





BakaeMmble umTareny! Mbpl pajibl CHOBa IPUBETCTBOBATb
Bac Ha cTpaHMIax )XypHaa.

B nporennem 2015 roxy B Mype HabII0fanCcs OrpoM-
HBIIT TIPOTpecc B 00/IACTY PasBUTHUSA 3aKOHOJATEIbHBIX MHUIIU-
aTuB B 067acTy penkux 3aboneBanmit. EBpomerickoe areHTCTBO
110 JIEKAPCTBEHHBIM CPEJCTBAM 3aIIyCTIIO HECKOTBKO BayKHBIX
HOBBIX VHIIVATHUB, BK/I04Yas cOHOp HAHHBIX O JIEKaPCTBEHHBIX
CpefcTBax 4epe3 peecTphbl MAIMEHTOB, IPOLEAYPHI, CIOCO0-
CTBYIOIIME YCKOPEHHOI OLleHKE MPMOPUTETHDIX JIEKAPCTBEHHBIX
cpencts (PRIME). HekoTopbie eBpomeiicKie CTpaHbl BBEJIN, Pac-
VPN ¥ TAPAHTUPOBAIN HEIPEPBIBHYIO MOAJEP)KKY B PaMKax
IUIAHOB 110 JIEYeHNIO PefKNX 3abomeBanmit. ABCTpusi, XOpBaTst
n CepepHasa Vpmanpys npuHsm nepsble HalnmoHanbHbIe ITa-
HBL 1TO penkuM 3aboneBanusaM. Opanuna u Yexusa npommmmm
cBor 2-ple HanmoHanbHBIe IJIAHBI IO PEIKUM 3a00IeBaHUAM.
Benbrusa u Hupepnanpbl IpUHAIN pellleHNe O COBMECTHOM Be-
[eHU IIEPeTrOBOPOB [/Isl 3aKYNKM opaHHBIX Mpenaparos. [lap-
JlaMeHT BenukoOputanum yTBepauI JOKYMEHTHI O HeOOXOAIMO-
CTV JMIEH3VPOBAHNA KIMHNK, IPOBOAAIINX 3aMeCTUTENbHYI0
Tepanyio. AHIJIMA TaKKe PACIIMpuIa MpOrpaMMy CKPMHMHIA
HOBOPOJK/ICHHBIX ¥ BBITYCTU/IA TPENIOXKeHNe 00 3MEHEeHUN B
pabote maboparopuit, paboTarouiux B o6macty reHetuku. Opan-
s yTBEpAWIA JIOKYMEHTBI, OIpefieIAIolIie MEXaHU3Mbl IIOf-
IepXKKM PeNKMX OHKONOTMYecKux 3abomeBanumit. B Vpmaupum
OTKpbUIOCH HepBoe HaumonanpHoe 610po mo pepkum 3aboe-
BaHyAM (NRDO). Ilopryrammsa BBela IEHCHOHHYIO KapTy i
penkux 3abomeBanmit. B CIIIA 6bU1 IpUHAT 3aKOH, 3HAYNUTEIIb-
HO PaCIIMPSIONINMIl JIbTOTHI MALMEHTOB C pefKuMU 3aboneBa-
HusAMU. B 91011 cTpane Taxke 6bUTO BBIENEHO 215 MUIINOHOB
[O/UIapOB Ha Pa3paboOTKy HOBBIX JIEKAPCTBEHHBIX NPEIApaToOB.
ITpu 9TOM 3HAYNTEIBHASI YACTh ITON CYMMBI Oy/leT HAIIpaBIeHa
Ha JlaJIbHeJIIIVe MOMUCKM JIedeHUs pelkux 3aboneBanmit. Kpo-
Me TOTO, TaM BIIepBble OBUI BBIYIIEH ITPOEKT PYKOBOJCTBA IS
oTpaciielt IPOMBILIIEHHOCTU I/ Pa3pabOTKM IIperapaToB AJIs
JledeH1sT OJTHOTO PeAKOro 3a00JIeBaHNUs - MBIIIEYHON ANCTPO-
¢un romrenna. CylecTBEHHBIX IIPOTpecc B OOIACTH PENKUX
3a00/IeBaHMIT TaK)Ke HAOMIONANcA B A3MAaTCKO-TUXOOKEAHCKOM
pernore. Ha OwmnnyuHax 6bUta NpMHATa KOMIUIEKCHAS IIO-
JUTHKA B OTHOLICHMN TMALIMEHTOB C PEIKUMU 3a060/IeBaHUAMIL.
Ha TaitBaHe ObIIM IIPUHATHI KpaitHe HEOOXOMMBIE MOIPABKM C
L[e/IbI0 pacIIMpeHns 3a00Thl O MAlMeHTaX C penKuMu 3abomeBa-
HusMu. B ABcTpanuu 6bU1 OAroTOBIEH oTdeT 10 [Iporpamme
JKM3HEHHO BAKHBIX JIEKAPCTBEHHBIX Ipemaparos u [Tporpamme
I10CO6MII, BBIIIAYMBAEMBIX 110 60/Ie3HM, YTOOBI YOEOUThCH, 9TO
y MAIMeHTOB C PeAKNMY 3a00/IeBaHIAMY eCThb HaJlIeXXaIuii fo-
CTYH K JIe4eHMI0. ABCTPaNIMiiCKuil ITaT BUKTOpUA TakKe BbI-
IeNuI 3HAYUTE/IbHYI0O CYMMY Ha TeéHOMHOE CEKBEHMPOBaHNe He

IVMATHOCTMPOBAHHbBIX NAI[VIEHTOB.
B 2016 rogy B Poccyn BcTynmito B ieficTBYE 3aKOHOIATENTbCTBO
B 06macTy opaHHBIX JIEKAPCTBEHHBIX CPEJCTB, I7ie MOSABUIOCH
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ompefpiesieHie OpQpaHHBIX JIEKAPCTBEHHBIX CPENCTB, Ipolienypa
TIOTy4YeHNA 9TOTO CTaTyca 1 YIpOlleHHas IpoLefypa perucTpanumn
3TUX JIEKApCTB, KOTOpPas He TpeOyeT, B OT/INYME OT PETUCTPALUN
OOBIYHBIX IEKAPCTBEHHDIX CPECTB, 0053aTeNbHbIX KITMHNYECKIUX
ucnbITaHnit Ha Tepputopun Poccuiickoit epeparuu. MuHucTep-
cTBOM 3apaBooxpaHeHns PO mo mopyuenmio IIpaBurenbcTBa
n [Ipesnupenta PD 6bI0 MOATOTOBNIEHA KOHILENINS OKA3aHMS
paHHeN MeUIIMHCKOV MOMOIIM JIETAM C TeHETUYECKMMU OTKJIO-
HeHuAMIU. [IpoekT BKIoYaeT B ceOs KaK 3HAUUTEIBHOE YCOBEP-
HIEHCTBOBaHMe CKPMHMHIA HOBOPOXKJEHHBIX B Halllell cTpaHe,
TaK U BO3MOXXHOCTY CO3JaHMsA/yTBEPXKAEHNA efiepanbHbIX Me-
AMLVMHCKYUX IIEHTPOB 110 PeIKNM 3a60/IeBaHNAM U BOSMOXKHOCTH
denepanbHOro 06ecredeHns «PefKIUX»MalNeHTOB HeOOXOMMbI-
My nekapctsamu. CyIiecTByoIast IporpaMMa II0 JIeKapCTBeH-
HOMY 00eCIIeYeHNI0 MALNEHTOB C 24 peaxumy 3ab0/1eBaHIsIMU
/cocTogHMAMY, peanusanysa KoTopoit ¢ 2012 roma BO3TOXeHa
Ha IUvtedy cy6bekToB Qemepanmii, B 2015 rofy BBIIONHANACD C
6OJIBIIVIMI CTTOXXHOCTSAMY, BBUJIY SIBHOJ OTpaHMYeHHOCTU -
HaHCOBBIX BO3MOXXHOCTEN pernoHoB. CUTYyal[MI0 CIAC/IO TOJNb-
KO TOCTynuBIIee 13 (pefiepasbHOroO IIEHTpPa JIOIMOTHUTEIbHOE
¢duHaHCKHpOBaHUe Ha «op¢aHbl» B pasMepe 6oree 10 mapy pyod.
Ha 2016 rop IIpaBurenbcTBo, MpefBOCXNILA BO3MOXKHBIE CTIOXK-
HOCTH, y>Ke IIOAIINCATIO IIOCTAaHOBJIEHNE O BBIJIE/IEHNN PETMOHAM
IOIIOTTHUTE/IbHBIX JIEHEKHBIX CPefCTB Ha JIEKapCTBEHHOe 00e-
CrieyeHme JleTeli-MHBanuaoB. IIpu 3ToM 4acTh 3TUX CPefCTB MO-
XKeT ObITh HallpaB/ieHa Ha 3aKYIIKV JIeKapCTBEHHBIX IIperapaToB
JULA JIedeHUs MALMEeHTOB C pefikuMy 3aboneBanuamMu. Yto Oyaer
IIPOUCXOAUTD CO B3POCTIBIMY TAllMeHTaMy opdaHHBIX 3ab0/IeBa-
HMII IIOK)KET TOJIBKO BpPEM:.

