTopsl: 3yonosa T.1., CanpbikuHa E.A.,
Crasuesa C.H., [opoxosa E.B., Cornukosa H.1.

cTaTbe IPefiCTAB/IeH MaTepyal 110 YPEe3BLIYAHO aKTya/IbHOI

npo6eMe neguaTpuy — MyKOIO/IMCaXapui03aM, TeHeTUIeCKH

IeTepMeHNPOBAHHBIM pelkuM 3aboneBaHusAM. O603HaYeHBI
CyLIeCTBYIOLIME Ha CeTOAHAIIHMII IeHb NMPOO/IeMbl, B YMC/Ie KOTO-
PBbIX HeCBOEBPEMEHHas AMArHOCTUKA, 00YCIaBIMBaOIas MO3/IHee
HayasIo Tepalluy U IIPOrpecCUpoBaHue 0O0Ne3HNU, MEAVMKO-COLMAIb-
HbIe IIPOOJIEMBI fieTell, CTPa/jaloyX MyKoIonucaxapugosamu. Ilpu-
BefleH KIMHUYECKMIT CTyvall YCIeNIHOl (hepMeHTO3aMeCTUTENbHO
Tepanun y pe6éuka ¢ mykononucaxapuposom II tuma (cuaapomMom
XanTepa).
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novyek (CK® 78-90 m/mun). PagBurue miojga cCOOTBETCTBOBAIO
cpokam 6GepemeHHOCTH. Ha mpoTspkeHmnm Bceil GepeMeHHOCTH
KIMHUYECKN COCTOSTHUE TAIMEHTKM OCTABANOCh CTAOMIbHBIM.
BonpHas pBak[bl HaXOAW/IACh Ha CTAIOHAPHOM JIEYEHUM B
OBI'Y HIAIuIl B cpoxax 20 u 28 Hefenb. 14 nckioyeHns
BO3MOXXHOTO HAacC/IO€HMA INpedknaMicum Ha tedeHue XA ¢ 20
Hemenu 6epeMeHHocm JIBaXK[ bl C MHTEPBATIOM B 7 HEfle/b (B20m
27 He[iellb COOTBECTBEHHO) MCCIEfOBaHbl crenndnyeckme Map-
kepsl sFlt-1(TuposmHkuHa3a loro Tuma, OCHOBHONM aHTMAHIWO-
TeHHbIII pakTop) u IIaneHTapHblil ¢pakrop pocra ( PLGF)- o6a
IIOKa3arTensd, a TakKe YPOBEHb UX HEpPacTBOPUMMOIO KOMIIIEKca
(sFIt/PLGF) coorBeTcTBOBaMM HOPMaJbHOMY TedeHMIO Oepe-
MEHHOCTM ¥ HU3KOMY PUCKY Pa3BUTHUA «paHHe» IPesKIaMIICUIA.
Pa3 B Hefe/l0 MOHUTOPUPOBAJINCH ITOKa3aTenyu npobsr Pebepra,
CIIY, anpO6yMMH KpOBU, reMOCTasyorpaMma. PerynspHo nposo-
pumucb CMA]L u OKI. IlpopgomkeHa 3aMecTUTe/lbHasA Tepanns
Permaramom (1 pas B 2 Hemenn), Tepanust 40 Mr koppadriekca u
HMT B fose 0,4-0,8 mr/cyT.

Ha cpoxke recraunm 35-36 Hefie/lb BIIepBbIe 3apeTUCTPUPO-
BAaHO CHIDKeHMe KI1y604KoBoil GuIbTpanuy Ko 37 MI/MMUH Opu
HapacTanuyu CKp 1o 104 MKMOJIb/JI, TOSAB/IEHNE YMEPEHHOII aHe-
mun (HB 91r/n), snusopos Al o 154 n 94 MM pT cT, 94TO OBIIO
pacleHeHOo KaK Nporpeccus Mo4YevyHoi HeOCTATOYHOCTH, A TaK-
’Ke KaK BO3MOXKHOE Hac/IoeHNe IPesKIaMICUI. B CBA3U C 4eM,
NIpOU3BeNEHO NOCPOYHOE pofiopaspellleHle Ty TeM Oollepalny Ke-
capeBa ceyeHus:A. Pognica )X1Boil HeJOHOLIEHHBIN MaTbuMK Mac-
coit 2565 1, pmHoM 48 cM. OLeHKa COCTOSAHMA TI0 IIKane Anrap
8/8 6aoB. B mocneoneparnoHHOM Iepuofe 6buUIa IPOLO/KEHA
3®T Pemmaranom mo toii ke cxeme. CITY cuusmmace mo 0,8-1r/
cyT, CKO yBemmumnach o 90 mi/muH. JlakTanms nanyeHTKe He
nozasAnack. I[locmepogoBblil M paHHMIT HEOHATA/IbHBIN MEPUO/,
nporekanu 6e3 oCIOXHeHMi. PoguabHUIIA ¢ HOBOPOXKIEHHBIM
BBINNCAHBI HAa 7-€ CYyTKU C peKOMeHfalMeil MpOJO/DKUTh aHTU-
KOATy/JIAAHTHYIO TepallMio B Te4eHue 6 Heflelb [oC/le pofiopaspe-
menns, a rakke 3OT moxusHenHo. PebeHKy 3ammaHMpOBaHO
obcneoBaHe B 1aboparopuy Hac/leACTBeHHBIX OoesHeit PI'BY
«MI'HII» PAMH B Bo3pacTe 1-1,5 mecaues xu3Hu. B HacTosAmee
BpeMs peOeHOK pacTeT U Pa3BUBAETCA COOTBETCTBEHHO CBOEMY
BO3paCTy, HAXO[UTCA Ha TPYAHOM BCKapM/IMBaHUM.

Myxkonomucaxapupossr (MIIC) - rpymma HacmefCTBEHHBIX
60/esHeNl COeqVHNTENBHON TKAHM, o6ycn03neHHb1x HapylIeHKeM
oOMeHa ITIMKO3aMUHOITIMKAHOB (KMCIBIX MYKOIIOIMCAXapUoB) B
pesy/bTaTe TeHeTHYEeCKOl HEMOMTHOIIEHHOCTY JU30COMHBIX (ep-
MEHTOB, YYaCTBYIOLIMX B UX paciyerviennu. Bemencrsue dpepmenTa-
TUBHOII HEOCTATOYHOCTY MOC/IEHIIE€ HAKAIUIMBAIOTCS B OOJIBIIOM
KOJIMYeCTBEe B OpraHax M TKAHAX, 4TO JJaéT OCHOBAHNE OTHECTU MX
K 00JIe3HsIM HAKOIUIEHVsL. B Iemarpnaeckoit mpaKkTuKe Cpefyu Bcex
60/Ie3Hell HAKOIUICHNSI MYKOIIO/IMCAXapUAO3bl M CPEAU HUX MYKO-
nomcaxapuios II tuma mnn cunppom Xanrtepa (CX) BcTpevaror-
cs1 ¢ Hambornbpuelt yactoToit. Brepssie ommcan Charles A. Hunter
B1917romy. 1o TsDKenoe, X-CleEIUIEHHOe pelecCrBHOe 3aborte-
BaHIe, CBA3aHHOE C Me(PUIVTOM MM OTCYTCTBMEM JIM30COMHOTO
bepmeHTa UAypOHAT-2-CynbdaTassl, OCYIECTB/IAIOLIETO TUAPOTIN3
JepMaTaH U remapaH Cyabdara B COEAUHUTENBHOI TKaHN. BomeoT
B OCHOBHOM MAJIb4MKM, I€BOYKY ABJIAIOTCA HOCUTETbHMULIAMY I1aTO-
JIOrMYecKoro reHa. YacToTa BCTpeYaeMOCT! B Mupe KojebneTcs B
npepenax 1:70 000 -1:200 000.

HaxomleHre IMMKO3aMMHOITIMKAHOB B JIM30COMAaX BbI3bIBAET
TSDKe/Ible HapyleHs GYHKIMIT K/IeTOK, OPraHOB U CUCTEM, OIIpefie-
JISLA IMMPOKUI AMANa30H KIMHIYeCKNX IposBiennit. Knnundeckas
reTepOreHHOCTb BBI3BaHA, B TOM YICJIe, ¥ MHOT0OOpa3ueM Mponc-
XOJAIIMX MyTaIVil ITATONOTMYIECKOTO TeHa.

Bo3MO>KHBI 2 BapMaHTa TedeHN:A 3a6oneBaHMA: C OBICTPbIM
IporpeccupoBaHueM (paHHee INOsABJIEHME CUMIITOMOB, 3ajepiKa
VHTE/IEKTYaIbHOTO PAa3BUTHA, PaHHAA CMEPTh B IIepBble JIeCATD
JIeT )KU3HU) U - MeJJIEHHbIM, KOT/ja IIepBble CHMIITOMBI O0JIe3HU II0-
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MEIVILTNMHCKOE OGO3PEHUE

ABNAIOTCA B 5-15 n1eT. IIpy 9TOM MHTENNIEKTyaIbHbIN PErpecc MUHMU-
MaJIeH ¥ HacTyIaeT BO B3POCIIOM BO3PacCTe.

O6b149HO (peHOTUIIYECKIIT «MaHU(ECT» HACTYIaeT B 2-4 rofa,
IO 9TOTO Iepuofa HUKAKMX IPUSHAKOB OOJIE3HU He MIPOCIeXUBA-
ercsi. [lepBble mpu3HaKy 3a00/1eBaHNMS MPOSIB/SIIOTCS B BUE  JVC-
Mopduuecknx depT nmua (yTomujeHue ry0, HO3Apelt, LIMPOKas
HePeHOCHIIa, YBemudeHne N0OHbIX OYrpoB, rycteie OpoBiu). 3aTeMm
HOSIBJISIETCS] MAKPOITIOCCHST, aHOMA/INY 3y00B, Makpotedans, cka-
douedanns, M3MeHeHNUA CKeleTa, KOPOTKasA 1Iesi, HUSKUIL POCT, TOJ-
CTas KOXKa C y3elKaMM, IaIlyJlaMy, TMPCYyTU3MOM, I1aXOBble, ITyI0Y-
HbIe TPbDKY, TYTOHOABIDKHOCTD U JehOpMALINN METKUX U CPeFHMX
CYCTaBOB, YBEeIMYEHHDIN KMBOT 3a CYET CITIEHOMeranuu. Vismene-
HIA CO CTOPOHBI LIeHTPa/IbHOI 1 NepudepudecKoli HepBHOI CUCTeM
BKJIIOYAIOT 3aJIePKKY IICHXOPEYeBOro pa3BUTIA, HapYIIeHNe TI0Be-
meHyA (yIpAMCTBO, arpeccuio, TMIIePaKTHBHOCTD), HapyIIeHNe CHa,
1CeBROOYIbOAPHBIN CHHAPOM, CHMITOMATUYECKYIO SINIEIICHIO,
CIIACTUYECKUIT TeTpamapes, aTpouieckyio rupporedanuio, Heit-
POCEHCOPHYI0 TYTOyXOCTb, IOpa’keHMe 3pUTeNbHbIX HepBoB. Co
CTOPOHBI CEpIeYHO-COCYMCTONM CUCTEMBl OTMEYAIOTCA APUTMMUM,
N€rOYHas TUIEPTEHs3Us, TUIepTpodudecKas MIN PeCTPUKTUBHASA
Kap[IMOMMOIIATIY, IIOPA)KeHM A K/IaIIaHHOTO aIllapara cepfla, BTO-
pUYHaA 3aCTOlHAA cepfieyHas HeJOCTaTOYHOCTb. C paHHEro BO3-
pacTa OTMedaeTCsl yBelMdeHye IJIOTOYHBIX M HeOHBIX MUHJA/INH,
XpOHMYECKask pUHOpest, 00CTPYKIMI BePXHUX [bIXaTe/IbHbIX ITyTeli,
TPaxe0OPOHXOMAIALINMN, IPOUCXOFUT YTOMIIEHIE TOTOCOBBIX CB-
30K C M3MeHeHNeM TeMOpa ronoca. Bo3MOXKHBI KM3HEYTPOXKaIOIIVIe
amHo3. Peb6eHOK dYacTo 6o/eeT pecIMpaTOPHBIMU MHQPEKIUAMIU,
OTUTaMU, THEBMOHUAMI.

Iopa>keHus 171a3 IpefCTaB/lIe€Hbl ATUNMYHBIM IUTMEHTHBIM pe-
TUHNTOM, Pa3pyLIeHNEM CeTYaTKy, aTpo(ueil 3pUTeIbHOrO HepBa.
ITporpeccupyromas morepst cryxa 00yCIaBanBaeT MOBeAeHYECKIe
HapyIIeHNsI, TPYAHOCTU B 00ydeHun. C BO3pacTOM 9TU U3MEHEHNUS
CTaHOBSATCS 60JIee BEIpaKeHHBIMIU. MOJIeKY/LIPHOI OCHOBO iedek-
Ta COEHUTENIbHOI TKaHU ABJIACTCA HAPYIIEHHBIT 00MeH ITIKO-
3aMMHITNKAHOB.

JHuarHoctuka CX OCHOBaHa Ha COBOKYIHOCTHM K/IMHUYECKMX,
MHCTPYMEHTA/IbHBIX U /1abOpAaTOPHBIX MaHHBIX. IlocTaHOBKA HAuU-
arHosa CX 6Oasupyercs Ha OIpefe/IeHMM aKTMBHOCTU WULYPO-
Har-2-Cynb(oTassl B JIEMKONNTAX KPOBHU, CBIBOPOTKE KPOBU, KYJIb-
Type Ppubpo6IacTOB KOXM, YPOBHS ITIMKO3aMUHOITTMKAHOB B MOYe,
JHK-TecTnpoBanum. [IpenaranbHas AMarHoCTiKa OCHOBAaHA Ha 13-
MepeHUM aKTUBHOCTH (epMeHTa [2S B aMHMOTNYECKOIT KUSKOCTH,
aMHMOLMTAX, TKaHAX, BOPCUHKAX XOPUOHA.

PeanbHble Bo3aMoKHOCTM noMoIu fetsaM ¢ CX B Halleil cTpa-
He MOABWINCH C MOMeHTa peructpauun B PO B 2008 ropy pexom-
OMHAHTHOI 4Ye/IOBEYeCKOJi MAypOHaT-2-Cynbgarasbl, IpenapaTa
«amanpasa» (Idursulfatase), Shire (CIIIA), ocHOBHOrO IaTroreHeTHu-
YEeCKOTO JIEKAPCTBEHHOTO CPeJICTBA B JIeYEeHNM TAKOI KaTeropuu I1a-
nyeHToB. Heobxommsl exxeHenembHble MHQY3MN Iperapara B J03€
0,5 MI/KT.

IlockonpKy B TpOrpeccUpyIOIMii MaTOIOTMYECKUIT IIPOLIeCC
BOBJIEKAIOTCA BCE OPraHbl U CUCTEMbI OKa3aHMe MeJVIVHCKOMN II0-
Moy nanyerTaM ¢ MIIC fo/mKHO CTPOUTCA C O3UINIL MEXKAUCIIN-
I/IMHAPHOT0, KOMIITIEKCHOTO TTO/IXO0JA.

OpHaKo, Ha CETONHAIIHMIL IeHb, OPIaHMU3ALNI0 MEIVIIVTHCKOM
nomoiu getsam ¢ MIIC B uietom B PO Hemb3s OLieHUBATh IIOIOXKM-
Te/1bHO. OTCYTCTBME OIIBITA ¥ 3HAHMIT y Bpadell 10 JAHHOMY Pasjieny
IIaTOJIOTMY, CTAH/IAPTOB JIeYeHMsI JaHHON OO0/Ie3HN JUKTYIOT HeoO-
XOIMMOCTb  OPraHM3aLMM CUCTEMbI MEPOIPUATHIL 0 MHPOPMU-
POBaHMIO «y3KOIPOMUIbHBIX» CIELMANNCTOB I IeAMaTPOB 0bIeit
IPaKTUKK 06 0cOOeHHOCTsX HebroTa u Teyenus MIIC.