Hamra cTpana Bce-Taky HYXX/JaeTCsl B HOBBIX paspaboTKax
TIEKapCTBEHHDIX IIPENapaToB, BEAYIINX MHCTUTYTAX, CEPbe3HbIX
VICCTIEfOBAHIIIX, TpyIax yueHbix. Co3maTh 9TO TOMBKO Ha 6ase
VIMEIOIIMXCS HeMHOTOYMC/IEHHBIX 6110(apMaLeBTUYeCKIX 3aBO-
TIOB, BpsAX i 6yaeT Bo3MO>KHO. Hy>XHO IIpycTanbHOe BHUMaHME
TOCYJapCTBa, peajibHble 3aKOHbI 1 MHBECTUIIMM HallpaB/IeHHbIE
Ha BO3MOXKHOCTM CO3fJaHMsI MH(QPACTPYKTYPbI 1 IMOATOTOBKU
JIofell B 00IacTy KJIMHNYECKUX UCCIEeNOBAaHNUIL U CO3aHNA Me-
AMUMHCKIUX CTAPTAIoB B 9Tol o6mactu. [lepconndmimposantast
MeJUIMHA, KOTOpas KaK pa3 ceif4ac UCIONb3YeTCA A JTeYeHNA
penkux 3abomeBanmit - 9o Haure 6yayiiee. Kakoe ono 6ymer s
Halllell CTpaHbl - 3aBYICUT y>Ke CerOfH:A OT Hac.

B nmanHBI )KypHAT BOLIJIO MHOTO MHTEPECHDIX CTaTell aBTo-
POB, KOTOPBbIE yyKe CO3IAI0T HAII OYAYILMIT MIP - MUP C 3aKOHAMIA,
IpoLelyPaMI ¥ MPaKTUKAMI, HaIIPaB/IEHHBIMYU Ha CBOE€BPEMEH -
HYIO IMAarHOCTUKY U JIeYeHNMe MALNEHTOB C PeAKIMH 3abomeBa-
HUAMM. MBI O4eHb JOPOXKMM STVUMIU JTIOAbMU U OJIarofapyuM 3a
OTKpBITOE Cepplle, JOOPOTY U BEMMKOAYIINE, BIOXKEHHbIE B I10-
MOIIIb ¥ TIOAIEP>KKY MallMeHTOB C PeKUMI 3a00/TeBaHUAMIL.

Om pedakyuu...
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HEPBIf POCCHICKHI JKYPHAT O JIOZAX C PEAKHMI BOAE3HAMN
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e HOBOCTHA ®OTOJIEHTA

2. B Kasanu nporuen brarorBopurenpuslit MapagoH.

3. llIxomna «PEJKOI'O» manuenTa 1 feTCKUI IPa3THNK B
Mopososckoit JI'Kb r. Mockser; Jenb I'OIIE B Poccyn.

4. ®opym nauyentos ¢ TPO3MHEMVEN 8 Mockse; Kpyrstit
CTOII, HOCBHH.ICHHblﬁ np0611eMaM, HepCHeKTI/IBaM CO3maHMA CUCTE-
MBI OKa3aHMA MEUIITHCKON TOMOIIY U COLMATbHOM MOJePIKKI
IanueHTaM ¢ pefkumu 3aboneBannsaMyu B MOCKOBCKOII OOT..

5. Kpyrnbiit cron B [ocayme 1o npo6memMaM edeHns pegKux 3a6o-
nesanuit; B O6mecTBennoit mamate PO mpomio camoe HOBOrofiHee

U ckazouHoe MepornpusATue - «Pemkas Enxan.

o MHEHME SKCIIEPTA

6. Vnrepssio - JIykuna E.A. - MbI nonyunnn GpaHTacTUYECKYIO
BO3MOXKHOCTDb GOJIbHBIX JTIOfIEI CHeIaTh 3[J0POBLIMM.

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

14. JIocTyHHOCTD ITperapaToB /i IeYeHNA PEIKUX 3a00IeBaHMIL.
KommiekcHblit aHanu3 3aKOHOZIaTeNbCTBA, HOPMATUBHBIX MOTOXKeE-
HIIT ¥ HONUTHUK B 35 CTpaHax.

20. ITpo6membl OKa3aHMA MOMOIY ¥ MapLIPY TH3ALMH HALMEHTOB
¢ opdaHHBIMY 3260/T€BaAHVISIMIL.

23. LeHTp AnA feTelt ¢ pefKMMM 3a60/IeBaHIAMM: MeUTa VU
PeanbHOCTD [Ha IpuMepe NanyeHToB ¢ cunppomMom PETTA].

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

o THOOPMAIIVA & 3AKOHOJATE/IbCTBO

29. Tlepsas Beepoccmiickas xoHbepeHiy no BpoxaenHoit AHVIPVIVI
B Ob1ectBenno rmaare PO: Pesosmorus.
30. O630p 3aKOHOZATENBCTBA IO IPU3HAHNIO /IM1IA UHBA/I/OM.

31. MpI - mauneHTsl ¢ 6omesupio TOIIIE.

e MEJUTIMHCKOE ObO3PEHUE

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

35. Yenennast 6epeMeHHOCTb Y TaLyeHTKy ¢ 6onesHbio PABPY n ipen-
MYIIIeCTBEHHBIM MOP@KEHEM IOYeK.

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

39. Kymnaeckuie HabmozeHysst maryieHToB ¢ 6oresnpro PABPY, kotopsie
neperm ot agalsidase-{3 k agalsidase-a; Brmsanme depmeHT-3amMecTHTe b-
HOJ1 Teparmy Ha G07IeBbIe OLIYILEHYIA 1 Ka4eCTBO XKI3HI MALVIEHTOB C
6onesHpio PABPVI; DepMeHT-3aMeCTUTeIbHAS TePAIINs Y HALeHTa C
6onesHpio Gabpur: passurtye IgE anTnTer; b deKTBHOCTD hepMeHT-
3aMECTUTE/IbHOI Teparyy Py KAPIYOMYIOTIATIN Y TIALIEHTOB € 60TIE3HbBIO
DABPV; OyHKImM TOYeK ¥ CyTOUHAs IIPOTEVHYPYIA Y TIALMEHTOB C
6onesHpto @PABPYI ripu tedeHym arasicuyiasoit Asibha B TedeHye 3 et
6paswibckuit onbIT; [ICHXIT9ecKiie 1 IICHXOCOLAIbHBIE ACTIEKThI G0/Ie3HN
DOABPIL.

o COIIVIAJIBHBIN PAKYPC

42. YKuBble vicTopyt: He 0TOMpaiiTe 1eKapcTBO Y peberka: Jlaxke Ha Mecsll,
JTavKe Ha HeJlero!
43. KOIIAYMI KPVIK. Vicropus pezkoit ieBouk ¢ cuHipoMoM JlexéHa.

45. Pepxuie sameTki: OcoOGeHHDBIT PEOEHOK.

o TBOPYECTBO

44. Penxme ctuxu: Anekceit Terait.

46. Counnenns-pasmbiiienns Ceerol Kyknimnori.

PEJKUI X KYPHAJI

NEPBHIf POCCHACKHA KYPHATI O IOAAX C PEAKHMH BOTESHAMM
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11 mas 2015 ropa Ha mromaayu cragnona Kasanb-Apena crap-
toBan KasaHckuil nerkoarnerndyeckuit MapagoH. Beex sxenmarommx
XAl mpober mo yamiaMm cromuubl TaTapcraHa. 9ToT MapadoH
IIpOIIIe/T B HOBOM COBpeMeHHOM dopMaTe.

ITpencraButenu obiiecTBeHHBIX opranusanuit: Jennc bemsikos
- MPBOOI «Co0103 mauyeHToB ¥ MAalMeHTCKUX OpraHM3aluil 1o
penkum 3a6oneBanusiM» (Mocksa), Onbra Mopososa - B® «OkHo B
HAJIEX]Y», CHexxana Mutnna - MBOO «O06111ecTBO MHBaINUOB,
cTpafaIux cuHgpoMoM Xautepar, wier OII Pectry6mnku Tatap-
CTaH, pyKoBoauTenb Acconmanuu cuagpoma Perta Onbra Tumya,
MIPUHSIN y4acTue B 3abere B IOAIEPXKKY jeTeil ¢ 3abojeBaHMeM
cunppom Perra. Ipynma craproBaa, 03HaMeHOBAB OOPATHBIIL OT-
cdeT BpeMeHM 1o Muposoro Konrpecca no cungpomy Perra, koTo-
pbiit coctontcA B Mae 2016 ropa.

OCHOBY TpYyIIIBl COCTaBWIM IIPENOABaTE/M, BBITYCKHUKU U
cTypeHTbl KasaHCKOro MeyIMHCKOTO YHUBEPCUTETA.

Boimyckunk KIMY Ite6 ApskakoB: «CerofHs s IIpUIIe CoBep-
IUTh 06eRy Hax co60it B IIEPBYIO OUepenb, U ObUI BOOLYIIEBIIEH,
KOI7Ia yBUJIE/, KaK MHOTO HAapOJy ITPUILIO 1 BCe XOTC)II/I, CTapanmch
mobexars o huHMIIA. ATaIOKe, .CBOVIM V4a
BCEMI X0y aHOHCY
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8 mrons 2015 1. 8 Mopososckoit ITKD [lemapramenTa 3gpaBo-
OXpaHeHI/IH TI. MOCKBbI nponma BCTpe‘{a pyKOBO)ICTBa KJIIMMHUKU C
IalMeHTaMM ¢ PERKMMIY 3a00/IeBaHVAMMU M UX POAUTESIMN.

s pmeTeil ¢ pasMMYHBIMU TUIIAMM MYKOIIO/IVICAaXapuL030B,
6onesun abpu, 6onesnn lolre, perynspHO MOSBISIOILUXCA B
KJIMHVIKE /15 IPOBEJIeHNsI JIeYeHN s, B paMKaxX MepONpUATIS, IPO-
e HeTCKI/Iﬁ Hpa3HHI/IK. B TOCTU K pe}IKI/IM IIagMeHTaM HPI/IH.UII/I
nepcoHaxn Mynbrduibma «Mamra 1 Measegs». Croprnpusom st
HeTell CTajI KyKOJIbHBII CIIeKTaK/Ib.

Bcrpedy ¢ poguTensMu U IPeCTaBUTENAMY OOIIeCTBEHHBIX
opranusanui «Cor3 ManyeHToB U NalJeHTCKMX OpraHu3aluii 1o
penkuM 3a007eBaHMsAM» U «XaHTeP-CUHAPOM» IIPOBEN [IaBHbII
Bpay KauHUKM KonryHnos VI.B., saM. I7TaBHOrO Bpaya IO MeiM-
uyHckon yactu Ilerpaiikuna E.E. u pykoBonuTenb HETABHO CO3-
raHHOro Opcannoro nenrpa (fopoxckoro IenTpa s medeHms

i1 3a6oneBanusavu) [leyarankosa H.JI.
OBOJCTBO KJIVIHUKJ COOOIIN/IO O TIOJI-
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Bonesus Tomre - pepkoe reHetmdeckoe 3aboseBaHme, IIpeu-
MYIIECTBEHHO IIOpakalolllee BHYTPEHHNE OpPraHbl ¥ KOCTHYIO
cucremy. bes nmedennsi, 3aboeBaHme IPOrpeccupyeT u BefeT K
UHBa/IMIHOCTY M BBICOKOMY PUCKY [y XusHu. B Poccmiickoit
Qenepanyi Takie MpernapaTsl B Te4eHNM MHOTHX JIET 3aKyTIAl0TCs
LIEHTPa/TN30BaHHO 32 CUET FOCyAapCTBa.

Mounrtoprarom 3¢p(eKTUBHOCTH IPOBOAMMOI Tepalmuy B
TeYeHMM MHOTMX JIeT 3aHMMAaeTCs MYAbTUAMCUMIIIMHAPHAA KO-
MaHfia crenyanuctoB B OtmeneHnn opdaHHbIX 3a60/IeBaHMIT
Temaronornyeckoro Hayunoro Ilenrpa M3 P® (r. Mocksa) mop,
pykoBoactBoM mpod. JIykuHoit EneHbl AjekceeBHBI M TpyIIa
Bpadeii-akcrepToB B HaydynoMm LeHTpe 3m0poBbsa fereit M3 PP
(Bemymmit cienmanuct o 6onesnu fome: [yHno6una Onbra Cra-
HIC/TABOBHA).

25 nona2015T. B pamkax MexxgyHapopHoro JIHA MaleHTOoB C
6omesHbio Tole MaIeHT CMOIIY OOCYANUTD IIPOGIEMBI C TONY-
YeHNeM IIPENapaToB, OKa3aHMEM MEIMIIMHCKON IIOMOILY 1 COLIM-
aJIbHOII IO IEPKKI.

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

KHOCTY JTajIbHENIIIETO
OB I B paM-
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B nepssiit mens, 24 oktsa6pst 20151, MepompusTIEe HAYaIOCh
CO 3HAKOMCTBA IpeACTaBUTeNell ceMell, npubbBuMx Ha Popym
13 PasHbIX PETMOHOB Halllell CTPaHbl. Y popuTenei feTeit ¢ ofu-
HAKOBBIM /JMATHO30M €CThb MHOTO OOIIVX BOIIPOCOB, IpoOIeM U
TIOCTV>KEHUI.

[Monaxosa C.JI., Begymuii poCcCUMICKUI SKCIEPT IO TUPO3U-
HeMIH, B CBOEM JJOK/Ia/ie 1a/la YeTKIe PeKOMeHanuy 1o obpasy

XKM3HU, 0COOEHHOCTAMY HAO/TIOfIeHIIA 3a IeTbMM, HeOOXOVIMOCTI
[IPOBEJEHISI PEry/ISIPHOTO MOHUTOPYIHTA COCTOSIHIS pebeHKa.

Bpaun-skcreptsr PefiepaaIbHOrO LeHTPa TPAHCIUIAHTALIUY CO-
JIMJTHBIX OPTaHOB, KOTOPBIe OBIIV IIPUIIALIEHDI TTO TPOChOe PoyM-
TeJlell, paccKasamt 00 ycrexax pOCCHIICKON TPAHCIIAHTOIOTUI,
MIOKA3aHMAX K TPAHCIIAHTALUY MeYeHN TIPY TUPO3MHEMUY THII |
1 HEKOTOPBIX aCHeKTa IIOCT TPAHCIUTAHTAIIVIOHHOTO IepIofia.

Ha ®opyme ObUmM nCHXO/IOTH, KOTOpbIE BeIM WHAUBUAY-
aZbHyI0 paboTy ¢ ceMmbsamu. Ocobass TpeHUHT-6eceia BeMyIero
nicuxonora Masyposoit H.B. Bcennna cuipl 1 yBepeHHOCTD B 3a-
BTpAIIIHEM JIHe y BCeX YIaCTHMKOB (opyMa.

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

3apepmmicss PopyM KyIMHAPHBIM MacTep-K/IaccoM

4 ‘ PEJIKUI KYPHAJ

18 HOs16pst 2015T. B MOCKOBCKOM 06/IaCTHOM Hay4HO-UCCTIEO0-
BaTE€IbCKOM KIMHNYIECKOM MHCTUTYTE VM. M.O. BIIaJII/IMI/IpCKOI‘O
[0 MHUIIMATHBe 00lIecTBeHHOII opraHusanyy «Cos MalieHToB
U TIAIVeHTCKUX OPTaHU3aLNUII 10 PEAKUM 3a60/IeBaHNAM» COCTO-
styicst KpyTiietit CTO, MOCBAIEHHBIN IPO6IeMaM 11 IIepCIeKTHBAM
CO3JIaHMSA CUCTEMBI OKa3aHMs MEIUIIMHCKON MOMOIIN U COIMab-
HOII TOfIiep>KKY TAllMeHTaM C peakumu 3aboneBaHusmu B Mo-
CKOBCKOIT 06/1acTH.

B MEPONPUATUN IIPUHAIN yIaCTHE: YIIOTHOMOYEHHAA 110 IIpa-
BaM pe6énka B Mockosckoit o6mactu Okcana ITyniknHa, r1aBHbII
peabumronor M3 MO lannua OcnioBa, I71aBHbIe CIEIAVCThL
MunncrepcrBa 3paBooxpaHeHsi MOCKOBCKO 06macTy, Ipes-
CTaBUTE/NN 3APaBOOXPAHEHM TOpofa MOCKBBI, ITTaBHbIE CIIEIIVA-
nuctsl, corpynankyr MOHVIKY, maryeHTs! ¢ pefKuMu 3a00/esa-
HVSIMU U TUJIEPbI 00I[eCTBEHHBIX opraﬂmsaunn l'IaI.H/IeHTO

ITpencraBurens M3 MO, riaBHbL1 peabuy
II0BAa OTMETH/IA, YTO B HACTOSIIIEE B
JIITCSL OHMUM 13 TIPUM
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14 nexabpst 2015r. B Tocyme mpotiien KpyIJblil CTOT, e 06-
CY>KIQIUCh IIPOO/IEMBI JIedeHNsT PeAKMX 3a00/IeBaHNUIL, B KOTOPOM
IIPUHSA/IY yYacTHe JIeNyTaThl, IpefcTaBuTen MuHsapasa, permo-
HaJIbHBIX BIACTeI, MAIIMEHTCKUX COOOIIECTB, MPO(COI30B 1 Me-
OUIIMHCKUX aCCOIMAIIIN.

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

ITo ero cnoBaM, MMHICTEPCTBO 3/paBOOXPAHEHM I COCTABIAET
HepeveHb PeKNUX 3ab60/IeBaHMIT Ha OCHOBE CTaTMCTUYECKUX JlaH-
HBIX I Pa3MeIaeT ero Ha CBOEM oMIanbHOM caiite. «B HacTos-
1iee BpeMsA B HET0 BXOAUT O0K0/I0 200 HO30/10rMI1, KOHCTAaTUPOBAJ

et 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

PEZIKUIA XKYPHAJ ‘ 5



MHEHMUWUE DKCIIEPTA / UHTEpPBbLIO

6

Mbl ITOJIYHYW/IN
®AHTACTUYECKYIO

BO3MOXHOCTb

BOJIBHBIX /110AEN
C/IEJIATh 3/I0OPOBbIMU

Jlykuna E.A.

IIpod., A.M.H, Bpad BbICIIIel KaTeropuy, 3aB.
Hay4YHO-KJIWHUYECKUM OTAeleHneM opdaHHBIX 3a601eBaHUI
T'emaTosiorn4eckoro Hay4Horo neHrpa Munszapasa Poccun

TekcT: 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 POCCHACKHA KYPHATI O IOAAX C PEAKHMH BOTESHAMM

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 ¥ Bpauu, KOTOpble BBIOMPAIOT 3Ty
TeMY /UL MPAKTINYeCKOI e TeTbHOCTH, TOXKEe OYeHb PEeIKI.

51 mo/mKHa ¢ Imevyasnblo CKa3aTh, YTO MOTYT OBITh OYEHD pas-
Hble IIPUYUHBL. Y MeHs ObUI PyKOBOJUTENb KIVHUKN, KOTOPBII
0003HaYM/I aKTYaJIbHOCTb IPOGIEMBI PEKOil NATONIOTUY, O
KOTOPOJ HMKTO HMYEro He 3Haj. YesoBeK B3sAI Ha CBOM ILIe-
9y 3a/lady M3Y4IEeHMs, 3aHTEPECOBasl HAaC U Mepefan HaM 3Ty
TeMy. [Ipuxonunm HoOBble COTPYJHUKM, KTO-TO OCTAJICS, KTO-TO
yuen. Ho B MoeM cydae, 4TO Ha3bIBaeTCs, KMU3HD 3aCTaBIUIaA U
Hanblie 9Ta TeMa 6blIa Bce BpeMs BOKpyT MeHs. Ho B mocep-
Hee BpeMs, K MOeMy 6O/IbIIOMY COXaJIeHUI0, KOIZIa MTOSBUIOCH
IOpPOroCTOsiIliee JIedeHe, 0COOEHHO KOIZIa 9TO JIeYeHIe CTANIo
TOCTYIIHO B Halllell CTPaHe, NOABMIOCh OTPOMHOE YMCIIO JIOK-
TOPOB, KOTOpbI€ XOTAT 3TUM 3aHMMATbCA IPOCTO IOTOMY 4TO
€CTb HeKMII KOMMepYeCcKIIl MHTepec.