ITpo6neMbl 6ONBIINHCTBA MALIEHTOB ¢ PEKUMI 3a00/IeBaHNA-
MM CXOXKM — 3TO NTO3[IHME CPOKM JUATHOCTUKI, @ CTIeI0BATe/IbHO - U
Hayasia jiedeHus, TPYAHOCTU B IIOY4eHUN SOPOrOCTOALINX eKap-
CTBEHHBIX IIPeNapaToB, CTOMMOCTb KOTOPBIX B I'Ofl COCTaB/IAET OKO-
710 400 TICAY €BPO 1A OfHOTO manueHTa, B PO cpemumit Bospacr
Havasa eHCTBEHHO HeOOXOMMOIl (epMeHTO3aMeCTUTENIbHOI Te-
panuu cpexpn peteit ¢ MIIC - 6,8 roa, KOrjja aTonornyeckme n3me-
HeHVsI TPUOOPeTAIOT yyKe He0OpaTUMBbIil XapaKTep.

TpebyroT pelleHNsA BOIPOCH! COLMAIbHOI, IOPUANIECKOIT, TTaj-
JIMATUBHOM ITOMOIIY, B Y€M He IIPOCTO HYXKJAITCH, a OCTPO HY>X/a-
I0TCA 3TY HNAIVIEHTBI ¥ CEMbM, B KOTOPBIX OHM BOCIMUTBIBAIOTCA.

ITporuos: ITpn 6pICTpOM HpoOrpeccupoBaHyy OONIE3HHU C BOBIIe-
yennem ITHC 6ormpHble 06bI4HO mormbaroT B Boszpacre 10-15 rer,
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npy «MArknx» popmax MIIC 11 Tiia — IpOJO/DKUTENLHOCTD XKI3-
HJ MOXKeT COCTaBUTD 50 jieT 1 60Jiee IpK COOTBETCTBYIOIIEM Jiede-
Hum [3].

ITpuBonMM COOCTBEHHOE KIMHUYECKOe HAO/IOfeHe MaIbulKa
I1. c cungpomom Xanrepa.

Pe6eHOK pOAMICA Y MOJIOABIX 3[JOPOBBIX POAUTENel, oT 1-0ii
6epeMeHHOCTH, MpOTeKaBlIell Ha (OHe aHeMMM JIETKON CTeIeHM,
recTosa oTe4Hoit popmbl. Poybl mepBble, cpouHble. Macca Tena mpu
poxpenun 3430,0, gmHa 52 cM, OKpY>KHOCTb rpyau 34 cm. Ouen-
Ka 10 mKane Amnrap 8/9 6ajioB, paHH:As HeOHATa/IbHAS JKENTyXa.
Temmbl PUSMYECKOTO U IICMXOMOTOPHOTO PasBUTHA Ha IIEPBOM
TOZly >KM3HJ COOTBETCTBOBA/IN SIUKPMU3HBIM cpokKam. ITpodwrak-
TUYECKMEe TPUBUBKU OCYLIECTBASANNCh B COOTBETCTBUM C HALMO-
HaJIbHBIM KaJIeHJAapéM IIPUBUBOK, OCTIO>KHEHMII He OTMe4anoch. B
paHHeM BO3pacTe IePeHOCUII YacTble PecIMpaTopHble MHpeKInu,
OpOHXNTBI, THEBMOHMIO. B 3-X JIeTHEM BO3pacTe JUArHOCTHPOBAHBI
apeHoups! I1I crenenn. C 3,5 neT MOABM/IACH TYTONMOABUKHOCTD U
orpaHnyeHne 06’béMa IBIDKEHWIT B CYCTaBaX, TYTOYXOCTb, 3a/jePiKKa
pocra, ¢ 5 et — nuuesble gucMopdun n gpyrue GeHOTUIINYECKe
0COO@HHOCTH: IMPOKas IIePEHOCHULI, TOJICTbIe I'yObl, pefKie 3yObl,
KOpPOTKI€ U TOJCTbIe Na/lblibl, KOPOTKAasA Iles, LIyMHOE AbIXaHME,
yBe/IM4eHIe )KMBOTA 3a CYeT IeraToCIIeHOMeTalnuu.

B 5 71eT BBINONTHEHA aZleHOTOMMS, B 5,5 JIET - OIepPaTMBHOE BMe-
IIaTe/IbCTBO II0 MOBOJY AX0BOJ U MyNo4HOIi rppiku. [Tpu ynbTpas-
BYKOBOM ICC/IelOBAaHNM BbIAB/IEHA €AMHCTBEHHA, IIpaBast IOYKa.

B 6 et 4 MecsAIja TOCINUTANIN3MPOBAH B Kap[IOPEBMaTOJIOTYe-
ckoe otgnernenne JJOKB r. Opia ¢ >xamo6amu Ha 60V 1 CKOBAaHHOCTD
B JIy4e3allsACTHbIX, KOJNEHHBIX, T'OJICHOCTONHbIX, MeXK(aTaHIOBBIX
cycraBax. Ilo pesynbraTaM KIMHUKO-Tab0PAaTOPHO-MHCTPYMEH-
Ta/IbHBIX MCCTIEIOBAHMI, KOHCYIbTALNII CIIeIMaNNCTOB BbICTaB/IeH
nyuar"os: Bropuynas aprpomaTtus. [IByXCTBOpYATbhIii aOpTaIbHbBIN
KJIallaH C HeJOCTaTOYHOCThI0 2-3 cTenenu. Heitpocencopras Tyro-
YXOCTb. TUIIEPMETPONMYECKUI aCTUTMaTu3M. MyKornonucaxapuios
VI tumn?

IIpn poo6cmenoBany B MeRUKO-TeHETHYECKOM LieHTpe I. Mo-
CKBBI, BBLAB/IEHA IOBBILIEHHAs 9KCKpeLMs JepMaTaHCyinbdara u
rermapaHcynbdaTa ¢ MOYOIl, 3HAYMTETbHOE CHIDKEHME MIypOHAT-
cynbdaTassl B mwrasMe, o 3,18 nmol/4h/ml (Hopma 297-705), uto
MO3BO/IIJIO YTOYHUTD TUI MyKoIonucaxapugosa —II tum (cuagpom
XaHTepa).

B 6 net 11 MecsleB — e4yeHMe B ICUXOHEBPOTUYECKOM OTHerIe-
Hun HII3] . MOCKBBI ¢ KIMHUYECKUM JyarHo3oM: Mykononucaxa-
pupos II tuna (cungpom Xanrtepa). BropudHas KapguoOMUOIATH.
TemnoBas sajiep>kKa I1CMXO0-Pe4eBOro paspuTus. Peuuanupupyrommit
Oponxut. KOHTpaKTypbl KPYIIHBIX 1 MEJIKMX CYCTaBOB KOHEYHOCTEN
1-2 crenenu. IunepmeTponnyuecknit acTurmMaTusM. EnuHcTBeHHas
mpaBad noyka. HeifpoceHcOpHas TYTroyXxocTh 2 CTeTIeHM.

C cents6ps 2011 roga B Bo3pacte 7 jieT 11 Mecsi1ieB B yCIOBUAX
nepuarpudeckoro orpeneruss JOKB r.Opna peGéHky mpoBopuT-
cs1 hepMeHTO3aMeCTUTe/IbHAS Tepallni — eXXeHefle/IbHble MHDY3uu
npenaparoM «Inmamnpasa» " (Idursulfatase), Shire (CIIIA). IIpomyckos
BBefleHMIT He 6pu10. OcnmoykHeHuiT He oTMmedanoch. Ha 01.06.2012
rofia MajIb4MK BIpOC Ha 4cM (pocT 125¢Mm), 1,5 Kr 1prbaBui B Bece
(macca 28,5kr), ylIydIIMIach MepeHOCMMOCTDb (PU3MYECKUX Harpy-
30K, COKPAaTW/INCh pasMephbl eYeHM, CelIe3€HKM, YBEeINYMICT 00beM
IBVDKEHMI B CycTaBax.

Takym 06pasom, IpefCTaBIeHHbI KIVHINYECKNIT CIydail nme-
eT OO/IbIIOJ NPaKTUYEeCKNII MIHTepeC [/l Bpadelii-e;uaTpoB, IeHe-
TUKOB ¥ IPYTUX CIIEIVATICTOB B CBA3U C PEIKOCTbIO JAHHOTO Ha-
CTIeCTBEHHOTO 3a00/eBaHMs. 3aC/Ty)KMBAET BHUMAHMS TIOsIB/ICHIE
HOBBIX BO3MOKHOCTEN B TepalMy TaKUX IALMEHTOB, a MMEHHO,
BHEJ[PeHNe e[IHCTBEHHO 3 PEKTUBHOTIO MATOIreHETUIECKOTO Cpefi-
CTBa UypOHAT-2-Cynbgaraspl (9/1ampasa), OTKPHIBAIOIIETO HOBbIE
peanuu B IPOTHO3e JAHHOTO 3a00/IeBaHNA.

CBoeBpeMeHHasl [MarHOCTMKA MYKOIIONIMCAaXapyu030B, IIpa-
BIJIbHOE BeJleHUe JaHHOTO KOHTVMHIeHTa OOJIbHbBIX, paHHee Ha3Ha-
JyeHue GpepMeHTO3aMeCTUTE/IbHOI Tepanuy, 6yyT clocoOCcTBOBATD
YMEHbBIICHNIO TSDKeCTN 3a007IeBaHNsA, CHIDKEHUIO MHBAIMU3aLIUN
mereli, 6oree afleKBaTHON MHTETPALNN X B 00IIECTBO.

Tureparypa: 1. Hosuxos I1.B. Ilp peokux (opp X) Hacneoc X i y demeii 6
Poccuu u nymu ee pewerus // I1.B. Hosuxos// Poccuiickuii 6ecmnuk nep uu U ipuu. 2012.
Ne2. C. 4-8; 2. bapanos A.A.1,2, /1.C. Hamasosa-bapanosal,2, A.K.Tosopkanl, B.M. Kpacrosl, JI.M. Kysen-
xoeal,2, I'A. Kapxawadsel, H.JI. Bawaxmadsel, T.B. Iloox. 1// I 1p Kas gap
2011. T.8, Ne 5, C; 3. Bockoboesa E.JO. JIHK - duaznocmuia nacned X MyKON axapudos / E.IO.
Bockoboesa // Med. zenemuxa. 2006. T. 5, Ne 10. C. 33 - 37.
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coaBropsl: Tsuboi K., Yamamoto H.

B nmepuog ¢ 2009 r. mo 2012 r. Bo BceM
MI1pe HaO/MofjaIach HexBarKa mpernapara agalsidase-f st mede-
Hus 6omesnn @abpu. Takum 06pazom, 6bUTH HEOOXOMUMBIL ANTb-
TepHATMBHBIE METO/BI JIEIEHNISI, B TOM UJC/IE [IEPEXOJ] Ha FPYTYIO
(hbepMeHT-3aMeCTUTEIBHYIO TEPAILNIO.
[TocrosiHHOE 06CepBalMOHHOE MWCCIeOBaHMe IS
OLIEHKM TIOCIEACTBNUIT epexopia ot agalsidase-B (1,0 mr/kr xax-
nple aBe Hepenn) K agalsidase-a (0,2 MI/KT KaXKfIble Be Hefienn) y
11 marmeHTOB € 6071€3HBI0 Dabpu.
Knmundeckne paHHbBIE COOMpanuch B TedeHue 5
et (2 roga o Tepexofia u 3 roa mocre).
DyHKIMY HOYEK [0 PaCYeTHON CKOPOCTI KIIy-
604KOBOI PUIBTPALIUN OCTABAINCH CTAOWILHBIMU B TedeHue 3
JIeT TOCTIe mepexopa Ha agalsidase-o. YnyuineHe Maccol ceppa
6BUIO OTMEYEHO Y MY>KUMH U JKEHIINH CIYCTsI 12 Mecsies Io-
cle Iepexopia Ha agalsidase-a, ¢ coxpaHeHueM IIOKasaTeseil B
TeveHne 36 MmecsueB HabmofeHnss. COMIACHO MCCIEIOBAHMIAM,
He OBUIO HUKAKOIl CYLIECTBEHHON PasHMIIbI B MHTEHCUBHOCTI
607111, NCIIBITHIBAEMOII [ALIVIEHTAMY [I0 ¥ TOCTIe M3MeHeHus ep-
MEHT-3aMeCTUTEIbHO Teparmy, Tak)Ke He M3MEeHWIOCh Kade-
cTBO Mx >km3HN. Agalsidase-o XOpOIIO ITepeHOCUTCS: HU OfUH
IIallMeHT He JCIIBITBIBAJ a/UIepPIMIo, aHTUTeNa K agalsidase-o He
BBIpabaThIBa/IUCD.

[laHHOe O6CepBaLIOHHOE WCCIEfOBAHNE IeMOH-
cTpupyet 6e30macHOCTD nepexofa ot agalsidase-f k agalsidase-a
B YTBEPXK/ICHHBIX f103aX 11 6e3 notepu a¢pexrusHoctm. Ilpenmo-
JIaraeTcs, 9TO MALVEeHThI C a/Ieprielt K npemnapary agalsidase-f
MOTYT IlepeiiTy K Tepammu ¢ agalsidase-a.

www.ncbi.nlm.nih.gov/pubmed/24651606

BinsHue ¢pepMeHT-3aMeCcTUTETbHOM
Tepanuu Ha 6ojieBble OLIYIIeHUs U

Ka4yeCcTBO KU3HU HAI[UEHTOB C
60se3nbi0 Pabpu: sanubie FOS

coaBtopsl: Hoffmann B., Garcia de Lorenzo A., Mehta A., Beck M.,
Widmer U., Ricci R.; FOS European Investigators

CmpaBounsie Matepuansi: bonesup ®abpu sBisercs X-ciie-
IJIEHHO JIN30COMHOJ 0OJIE3HbI0 HAKOIUIEHNs, BbI3BaHHAA JIe-
¢dunnrom pepmenta anbda-ramakTo3ugass A. ITO IPUBORUT K
HAKOIUIEHUIO I7I060TPHA03WILePaMIIOB OYTH BO BCEX TKAHSAX
OpraHNsMa, B TOM YIC/Ie B KPOBEHOCHBIX COCYfaX, IIOUKAX, MU-
okapfie 1 B HepBHOII cucteMe. CHMITOMBI YaCTO HAYMHAIOTCA B
[eTCTBe U BK/IIOYAIOT AKPONAPECTE3UN, YYBCTBO MOKEHUS WJIN
MOKaJIbIBAHV, KOTOPbIE PACIPOCTPAHSIOTCSA OT KOHEUHOCTel K
IIPOKCVMAJIbHBIM YYaCTKaM TeJIa.

Metoppi: [JaHHBIe ObUIN TIOTy<IeHbI IIyT€M UTOTOBOTO MCCIIe-
posanusa dabpu. bonb nsMepsnacy ¢ momoupio BPI, a cBsasan-
HOe co 3mopoBbeM KadecTBO >xu3un (KJK) 6sut0 mpoananmsnm-
POBaHO ¢ IOMOIIbI0 EBPOIIeiicKoro ompocHMKa Ka4ecTBa >KU3HN
(EQ-5D).