5l sHaro mpaxkTHMYecKM BCeX CIeLMaTNCTOB, KOTOpble 3aHN-
MaloTcsA pefKoit maronorueit. [loromy 4to faxke KIMHUIUCT Te-
paleBT-reMaTonor ¢ OOJBIINM OINBITOM KakK s, He MOXKeT 3HAaTh
BCe HIOAHCBI 00JIe3HM, 0COOEHHO Te B KOTOPBIX 33/Ie/ICTBOBAHbI
TKaHeBble K/IETKM, KOTOPbIE MOTYT IIPOABIATHCA OPaKEeHNEM
IIe4eH!, JIETKMUX, KeTYLOUHO-KUIIEYHOTO TPaKTa, LIeHTPasb-
HOJl HEepBHOI CCTeMBbl. DTO 3a00jIeBaHMs, KOTOPble TPeOYIOT
BHMMAHMA PasHbIX CHELMATUCTOB. XUPYPIHU, MyIbMOHOIOIH,
(TU3MATPDL, SHAOKPUHOIOTY, KOTOPbIe KPOME TOTO, YTO 3HAIOT
CBOIO 00/1aCThb, OHM €llje 3HAIOT, YTO TaKOe pefiKast IaTOIOTH.
VI M He HYXXHO OOBSCHSATH, B 4€M 3aK/II0YAIOTCS OCOOEHHO-
cTy 9TOrO 3ab60/meBanHms. V 51 CIIOKOITHO MOTY OTAATh MallMeHTa
B PYKU TaKUX CIEIMAIUCTOB. ITO TO, YTO Celiuac Ha3bIBAET-
CA MYIbTUAUCHUIIIMHAPHONM KOMaHJO0M. Y Hac TaKasd KOMaHJa
UCTOPUYECKHU CTTOKIUIAC, IOTOMY 4YTO 9TO OBIIO HEOOXOAMMO.
B Hamem njeHTpe 9TO - PAINOIIOT, OPTOIE], KapAMOJIOT, HEBPO-
ynor. [ToTOMY 9TO MALMEHTHI C PeAKUMM 3a00TeBaHNMSMI TOXE
60JIE0T 1 MIPOSIBTIEHNS 9TUX 3a00/IEBaHMIT UMEIOT OCOOEHHOCTH.

BosBpamjadch K TOMy, YTO ceifyac MHOIME 3aHMMAIOTCA
3TOJ T€MOJ TOTBKO IIOTOMY, 9YTO 3TO MOJHO U MMEET 9KOHOMMU-
JecKIe IIICHL, OTCIoAa unyT 6onbine 6exsl. OTciona Heobo-
CHOBaHHbIE€ Ha3HA4YE€HMA JJOPOTOCTOAIEro ynedeHu:A. bespym-
Hble, MHOT/Ia HEKOHTPOIMPYeMble Ha3HAYEHN, K COXKAJIEHMUIO.
OdeHb ONACHO, €C/M 3TU CHELMATNUCTBI NPUAYT K KaKMM-TO
PYKOBOZSIIIIVIM JO/DKHOCTSM. B aTOM ciydae Mbl OyieM MMeTh
MHOTO IIpOo6/IeM, CBS3aHHBIX C Kypaljueil 60IbHBIX C PefKIMU
3abomeBaHmsamMu. JK1M3HD IIOKa3bIBaeT, YTO ITOMY HAfO IIpe-
ISITCTBOBATH, HO BPEMEHM Ha Bce He xBaraeT. [loaTomy Ha 60-
TIEBYIO TOYKY, YTO Ha3bIBAaeTCsA, BOIPOC.

ITpocTuTe MeH:, YTO HEBONBHO HAIIIA 3Ty 60/IEBYIO TOUKY,
HO 3TO OYeHb Ba)XKHBIiT Bonpoc. O6 3TOM Halo FTOBOPUTH.

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

Bb1 - ofuH U3 BeAyLMX POCCUIICKMX IKCIEPTOB IO 0o0-
nesnu Jome. Pacckakure, mo>kanyiicra, KaKix pe3yIbTaToOB
BaMm ypamoch BoOUTBCS B IE4EHNI ITOTO HENPOCTOro 3a60-
neBaHMA?

Bor 3Haete, 9Ta GOPMYIMPOBKA «PE3yNIbTATOB HOOUTHCS»
MHe Ka)kKeTCA He COBCeM KOppeKTHOIL. B 1995 rony s sHana gByx
HaleHToB ¢ 6oyesHbIo Jollle, IeYeHNs TOIZa He CYIeCTBOBAJIO.
K 2006-2007 romy y»e Hacu4MTHIBATOCh okomo 100 manmeH-
TOB, B 4eM Oblla 3aciyra 6modapMarneBTIYecKoil KOMIaHUM
«Jl>xeH3aliM», KOTOpas TOIfla aKTMBHO MCKala MAIlMeHTOB C
6onesupio [omre u momorana MM npyexath B Haml LleHTp Ha
obcnenosanne. Torga xxe B PO 6b11 3aperncTpupoBaH Ipemna-
part [uId 3aMecTUTeNbHON gepMeHTHOI Tepanunu. Ho ero nena
6bI/Ta HACTONBKO BBICOKA, UTO JIeUeHMe ObIIO TeOpeTUYeCKN
BO3MOJKHO, a TpaKT4ecku — HeT. B 2007 rofiy crapToBasa mpo-
rpaMMa «7 HO3O0JIOTUII» U, HEOXKM/IAHHO IJId HAC, CPefy 3TUX
ceMM HO30JI0TMIT oKasanach 6onesHb [omre. Bombioe cracu6o
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TOMY, KTO 3TO cfienan. Havamach COBepIIEHHO Jipyras 3Ioxa.
Bo3MOXXHOCTD 3aMeleHMs (QYHKLUM OFHOTO U3 (bepMeHTOB
MeTabOo/MNYeCKNX MyTell aOCOMIOTHO ITOMEHSANO XIM3HD Ialy-
eHTOB ¢ 6071e3HbI0 Jo11Ie 11, COOTBETCTBEHHO, XXI3HD X Bpadeii.
MBI cMOIIM YBUIETDb pe3y/IbTaThl 3aMellleHUA 9TOM QPyHKIUM,
KOT7]a OITyX0/Ienof0 6HOe IIOpaskeHle OPTaHOB KPOBETBOPEHNA
CTazI0 IOTUXOHEYKY, B TEYEHME II0/Tyrofa-roaa, yXoanTb, icie-
3aTh, M ITAMIEHTDI CTA/IN IIPEBPAIIATHCA B OOBIYHBIX HIOI[eiI 6e3
K/IMHWYECKMUX Nposasnenuii. Ho manbpine, mo Mepe HaKommeHus
9TOTO OIBITA BBIACHUIOCH, YTO OTHIO[Ab HE BCE KIMHUYECKNE
nposApnenya 6orme3nn lome MOTYT MCYe3HYTh Ormarogaps 3a-
MeCTUTeNbHOI pepMeHTHOI Tepamuu. VI Te Hapymenna QyHK-
Ui KOCTHO-CYCTaBHOJ CHUCTEMBI, KOTOPbIE y>K€ IMPOU3OILIN
IAaBHO U IPVMBE/IM K PasBUTHIO HEOOPATUMBIX OPTOIEANYECKUX
fedeKToB, He IOABEPraloTCs ¥ He MOTYT IIOABEPIHYThCA 00-
PAaTHOMY pasBUTHIO Ha (OHE 3aMeCTUTENbHON (epMeHTHO
Tepanyuy ¥ TpebyIT XMPYPru4eckoro BMeEIIaTeNnbCTBa, SHO0-
IPOTEe3VPOBAHMA CYCTaBOB, HAIIPUMEp, WM KaKUX 160 Apy-
TMX OPTOIIEINIECKMX BMEIIATENbCTB. VI 31ech Ha mepBoe MeCcTo
BBIILUIM yCU/IUA HalIMX KOJIJIET — XUPYProB-opTomnenos. [lanee
HPUII/IO IOHMMAHNeE, YTO MHOT/A IPO6/IeMBI ITAIVIEHTOB MOTY T
OBLITH CBA3AHBI C CONMYTCTBYOWMMY WY MHTEPKYPPEHTHBIMM
3aboneBaHmAMM. Tak MbI IIpMOOGpPENV TPYAHBINA OIBIT, MOKA-
3aBIINIT, YTO MOpAXKEHMe KOCTeil y HalMeHTOB C 0O0JIe3HBIO
Tome MoxxeT ObITH 0OYC/IOB/IEHO elle M TyOepKyIe30M KOCT-
HO-CYCTaBHOJ cucteMmbl. VI TybGepkynes aToT mpoTekaer 6e3
BUJMMBIX ITOPAYKEHMII JIETKUX U APYTUX OPraHOB, a TOIBKO B
KOCTHO-CYCTaBHOII cyicTeMe. PasBuTue TybepKynesa CBA3aHO C
HapylleHneM QYHKIMM MaKpo(daros, TeX CaMbIX KJIETOK, KO-
TOpble OTBETCTBEHHBI 3a KIVHUYECKNUe IIPOsABIeHNA OOnesHN
Tome. TToaTOMY, O4eBMIHO, YTO pPa3BUTHE TyOepKyesa y STUX
MAlMEHTOB — He IIPOCTas CIy4aliHOCTh, @ BEPOATHAs 3aKOHO-
MEpPHOCTbD, TpeOyIolas IPUCTaTbHOIO U3YYeHNUA.