Pesynprarei: Jlo Haya/la Tepaluu B CpeJHEM TsDKeNasl CTe-
meHb 607u cocrapisina 5,1 (2,7) mo BPI. Uepes rop mocie Havaa
Tepanny JaHHOE 3HaYeHNe YIy4UIoch Ha 0,5, CycTs ABa roga
6b110 yydiieHo erte Ha 0,6 (p <0,05). IToxoxxie cTaTUCTIYeCKN
3HAYMMBbIE YIyUILIeHVIsI ObIIV 3aMeYeHBI B ITyHKTaX "00/Ib B Cpef-
HeM" 1 "6071b B HacTos1LIee BpeMsi», mocye 2-x et O3T. Cpennss
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ouenka KJK po repanmn cocraswma 0,66 (0,32). Tlocne 12 mecs-
L1eB JIeYeHIsI ara/ICUa30li anbda JaHHOe 3HAYeHNIe YTy qIINIoCh
1o 0,74 (0,26; p <0,05), mpuyeM COXpaHUIOCH CITYCTA 2 TOfA.
Boisopsr: Tepanust aracuiasoit anbga 3HaYUTeNbHO YMEHb-
[IaeT MHTEHCUBHOCTb GO/ M yIy4iIaeT KayeCTBO XKMU3HY Halyi-
eHTOB ¢ 6omesubo Pabpn.
Vcrounnk: www.ncbi.nlm.nih.gov/pubmed/15744039

depMeHT-3aMeCcTUTETbHAA TEPATIAA Y
nanyeHTa c 6osie3Hb10 Pabpu: pa3BuTHe

IgE auTuTesNI IpOTUB arajacuzassl beta u nux
OTCYTCTBUE MPOTUB arajcugasbl Aiabda

coaBtopbl: Tanaka A., Takeda T., Hoshina T., Fukai K., Yamano T.

B mannoe Bpems 3 deKTNBHBIM METOOM JIedeHus1 6oes-
Hu ®abpu aBngerca pepmeHT-3amecTutTenbHas Tepanus (O3T)
npenapataMmu arajacugasa Anbda u arancupasa bera. Panee Ha-
Omiofianach IMepeKpecTHass peaKTUBHOCTh UMMYHOITOOyIHa G
(IgG) anTturen c arancupasoit Anbda u beta, Ho ms IgE anTHTeN
TAKOJI PEAKIMI 3aPETUCTPUPOBAHO ellje He ObLIO.

B maHHOI cTaThe ONMCBIBAETCA COy4Yail ¢ manueHToMm ¢ Pa-
6pu, y xoroporo BbIpaboTamuch aHTHMTena IgE k arancupase
Beta, HO 6e3 nepeKpecTHOI peaKTUBHOCTH K arajncujase Anbda.

17-netTHnit Manbuuk ¢ 6onesHbio Pabpy cTpasan THKENIbIM
aTONMMYECKUM JIEPMATUTOM C JETCTBA, TAKXKE JKAJIOBA/ICA B Te-
YeHIe HEeCKONMbKMX /leT Ha mnepudepudeckue 60mm B KapKoe
BpeMst 1 Ipu (USMIECKMX HArpyskax. Bonesur Pabpu 6bira
TIOATBEP)KAEHA MCTOPMeEN CeMb) U aHAIM3aMM Ha COfepKaHue
¢depmeHTa B opranmsMe, nocie atoro 6pita Hayata O3T. Ilocne
uH(y3uit arancupassl bera (1,0 MI/Kr) HaIMeHT XanoBancs Ha
BDBICOKYIO TEeMIIEpaTypy B CBOMX PyKaxX M HOraX, TakKKe Hadasa
pasBMBaThCs THOVHAS 9K3eMa. [losa mpenapara Obl1a yMeHbIIIe-
Ha ji0 0,2 MI/KT, HO TUIIepTepMNs He MI3MEeHIIACh, XOTA MPOJOI-
JKUTEJIBHOCTh HECKOJIbKO yMeHbIIachk. ITocne Tpex nHysuin
pasBuIach 303uHOPpmNA (9,4%; 573 KIIeTOK/MK/I KpOBH), ITOCTIe
JeTbIpex MH(Y3uUil arascuaassl bera mpobieMa pelieHa He 6ba.
Jleyenne arancupmasoin bera npexparnim, nepeinsa Ha arancupja-
3y Asbda (0,2 Mr/Kr). STO IOTIOXKXUTENBHO OTPA3MIOCH HA MAL[V-
eHTe, KOJIMYeCTBO 903MHO(IIIOB B TeYeHMe Ieprofa Habmoze-
HIA TOCTENIEHHO YMEHDIINIOCh.

3akmrovenne: Y maiuenta ¢ Pabpu BbipaboTanuch aHTHTENA
IgE x arancupase bera, koTopble He IPOIEMOHCTPUPOBAIN IIe-
PEKPeCTHYI0 peaKTMBHOCTD K arancugase Anbda. ITu JaHHbIe
HOAYEePKMBAIOT BOXHOCTh aHa/IM3a Ha aHTHTena IgE x obomm
bepMeHTaM, €C/IM y TMALVMEHTOB MPOSB/ISIOTCS CEPbe3HbIe CUM-
TITOMBIL.

Ucrounnk: www.ncbinlm.nih.gov/pubmed/20567910

9ddPexTuBHOCTH PepMeHT-3aMeCTUTENBLHOMU
Teparuy IIpyU KapJHOMHOIIATHH Y MAIIHEHTOB C

60sie3HBI0 Pa0OpU: paHJOMHU3NPOBAaHHOE,

ZIBOIHOE CJIeToe, IUIaeb0-KOHTPOIHPyeMOe
KJIMHAYECKOe UCIbITaHKe arajcuiasbl Aibda

coaBtopsl: Hughes D.A., Elliott P.M., Shah J., Zuckerman J., Coghlan
G., Brookes J., Mehta A.B.

Vicxopnblie mannblie: bonesup Oabpi ABIsAETCA MM30COMHOIN
60/1e3HbI0 HAKOIIJICH S, BBISBIBAETCS HapyIIeHUEM B X-XpOMO-
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MEIVITNMHCKOE OGO3PEHUE

CoMe, OTpaXkasiCchb Ha HENOCTATOYHON AKTUBHOCTV (epMeHTa
anbda-rajakTo3naspl A. OTO IPUBOJUT K IPOTPeCCUBHOMY
HAKOIUIeHH10 Imoborpuaosminepamugsos Gb(3) B mm3ocomax
K/IETOK 0 BCEMY Tely, YTO B KOHEYHOM MTOTe HPUBOAUT K
HpeX/IeBPEMEHHOI CMEPTI OT TOYEYHbIX, CePAIeIHBIX U Liepe-
OpOBACKY/ISIPHBIX OC/IO>KHEHMIL. [0 HelaBHero BpeMeHN He ObUI0
3¢ ekTUBHOrO IedeHns JaHHOTO 3abomeBanust. HacTosimee nic-
clemoBaHye 6bUIO pa3pabOTAHO IS OLEHKM 0e30MacHOCTI U
b dexTnBHOCTY (DepMEHT-3aMeCTUTENIBHON TEPANUM ATaICh-
masoit Anbca npy saboneBaHMAX cepALa y nanneHTos ¢ Gabpu.

Mertoppr: D deKkTUBHOCTD /IedeHNs arancumason Anbda u
B/IMSIHIE Ha CTPYKTYPY U QYHKIMY CepJilla OLeHMBA/IVCh B PAH-
[OMM3MPOBAHHOM, JBOVHOM CJIEIIOM, IUIane60-KOHTPOJpYe-
MOM MCC/IEIOBAHNUM 15 B3POC/IBIX MALIMEHTOB MY>KCKOIO II0/IA C
6onesupio abpu. Ha mpoTspkeHnn 6 MecsinieB B KadecTBe 6a-
30BBIX M3MEPS/INCH CIIEAyIOle TOKa3aTe/ln: Macca JIEBOTO JKe-
nymouka, miutenbHoctb QRS u yposenn Gb(3) B TkaHu ceppiia,
0cajioK Mo4M U 11a3MblL. [Tocrie 6 MecsiLeB paHOMU3MPOBAHHBIX
VICIIBITQHMIT TTALIMEHThI OBUIN [IEpPEBEEHBl B TPYIINY /ST OTKPbI-
TOTO, PACIIMPEHHOTO UCCTESOBAHSI B TEUEHNE ABYX JIET.

Pesynprarni: Macca 71eBOro >kenyno4ka, KOTOPYIo M3Mepsn
¢ momoribio MPT, 6pla CylecTBEHHO CHIDKEHA MOCTIe 6 Mecs-
1ieB TedeHys1 Arancupasoit Anbga 1o cpaBHEHUIO € MallMeHTaMy
c wrane6o (p = 0,041). Cpennee cHwkenne Gb(3) B Muokapye Ha
20%, OTMeYEHHOE TI0C/Ie CepPUN TPAHCBEHO3HOI SHOMMUOKAP/VL-
aypHOI 61oTICUM 6BUIO 3aUKCUPOBAHO Yepes 6 MecsIeB JIeve-
Hyst. [l CpaBHEHUs, TaHHBII IIOKa3aTe/Ib y MAlMEHTOB, HOY-
JaBIIMX 1ane6o (p = 0,42), yBemmunncs Ha 10%.

BriBop;: Jleuenne arancupasoit Anbda IpyBerno K perpeccun
TUIePTPOQUIECKONl KapANOMIOIATIN, CBA3aHHOI C 6O/Ie3HBIO
Dabpn.

HMcrognnk: www.ncbi.nlm.nih.gov/pubmed/17483124

®DYHKIIUY TTOYEK U CyTOYHAS MPOTEUHYPHUSI
y HalueHToB ¢ 6oJie3HbI0 Pabpu npu

JiedeHUU arajcuza3oi Aibda B TeueHue
3 neT: 6pa3WILCKUI ONBIT

coaBropsl: Thofehrn S., Netto C., Cecchin C., Burin M., Matte U.,
Brustolin S., Nunes A.C., Coelho J., Tsao M., Jardim L., Giugliani R.,
Barros E.J.

Vcxopnble gannble: [lo mosBIeHNsT pepMeHT-3aMeCTUTE Ib-
Hot Teparn (P3T), nevenne 6oe3nn Pabpu coOCTOATO U3 CUM-
nToMaTnyeckux ¥ mamaruBHeix Mep. 3T crama mocTymHa
HECKOJIbKO JIET Hasaf, [/ 9TOrO UCIOIb3YeTCsl peKOMOMHAHT-
HBIIl 4YeloBedeckmit gepMeHT anbda arancupasa, aHajaoOr ajlb-
¢a-ramaxrosupasel A (GALA). Tem He MeHee, OTPaHIYEHHOCTD
YCIIOBMIL J/IA MCCIELOBAHNUII He MO3BOJIANA BBIACHUTD BIMAHUE
®3T Ha yHKIMIO ToYeK. [JaHHOE NCCIefOBaHNe HALIPABIEHO Ha
usyueHye 6e30MacHOCTY U TepaleBTU4ecKoro apdeKTa ¢ TOUKu
3peHuA PYHKLMY [IOYEK U CHYDKEHUA CYTOYHOI IPOTENHYPUNL.

Mertoppr: C 1 suBapsa 2002 roga no 1 asrycta 2005 ropa sie-
BATD HauyeHToB ¢ Pabpu (7 My>k4MH, 2 XKEHIIMHDI) HAXOAWU/INICH
I0f], IIPOTOKO/IBHBIM Hab/ofeHyeM, morydas 0,2 MI/KT araacu-
masbl Anbga kaxpbie nBe Hegen. DyHKINA HOYeK OLleHMBaIach
ITyTeM U3MepeHNs CKopocTy Kiybouxosoii ¢pubrpanuu (CKO),
UCIIONb3ysl  OUMILEHHBbII XpOMITM/IEHJMAMIHATeTpa-aleTaT
((51) Kp-9ATA mn / mun / 1,73 m (2)) B Hayase UCCIeOBAHMA,
sateM cuycta 12, 24 u 36 mecsanes. CyToyHas IPOTEMHYPUs
6blIa M3MepeHa BHadase, 3aTeM 4epes 3, 6, 12, 18, 24 u 36 mecs-
e O3T. 3a6omeBanust oYek OBUTN KIACCUPUIMPOBAHBL B CO-
orercTBUM ¢ Kputepuamu NKF/DOQI npu KoncynbratusHoM
COBeTe, KOTOpble OILpeNe/A0T CTafuy XPOHUYECKO 0Oole3Hu
nouek (XBII) B 3aBucumoctu ot CKD.
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I crapms — eciu CK® 6ornpie i paBHa 90 Mt / muH / 1,73 M2;

II cragma mpu 60-89 M / muH / 1,73 M2;

IIT crapusa mpu 30-59 mn / MuH / 1,73 M2;

IV crapgma npu 15-29 mn / mun / 1,73 m2;

V crapus, eciu CK® menee 15 vt / mun / 1,73 M2.

Pesynpratsr: lllecTs manneHTOB HAOMIONANMNCH B TeUeHIE 36
MecslleB Tepanuy, 2 manueHTa - 18 Mecsaues, a 1 manueHT - 12
MecsteB. CpeHNI BO3pacT MAlVIEHTOB B Ha4ajIe MCCIELOBAHNA
coctaBui 34,6 +/- 11,3 net. 3a nccnenyemblii epuoy, GyHKIN
IIOYeK OCTaBaIUCh cTabuabHbIMY y maryenTos ¢ XBII I, II, III
cragun. Y opHoro manyenTta 6pima XBII IV cragmu, oHa mpo-
rpeccupoBana [0 TEPMMUHAIbHON, CHOYCTA 7 MecAlleB Hadajn
IpoBoAUTb reMoayanus. Yepes 12 mecaues O3T emy nepecanu-
JIV TIOYKY. Y GOJIBHBIX € IIATOIOIMYeCKOl IPOTeMHYpIell aHa/IU-
3bI TAK)Ke OCTaBANMNCh CTaOMIbHBIMU. Arajnicuziasa Anbda xopo-
110 nnepeHocurcs B 99,5% ciydaes.

BoiBopbl: B Teuenne 36 mecsles nedeHusa He ObUIO 3aMede-
HO HUKAKMX (PyHKIMOHAJIbHBIX U3MEHEHMII [I0YeK U CYTOYHOI
IPOTENHYPUN. DTO TOBOPUT O TOM, YTO JI€deHNEe arajcuja3oin
Anbda MOXeT 3aMeIIUTh VI OCTAHOBUTD IPOTPeCcCUpOBaHue
3ab0/eBaHMs TI0YEK, eC/IV TepANNsl HaYaaach MPeXie, YeM IIpo-
M30LII0 HeoOpaTyMoe yXyAlleHMe nodek. B Tedenne Bcero yc-
CJIe[OBaHIsI HUKAKUX CYIeCTBEHHBIX ITOO0YHBIX 3¢ (deKToB He
Ha6/II00a710Ch.

Ucrounnk: www.ncbinlm.nih.gov/pubmed/19925283

IIcuxuyeckue U MICUXOCOIUATIbBHbIE

acrekTsl 60e3uu Pabpu

coastopsl: Thofehrn S., Netto C., Cecchin C., Burin M., Matte U.,
Brustolin S., Nunes A.C., Coelho J., Tsao M., Jardim L., Giugliani R.,
Barros E.J.