B 1menom >xe, BOSMOXHOCTb IPUMEHEHNUs 3aMeCTUTENbHOM
(epMeHTHOJI Tepanuy COBEpPIIEHHO M3MEHWIO JXM3Hb Ialy-
eHTOB ¢ 6oje3Hbio [omme 1 UX Bpadyeil. Mbl CMOITIM BBIATU Ha
COBEpPILIEHHO JIPyTOil ypOBeHb X1U3HNU. Hanpumep, nanuenTka
C TIOpa)keHMeM KOCTHO-CYCTaBHON CUCTeMbI, 06YCIOBIeHHOI
6ome3nbpio Toure, mpoBea OKOIO 5 /IeT IPUKOBAHHOI K IOCTe-
JIN 13-3a MHOJKECTBEHHDBIX ITATOTOTMYECKNX IIEPETOMOB KOCTen
I HEBO3MOXXHOCTU [OBUTATHCA. CoyeTraHne 3aMeCTUTETbHONM
(bepMeHTHOiI Tepamny, «30/I0ThIX PYK» HAIIMX XVPYPTrOB-Op-
TOIIEfIOB, AIMTENTBPHOTO HMpPOLeCcca peabMINTAINM, IPOXOHVB-
IIETO TOXE IIpU (bMSI/I‘{eCKOiI IIOMOIIM HaIlIMX Bpa‘{eﬁ, II03BO-
JNINJIO TIOJZHATD «Ha HOTM» COBEPIIEHHO Oe3Haf|eXXKHBIX JII0fielt,
BepHYTb VX K HOPMa/IbHOM JKM3HL. Befb Takmx peabumnTamny-
OHHBIX 1I€HTPOB, Ky/la MOXKHO OBbITIO OBl OTIIPABUTD HOIBLHOTO,
K COXKa/IeHNI0, He OBIIO U, II0-MOeMy, 1 cefiuac HeT. [ToaTomy
MBI CaMJyl IOMOTa/I/ HAIIVM TIallMeHTaM, 00yJasn, CTaBUIN Ha
KOCTBI/IN, @ IIOTOM YUW/IM XOBUTH 6e3 KOCThlneil. Pesynbrarsl,
KOTOpbIE Mbl IOMTYYU/IN, KOHEYHO, BIEYAT/IAKMINE. ITO BOT
caMble APKJe MPUMEPDI TOTO, KAKUX «Pe3YIbTATOB JOCTULTIV»
C IIOMOILIBIO 3aMECTUTENTbHOI (PepMEHTHO Tepanyy B KOM-
OUHALMM C KOJUIEKTVBHBIM TPYHOM Hallell MYIbTVAVCIIMAIIN-
HapHOI KoMaH/bl. VI, KOHEYHO, Ba)KHAa HACTPOEHHOCTD IIaLM-
eHTa, HOHMMaHNe HeoOXOAVIMOCTI IIPOMTH TAXKENbIN IIepUOof,
CBA3AHHBIN ¢ 60/1BI0, CTTAOOCTDIO, C IpeofoneHNeM cebs. B pe-
3y/bTaTe, HAIIY MalMeHThl CTAHOBV/IMCH OOBIYHBIMU TIOAbMIL.
OHN OKaHUNMBAIOT MHCTUTYTHI, CTAHOBATCA IpOdeccroHana-
MU, BBIXOJAT 3aMy>X WIN XKEHATCA, POXKaIOT fieTeit. U xoneu-
HO JIISl HaC, Bpadveil, 3TO - Ty4llas Harpaja B XU3HU, KOTOPYIO
MO>KHO TIOTy4NTb. I109TOMY, OIBIT, KOTOPBIN MBI IIPMOOpEN
3a IOC/IeHMe JecAThb NeT, OeclieHeH. Ho CIOXXHOCTD 3aKimio-
9aeTcs B TOM, YTO II€PelaTh 3TOT OIBIT, TUPAXXUPOBATh €TO
OYEHb CI0XKHO, MoTOMY 13 300 ManueHTOB Ha CTpaHy — BCe
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pasHble, K&X/IBIl CO CBOMMM ITpo61eMaMy, HM OFHOTO II0XO-
xero. CTaHZApTHl JTeYeHNA MOXKHO paspaboTaTh TOMBKO A
YacTOM IATONIOTUM, Ifie €CTh HEYTO CpeJHee, YTO IOAXOAUT
ms Beex. [Ina 6omesuu Toue cTaHgapT M03BOJIAET IPOCYUTATD
CTOMMOCTD JIE4E€HN B CPETHEM, HO, OJHUM HY>KHBI HEBbICOKIE
TO3BI, @ APYTUM, C TKETBIMM HPOSBICHUAMU OONE3HU HYX-
HBI OOJIbIINE [[03BI 3aMECTUTENbHON (epMEHTHOI Tepannu.
ITo KMMHMYECKUM NPOSABAEHMUAM 3TO - OYeHb HECTaHJapTHOE
3abomeBaHMe — KaX/bIl CIy4ail 0COOEHHDIN, 1 IeueHne Tpe-
OyeTcss MHAMBUAYaMU3UpoBaHHOe. [103TOMY TUPaXMPOBATH
3HAHV HY)XHO B OTHOLIEHUM JUATHOCTUKMU, YTOOBI BpauM He
3abbIBa/MM PO BO3MOXHOCTb 6GosesHu lomre y manueHTOB ¢
OIIpefie/IeHHBIM Hab0pOM KIMHUYECKMX IPOSBIEHUN, YTOODI
COKPATUTD IPOMEXYTOK BPEMEHM JIO TOCTAHOBKY MarHosa. ¥
Hac eCTb MaIjMeHThl, KOTOPbIM /IMarHO3 He MOITIM IOCTABUTh
U JecATb JIET, U [BafLaTh, M Jake TPUALATD IATD /IeT. A BOT,
HasHaueHMe OINpeMe/IeHHON H03bl (epMeHTa, [INTENIbHOCTD
IpYMEHEHNs 3TOI JO3bI, KOPPEKIUA JTeYeHNs 110 Mepe OCTH-
JKeHUs 1iefiell eYeHMs, TO/DKHbBI OCYLIeCTBAATbCA CIelann-
CTaMU-3KCIIepTaMM, IPU YIacTUM MYIbTUAVMCLUIIIMHAPHON
KOMaH/Ibl.

Heo6xonnMocTb B KOppeKInu JO3bl 3aMeCTUTENbHOI (ep-
MEHTHOIJI Tepaluy BO3HUKAET I0c/ie 1-2 jIeT 1e4eHns, IOTOMY
YTO ITOC/IE JOCTVDKEHUS LiefIell edeHus H03y (epMeHTa Liefe-
CO00pa3HO CHU3UTH [0 MOAAEP>KMBAIOIIEI. Mory 0OBACHUTD
Ha IpuMepe caxapHoro pmabera. Mbl >ke BBOAUM MHCY/IMHA
CTOJIBKO, CKO/IBKO TpeOyeTcst [/ pacllel/IeHNs [TIOKO3bI B
KPOBU TAIMEHTa, 1 MOf6MpaeM 03y IIOf TOT OOMEH BelecTs,
KOTOPBIil €CTh y 60/IbHOr0. BOT HeYTo moXoXKee M y MaleH-
TOB ¢ 6onesnnio Toure. Ec/i MBI HaunHaeM JiedeHUe TSDKETIO-
ro 60IBHOTO, ¥ KOTOPOTO HAKOMM/IOCh OTPOMHOE KOJIMYECTBO
HeyTIUIN3MPOBAHHBIX MeTab0O/MINTOB, TO Yepes 2-4 roga nede-
HUST 9TM 3aIAChl UCYE3a0T U 60/IbHOMY TpebyeTcsi IepeBOf
Ha MEHDBIUIYIO MOAJEeP>XMBAINYI0 H03y. Y KaXX/[OTO INallMeHTa
HO/IeP)XMBAIOIIAst 1032 MOXET OBITh MHAMBMAYAIbHOI, OHA
OIIpefie/IsIeTCsT BO3PACTOM, MCXOHON TsHKEeCThbIo 60/IesH, Ha-
NIMYMEM COIYTCTBYIOIINX PO6/IeM 1 Ap. paKTOpaMu.

TsoxecTp TedeHus: 6onmesHn y B3pocnbix (6omesus Tomre 1
TUIA) He OIpefenseTcsas HU XapaKTepoM MYTalVy, HU OCTa-
TOYHOJ aKTMBHOCTBIO (epMmeHTa. ECTb HeycTaHOBIEHHbIE
[IOKa 9H/JOTeHHbIe (PaKTOPbI, OTBETCTBEHHbIE 32 0COOEHHOCTHI
KIVHNYECKUX IPOSIBIEHNIT M CTelleHb TsDKeCTH 6OjIe3Hn y
Ka)KJIOTO TIAaI[MieHTa, KaKue-TO OMOIoTMYecKue 0CoOEeHHOCTI,
KOTOpBIE IIPUBOJAT K PA3HBIM COCTOSAHMAM. B ofHUX crydasx
607e3up lomre BBIABISIETCS ¥ BOCBMUECATU/IETHETO MY)KUN-
HBI, IPOXKVBIIETO IJIMHHYIO, JOCTATOYHO 3TOPOBYIO XXI3Hb, B
OPYTUX - ¥ CeMHAJLaTI/IEeTHE!l JeBOUYKN C MHOXXeCTBEHHBIMU
IIaTO/IOTMYECKMMU IIepeIOMaMI KOCTe, IPKOBaHHOI K ITOCTe-
NV B TedeHNMe HeCKOIbKUX JieT. VI 3To - ofHa u Ta >Ke 60/1e3Hb
Tomre, HaceICTBEHHBIN TeUIINT OFHOTO ¥ TOTO ke (hepMeHTa
meTabonmndeckux myrteit. [IpmarHa CTONb BBIpaXKEHHOI Bapu-
a0eIbHOCTY TedeHNA 9TOro 3abo/eBaHNA Ha CEeTONHAIIHUI
[eHb 4eTKOT0 00'bsACHEHI He MeeT. DTO OYeHb BaykKHas IpaK-
TUYecKas MPefIOChIIKa /I TOrO YTOOBI 9TUM 3ab0oneBaHueM
3aHMMAa/NNCh CIELMANNCTDL. Y JleTell BCce He MOHATHO, MBI He
3HaeM Kak IoTedeT 60/e3Hb, ¥ TaM HAIM KOJIETH MeMaTphl
OIIpefieNIAIOT O3y IO M3BECTHBIM KpurepuaMm. Ho y manumen-
Ta, KOTOPBI/ Ipuuiesn K BaM B Bospacte 40-50 ner yxe sACHO
KaK IpoTeKaeT 060JIe3Hb, TIOHATHA KakoBa ee ¢popma. Ecmnm aTo
IPUKOBAHHBIN K MOCTeNM OGONBHON ¢ MOpakeHMeM KOCTHOI
CHUCTEMBI, OYeBMIHO, YTO 3TO TsDKenasd ¢opma 3aboreBaHus,
Tpebyrolas BBICOKNUX J103 Ipenaparta. VI ke 9To MallMeHT, ¥
KOTOPOTO YyTh-4yTb yBeNMY€HA Cele3€HKa, 3a4eM eMy HasHa-
vaTh Oombine 7o3bl?! OH BIIOJTHE MOXeT 000TUCh 1 6e3 mede-
HIIS, 32 HUM HaJo IpocTo Habmoaars. Ecmu depes rop y Hero
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Ha6/TI0/jae TCs OTPUIIaTeNbHASI AMHAMUKA, He TI03/IHO 9TO JIede-
HIle Ha3HA4UTh. Ec/n ke HMKaKoil AMHAMUKY HET, Mbl TaKXXe
KaK ¥ Haly Koyjieru B Vspanite, HabmogaeM 9THX MAIVIEHTOB.

OneHKa pe3y/IbTaTOB 3aMeCTUTENbHON (HepMEeHTHOI Tepa-
MY IIPOBOATCS 10 CIIENMATbHBIM KPUTEPUSIM U GOPMYIUPY-
etcst Kak «Ienn nedenns 6omesuu lomre JOCTUTHYTHI» - 9TO, B
IIepBYyI0 O4epelb, XOpollee CaMOYyBCTBUE, OTCYTCTBUE OO0y,
orcyrctBue cnaboctu. OnpenennTs HeOOXOAMMOCTD OBBIIIIE-
HISL IV CHVDKEHMA 03Bl (pepMeHTa, HeOOXO[MMOCTD IIPOBe-
IeHMs SHTOIPOTe3UPOBAHNA CYCTaBa IIPY OOAX B KOCTHO-CY-
CTaBHON CHUCTeMe MOTYT TO/NbKO crenmanuctel. OgHO Bpems
ObITa TaKas yCTaHOBKA: «MBI OIBITHBIE T€MATONIOTY, MBI CAaMU
CMOXXeM HasHauuTb jedeHue 6Gomesum Tomre...» VI 6bUIO He-
CKOJIBKO CITy4aeB, KOT/ja ledeHue ObI/Io Ha3HaueHOo U B TeUeHUe
HECKOMBKIX JIET IIPOBOJMIOCH TeMaTOIOTaMI Ha MeCTax, Jieli-
CTBUTENIbHO ONBITHBIMM T'€MaTO/IOTaMM, 4epe3 PYKM KOTOPBIX
HPOIIN eCATKN OONBHBIX C OCTPBIMM JIefiKo3aMu 1 IMMo-
Mamy. OTHAKO aHAIU3 Pe3yAbTaTOB JIEYeHMs BO BCEX CIydasax
MIOKa3aJl, 4YTO OlleHKa TshKecTu 6onesHu lomre 6bI1a coBepiIeH-

HO HempaBuibHOI. HasHavyamuch BBICOKME O3Bl (epMEHTa,
KOTOpBIe MallJieHTaM OBbIIN He HYXHBI, a TAXXECThb MOPasKeHMs
KOCTHO-CYCTaBHOJ CUCTeMbI 1 00JIeBOJI CUHJPOM OBIIM BbI-
3BaHbI COBEPIIEHHO [PYTMMM NPUYMHAMM, He CBA3AHHBIMU C
6omnesnblo [omre. V1 nedyenne Tpe6oBanoch coBCeM Apyroe. ..
Ha cerogusuramit feHb, 6arogaps rocyfapCcTBeHHON IPo-
rpaMMe «7 HO3OJIOTHUIl», CIIOXWIACh T.H. «MapIIPyTU3aLUA»
nanuenra ¢ 6onesnpio [omre. C ycTaHOBNIEHHBIM, KaK IIPaBU-
710, AMATHO30M, KOTOPBIl CTABUTCSA U laXKe MOXKeT OBITh HOf-
TBEPXKZIeH 10 MEeCTY >KMTeNIbCTBA IMAIMeHTa, II0C/ie TOTo Kak
€r0 OCBMJETe/IbCTBOBAJI T€PAIEBT, HAIIPABIII €I0 C U3MEHEeHM-
AMM B aHaJIM3€ KPOBU K T'€MaTOJIOTY, TOT MCCIe0BaT KOCTHBIN
MO3T WIM Cpasy HalpaBWI KPOBb OONBHOrO Ha OMoOXuMMMYe-
CKYIO VIV MOJIEKY/IAPHYIO IMaTHOCTUKY, Tfie AMarHo3 60/IesHN
Toure nmopgTBepanaN. Janee manyeHT HaIpaB/sAeTCA OpraHaMu
3paBooxpaHeHnsa Permona B Ham IleHTp, ecnm 3TO B3poc-
7Bl manMeHT, M B HaydHblil LeHTp 3[0pOBbA feTeil, ecnn
3TOT HALMEHT - peOeHOK, Ile MPOBOAMTCA OLIEHKA TAKeCTU

< EDITOR@RAREMAGAZINE.RU



3a00jIeBaHMsA, UCXOMA M3 XapaKTepa M CTENeHM IOpakKeHNUs
KOCTHO-CYCTaBHOJ CUCTEMBI, JINTEIBHOCTY 3a00/NeBaHUsA U
0COOEHHOCTel! €ro MPOSIB/IEHNS, U IPEANNChIBaeTCS HE00X0-
myMas fosa ¢pepMeHTa. 3aTeM MalMeHT BO3BpallaeTcs JOMOIA,
Mo/Iy4aeT IO FOCY/JapCTBEHHOI IporpaMMe MeIMKaMeHTO3HOe
7edeHne U IPOBOJAUT 3TO JIeYeHMe TOf WIM ABa MOJ, KOHTPO-
7ieM IOKTOPOB TI0 MeCTY XUTeNnbcTBa. [lanneHTy Takxke gaeTca
IpeAmucanye, KOIja sIBUThCS HAa KOHTPONMb B (elepanbHblil
LlenTp — uepes rop uam 4epes fipa roga nedenus. Ilosromy,
ecny IpolleN TOofl, HO jiedeHMe 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, IIOC/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 KauecTBe 3aianua Munsgpasa PO, mbl
HONTYy4YMIV BO3MOXKHOCTb HAa4yaThb pPaspabOTKy IIPOrpaMMbl
VH[UBU/IYa/JIbHON IOAJEpXKUBAIOIel 3aMeCTUTEIbHOI (ep-

MeHTHOII Tepanuu. [IocKoNbKy edeHne NOXKI3HEHHOe - ITIallN-
@HTBI POAVINCD C AeULUTOM 9TOr0 (pepMeHTa, HeO0OXOLUMO
KOPPEKTUPOBATh JIedeHNe B COOTBETCTBUU C HOTPEOHOCTAMU
opranmsma. Ho 3pecb MbI CTONIKHYINCH C HEOXXUIAHHON MIPO-
671eMoit — compoTNBIeHeM (hapMaleBTUIeCKOIl GUPMBIL, Ipef-
CTaBUTEIM KOTOPOIL, He TIOTPYyXKasich B 0COOEHHOCTU MeTabo-
NM3Ma, BCIYECKU NPEMATCTBYIOT CHIDKEHUIO H03bl (hepMeHTa.
V Ha MecTax MHAYLVUPYIOT TPEBOTM M CTpaxy y IAIVIEHTOB,
OOBACHSST UM, 4TO BCe IPOO/IEMBl CBSI3aHBI C YMEHbIIEHIEM
[O3BI 3aMECTUTENIbHOI (pepMEHTHOII Tepanuu («13-3a CHIDKe-
HMA JO3BL U BCe OyaeT II0X0»). ITo - paHTacTHUeCKasA CUTY-
auys, 51 He 6bUIA K Heit roToBa. 1o cyTu fefa, 910 - IPeCcIoBy-
TBIIT Y€TIOBEIECKUIT PAKTOP.