Bonesup abpn mopaxkaeT pasadHble OPraHbI I CUCTEMBI,
BK/IIOYasi LIEHTPAJbHYK0 HEPBHYIO CUCTeMy. MHOIve MaljeH-
ThI TIOABEPrarOTCA OIIACHOCTN pPa3BUTUA Heﬁ[poncmxmanI/me—
CKuX 3a00J/IeBaHNIl, CPeay KOTOPBIX MPe0OIafiaioT [elpeccuu
n Hef/’[pOHCI/IXOHOI‘I/I‘{eCKI/Ie HapymeHm:-. V3-3a comatuyeckux u
ICUXO/IOTMYeCcKX HapyieHnii kadecTBo >xusHu (KXK) y rakmx
JIofiell 3HaYMTeNbHO CHIDKeHO. HecMoTps Ha TO, 4TO marodu-
3MOJIOrMYecKyie MexaHu3Mbl 6oresHn Pabpu BBISICHEHDI He TI07-
HOCTBIO, NIIPENIIONATAETCHA, UYTO OTIOXKEHUA C(I)I/IHI‘OHI/IHI/IHOB B
SHIOTE/INHU METKUX COCYOB FTOIOBHOTO MO3Ta IPUBOMAT K MeCT-
HOII IlepeOpabHOI UIIeMIH, KOTOpas MOXKET COPOBOXKIATHCS
HEPBHO-IICUXMYECKIMI cuMITOMaMiu. Kpome TOro, manmeHTs!
¢ 6omesHp0 Pabpy MOCTOAHHO VCIBITBIBAIOT IIPUCTYIIBI O07Ie
HapSIZy C ZOMOTHUTENbHBIMI COMaTUIECKIMIL 1 IICUXOCOLIMATIb-
HBIMM HapylIeHUsAMMU. B 3Toll I1aBe paccMaTpuBAIOTCA TICUXM-
aTpuyecKue 1 HEMPONICUXOJIOIMYEeCKMe 3aK/IIYeHNs, a TaKKe
ncuxonornyeckas mepecrpoiika u KK B xome ecrecTBeHHOTO
tedeHus 6omesHu ®abpu y B3pocibix. [lcuxmarpudeckue cum-
ITOMBI, OCOOCHHO [IeTIPeCCHy, SABIAITCA BecbMa PacIpoCTpa-
HEHHBIMU y MY)XXYMH U >KeHIINH ¢ 6oesHbio ®abpu. IIpu aTom
HY)XHO OTMETUTD, YTO IIO-IIPEKHEMY HeO6XOHI/IMI}I [JOCTOBEP-
Hble JaHHbIe O HEPOICUXOIOINYECKIX HAPYIIEHNAX, BO3HIK-
mux 13-3a 6omesun Pabpu; TpebyrTCs yOeanTeIbHbIe JOKa3a-
TE/bCTBA U TOTO, YTO MPaKTUYecKy Bce cocrasysmomye KK y
MMaOVEHTOB YXyAIININCD. HOCKOHbKY HeﬁpoHCI/IXI/IanI/I‘IeCKI/Ie
CUMIITOMBI ¥ HM3Kas coumajbHas ajamtanys yxyguanor KX
HalMeHTOB ¢ 60/e3Hbl0 Pabpy, HACTOATEILHO PEKOMEH/YeTCs
Ha4YMHATh OPOQUIAKTIYECKIEe IPOrPAaMMBbI C A€TCTBA VU TIOf-
POCTKOBOTO BO3pacTa.

[TanmeHTs! ¢ 601e3HbI0 Pabpy UCIBITHIBAIT 6OIEBbIE TIPH-
CTYIBbI, aKpOIIApeCcTe3uM, TakKe y HUX HaOMIOAITCA aHIMO-
KepaTOMbl, IIOMYTHEHME POTOBMIIbI, IOYeYHAsT U CephedHas
HEAOCTATOYHOCTD, TUIIOINAPO3 M aHIMAPO3, CUMIITOMbBI JKEIy-
[OYHO-KMIIEYHBIX 3a00/IeBaHMil, IepeOpOBACKY/IAPHBIE [IC-
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(YHKIUM - TOIOBOKpY)XKEHVe, TOMIOBHBbIe OOy M LepeOpaib-
Has umemMndA. VI XOTs TOYHbIE JaHHbIE IIOKA YTO OTCYTCTBYIOT,
KIVHIYeCK/e HAOMIOeHNsI U HEKOTOpble OMYO/IMKOBAHHbIE
OTYeTHI TI0KA3a/IN, YTO HeMa/Io IAIeHTOB ¢ 6oe3Hp0 Pabpu
TaKXe IIOfIBEP)KEHbl PUCKY Pa3BUTHA HEPBHO-ICUXIYECKUX
CUMIITOMOB, TaKMX KaK Jiellpeccys, CyuIy/janbHble TeHJeHI[UN
U HellpOIICUXOMorMyeckre HapyiieHus. He Tak 1aBHO ObIIO BbI-
SICHEHO, YTO TaKMe CYMIITOMBI, KaK 60/Ib 1 HeBPOJIOTMYeCKIe OT-
KJIOHeHMs Y HaiyeHToK ¢ Pabpy MposABIAOTCA dallle, YeM 3TO
IpefIonarajgoch paHee. Takum ob6pasom, ux obcneoBaHme 3a-
CITY)KUBaeT IPUCTAIbHOTO HAYYHOTO BHUMAHMA.

Pesynbrarer: CyljecTByeT Majlo JaHHBIX OTHOCUTENTbHO BO3-
HUKHOBEHNA IICUXNYECKMX PAaCCTPOIICTB Y HALMEHTOB ¢ 00se3-
Hb10 Pabpu. B peTpocrekTNBHOM aHa/MM3e rpaMKOB KCCIe0Ba-
HIA BUJHO, 9TO y 6 13 33 IaIleHTOB MY>KCKOTO I10/Ia Pa3BUINCh
TSDKeNIble TICMXMYECKNe COCTOSIHNA; BCe 3TH IIAI[MEHTBl TaKXe
CTpajanm OT IPUCTYIOB 6071elt 1 60/Ie3HEHHOI HellPOIaTHIA.

B xope mpenBapuTeNIbHOrO aHa/IM3a IPOBOJUMOrO MCC/IeNOo-
Bauus (M. [x. Mronep u K.M. Mionnep, Heomy6n1KOBaHHbBIE
[aHHbIe), Y 55% TanneHToB ObUIa OOHapyXKeHa OCTpast Jenpec-
cuA B rpymie u3 36 manyentos ¢ Pabpy, UTO MOATBEPXK/ALT pa-
Hee BbICKasaHHbIe 3aMedaHuA. Kpome TOro, OKomo TpeTu Myx-
4uH 1 60jlee YeM y IBYX TpeTeil MAIMeHTOK ¢ 6omesHbio Pabpu
IIOCTOSTHHO VICIIBITBIBA/IV CYJIBHYIO JIETIPECCHIO B COOTBETCTBUM C
MeXIYHapOIHBIMI YCTAHOBJIEHHBIMY AVIATHOCTUYECKUMM KpU-
TepyAMU (OMATHOCTUYECKOe M CTAaTUCTUYeckoe PyKoBOACTBO
110 TICUXMYECKMM PACCTPOICTBAM 4YeTBepTOro mspaHusa, DSM-
IV BB.). Kpome Toro, 6p11a ony6nmkoBaHa cepusi MaTepuajoB o
JeThIpeX >KeHIHAX ¢ 60mesHbio Pabpit, KOTOPbIE UCHIBITBIBAIN
TsDKeNIble fenpeccun. [l KONMMYeCTBEHHON OLEHKM TsKEeCTU
[erpeccun B UCCIIeIOBAHMAX 1 OMYOIMKOBAHHBIX JAHHBIX ObITa
UCIIONIb30BaHa CTAHAAPTU3MPOBAHHAsA IIKajda OLIEHKM Jierpec-
cuu (peifiTMHrOBas MKana [aMUIbTOHa).

TaxyuM 06pasoM, y My>KUMH ¥ XeHIMH ¢ 6one3Hpio Pabpu
JaCTO BO3HMKAIOT IICUXMATPUYECKIE PACCTPONICTBA, IPU3HAKY U
cumnToMbl. Hanbonee pacipocTpaHeHHBIMIU ABIAIOTCS JelIpec-
CHM, IICUXOTUYECKIe CUHIPOMBI OBUIN 3aperCTPUpPOBaHbI IUIIb
B VICK/TIOUMTE/IbHBIX CITyqasX.

Heiiponcuxonormyeckue pgannbie: HesaBucumo or mncu-
XOJIOTMYECKNX ¥ MCUXMATPUIECKUX CHMIITOMOB, Y 3HAUUTENb-
HOIT YacTy manmeHToB ¢ Pabpyu [OMOTHUTENTBPHO Pa3BUBACTCS
LepeOpanbHas MIIEMUs, KOTOpas KIMHUYECKV IIPOSBIACTCS
KOTHUTMBHBIMM HapylleHUsAMH. BonbHble, OfBepKeHHbIE Hell-
POIICHXONOTMYECKIM OTKIOHEHNM, B06aBOK MIMEIOT HEBPOJIO-
IMYecKye HapylleHMs WM 3HauYUTe/lbHble IIOBPEXX/IEHN MO3Ta,
9TO OBITIO OT/ENIBHO 3a/JOKYMEHTHUPOBAHO.

B Hacrosee BpeMms, Hambornee MOMHON 6a30i1 JaHHBIX II0
nanyentam ¢ ®abpu asnaerca FOS, koTopas BKIoOYaeT B cebs
MCXOMHbIe maHHble Ko Havama ®3T mo 6omee yem 750 mareHTam
MY>KCKOTO U >KEHCKOIO II0J1a, CO CPEIHMM BO3PAacTOM B 35 jieT
u3 11 crpan. YactoTa 1epebpoBacKy/IAPHBIX COOBITHIL (MHCYIBT
VUIU TPAaH3UTOPHbIE MIIEMIIECKIe aTaK) M CUMITOMOB M0 6a3e
FOS cocrasnger npumepHo 18% y My>xumH (cpefHMit BO3pact
36 net) u 13% y xeHuuH (cpefHMit Bo3pacT 50 7IeT), YTO YKa3bl-
BaeT Ha yXYy/jllIeHNe IIeHTPabHOV HEPBHOI CYCTEMBI 1 SIB/IAETCS
B)KHBIM KOMIIOHEHTOM €CTeCTBEHHOII mcropuy 6omesHu (cM.
rnassl 22 u 23). [To coctosiamio Ha MapT 2005 T., 14% >KeHIIMH 1
7% MY>X4MH, JaHHBIE 0 KOTOPBIX 6bUIM HOocTyNHBI B FOS, c006-
LIVUIY, 9YTO OHM NIPMHMMAIN aHTUenpeccanTol. Kpome Toro, 1%
MY>XUVH 1 2% >KEHIVH COOOLININ, YTO OHYI COBEPLIV/IN IIOIBIT-
Ky caMOyOuIicTBa.

B nokmanax, pacCMOTpPeHHBIX 37€Ch, He COTEePyKUTCA HIKAKOM
MHpOpMaMM O HeMPOIICUXOIOTNYeCKIX (PYHKIMAX Y MalyeH-
TOB, C HEYETKUMM CTPYKTYPHBIMM HOPa’KeHMAMM TOJIOBHOTO
MO3Ta.

ITpu uccnegoBanuy 36 yMEPEHHO IOPAKEHHBIX NMALMEHTOB
(18 My>xunH, 18 >KeHIIUH; y OFHOTO MAlMeHTa B ICTOPUN Liepe-
6panbHas miemys) u 22-X 4elOBeK B COOTBETCTBYIOLIMX TeH-
IlepHO-KOHTPOJIbHBIX TPYIIAX C COIOCTAaBYMBIM YPOBHEM 00pa-
soBaHuA (11.5 71eT B cpefjHeM), He OBUIO BBIAB/IEHO JOCTOBEPHBIX
pasmuuuii B o61eM KoadunmenTe nHTe/UIeKTa. TecTupoBaHue
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IIPOBOJVIIOCH ITO HEMELIKO IIIKaJjIe OIIeHKM MHTeJUIEKTa Y B3pOC-
neix (Hamburg Wechsler Intelligence Test for Adults, HAWIE)
(Puc. 1; Mronyep 1 coaBT., HEOITyONMMKOBaHHbIE JaHHbIE).

KagectBo >xmsum: Heckompko mccmenoBanmit ObII0 Hammpas-
JIEHO Ha M3ydeHne McKmounTenbHo KK y My>k4mH u >keHIuH ¢
60mesnpio ®abpu. V3 KIMHIYECKOT TPAKTUKU XOPOIIO M3BECT-
HO, YTO MHOTMe TTaliieHThI ¢ 6071e3HbI0 Pabpu JOIKHBI 60POTHCS
C CMIITOMaMM, CBAA3aHHBIMU C COMATMYECKVMY U TICUXIYeCKU-
MU OTK/IOHEHVAMMY, KOTOPbIe MOTYT cepbesHo yxyamuTb KiK.

ITr ncCenoBaHMs TOKA3bIBAIOT, 4T0 Pabpy OKa3bIBAET BIINU-
sIHVE TIOYTHM Ha Bce 00/IacTV MOBCENHEBHOI XU3HU. B mpenBa-
PUTE/IbHOM aHa/IM3e B paMKax IPOBOJIVIMOTrO VICC/IEROBaHMA 22-X
manneHToB ¢ 6onesHpi0 @abpu u 11 4emoBeK U3 KOHTPOIBHOM
TPYIIIBL, TOFOOPAHHBIX C yIeTOM BO3pacTa 1 mona, y 50% 607b-
HBIX II0 KpajiiHeil Mepe ObUI OfMH criydvait apdeKkTuBHOrO pac-
CTPOJICTBA B T€YEHME >XU3HM, a 45% MMenn JJOIOTHUTE/IbHbIN
comarnveckuit guarHo3s. Ilanuentsr ¢ 6one3npio Oabpu 3Haum-
TEIbHO Yallje COOOIIaIN O IICUXOCOLMATBHBIX CTPeCcax U OTMe-
yanu cHykenne KXK Bo Bcex mynkrax ompocHuka SF-36.

ConuyanbHas IMOgJepyKKa: B momonHuTenbHOM aHanmuse 36
marueHToB ¢ 6ome3upio ®abpy u 22-X B KOHTPOJILHOI TPyIIIIe
(M. IIx. Mromtep u K.M. Mroniep, Heony6nuKOBaHHbIE HaH-
Hble), ToTy4aeMas COLMaIbHas IO eP)KKa, COIIACHO aHKE THBIM
IaHHBIM, ObUIa CyllecTBeHHO Hipke (I < 0.0005) y manmeHTOB
¢ 6onmesupo Pabpu. Kpome Toro, mempeccust n ypoBeHb 60mu
ObUIM CBsI3aHBI C YPOBHEM BOCIIPMHMMAEMOIT COLMATIBHOI MIOf-
[ep>KKH y ManueHToB ¢ 60me3upio Gabpu; To eCcTh HUSKast COLU-
anbHasl MOAZEPKKa OblIa CBsi3aHa ¢ 6omee MHTEHCUBHOI 60/IBIO
¥ BBICOKMMI OamaMit Jerpeccuit.

O6c¢cyxpenne: Tekyumit 0630p IUTepaTypsl 10 HEPBHO-TICH-
XMYECKMM U MICUXOCOLMAIbHBIM acrekTaM 6omesuu Pabpu mo-
Ka3bIBaeT CKYZHOCTb JNOCTOBEPHBIX HaHHBIX. [lo mMerommmcs
ITaHHBIM, JIeTIPeCCYBHBIE CUMIITOMBI I PACCTPOIICTBA 4acTO Ha-
O/MI0AI0TCA Y MY>KUMH U SKeHIIMH ¢ 6omesubio Pabpu. [lempec-
CVIS1 IOBBIIITAET PUCKY CYMLIMAA U CBSA3aHA C HOBBIIIEHHON CMepT-
HOCTBIO, HapyIlIeHNeM IICUXOCOLVATbHOI (PYHKIVIN M CHYDKEHNe
KOK. 9to cormacyercst ¢ oTueTaMu 0 AeIpeccuit, HabmIo[aeMoit B
YCIOBUSIX COMATUYECKOIT 60/Ie3HY, U3-3a KOTOPOIT 0K0j10 20-50%
60/IPHBIX CIBITBIBAIOT [IelIPECCUBHbIE SMI30bI, HAIPUMEP, I10-
ce nHGpapKTa MIOKapia, MHCY/IbTA, paKa 1 CaXapHOro fuabera.
V3 aTUX McCcnenoBaHuil Mbl IPUIUINA K BBIBOJY, YTO COIIYTCTBY-
I0IIlasi HeBbIIEYeHHAs IeNpeccusi MOXKeT YXYALINTD IIPOTHO3 CO-
Mmarudeckoro 3abonesans u KK mannmenra.

Jempeccus B GONMBIINMHCTBE CIy4aeB aCCOLUMMUPYETCS C UYB-
CTBOM 0€3HaJIe)XHOCT, TACCUBHOCTY U TIECCUMU3MA, YTO MOXKET
npuBecTy K Hea(hPeKTMBHOCTY JTedeHsI Y TIOBBICUTD PUCKH 3710~
yrnorpe6IeHys ICUXOAKTVBHBIMU BelljeCTBAMIL.