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

Jla, Kak HM HapafjOKCaJbHO, MMEHHO 9Ta (upma Terepb
IIPOTUBOJEIICTBYET Haureil pabore. MeHSIOTCA JIORM, U3-3a
MexaHU3Ma 0OHOBJIEHVS KAJAPOB 1 IIPUXO/ST TIOAY COBEpPIIEH-
HO He OpMEHTMPOBaHHbIe, HACTPOECHHDIE TOIBKO Ha MTOJTy4eHNe
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OIIpefie/IeHHBIX JUBN/CHIOB, He IUIAHNPYs AJIUTEIbHYI0 pado-
Ty B 3TOIl KOMIIAHMM, He 3a/[HT€PECOBAaHHbIe B OTHA/IEHHOM
pesyabrate. A ¢ GONBHBIMM C HAC/IEACTBEHHOI MATONOTMEN
TaK HeJb3s. DT MAlMeHThbl CONPOBOXKAAIOT Bpayua BCIO )KI3Hb,
OHM HMKYJa OT Hac He yxopAT. Ecim Bce xopomro, Mbl UX He
BYUAUM. MBI K 3TOMY NpuUBBIKIN. Ho KOT/la y HUX HauMHAIOTCSA
po6eMsl, 9T TPo6IeMBbl BeIarTcst Ha Hac. [ToaToMy Ml 3a-
MHTEPeCOBaHbI, YTOOBI Y 9TUX GOIBHBIX ObIIO Mo MpobieM.
ITockonbKy y Hac ecTb ellje MHOTO IPYTMX MALME€HTOB C APYTH-
My npobremaMu. Mbl BBIBOAVM MAIeHTOB ¢ 60mesHbio Tomre
K COCTOSIHMIO, KOT/Ia MIX MO>KHO Ha3BaTb 3JOPOBBIMU JIOJbMU
TOJIBKO C OPyruM obMeHOM BemtecTB. IloaTomy 3apgadn, KOTo-
pble MBI UMeNN AeCATb jeT Hasaf KapAVHa/IbHO OTIMYATCS
OT TeX 3afia4, KOTOpble Mbl MMeeM ceityac. [ToaTomy Ha Bompoc
KaK BBI JOCTUITIN 3TV Pe3y/IbTAThl, HE COBCEM MOKHO OTBETUTD
KOppeKTHO. MbI monyuman (aHTaCTUYeCKYI0 BO3MOXKHOCTD
6O/IBHBIX TTIOfiENl CAeaTh 340POBBIMI. JTO [/IS Bpada OrPOM-
Has PeIKOCTb. XUPYPIU 9TO BUJAT — OHU Y ATN/IM AllIEHMKC
UJIA ellle YTO-TO, ¥ C YLOBO/IbCTBIEM OTITYCTV/IN 3JJ0POBOTO Ye-
noBeka. Hawr peaynprar — 10-71eTHNMIT ONIBIT IpUMeHeHuA dep-
MEHTHOII 3aMeCTUTEIbHOI Teparineit, 6e3 KOTOPOIl Mbl HITYETO
ObI He CMOIJIN Ce/ATh.

B Hamy opraHmsamuio o6pamialoTcsA pas3nudHble IIa-
muentol ¢ P3. Hago cka3arp, 4TO mpoOneMpl MaljleHTOB
C pasHBIMM pegKuMH 3a00leBaHNAMN, O04eHb cxoxu. Kak
BbI MO)XeTe IPOKOMMEHTHPOBATh OOLIYI0O CUTYAIIUIIO C AV-
arHOCTUKOII, TedeHueM U peabuinTanueil nanueHTos ¢ P3
B Poccun B HacTroamee Bpemsa? Uro yganoch pemmnrp, Kakue
npo6neMsl CymecTBYIOT ceropHa? Kak mx Mo>kxHO pemntn?

ITO CIOXKHBI BOIpoC. 3aHMMasiAchb Oonme3Hbio lolne, Mbl
mpuobpenu OIbIT, 6asy, IpefcTaBlIeHne O TOM, KaK Hafio op-
TaHI30BbIBATH JIeYeHe 9Tol 6onesHn. Ha cerogHAMHMII TeHDb
6onesup Tome — Mozenb He TONMBKO 3G (HEKTMBHOCTU IpUMe-
HEeHIs 3aMeCTUTENbHON (PEPMEHTHON Tepanuu y GONbHBIX C
HAC/Ie[ICTBEHHBIMU (PEPMEHTONATUAMM, HO ¥ MOJeNb OPraHu-
3alMM MeVIMHCKOM ITOMOIY HalMeHTaM C PYTUMU PefKi-
Mmu 3aboneBaHusaMu. Te ke mpobnemsl, KoTopble 6611 B 2007
roay ¢ 6onesHbio [olre, MbI UCIIBITBIBAEM ceildac ¢ 6OIe3HDBIO
®abpu. Ito 3aboneBaHMe CBA3AHO C AedeKTOM pyroro dep-
MEHTa ¥ OTHOCUTCS K TOI1 JKe TpyIe 6ojie3Hell HaKOIICHU.
CoBepllleHHO Apyrye KIMHNYeCKue IpOsABIeHNUA, HO CYThb 3a-
K/II0YAeTCs1 B TOM, YTO TOXKe paspaboTaH (epMeHT Il 3aMe-
CTUTEIbHOI Tepanni, IpaBfia JieueHye IpecaefyeT HeCKOIbKO
npyrue rem. Ho Te sxe camble Ipo61eMbl BOSHUKAIOT — 9Ta 60-
JIe3Hb He BXOJUT B TOCYJapCTBEHHYIO IIPOrpaMMy, a J1edeHue
KpaitHe pmoporocrosiiee. IIposBieHus 3aboneBaHMs OYEHb
pasHOOOpasHbL. B 3aBMCHMOCTH OT TOTO KaKOI OpraH HOpaXKeH
MAlVIeHThl IONAfjaloT K PAasHBIM CIeLMaNINCcTaM: HeBpOJIOraM,
HedpororaM, KapauonoraM. Kak mpasuio, 9Ty ClenuaancTsl
IpefIIChIBAET JIeIeH e [I0 CBOeMY 3a00/IeBaHIIO, APYTHUe KIIU-
HUYeCKMe IPOsIBIeHNsI 60/Ie3HN OCTAIOTCs 6e3 BHUMAaHMA.

OcHoBHas 1mpobeMa OfjHa — JOPOrocTosAiiee jpedenue. V
celfyac MHOTME XOTAT 3TUM 3aHMMATbCS, HO He paclloaraiT
JOCTAQTOYHBIM OIBITOM ¥ OTHOCSTCS MOBEPXHOCTHO, YTOOBI
TOJIbKO Ha3HA4YUTDb jedeHne. K coxxaneHuio, 3a Ha3HaYeHMEM
[OPOTOCTOSIIIETO JIeYeHUs] He CIIefyeT MOHUTOPUHT 3ddex-
TUBHOCTH JIEYEHMs, Y CIIEIMANNICTOB HET KpUTEpUeB OLeHKNU
a¢ppextuBHOCTU NedeHus1. Bot mst 6onesnn Tome kpurepun
UMEIOTCA: pasMep cCe/le3eHKM, M3MEeHeHMs B aHalnus3e Kpo-
Bu. [lyis1 6onbHBIX 60se3ubio Pabpy Takye U3MeHEHMsI OYeHb
TPYAHO BBIAB/ATH. V paspaboTaTh 9TH mapaMeTphl KOHTPOJIS
3¢ eKTUBHOCTU U CIEAUTD 34 3TUM — 3TO OUYEeHb BaXKHAsS 3a-
mada. VHaue Mbl laeM JIe4eHUe, He VIMesA er0o pe3y/lbTaToB. A
eC/IM MAIYeHT TI0Iy4yaeT JieueHMe, CTOMMOCTb KOTOPOTO OKOJIO
OJHOTO MWIMOHA Py6yIeil B MecsAl], 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 yiedeHNe JOMKHO Ha3HAYaThCs MO aOCOMOTHBIM ITOKa-
3aHUAM, JO/DKHA OBITH YBEPEHHOCTD, UTO 9TO JIeYeHNe TaIN-
eHTY HeoOXOIMMO U JaeT pe3ynbTaThl. [alueHTs ¢ 60Ie3HbI0
®abpu HYXaTCA B 06CIeOBaHNN U HAOMIOAEHUN B BLICOKO
CIIenManM3MPOBAHHBIX (elepanbHbIX L[EHTPaX, Ifie MMeeTCs
KOMaH/ja CIIEIaICTOB, CIIOCOOHBIX OICHUBATDb TsKECTh 3a-
6oJIeBaHNA B L[e/IOM, A He CTEIIeHb ITOPaKeHNUs OJHOTO OpraHa.
W B Tex cny4asx, Korga ¢pepMeHTHast 3aMeCTUTeIbHAS Tepals
yKe He CMOXeT BOCCTAaHOBUTb YTPaueHHYI0 (YHKINIO, He0O-
XOJMMO IPUHIMATD pellleHne 06 oTMeHe nedeHus. [Ipobrema
TOPOTOCTOSAIIETO JIEYEHNA — He TONbKO MEAUIIMHCKAsdA, elle U
colManbHO-9KOHOMMYecKasas. C Moell TOYKM 3peHMs, OpraHu-
3aI[us MeIUIITHCKOI OMOIIY, KOTOPasi CJIOKMUIACh AL 6ores-
Hu lome - 9T0 onTMManbHAsA MOJENb [/ MALMEHTOB C pef-
Kumu 3aboneBaHysaMu. [Iporpamma «7 HO30/IOIUIT» OKa3aIach
OuYeHb NPABMU/IbHOJ MOJENbIO [ BCEX PEJKUX JOPOrOCTOA-
mux 3abonesannit. Mogenb 6oesnu lolre mokasbIBaeT, ecn
IpaBUIbHO OPTaHM30BaTh JIeYeHMeE, IPABUIbHO OTCIEXKUBATh
PesyIbTaThl, TO MOXHO IaTh OO/IbIIEMY KOTUYECTBY JIIOfieil JIe-
YeHMe, U HOTYIUTh KadeCTBEHHDIN pe3ybTar.