Oxomo 10-25% mromell UCHBITBIBAIO XOTA ObI OOUH SIU30[
CUJIbHO JIENIPECCUM UM TPEBOXKHOTO PACCTPONMCTBA B T€YEHME
cBoeli )Xn3HU. V3-3a 3TOr0 CTAHOBUTCA TPYAHO 3aMETUTD I'PaHb
MEX]IY ieTIpecciielt, CBsI3aHHOI ¢ 6071e3Hbr0 Pabpu 1 COyTCTBY-
IOLVIMM TICUXMYECKMMU paccTpoiicTBaMu. TeM He MeHee, O4eHb
BAXHO IMArHOCTMPOBATb IICHMXOIATOJIOTMYECKE CUHJPOMBI Y
manyeHToB ¢ 6ome3Hp0 Pabpy, Tak Kak 9TO BAMSET HA IPUHIN-
MaeMble TepaleBTIYeCKIie peleHN .

B cBeTe 9TUX, XOTA ¥ OrpaHNYEHHBIX JAHHBIX U HOCTYITHBIX
marepuanos FOS, BunHo, uto npnbmmsutensHo 10% nanymeHToB
TIPUHUMAIOT aHTU/IETIPEeCCAHTDI, OFHAKO TPEBOXXHOE COCTOSHIIE
U Jeripeccym y HanyieHToB Qabpy mo-npesxHeMy OyyT IPOSBIIATHCAL.

B To BpemA Kak IpefBapuUTeNbHbIC JJAHHBIE HE BBIABUIN
CYLIECTBEHHBIX pas3/M4Mil B OOMINX MHTEJIEKTya/JIbHBIX (YHK-
LVSIX MEXAY TaryeHTamu ¢ 6oe3npo Pabpu u KOHTPOIBHOI
TPYIIION, KIMHUYECKMe HAOMIOfeHNsI ONMUCAHHBIX CIy4aeB 3a-
(duKcHpoOBamy, UTO HEMPOICUXONIOTMYECKIe OTKIOHEHMs dYa-
CTO BO3HMKAIOT, KOIT]a HEBPOJIOTMYECKUE CYMIITOMBI SIBJISIIOTCS
KaHn4eckumy. CTPyKTypHble aHOMaauM MO3Ta, OCOOEHHO
HOpaXKeHNsT 6eoro BelljecTBa, YaCTO BCTPEYAIOTCA Y CPaBHIU-
TENIbHO MOJIOABIX MY>K4UMH 1 >keHIMH ¢ abpu. [Tocnenyromue
MCCTIeNOBAaHMS TODKHBI COCPENOTOYUTBCS Ha IOMCKaX TOHKUX
HePOTICUXOMOTMYeCKMX OTK/IOHEHUIT Ha paHHUX CTa/iusX 3a00-
nesanus u Ha BausiHuu O3T Ha KorHuTUBHBIE U aPeKTUBHDIE

41

PEJKWI XXYPHAJI



MEIVILTNMHCKOE OGO3PEHUE

dyHKIVN.
ITourn Bce acmexthl KXK 3HauMTe/NbHO CHIDKEHDBI Y IAI-

eHTOB ¢ 6ormesHbr0 Pabpy, YTO MPUPABHUBAETCSA K TSDKENBIM U
OIIACHBIM JYIA1 >KM3HY 3a00/IeBaHVIIM.

IMpuunnoit cHwkenusa KOK npu 6onesun ®abpu ABAOT-
s, B YaCTHOCTH, CepfievHast, IoueIHast 1 LepeOpoBacKy/IsapHast
IMCOYHKLMS, @ TAK)Ke BHIPAKEHHBII 00IeBOI CUHAPOM 1 U3HY-
PUTEbHBI aHIVApo3. Y manueHToB ¢ Pabpy 6blta oTMedeHa
TecHasA B3aMIMOCBA3b MEXAY IVIOXMM CaMOYYBCTBUEM U 6OJIbIO,
a TakKe MeX[Y YXyAIIeHNeM ICUXIYecKoro 350poBbsa (CD-36)
U HEMPOIICUXNIECKIMIU CMITOMAaMM, OCOOEHHO elpeccusiMiL.
OTM BBIBOIBI XOPOLIO COIVIACYIOTCS C Pe3ylbTaTaMu y feTel 1
MOZIPOCTKOB ¢ GonesHpo Pabpu. B mocremnem mccnegoBanmnm
UCIIO/Ib30Ba/INCh pasHble oneHKN KXK 1 mHCTpyMeHTHI (HeTcKue
OIIPOCHMKN). Pe3ynbTaTsl JaHHBIX HEBSATYM MATbYMKOB MIIAJIIe
10 et ¢ 60ne3Hbi0 Pabpy cpaBHUBAIUCD C ITAIOHHBIMM 3HaYe-
HUSIMU JUIsI 30pOBBIX fieteit. abpu 60/1e3Hb 4acTO AMAarHOCTH-
pyercs y HalieHTOB BO3PacTOM OT 5 10 15 j1eT 1ocjie nosABaeHus
HEePBBIX XapaKTEePHBIX CUMIITOMOB; TO €CTb, AMATHOCTUKA YaCTO
IIPOMCXOFUT TONIBKO B 3PENOM BO3pacTe. DTO MOXKET CHOCOO-
CTBOBATH TSDKEJIBIM IICHXOCOLMATbHBIM HAPYIIEHUAM Y MAllVieH-
TOB C 60e3npro Pabpu. [Jaxke mocse Toro, Kak 6onesub Gabpu
Obl/Ta AVAaTHOCTMPOBAHA, MCUXUATPUIECKME CHMIITOMBI YacToO
OCTAIOTCs HeW3/IeYeHHBIM.

Buo-nicuxoconuanpHas MOfeIb HEPBHO-IICUXMYECKUX
CHMIITOMOB: [MIIOTeTNYeCKOe pa3BUTHE ETIPECCHUI, ICUXOTIOTH -
gyeckoro arckomdopra u cHmkenns KK y maruentos ¢ 6omes-
Hb10 Oabpit U3NI0KEHO HIDKE B 6110-IICUXOCOLIATIBHOI MOZIETIM.

Crpecc n xommHr-mopenn: [Icuxonmornyeckme KOMMHT-TIO-
IBITKM U CTPATETUN B XOJ€ XPOHMUYECKOI 60/Ie3HN MOTYT OBITh
MHTEPIPETHPOBAHBI B PaMKax CTpecC-KOMMHT-Moferneit. Takue
MOJeIM SIBJIAIOTCS IparMaTWdeckyl MOMeSHBIMM B OTHOLICHWUM
BO3MOYKHBIX BMEIIATENbCTB, B YaCTHOCTH, IICUXOCOLMAIbHOI Te-
pammu. IToMnmMo 0O6beKTUBHBIX (AKTOPOB CTpecca (Hampumep,
comMaTnyecKye AUCPYHKUMU U MHBAIUTHOCTD), TO/DKHBI OBITH
IPUHATHI BO BHUMAaHMe CyOBEKTUBHbIE aCIIEKTDI OLIEHK, U, BO3-
MO>XKHO, IIPOMEXYTOYHBIE TIepeMeHHbIe, TaKie Kak 00'beM BOC-
IIPMHMMAEMOJI COIIMAIbHOM TOANEeP>KKI. B Texy1er ctpeccoBoi
MOJIe/H, MICUXOCOLMaIbHbIE VICXOMBI, B TOM 4NCIe 000CTpeHue
ICUXMYECKUX HapyLIeHuil (CTpeccoBble pacCTPOVICTBA, pac-
CTPOJICTBA AfANITALINA, IETIPECCUY) PACCMATPUBAIOTCS KaK CIIef-
CTBMeE B3aMIMOJIEVICTBIIA MEXY OTAE/IbHBIMIU KOIIVHT-PeCcypcaMu
" 0COOeHHOCTAMU OOIE3HN.

B maHe JOMrOBpeMEHHBIX Pe3yIbTaTOB BaXKHbI He TONBKO
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HE OTBUPAMTE JIEKAPCTBO Y PEBEHKA:

Jaxce Ha mecau, daxce Ha Hedeto!
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YMCIIO M TXKECTb OOBEKTUBHBIX MIN MHUMBIX CTpecc-(paKTo-
POB, HO M OT Ha/lN4ue ¥ YCTONYMBOCTb COOTBETCTBYIOIIUX KO-
IVHT-CTpaTernii X BOCIPUHIMAEMON COIMANIbLHON IHOfiepsKKA
(T. e. 6BITH IPUHATBHIM JAPYTYMH JTIOIbMMU, IMETh BO3MOXXHOCTD
IOTOBOPUTDH O IPOoOIeMax, HOMYIUTh IOMOIIb U IOIJEPXKKY, U
T. 1.). ColuanpHasA MOANEP)KKA SABIACTCA XOPOLIO M3BECTHBIM
MHCTPYMEHTOM, KOTOPBII CMATYaeT BIVMAHME CTPecca Ha IICUXO-
JIorn4eckoe 671arononydne M NCUXUATPUIECKue pacCTPOCTBA.

CounanbHas NOfIep>KKa, O-BUVIMOMY, IMeeT 0coboe 3Ha-
YyeHJe IIPY B3aUMOJENCTBUY MeX[Y IICUXOCOLMAaTbHBIMU (aK-
topamuy, jenpeccueit 1 KJK. B xofe npenBapurenbHOro aHanmmsa
(M. Ix. Mronnep nu K.M Mronyep, HeonryOnuKoBaHHbIe JaHHBIE),
MYXX4YUHBI ¥ keHIVHBI ¢ Pabpyu umenn 6onee HUSKUIL ypo-
BEHb IIOJTy4aeMOV COLMANIbHON IOANEP)KKN, YeM y KOHTPOJIb-
HOIl Tpynmbl. Y IaIeHTOB IPOABICHMA JIeIPecCU U MHTEeH-
CUBHOCTDb 0O07Ieil KOppenupyloT ¢ ypOBHEM BOCIHPUMHUMAEMOI
COLMA/IbHON IOAJEepPXKKU. BO-IlepBbIX, MalMeHThl ¢ 0ONIe3HbIO
Dabpu 6ormee CKIIOHHBI K OLIYIEHNIO TEIPECCUN 1 FPYTUX IICU-
XMATPUIECKMX CUMIITOMOB, BEJYIIUX K COIMANbHON M30JIALN
U CHIDKEHUIO TIOATepKu. Kpome Toro, TpymHOCTH, CBA3aHHbIE
¢ ®abpy, MOryT BBHIHYAUTD HALMEHTOB YYBCTBOBAThb CeOs OmM-
HOKVMU, OPOIIIEHHBIMIL V/IU M30/IPOBAHHBIMIL IaXKe B ITOfPOCT-
KOBOM Bo3pacTe. Huskas conmanbHas NoffiepskKa CBsA3aHa C [o-
BBIIIEHHBIM PUCKOM JIeIPeCcCUy, 0OCOOEHHO y JKeHIIUH 1 6osee
BBICOKIM ypoBHeM 60mu. Takum 06pa3oM, y manmueHToB ¢ 601es-
HbI0 Dabpy MOXKET PasBUTHCS 3aAMKHYTBII KPYT YCUIMBAIOIINX
IPYT Ipyra HeraTMBHBIX (aKTOPOB (fermpeccrs/60mp 1 moTepst
COLMATTbHO OIIEPIKKII).

Brisopsr: Vimelomascs muTepaTypa U KIMHUYECKMe HaOMIo-
IeHVs [JOKA3bIBAIOT, YTO IICUXMATPUYECKUe CUMIITOMBI M Heli-
POICHXO/IOrNYeCcKIe OTK/IOHEHNUA He ABJAITCA PeIKOCTDIO IPK
6onesun Pabpu. B yacTHOCTH, TsKemas lelIpecchsa MOXKeT CIIO-
COOCTBOBATDb IIOBBIIICHUIO CMEPTHOCTY y IAI[MEHTOB. BKmode-
HIMe [ICUXMATPIIECKOI 1 IICUXOCOLMAIBHOI OLIEHKN B 00CTIeno-
BaHMe MALMEeHTOB ¢ 60/e3HpI0 Pabpy MOXKET IPUHECTH MOMb3Y
HalMeHTaM, IOCKOIbKY MepCreKTUBHOe IICUXOTepaneBTNIecKoe
U ncuxodapMaKkolIorndeckoe JiedeHye yxe JOCTYIHO. OCHOB-
HBIM HaIIpaB/IeHNeM [O/DKHA OBITb pPaHHAA IPOQUIAKTUKA
ICUXMYECKUX PACCTPOCTB U CYMIVATbHBIX HaKIOHHOCTEN, a
TaKKe fonrocpodHoe ynydmenye KX y manyenTtos ¢ 6omesHbio
Dabpu.

ITonHas Bepcusi cTaby M TaOMMIBI JOCTYHHBI B 9IEKTPOH-
HOM Buie o agpecy: www.ncbi.nlm.nih.gov/books/NBK11618

nbke noctaByu auaruos (MIIC II) nmerom 2013r., a 3u-
MOIf, 9TOT0 e Tofia, pebeHoK Hadas nony4dars JIATTPA3Y
(memocTaroimit pepmeHT).
Henbsst ckasaTh, 4TO BCe IOIUIO «KaK IO-Macly», ObUIM
aJUIeprirdecKye PeaKIuiL..., Ho Mbl CIIpaBMUINCh (cracu6o Bpadam!)
Mnroma poc, eXXeHelle/IbHO Moy4as CBoe 1eKapcTBO. VI MbI
He 3HA/INU, TOYHee He ObUIM YBEPEeHBI, YTO MMEHHO C IIOMOIIIbIO
OJIATIPA3DI Hamr ManbuuK Takoi Kakoil OH eCTb: KOOPBIL, /1a-
CKOBBII1, BECEJIBII...
IToxa He IIPOM30LIIEN BEIHYKAEHHBI IIepepbIB MEXAY NHY-
suamu. Tpu Hepienu Vinbka He Kamacs.
Crauaa pe6eHOK CTas arpecCUBHBIM, IIOSABUINCH UCTEPU-
KM, B XOfl Hony Kynaku. OKas3anoch, 4YTO yTPATUIOCh YyBCTBO
IIPECHIIIEHMN, TIOCTOSTHHO XOTeN0Ch KYIIaTh, OT 3TOTO 3/I0CTb U
arpeccys. [IoToM yTpaTnmich HaBbIKM OIPATHOCTH, VI/bKa cTan
3a0BIBATh KaK CaANTHCS HA Topiuovek. JJasbiire - 60blile, C TPY-
[OM [aBaIMCh JECTHMIBL. MalbunK OTKa3bIBA/ICA VMATH, €CIN
pucTanuus 6pu1a 6ospine 100 MeTpOB.
Cmpawro npedcmasumo, uem 6bl 8ce 31MO0 3AKOHUUIOCD...
VIndysun Bo30OHOBWINCH, M K HaM BEpHYJ/ICA HAIll MaJIbILI
Vinronika - foOpbIiL, BeCeNblii, TACKOBBIIL...
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ROMAYAA [BAIR

HcTopusa peaKou A€BOYKHU C CUHAPOMOM JlexxéHa

TekcT: EneHa PoxkkoBa (MaMa ImarpeHTa)

COJIHEYHDIN MIOHbCKUIL JieHb, 2007 rofa, popuaach Hala
nonroxxgannas Hacrenbka.
Popunmach paHblle CpoKa, C MajieHbKUMM BecoM. Ma-
TIBIIIKY Cpa3y yBe3/lIN B peaHMMAaIVIo ¥ CKasanu MHe: «Mamaria,
BBI camyl BMHOBAThL. He Buniub pe6eHOK MHOUINPOBAHHBII».

ITO ceifyac A 3HAI0, YTO AETKM C HAMINM CUHAPOMOM POXKAa-
FOTCSI YaCTO PaHbIlle CPOKA I MATIOBECHBIMU, HO TOT/a IpeObIBa-
Jla B COCTOSIHUM 1IOKa. HMKTO M3 Bpayeit, KOHEYHO, He 06paTuiI
BHIUMAHIA HaA ABHbIE€ CTUTIMbI, Ha XapaKTeprIﬁ I)1a4yb, 3a4YeM,
€C/In MOXXHO 06BI/IHI/ITb MaTb. ,Z[a ¥ IIOTOM, KOrja Jie>Ka/Il B H-
CTI/ITyTe HeJH/IanI/H/I, HI OOVIH CIIEIVIA/IVICT HE sanonospmn JIMEH-
HO HallIero CI/IH,[[pOMa, T.K. HEC BUE/IN TAKNX OETOK paHbH.[e.

[ns cnpapxn: CHHIPOM KOLIAYbero Kpuka (Takke M3Be-
CTeH TIOf] Ha3BaHUAMI: CUH/POM Je/leluu KOPOTKOro Ieda 5
XPOMOCOMBI, 5p CMHAPOM WIN CHHAPOM JIeXeHa) - pefKoe Te-
HeTHdecKoe 3abojieBaHme, CBA3aHHOE C OTCYTCTBMEM 4acTU 5
XPOMOCOMBIL. Y GO/IBHBIX fieTell ¢ 9TuM 3ab0meBaHeM (IIpenmy-
IIeCTBEHHO, HO HeJIb3s1 CKa3aTb, YTO y BCeX) MPOAB/IAETCA IUIaY,
KOTOPBIVI MOX0XK Ha KOUIA4Mii KPUK, MUMEHHO IT0STOMY 3TOT CUH-
npom nonyunt HasBanue Cri-Du-Chat Syndrome, ¥to nmpoucxo-
AUT OT PPAHIIY3CKUX CI0B (M1 KOIIKY M/IN KPMK KOTa). Briep-
Bble 6ommesus onucain XKepoum Jlexen B 1963 rogy.

YacToTa BO3HUKHOBEHUS CHHApPoMa - 1 peberok Ha 50 000
pOIH/IBHH/IXCi{, BCTpe‘IaeTCH BO BCEX 3THUYECKUX rpynnax U qaiie
€10 00JIEI0T YKEHIVHbBI, COOTHOLIEHIIE MY>KCKOJI M KEHCKOM CTa-
TU cocTaBisieT 4:3.

ITpusnakxu n cumnromsr: Kak yxe ObUIo OTMedYeHO, CUH-
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IPOM IOTy4I/I CBOe HasBaHMe M3-3a XapaKTepHOTO IjIada ieTell
(oH aHamOrMyYeH MsBKaHHIOKOTEHKA, KPMKa KOIIKM), CTPajaio-
X 9TNM 3ab0meBanmeM. ITO KPUK IIPOUCXOINT U3-3a IIPOOIeM
C TOPTAHBIO 11 HepBHOII cucTtemolt. Okomno 1/3 mereit TepsAIOT 3Ty
0c06y10 XapaKTepHyI0 4epTy A0 2 aeT. JpyruMu cuMmnToMamu,
KOTOpbIE YKa3bIBAalOT Ha 3a00JIeBaHUSA CUHPOMOM KOIIAubero
KpUKa ABJISIOTCA: IPOOJIEMBI ¢ IIUTaHMEM B CBSASY C TPYSHOCTS-
MU IIpY IVIOTAHMUU M COCAaHUM; HU3KMIL BeC pebeHKa IIpy poxpe-
HUY Y HU3KUE TeMIIbl pasBUTUA (B IIePBYIO o4epenb GU3NIecKo-
T0); CyILleCTBeHHasA 3aepyKKa Pa3BUTIUA KOTHUTHBHBIX, Pe4eBBIX
dyHKUMit 1 GyHKINMIT FBIDKEHST; IPO6/IEMbI C OBEEHIEM, Ta-
KIfe KaK: TMIIePaKTUBHOCTD, arpeccusi, UICTEPUKN 11 OFHOOOpas-
HbIe JBVDKEHNS, TIOCTOSHHO [TOBTOPSIIOTCS; HETUIIMYHBIE YePThI
JMIIa, KOTOPbIe MOTYT CO BpeMeHeM MCYE3HYTb MU YCUIUTHCS;
Ype3sMepHOe, HeKOHTPOIUPYeMOe CIIOHOOTHAE/ICHYe; 3aII0PBL.

Jledenne cumnroMarmyeckoe. ITokasaHbl cpefcTBa, CTUMY-
JMpyoLYe IICUXOMOTOPHOE pasBUTME, JIe4eOHDbII MacCax U
IMMHACTHUKA.

Ha KoHCynbTanmy MHe KaK-TO BeCeJIo CKasasiy, YTO 3TO CHH-
IApOM KpUKa KOLIKM. VI HMYero He pacckaszajay O HeM, 51 Jaxke
HOffyMasia, YTO 9TO He Cepbe3HO, a Beceso, pa3 TaK CMEILIHO. A
CKasaTh TeHeTHKaM ObITIO IPOCTO HEYero, OHYU CaMIi TOTKOM He
3HAIOT, KaK OyIeT pasBUBaThCs TaKoil pebeHOK. B dumatoBckoil
6onmpHMLIe, CIpocUIa ¥ Ipodeccopa TeHeTHKa - a BBITO CaMU
BIJIe/IN HAIIMX B3POC/BIX HeTOK? OH YeCTHO OTBETWUI, YTO HET,
T.K. K HUM IPUBO3SAT Ha JUATHOCTHKY TOJIBKO COBCEM MaJIbIIIIelT,
a II0OTOM, KOIZIa JVIATHOCTMPOBATb y)Ke HUYETO He HaJo, TaKie
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MAIMEHTHl y>Ke He MHTepecHbl. Befb IOMEHATb y)Ke HIYEeTo
Henmb3s. Tak 4To HailTu MOJIe3HYI0 MHQOPMALINIO O PasBUTUM, A
TeM 6oJiee CIIeNMaNNCTa, 3aHMMAIOIEerocs HAIlM CUHIPOMOM,
OKa3a/IoCh HeBO3MOXKHBIM. [1o KpymMHOYKaM s1 cobupana XoTb
KaKylo MHGPOPMAIVIO, MCKala JIIOfiell ¢ MOXOXel Ipo6ieMolt,
XBaTaJach 3a COIOMMHKY, CTy4aaach BO MHorue asepu.... ITo-
CTENEeHHO OCO3HaHNe TOTO YTO Mbl HUKOMY He HY>KHBI C Halllel
Oenolt 0X/1aMI0 MOJ MBUL BOT Tak MBI 1M CTalu «BapUTbCA B
COOCTBEHHOM COKy». Bespe ImpuxommTbcsa BbIManuBarh II0JIO-
>KEHHOE, JTOKa3bIBaTh, YTO HECMOTPsI HA TO YTO peOEHOK He JIe-
JKUT IOCTOSIHHO B OOJIBHUIIAX, eMy TpeOyeTcs IOMOIb. A BOT
HOCTIeHAA BeXa Halller0 MBITAPCTBA B IOIBITKE MOMYYNUTH JIe-
yeHIe. B IjeHTpe peabuanTanyy HaM He Ha3HA4al0T HEKOTOPbIE
3aHATHUA U CIIELUA/INCTOB, KOTOPBIX HAXOMAT, BULUMO /IS Ooree
nepcreKTuBHbIX, fgereit ¢ JITI. ITonydaercs, YTOOB IOMYYUTD
peabuaMTanyIo IO HAallleMy PefKoMy 3a00/IeBaHuIo, 00513aTeNb-
HO HY>XHO 1MeTb emte u JJITI.

Her cnn 60poThest ¢ CHCTEMOIT, XOAUTD C B3SATKAaMM, IIOKO-
JTafIkaMJ, IPOCKUTD YTO- TO, TpeboBaTh. Kaxkblil pa3 00bACHATD
BpadaM, 4TO >Ke 3a CMHJPOM y Hac TaKOI.

A XUBeM MBI JPY>KHO, aKTUBHO, Beceno. Korma He Hamo
HIKOMY [OKasbIBaThb KaKoe Moil pebeHOK "4yno-1070", 3a0pIBato
060 BceM. K cemu ropam, nepexxns camoe TsDKeNIOe, YoKe IOYTH
HepecTa pearupoBaTh Ha ee CTPAHHOCTH, a BOCIIPUHIMAEM ee
TaKoJl Kakas oHa ecTb. CO CBOMMM TOTPEOHOCTAMI.

Hacrena neHTsiiKa, OHA 110 3HAKY 30/iMaKa paK ¥ KaK MajleHb-
KMl pavdoK BbIIE3aeT 13 PaKOBVHBI, TONBKO €C/IV BOKPYT TBO-
pUTCA 4TO-TO MHTepecHoe. Ecu HeT, yXomuT B ce6s1 1 U3 3TOro
COCTOSIHMA €€ CJIOXKHO M3BJIeYb. BBIIONHATD PyTUHHYIO PaboTy
He xodueT. Ho Bce e HaM y[anoch Hay4UTbCA XOLUTD, KyLIAaTh
CaMOCTOSATENIbHO, 00XOAUTBCA Oe3 IaMIlepca M IJIaBHOE OCO3-
HaTb, YTO MOXXHO BBIP)XaTb CBOM >KE/aHM:A C/IOBAMM, UTO I
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3TOTO He HaJlo OUTHCS FOTOBON U TPOMKO BOKaMM3MpoBars! I1o
Haum orpoMuble o6ensr! XoTh peun y Hac OYTH HeT. VIHOrAA,
Ha SIPKOE B €€ SKU3HI COOBITHE, CPas3y IPOM3HOCUT I 3aIIOMIHA-
eT HOBBIe JaXke CIOXKHbIe cnoBa. Ho Takye IpocThle KaK IUTh U
eCTb C/IOBA He CKakeT. EC/ii Ha MOpO3e y Hee CBIUTCSI BaJIEHOK,
Tak 1 OyZeT MATY, OKAa KTO-TO He 3aMeTNUT. A eC/Ii CeCTpeHKa
moTepsieT bauIMak, 3aMeTUT, IOOEXNT, IPUHeCeT caMast IepBasl.
Bor Takas ona Hama Hacrs.

JIro6uUT mepenayuy Ipo >KMBOTHBIX, BCe YBUAECHHOE EPEHOCUT
B )K13Hb. Jlednt cobax, IOBUT 3Melt, Apeccupyer 1bBoB. Jl06uT
«4YTATh» KHUTY, TOJIBKO STUM MOXXHO YIep>KaTh Ha MeCTe U CIIa-
CTU [IOM OT paspyiueHnit. C MOTOPMKOI1 y HAC He OYeHb, I103TO-
MY OHa Jla’Ke [PV CBOEM MAJIOM Bece U XPYIKOCTM, KaK «CJIOH B
[IOCYAHOI MaBKe». [1o 1IyMy Majaloliyx Beleil BCerma MOXKHO
orpenennTh, rae Hactacks HAXOMUTCS B JTAHHBIIT MOMEHT.

O rpyctHOM. Cebst 0co6eHHOIT OHa He omlylaeT. XodeT 06-
IJaThCs C APYTMMU [JeTKaMU, HO OHU ee OTBepraioT. Jake geTn
O/MU3KMX Apy3eit, ObIBaeT, CMEIOTCA Hap Heil. A myapue Opar (5
neT) u cectpa (1.5roa) cauTaroT cebst CTapIINMIAL.

C/1o)XHO B OOI[eCTBEHHBIX MecTaX. T.K. BMECTO pedyu OHa
MHOTa TPOMKO BOKa/IM3MpyeT. Takie MecTa, KaK TeaTpbl, My3en
U TOMY HOAO00OHbBIE MeCTa, Ijje M00ST TULINHY, HAM [OKa He 0-
CTYITHBL

A ecru rOBOPUTH IIPO JI€UeHNE, KOTOpOe HaM HeOOXO[UMO,
oHo ectb! HasbiBaeTcs samornuy. be3 Hux pe6GeHOK yXOmuT Bce
rry6xe 1 ryoxe B ce6s1. Cama cebe OHa MOZAPUTH MX He MOXKET,
He ymeeT. Eif HY)XHBI JIIOAY, ¢ KOTOPBIMU MOYKHO OOIAThCs, KO-
TOpbIe OYAYT BOCIIPMHUMATD ee KaK YeroBeKa, a He JUKOBUHKY.
[Toesnku B KpacuBbie Mecta. ObieHne ¢ momagkamn, cobauka-
MU, ieTbPUHAMI. DTO MOYKHO CPABHUTD C KU3HEHHDBIM VAN -
30M uan ekapctBoM! bes aToro oHa cpasy oTKaTbIBaeTCs Haszan
u Het mporpecca. Ho yBbI, Takoe jledeHNe CIMIIKOM HAK/IaJgHO
HO/Ty4aeTcs fiyis Haleit ceMblt. CTapaeMcst CIIPaB/IATHCS CBOUMMU
CMIaMy, MHOTO ITyTeLIeCTBYeM, IIPUIJIAIIAeM TOCTet, Ty/IsieM 110
MarasyHaM... HO S IOHVMAI0, YTO B HAIlell CTpaHe, y HAC HeT
[IOKA TAKMX BO3MOYKHOCTEN [0 PeabuInTaL[y ¥ COLMaTN3aINIL,
KaK HaIpyMep Y JETOK C CHHAPOMOM KpMKa KOLIKY B [epMaHym
mnn AMepuke. Iie OT TaKuX Z€TOK He OTBOPAYMBAIOTCS, KaK OT-
BEpPHY/IUCD OT HAaC.

Anexcetl Tezail
Haw ManeHvKutl, peokuti nayueHm

ITOJTATATBCA M JKJATDb IIOMOIIN OT APYIMX

S ycran 6bITh TaKMM, KaKoii A eCTb,

Crapasch He IOTEPATD CBOIO YeCTb.
I Takoil )Xe paHUMBIIL, KaK /I000€ CO3[aHIe. ..
S mpocTo X0uy He MHOTO Balller0 BHMMAaHMUA.

A ycran roBoputh, 4TO BCe XOPOILO.
B Moei1 >)Ku3HM HUKOT/ja BCe JIETKO He IIJIO.

Jlake 3TV CTPOKM C TPYJOM A TINIIY. ..
OTU cr1e3sl U3 I71a3 4 efe CAEeP>KMUBaIo.

A ycTan Ka)K,HI)H‘/'[ pa3 nenaTb BCE HE TaK,
"n BEPHYTDb BCE€ Ha3a/[ A HE B CM/IaX HMKAK.

He >xenam Ha cBeTe HMKOMY A 3713,
Ecnu tak IIOJTy4INJIOCh, U3BMHUTE MEHA.

S ycTan [oky4aTh Bcex mpo6ieMoit CBoeii,

S ycran cMOTpeTh, Kak Be3eT BCEM C Hell. ..
B03MOXXHO, BaM >KMIOCh OBl JTy4lie 6e3 MeHs,
Brr y>x mpocTuTe, 4TO popgmics .

< EDITOR@RAREMAGAZINE.RU



Ocob6eHHbIN peOeHOK

npaBcTByiiTe! MeHs 30ByT Taucus, MHe 35 jIeT, 1 1 MaMa O4a-
poBarenbHOI feBouky o uMenu Jlera. Jlouka popunach B
2003 ropy 1 ee COCTOsIHUE IPY POXKZIEHMY ObIIO KpaiiHe TsKe-
nbIM (OHA He 3aKpuyasia, He II0Kasasa MOYTY HUKAKMX pedIeKCcoB
u fipliasa ¢ 60mpimM Tpysom). Cpasy mocie poxxaeHnst JOYKy Ie-
peBe/M B peaHMMALMIO 1 TaM OHa poObiIa 3 Mecsiia, 6e3 0co6bIx
ynyuieHnit. JleTa He I710Tana, MMTaNach IO 30H/Y, He MIeBeINIaCh.
B peanuManum ciy4unoch 3 OCTaHOBKM JbIXaHMA U B uTOre 25 Cy-
TOK JJOYKa He JblIIajIa 1 IpoBe/ia Ha MICKYCCTBEHHO BeHTUIALIN
NerKux. B 4 MecsAma Mbl BbIIMCANINCDh JOMON U BIIEpEAM HAC XKfia-
JIVI TOIbI 3aHATUI, KaK C TEJIOM, TaK M C MHTEIEKTOM. VI KaXKIbIil
Tall 3aBeplraics nobenoit! Ham oueHb 10Be3/IO CO CIIEIaTuCcTOM
o peabwranyu. Ho xorenoce 6onpliero! Tak Mbl OKasaanch B
Befylleil MOCKOBCKOM KIMHIKE, T7Ie IIOCTIEe JONTUX MCCIeOBaHMII
n KOHCyIII)TaLU/HL/'[ HaM 6])1}1 TMOCTaBJ/IeH T'eHeTUYeCKUI JAUNArHos -
cuHApPOM «Meb1rycar - 3TO pefKuii reHeTudecKuit cuaapom. JInio
IOYKY 6O0JIbIIIe TIOXOAMIO Ha MACKY, K MBIIIIIe JIMIA He paboTa,
OHa C TPYAOM IJIOTaJIa 1 C TPYAOM ropopua. B 4 roguka y Hac (110
PEeKOMeHIallNy Bpadell ¥ ¢ MX paspelleHys) popmics cbiH. Ho y
Hero ObIIO TO JKe COCTOsIHME CPasy MOCIIe POXK/EHSI, YTO y ZOUKM!
9T0 6BUIO OYEHD TsDKENO MOHATH U NpKHATH! Bpaun Hac yBepsiin
B TOM, 4TO Halue 3abojneBanne (cuHgpom Mebuyca) criopamnde-
ckoe (T.e. Cy4aiiHOe) 11 OHO B HAllleM CTy4yae He Hac/eflyeTcs, HO
BCe ITOBTOPMIOCHh BHOBB! [IBa pasHOIO/IBIX pebeHKa C OJITHAKOBOI
K/IMHWYECKO KapTMHOM-3TO He YK/IAZbIBA/IOCh HI B KaKye PaMKI
Ha TOT MOMeHT! VI Bce MOBTOpM/IOCH CHaYasa-peaHnMaIus, 30H,
ocraHoBKa mpixanusa! Ho mammoch Bcero 2 Mmecsiial
IlepBrlit B peaHMManuy, a BTOpOIi B oTheneHnn!
W nomoit! A norom cHoBa B MOCKBY 3a 1O-
HMMaHMNEM -4YTO C HAallMMIM OETbMU U C
Hamu?! VI B 2008 ropy ObLn mocTaB-
JIeH HOBBIl [MaTHO3: BPOXKIEHHas
CTPYKTYpHas Muomnatus ¢ ¢eHo-
TUIIOM cMHAipoMa Mebuyca n I1.
Po6ena(CFZ-syndrome). 6
CllyyaeB Ha IIJIAaHETE CO CJIOB
Bpauya! Ho ren 3aboneBanmus
He M3BECTEH I JIOKa3aTh aHa-
JM3aMy HUYEro Heb3s!
Mbl  mpouumm  Bcex
aydmux Bpadel Hipkne-
ro Hosropoga, MockBbl u
Cankr-Ilerepbypra. Ho mbr
HAacTO/IbKO peJKMe U XOTb
OYeHb WHTEPeCHble, HO TIO
CyT HUKOMY He HY>KHbIe, K
o4deHb pezkye! Mpl TOYTY OFHYI
U HUKTO He 3HaeT, YTO C HaMI Jie-
natb! Hemenxuit ydensiit us Tro-
6unrene Aupe [lrodke (Hamnvia cama
4yepes MHTEPHET, T.K. OH IJCAJI CTaThI0
no-HameMy CFZ-syndrome, a nammcama
eMy, 1 oH orBeTm!!!) HampaBWI Hac IOMC-
KaTb OTBETOB B AMepMUKe, T.K. MX UCCIIeI0BaHMA
B 9TOJ1 00/1aCTM BO3MOYKHO JTy4lIlle HAlllMX U eBPOIIeNi-
ckux. OH man HaMm e-mail 2 KMMHUK- BOCTOHCKOI e TCKOI O0/b-
Hu1pl u rocnutans B Hoto-Vlopke. VI Tam Ham 611 04eHb pajibl!
Benp eje oy pebeHOK (HaII CbIH yMep KOrfa eMy ObIIo 2 rofia
U 2 Hefle/IM U Y HAaC OCTaach TONBKO JI0Ub)-9TO OUYeHb BAXKHO IS
MCCIeTOBaHMsA, 9TO IIOBBIIIACT LIAHCHI HANTU IeH 3ab0/meBaHMA
U BO3MOXKHO 39TO MOXKET IIOMOYb PeOeHKY BBUIEYUTBCS, XOTS Obl
yacTaHo !B TO Bpems (BecHa 2013 ropa) B letckoit BoctoHckom
6onmpHUIIE TabOpaTOpPMsA JOKTOP OHIJ 3aHMMasach M3y4eHUeM
BCEX CHMHIPOMOB U COCTOSIHMII CBSI3aHHBIX C HAPY>KHOU OTasb-
MOIUIETHEN(9TO KOT/ja caMi I7a3Hble s0JI0KM He JBUTAIOTCS CO-
BCEM) U OHM OYeHb XOTe/IM BUJETh HacC y cebsl, HO BCe YIIEepIoCh
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B JleHbru. VI 1moka MblI MCKanu, fiyMau, cobupami, oOpalanuch B
bOH/BI -OHM caMu BBICTA/M HaM 3 IPOOMPKM ¥ HOIPOCUIIN CO-
OpaTh [0 HECKOIBKO MUIMIATPOB CIIOHBI OT KaXX/J0ro 13 Hac (4,
Io4b, My ). Tak Hauasicsl pVHAIBHBII 1 CAMbIil CYACT/IMBBII TAI
B [IOCTAHOBKe IIPaBIU/IbHOTO AyarHosal 3aberas Briepef CKaxy, 4To
y>ke BecHOII 2015 roga Mbl 6ymeM >KUTDb B Ipyroii peanbHocTu! B
Halei Hactosmen! A moka Mbl MCKanm 13 Bcex cut! Bam moskeT
II0Ka3aThCsl YTO 51 HE COIVIAIIA/IACh C AMArHO3aMy, KOTOpbIe ObUIN
HaM TIOCTaB/IeHbl paHee?! Bo3MOXXHO fa, HO BHyTpeHHe! MHe Xo-
TEIOCh JOKAa3aTe/MbCTB 1 YeTKOIO MOHVMAHUA YTO U KaK Jle/laTh?!
S neunna pebeHKa B COOTBETCTBUY C PeKOMEHAALVISIMIU, KOTOPbIe
AaBajiyi HaM Bpa4dM MICXOIA 13 TeKymero AVMAarHo3a, HO MHE TaK XO-
TENOCh, YT06 Auarno3 Opl1 noATBepKAeH ananusom! [ToaTomy Mb
CIaBajIM BCE YTO MOITIM, €C/IM BAPYT MOABJIAICA KAaKOW-TO HOBBIN
aHamu3! Ho Bce aHanm3bl roBOPMIIN, YTO BCe B HOPME U MBI IIPO-
TOJDKa/IN VICKATh!

ITocne cMepTy CbIHA, MBI KOHEYHO CHJIBHO CHA/IN CBOM IO3MU-
1y (s ¥Melo BBUJY aKTMBHOCTD ITOMCKOB JIeYeHVsI ¥ BBIXOA U3
CUTYaLMy, Mbl IIOTPYSWINCh B JEIPECCUIO), HO IIPU 9TOM 4epes
II0/Iroa MbI pI/ICKHyHI/I OTIaTb CBeTy B 06I)I‘-IHYIO IHKO}IY, T.K. Ha-
LTV XOPOIIIETO ¥ CMEJIOTO TIperofaBarens. V Bce Kak-TO CIydu-
nock Grmaronony4dro. CBeTy NPUHSIN B K/Iacce, a 51 3aHs/Ia OYeHb
aKTI/IBHyIO IIO3ULVI0 B IIKOJ/IE (3TO IIOMOT'aJI0 MHE II€PEXVMBATDH
rope). VI MbI HACTO/IBKO YB/IEK/IUCD "OOBIYHOI " SKUSHBIO, YTO IIPO-
cro no3abpumt 4yTo CBeTa He3OPOBO (HY MM HOYTY 103a0bUIN).
MbI Kak-TO CMUPUINCDH C ee cocTosiHueM. V ydyeba B 0OBIYHON
IIKO/Ie MIMeJIa Cepbe3Hblil TepameBTudeckuit apdext! Obienne,
Ipy>x6a, ycriexu B yuebe -9T0 BCe GecrieHHO! Bee BHUKIN B Hauny
po6ieMy 1 B LIKOJIe OBUIM CO3[JaHBI BCE YCIOBMS JiIsl YCIIEIITHOM
commamm3anyu Jleter. Kak MTOT-foYKa OTAMYHO YUINUTCH, MUIIET

pacckasbl U y4acTBYeT C HUMU B Pa3HOOOPA3HBIX KOHKypCax

n decruBamax. AToT rof 66U 0COOEHHO OGOraThIM

Ha no6eppl. 1o n «Jonoc peberkar» u «IlyTp k

ycnexy» 1 IpoeKT «Xouy unTarbl». A eme

MblI To6bIBanu B Kasaunu, rme Csera 1o-

Oenna B MEKAYHAPOLHOM KOHKypCe

«OTtkpoiTe» B HoMuHanun «FOHbI

nucarenpb». Kcrartu, B 3TOM rogy

BBHIIIJIA ee BTOpas KHura (aro

KOHEYHO T'POMKO CKa3aHO, HO

TeM He MeHee). B Hee Bowum

COYMHEHNA- Ppa3MbIIIEHNA

Ha TeMy JpyXObI, ILIKO-

JIBI, TIOLIIOro, OyAyliero u

cynbObl Hamreit crpanbl! A

paccka3 «MHoroBaTo!» 1O-

JIYYWT TIOJIOXKUTENIbHBIN OT-

3piB JleHnca BukropoBmua

JlparyHckoro, TOTO CaMOro

Hennckn Kopabnesa n3 «[le-

HUCKMHBIX pacckazoB». CpeTa

ero mpocto oboxaer! A eme B

IPOLIIOM TOAY OHAa HAy4YWIach

IUIaBaTh IIOJI BOJONL, @ B 9TOM PICO-

BaTb COOCTBEHHbIE MY/IbT(UIbMBI U

e3INTh Ha ABYXKOTECHOM Berocuiere!

HpaBna MblI HUYETO TAaKOIo n HOHyMaTb

He morun, Korga Jlera (CBeTa) Haxomuaach

B peaHMMAIVM, TOTAA, Cpa3y IMOoCIe poKaeHu!

Y4yeba BbIIUIA HA HEPBbIl IUIAH, @ BOT MEJULMHCKIE
Ipo6/IeMBl YIUIM Ha BTOPOIL. Bpaun MocTOAHHO HaM 0OBACHANN,
YTO VCIPABUTh HUYErO HENMb3sl 1 TeH 3a00jIeBaHMs He HailfileH,
MIO3TOMY JUaTHOCTUPOBATh HeBO3MOXKHO. Ho ecTh BapuaHT 4TO ¥y
HAac BCe JKe He CTPYKTypHasl MUOIATIA, & COCTOSIHUE, CBA3aHHOE C
M3MeHeHMeM B sAfepHoit MutoxoHapuanbHoit JHK. B men. nute-
parype OIMCaHbI C/TyYan, Korjga 3aboeBaHme pacipoCTPaHsIIoCch
10 TOPM30HTAIN Ha PAasHOIIONBIX fieTell (T.e. He OT PORUTENEN K
[eTsIM, 4 B Halllell ceMbe HIYero MOJOOHOT0 paHee He CIy4anoch, a
TOJIBKO Ha JIeTell OfHOTO IOKOJIEH M, KaK B HalleM ciaydae). M BoT
TYT, €C/IV 9TO O TBEPAUTCS, BO3MOXKHO JiedeHne. [leo B TOM, 4TO
MBIIIIBI HAaIIUX JIeTeil MPOCTO OYeHb-O04YeHb TOHKMe! VI A4 TouHO
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COIIVAJIbHBIN PAKYPC

QOLIUHAS HUNCE20POOCKAS
beeomca ¢ HeoOvIUHOU cYObOOIl

IOJDKHA 3HATB, YTO CJie/lajia Bce OT MeHs 3aBJCsllee, BOCIIONb30Ba-
JIaCh BCEM BO3MOXKHOCTSIMM YTOOBI MAKCHMaJIbHO IIOMOYb JJOUKe 1
HOHATDb B YeM CYTb HAlllero COCTOSIHMA U B 4eM mpobiema?! Ina-
rHO3 B uTore 6bU1 Haitier! V 3T0 6BUTO TPaHANO3HO IO CBOET 3Ha-
yuMocTy! B TOT meHb A Hanucana Ha JleTMHON CTpaHMyKe B COII.
CeTsIX BOT Takoe coobreHne: «CeropHs camblii nyqimmii geus! Ha-
3oBeM ero 3-JI-"onroxanusiit Jens [Juarnosa"! 3By4ur oH Tax:
BPOXKJI€HHAs] MUaCTeHMsI CMHApoM "OpicTporo KaHama'! Bee mop-
TBEPIKZIEHO 11 JOKYMEHT, COOTBeTCTBYoumit uMeercs! 5 He 3Hato,
KaK BaM OO'bsSICHUTD MOY 4yBCTBa! DTO KOIJ[a MILENIb YTO-TO JO/ITO
U YIIOPHO ¥ He IIOJIy4YaeTcsi JOJITHe TOfBI 1 eCTb Bpoje Obl fake
3aMeHa 9TOMY BCeMY ¥ JOCTATOYHO MPaBOIOJ00HAs], HO ThI YyB-
CTBYyellIb, YTO HYXKHO JICKaTh BCe-paBHO! VI B MTOTE THI 3TO HAXO-
nuirb! Bunro! 9to punan! Gunan 11 ner nmoucka! V ogHOBpeMeH-
HO Havay0 HoBOII urpsi! M ato 6ymopaxut cosxaume! S He 3Halo,
YTO TaM BIIepefy, HACKOIBKO O/IM3KO, JOCTYIIHO U BO3MOXHO Jie-
JyeHMe ¥ KakuM OyzeT ero pesynbrar?! Ho Tom 1 Haureit moBectu
3aBEPUIEH 1 MOJKHO IIOCTAaBUTDH €TI0 Ha HO}IKY! "n CaaNUTbCA 32 TOM
2! Crracm60 4to Bsl BMecTe ¢ HaMu Bce 9TO BpeMsI U Telepb pas-
menuu ¢ Hamu 9Ty pagocts!!!" Hac oueHb cuibHO HOfiep>KuBam
BCe, KTO IIPO HAaC 3HAJL, 1 51 y6e)x/ieHa, YTO TONbKO 61arofaps Takoii
0e3yCIOBHOII TIOAIePXKKe MbI CMOITIN TTOOEANTD B 3TOI OUTBE IO
HasBaHMeM «[{marHo3". 910 monmHsiil Boctopr! He cnHppom Me-
Ouyca, He MyonaTus, a MuacTeHus1! BpoxkieHHAs MUACTEHNs CUH-
apom "6picTporo kaHaaa'! Hall HepBHbI MMITY/IbC He yCIieBaeT
BBIIITY Ha MBIIIILY, K HallleMy KaHaJIy, Yepe3 KOTOPbIil CUTHAII FOJI-
JKeH IHpOIITH, 049eHb ObIcTpo 3akpbiBaeTcs! VI Bcero-to! Bosmox-
HO 51 OYeHb IPUMUTUBHO 9TO TPAKTYIO, HO CYyTh IMEHHO B 9TOM!
A MBI ¢ My>XeM VIMeeM OfVHAKOBbIe ITOJIOBMHKY B OHOM TeHe, I
IpUYMHA KPOETCsl MMEHHO B 9ToM! MBI IPOCTO O4YeHb "yaadHO"
BCTPETIINCD, ¥ Mbl HACTOAIYE "BTOPbIe MOIOBUHKI IPYT ApyTa.
ITpu HOpMeE OT 2 /10 8 CTTOMAHHBIX ITOJIOBUHY HAC 0Ka3a/10Ch 110 Off-
HOJI IIOTIOBMHKE B OFHOM 1 TOM e reHe! Bot Tak 6piBaet! Tereps 5
3Hal0, 4TO 3a 3aboneBanue orBedaet reH CHRND, Mos monoB1uHKa
B 9 9K30He, IOIOBMHKA My»Xe B 3-M! A y Joukn 06e 3TV HOTIOBUHKM
Uy CbIHA TOXKE BUAMMO X 66110 2! Bce moaTBepK/IeHO aHAIM3aMNI
U HEOITPOBEP>KMMO JIOKa3aHO. ITO TaK BaXXHO! DTO caMoe BakHOe
YTO C HaMy npomsouuio. Ilepen HaMy 4eTKMil IIyTh 1 SICHBIE 3a-
Iauy 1 Mbl ueM Bliepen! BMecrte ¢ 1arH03oM Mbl IOTYYMIN Me-
IVKaMEHTO3HOe jledeHye (YacTMYHAs KOMIIEHCAIVs COCTOSHMA
y>Ke IIPOM30IIIA, U 51 YBepeHa, YTO BO3MOXKHO ellle OoJIbliiee) I IIe-
pUMHATa/IbHYIO AUAarHOCTHKY! PUCK poxxjeHNs pe6eHKa ¢ JaHHBIM
3aboreBaHmeM 25%. ITO Ha TOT CIy4ail eC/V s PELIyCh UCIIBITATD
pagoctb 06bruHOro Matepuucrsal Ho moxa st mepenonHeHa pajo-
CTBIO HEOOBIYHOTO, HO TAKOTO CYACT/IMBOro MaTepuHcrsal Miure
u Hannete! He cmaBaiitecs! Yoaun!
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s Oorae Ffcaanai

CTHUPKA MJIN KAIIIA B MAIIIMHE

Ognaxcgol Konsi u @ega ocmanuco goma ogu.
Ympom Qegsa cnan, a Koas pewun nocmupanto.
Hanuxan on nopowka 8 MAWUHKY 1 Ke, N0J0NUN
6eavé, nocmaeun Ha «MELA» u nowén 6 xomnamy.
- 51 6envé cmupaio, - ckasan Koas, eotiga k 6pamy
(Dégop scé ewé cnan).

- Ax-a-xa, - sesny dega u NPUHIOXANCA K 803gYXY.
- Ilaxunem aumoxom!!!

- Kax? - sabecnoxouacs Koas.

- A max! - ckasan Qégp u nobexcan, Kak zenapg.
B xopugope 6v110 MHO20-MHO20 NeHDI. Tym 8owén
nand, a 3a Hum s.

[lana xax yeugen mope netvl, ygueuica. A a cma-
Ja Xo0gumbv 8 newe. Tonvko s Hageaa macky, 4umoo
neMa 8 21asa He nonaid.

- Umo meopumeca? - cnpocun nana Koato u @egto.
- 51 xomen nocmupamo, HO A-A-AAAAAAA HE CMOO-
0000000-0000022, - 3apesen Koas.

- Cotn motl, He paccmpaueatica! - ymewun Koo
nanda.

- Jla, - ckasana A - He 2op10171! Buguwv xax eeceno!
Aaaaal!!

- Cgema npaea, - ckazan CDegﬂ, - max eecesio cmao!!!
- Bee npaeul,- ckazan nana, - Hy-xa gemu, gasail
gecenell, 6epume weabpuwi!!!

- Tax mouno! - ckazan Pega.

- [la nana, - po6xo cxasan Koas.

- Vpaaaaaaaa, nana! - saxpuuana s.

U mvl cmanu youpamov neny ece emecnie.



JIPY)KBA - 3TO UYYJ0!

V mens ecmv Mol camvlit ayumuii gpye - Ané-
Ha. Ona ouenv gobpas, 6ecénas, CMends u ymMuas.
U camo 2nasnoe - oHa oueHv xopouwtuii gpyea! Ona
pulXCeHbKAS, 3e1eH021a3d5 U Y Hee MHO20 6ec-
HYuleK - 3Hauum ee a106UM CoNHYe, d emecme C
conHyem u A ee 1106.110. Mol ¢ Hell ouenv gpyncHol.
Ona scezga mne nomozaem, geaumcs 4em-Hubygo
u noggepxcusaem meHa. ;A cmapaioce geramo gasa
Hee mo yce camoe. Mol sceega emecme - emecme
uzpaem, pucyem, yuumcsa u pacmem. Booéwe npocmo
gpyreum.

Hawa gpyxc6a kpenka u 6epua, Mol He npegaem
gryz gpyea. Mozy sam ckasamo, umo nawa gpyiroa
- amo uygo!

MHOI'OBATO!

Bumasa npuwen us wikovl u cen geaanv Ypoxu.
- «Bom celluac cgeaato u u2pamu!» - cKasa. ou.
Mama ywna no geaam go noso8uHvl 60CbM020, U
Bums ocmancs ogun.

- «Tax-c, umo mym y Hac?!» - ckasan ox, om-
Kpol6 YyueOHuk. « Mama xynuaa colp, Macao u
MOJ10K0 3a 236 pybaeil..... Colp cmoul....»

- « Oti!» - 8gpy2 60CKAUKHY] OH — <4MO-MO
Huuez2o He noHumaio! Iloiigy, nozyasio, u 20108d
omgoxuem!»

M oH nowen 80 geop uepamow ¢ gpy3vamu, HO
max 3auzpa’cs, ¥mo npuwen gomoti 8 5 uacos! "
CHOB8A cell 3a Y pOoKU.

Tovko OH cman yumamo 3agauy, KaK egpye
OueHb 3axomeJst eCmv U nowea Ha KyxHio. Hy eom
OH noea u NpogorXcu.

«Mama xynuaa colp, maco...... » Ml mym no-
3eonus Koas, u Bums leO6OJ1Wl(ZJ1 ¢ HUM yeavlil uac!
A nomom monvKo cel, Kaxk 8gpye 6CNOMHUIL,
UMo OH ¢ pebamamu go2060puUacs 3anycKamo

3mes u no6excan 6o geop!

Bepuyaca. Cnosa cen 3a ypoku u gpye 2080pum:
- « A ywce nag 3aga14e11 cuxcy 6 uacos! Ja..........
MHo20samo sagatom!!!»

C YEIO HAYMHAETCS POIMHA?

Mos Poguna — smo Poccus! A Poguna - smo,
mo mecmo 2ge Mol poguaucs. Mol He svl6upaem
Poguny, a poxcgaemcs mam, ege npegnouumaem
HYyxycHviM boe. Ho gaxce ecau Hawa Poguna smo
MAeHbKAA gepesHs, Mol JOANCHDL ee 1I06Uums u
eopgumoca eio, 8egb amo Haul gom. Teos Poguna —
Mo camoe qyuuiee mecnmo Ha semie!

Ho xpome moz2o umo Poguny nyxcHo 1to6umbo ee
HYXCHO 3awumwamy. [fTomHume, KAk Ha HAC HANAIU
Pgawucmol? Jlogu mo20 epemenu He UCNY2alUCh U
He omganu ceoto Poguny, a saumumunu ee, omegoe-

6au u vluepaiu. Ho u 06vbiunbvlil 4Ue106eK HulHel -
Hez20 epemMeHU JoceH ee 3auuuLdnmb.

Cetluac gamucmos Hem u 3agaud 4en06exa
sawuwamo c80to Poguny om naoxux gea. Ha-
npumep, Kurem Kmo-mo 6YyManixy uiu mycop, a
3a HUMm ewe, ewe u ewie. Jau caromaem Knmo-mo
8emKyY, d 3a HUM eule U eule.

Vuac cefiuac xcustv makas, umo 6 6ygyuiem
gce Mo2ym 00JeHUMbCA, U He bYgym Yxaxueamn
3a Pogunotl u cmanem ona He niogomeopuas. A
Kak 206opam — «Poguna- mamov», a mams Mo
mama. VMl eom npegcmasvme cebe, 4mo mama y 6ac
gcezga 2pAsHdsl, Mo cepgumads, mo 2pycmuads u
He gaem 8am egol. Xomb M0 U MAMa, HO C MAKoul
MAMOTL HCUMb MANCEO.

A cuumaro, umo Poguna — 3mo HAN008UHY
Mecmo poxcgenus u HaNo0108UHY 8awa Mamd,
Komopyto sam gan boe. I noamomy ee Hago
M00UMD, YEaANCAMDb, 3AUUUAMD U PAJOEAMb-

Cs MOMY, UMO OHA Y 84C eCMb, KAKAA Obl OHA He
6vL1a! Poguna nauunaemcs ¢ 6awiezo OMHOUIeHUA
K Hetl!

IIATh YYBCTB

Ilems nawen 2pyuty U CMA UCNONL30BANTb BCE
namo uyecme.
Inasa. Onu eugam, Kakas oHa cnenas.
Hoc. On uyem ,kaxas ona apomamuas.
Pom. On owymum exyc 2pywiu, Ko2ga OH ee Cbecm.
Koxca. Ona uyecmesyem, Kakdas ond 21agxas.
Ywu. Ouu cavimmam, nem au Koeo-Hu6ygb
pAgom , umob omobpamy eé!
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JHOX/b

Oguaxcgol Kons nowen
eyaamo. Ho gepuyacs Gvicmpo.

- A nouemy max 6vicmpo? -
cnpocuna Ceema.

- Tam goicgo - ckasan ow, He
CBOUM 20J10COM.

-A..., acno! 3axogu!

Koas cmosn geco MOKpblil.
Boga cmexaaa ¢ e2o go.Joc.

Bowen Qega.

- Ymo mym npoucxogum? - ITPUKJIOYEHNE
CNPOCUN OH, NOMUPAACD.
OH moavbKo umo eviwen u3 Ograxcgot Mol 6ce emecme
cnanvu (mam 6vl10 X0J10gHO). pemuiu ommnpasumeCi Houvio 6
- Ha yauue goxeg! - ckasana noxog. Mol 831U egy, cnuuxu,
Ceema — u 5mo 3goposo!!! 8ogy u ogesno. 5 311a 6apan-
- Hem!!! Cvipo u xon0gHo! KY. /Ml Mol nowtu.
- 6ypruya Koaa. Muvt winu, wu, wau, u 8gpye
- Ugem npvieamo no ayxcam! Mol ynaau 6 amy! Mel cmanu
- kpuxHyaa Ceema, 0gesdsco. KapabKamocs 8gepx, HO GbLIO
- Heeeem!!! Tam colpo! becnonesto!
U xonogno! - ckasan degop. - Hago xonamy! — gogymancs
Ceema nobexcana uzpamo Ha Kona.
yauuy, Pega nowen cnamo, a M on cman xonamo pyxa-
Koas npuzpencs y neuxu. Mmu. Ceema npucoeguHuIach K
Mm 6vLo xopouio. Hemy. Pega 63goxnya, enga

HA HAC, U MOXCe CMAJl KONANb.
Cropo Mol goxonaaucwv go
KAK020-Mo0 3a1d C 1ecmHuuyetl,
Ko-mopas eena Hapyicy. Mol
8bL1e3U U CMAAU OCMAMPU-
gamp mecmuocmo. Bgpye Degs
saxpuuan: « BOJIKIU»!

U npasga, npamo nepeg
Hamu 6vL10 mpu 60axa! Mol
6vicmpo 3a1e31uU Ha cocHy!

- Bpocum um 2onosxu?!

- ckasana Ceema.

-HAIIIN? — ucnyeancsa Koas.

- Hem! CbIPA! — cxasana
Ceema.

Mbl 6pocunu um 20106Ku
Cblpd, HO OHU He CMAU UX eCimb.

- lagno, noxcepmeyo, -
ckazana Ceema. M 6pocuna um
& bapanxy!

U3 obpawenusa Ceemvl Kyxaunoil x 2nrase Agmunucmpayuu 20poga
H.Hoszopoga na omxpvimom cogewianuu no npobaemam aogeti ¢ OB3 (oco-
OvbIMu 803MONCHOCIAMU 3goposba) 20.11.2014 2oga: <M s cuumaio umo Hago
He Npocmo « a HA UM 60M,XCUSUME», A HAGO NOMO2AMb UM pA36UEAMDb 6
cebe xopoulue Kauecmea,nomo2anmv UM 4moo ux 601e3Hb Yxoguad, 4unoo um
cmano 1ezue,umo6 OHU MO2AU NPOAGUMDb Ce0A U UMO06 MO2U OKA3ANTDb, UIMO
UHEANUGLL He XYdce gpyaux atogeti!»
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TemaTuka >xypHana - IlepBsiit
Poccuiicknii ;KypHai o TIOAAX ¢
penxumu Gonesnsamu [Ne 7]
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WWW.ORPHA.NET

- UHOOPMATUBHO, NMPOCTO, YAOBHO!

OpdaHet (www.orpha.net) - MeXXAyHapoA-
HbI/i MOPTAA O peAKMX 3a60AEB3HNAX U
Op¢$aHHbIX A€KapCTBaX.

* MOAHbBIVN KaTaAOr 1 SHUMKAOMEAUS 0 6oAaee
4500 pepkunx 3a60AeBaHUI, ONUC3HHbIX
BCEMUPHO U3BECTHbIMM YYEHbIMU U SKCNep-
Tamu;

 KaTanor opgaHHbIX NpenapaTos;

« KaTanor cneumaAnsmpoBaHHbIX MEAULMH-
CKUX LLeHTPOB, Aa6OpaTOpUiA, HAYUYHO-UC-
CAEAOBAaTEAbCKUX NMPOEKTOB, Npodeccuno-
HaAbHbIX 06LECTBEHHbIX M NALUEHTCKUX
OpraHusauuu;

* Momouwb NpaKTuUKywuwiemy Bpaydy npu no-
CTAHOBKE <peAKOro>» AMarHo3a rno BBeAEH-
HbIM CMMNTOMAM U NpU3HAKaM;

)

* UHpopMaLMOHHas pacCbiAKa, OXBATbIBaloO-
L3 Hay4Hble, MeAULMHCKUE U 06LLeCcTBEH-
Hble HOBOCTU;

* PeryasipHble oT4yeThbl;

» AocTyn K npo¢peCcCMOHaAbHbIM CTaTbsM,
0ny6AMKOBaHHbIM B Hay4HbIX XY PHAAAX;

OpdaHer - 3TO pe3yAbTaT COBMECTHOW pa-
60Tbl Bpayen, y4eHblX, 3AMUHUCTPATOPOB
CUCTeMbl 3APaBOOXPaHEHNS N NAaLMEHTOB
13 38 cTpaH Mupa.

KoopauHaTtopom npoekTa B Poccun siBAsieT-
cs noneuynteAbckmnm coeetr MPBOOWU «Coto3
NauneHToB U NAaLUEHTCKMX OpPraHu3aLum no
peAKUM 3a60AeBaHUAM>>.

SHUMKAONEAUS NO peAKUM 3a60AeBaHNAM
Tenepb Ha KOMMbIOTEpPE, NAAHLIETE, TeAedOoHe.

MEXPETVIOHAJIBHASA BJIATOTBOPUTEJIBHASA OBINECTBEHHAS OPTAHM3AIIVA NHBAJIN]IOB

«COI3 MAOWEHTOB M MAOUEHTCHKHUX

 OPTAHU3AIMM 110 PEOKUM 3ABOJIEBAHUAM»