ITO0 >Ke HOPMANIbHO U Jla’kKe XOPOIIO, YTO y HAC MOABA-
FOTCsI HOBbIE IP061eMbI? 3HAYUT, MBI pa3BUBAaeMCs?

Ia, Te >xe mpobmeMsl ecTb 1 B EBpore, Tonbko EBpomna nper
Ha 5-10 et Bunepegu Hac. Ceifyac TaM OPraHU3YIOTCSA IPYIIIDI
CIIenMannuCcToB o pegkuM (opdaHHbIM) 3ab60/IeBaHUAM, pede-
peHc-1leHTpHl, Tie KOHIEHTPUPYIOTCS BpauM PasHBIX CIIEIU-
albHOCTEN, OPMEHTUPOBAHHbIE Ha JUArHOCTUKY U JIe4eHUe
penkoii matonorun. Atu LJeHTpbI MPOXOAAT CHENMANTbHYI0 9KC-
MepTU3Y U MOAAEeP>KUBAIOTCA TOCYAAPCTBOM.

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

Ham He xBaTaeT Jaxke OIpeHleleHMsA, YTO Takoe pede-
peHc-1leHTp 1 YeM OH 10/IKeH 3aHMMATbCS, KTO TAKOM «CIIeIn-
TNCT TI0 PENKUM 3a00/IEBAaHUAM» WIN «9KCIEPT», KTO MMeeT
IIpaBO Ha3HAYaTh I0POrocroAlee 1eyenne. Kro gomken onpe-
HeNATh JOTALVIO, pa3MepoM B 1 MyIH py6iiell, Ha edeHne ma-
[VIeHTa C peAKNM 3a60/IeBaHNEeM — YIaCTKOBBII TePAIeBT WL
Bpa4-TeHeTNK, KOTOPBIl B COOTBETCTBUM C IIOJTy4€HHBIM 00-
pa3oBaHMEM JO/DKEH CIeLMAIN3MPOBAThCA HA AIMATHOCTUKE U
MeJIMKO-TeHeTMIeCKOM KOHCY/IbTHpoBaHuyu. HasepHoe, 310 -
neno MuHucrepcTBa 3gpaBooxpanenu. Ho, Bce Tak 3aBajieHbl
paboToii, 4TO, IIO-BUAMMOMY, TOIBKO HMAIMEHTCKIIE€ OpPraHu3a-
LY MOTYT IIOJHSTH 9TU BOIIPOCH U MHULIMMPOBATD pa3pabor-
KY COOTBETCTBYIOUIVX PEITTAMEHTOB I [JOKyMEHTOB.

A panble nepexoiuTh K CIefyolleMy BOIPOCY — Tocyaap-
CTBEHHOII CHCTeMe JIeYeH s PefKuX 3ab60meBaumit, 3 QexTus-
HOCTDb KOTOPOTO JjoKa3aHa. JJo/kHa OBITh HajTa)kKeHa Ta caMas
MapuIpyTH3anys O60NbHBIX: Ifje CTABUTCSA JYArHo3, Ie OH IOJ-
TBEPXK/IaeTCs, ITe Ha3HAYaeTCsA U KOHTPONMPYETCS 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 Ha3Hada-
IOT JIeYEeHMeE, a JIeHeT HeT. Bce paBHO 3alpallnBarOTCA JOTALUM
TOCYHapCTBa, TO eCTh 3TO BCE PaBHO (efiepanbHble IeHbIN, HO
UX CJIOKHee KOHTpompoBaTh. C Moeil TOUKM 3peHus, KpaiiHe
TOpOrocTosllee Ie4eHNe BCe-TaKM JO/DKHO UATY 1107, KOHTPO-
JIeM TOCYIapCTBa, IO MpUMepy «7 Ho30/moruii». B aTom cnydae
3aTpaThl Ha 3aKyIIKY JIEKaPCTBEHHBIX IIPENapaToOB MOXKHO CHI-
3UTb ¥ IPOKOHTPONMPOBATh. DTO ONTUMAJIbHBIN BApUaHT ellle
U IIO TOMY, YTO 9KCIIEPTHOE COOOIIECTBO MOXKET KOHTPOINPO-
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BaTb 9Q(eKTUBHOCTD JIeYeH: MIAIEHTDI IIOYYaI0T TedeHue
Ha MECTax, HO Pa3 B TOJ; IPOBOAMUTCA HE3aBMCUMAs 9KCIIEPTHAA
OlleHKa KayeCcTBa MeJVIIMHCKO MTOMOIIH.

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

B mae 2012 r. mo npukasy Ienepanpnoro JJupexropa, aka-
memuka Capyenko B.I, B leMaTonornyeckoM Hay4HOM IIeHTpe
ObITIO CO3[]aHO HAyYHO-K/IMHNYECKOe OTfe/NeHre OpdaHHBIX
3a60jIeBaHMIT, KOTOPOE PACCYUTAHO HA 25 Creuanmn3upoBaH-
HBIX KO€K J/Is1 B3pPOCTIBbIX. B KPYT «HAIIMX MHTEPECOB» BXOIAT
NM30COMHBIe 6O0NIe3HM HAKOIUIEHUS, MpexJe Bcero 60nesHb
Tomre, 6onesup Pabpu, Apyrue pefkue HACTIE[CTBEHHbIE Me-
tabonmuyeckue 3aboneBaHMA (reMOXpOMaTo3bl, Iopdupun),
HaC/IeICTBEHHBIE U IPUOOpeTeHHbIe TeMONMUTIYECKIE AaHEMI,
B TOM YNCJIe TaJacCceMMs, TApOKCU3ManbHasA HOYHAsS TeMOITIO-
OMHYpMs, ayTOMMMYHHBIE TeMOTUTUYECKIe aHEMUN, @ TakKe
Ipyrue penkue saboneBaHMs BOBJIEKAoLINe KI€TKU KPOBET-
BOPHOJI CMCTeMBI: IMCTUOLMTO3BI, MACTOI[UTO3bI, MIMMYHHBIE
uTONeHNN. JJOBOIBHO OONMBINYI0 YacTh HAIIMX INAIVIEHTOB
COCTaB/ISAIOT GO/bHBIE C TPOMOO3aMU IOPTATBHON CUCTEMBI
¥ BHEIeYeHOYHOI MOPTa/NbHOI TUIEepPTeH3MeN. DTU MaIieH-
Thl OKa3a/JMCh MEXJY TemaToloraMy, KOTOpble 3aHMMAIOTCS
LMppO3aMN Te€YeHM, U TOPTA/JbHBIMU XMPYPraMiu, KOTOpbIe
YMET OCTAaHOBMUTb O KETy[JOYHO-KMIIEYHOE KPOBOTEYEHINE,
CBOJICTBEHHOE 3TUM OO/IBHBIM, HO He 3aHMMAIOTCS TepalleB-
TUYEeCKUMIU IIpobieMamu 3Toro coctostums. Kyma Takmx mann-
eHToB? Y Hac 06pa3oBasoOCh OKOIO ABYXCOT OOIBHBIX C TAKUM
IVIaTHO30M, M3 HUX TOJIBKO 9aCTh MMEET XPOHMYIECKOE MMETIO-
nponudepatnBHoe 3abojeBaHMe, T.e. 3a00Te€BaHME CUCTEMBI
KpOBI.

MpblI ¢ BaMHI KaK-TO 00CY>K[ani BO3MOKHOCTb JI€4eHNA
MALVIEHTOB ¢ KOCTHOI IAaTO/IOIMel, TaK KaK Y BaC HAKOIUIEH
00/IBIIOI ONBIT IIOMOIIM MAIMEHTaM C HapyLIeHHeM KOCT-
HO-CYCTaBHOJI CCTEMBI.

Jla, B3pOC/IBIM IALMEHTAaM C YCTOSBIIMMMUCS fAedeKTaMu
KOCTHOIl CHCTeMBl HECOMHEHHO Tpebyerca KBamuduiupo-
BaHHas OpTolefuYecKas MoMoulb. [la, BO3SMOXXHO IIPOBeleHME
JledeH s, HAllpAaBJIEeHHOTO Ha YKpeIUIeHue KOCTell, HalpuMep,
6udpochonaramu. MoXXHO BBIABIATD y 9TUX IALMEHTOB pac-
CTPOIICTBA, KOTOpPble MOTYT IPUBOAUTD K HAPYLUIEHMIO MeTa-
6onmsMa KOCTHON TKaHU. MBI aT0 Bce MokeM. Ho MBI cTONI-
KHY/IUCD C KOJIOCCA/IbHON MPO6/IeMOil — MallMeHThl HYXX/JAI0TCs
B peabMINMTAIIOHHBIX MEPONPUATHAX, @ Y HAC JIisi 9TOr0, K
COXKaJIeHMIO, TIPAaKTUYeCKN HeT 6a3bl. Y Hac ecThb HeOObIIOlN
(UBKYIBTYPHBIT 331 M OFUMH METOAVCT AJIs IALMEHTOB C re-
Moduyeil, HO MOIIHOCTI 9TOTO 3ajia, ero 0OopynoBaHue, U
HepPCOHAJI, He JOCTATOYHBI /IS TOTO, YTOOBI PelaTh Mpo6IeMbl
MHalJIeHTOB C TAaKOW CJ0XXHOW IIaTOJIOTMeN, KaKOW SBJISETCH,
HaIlpuMep, HeCOBepLICHHBII ocTeoreHes. IIpo6nema peabum-
TallMM SABJIAETCA Ha CETOJHS «HEIONHATON LenHoi». Takxe,
KaK HeT LEHTPOB /I B3POC/IBIX C IPy6Oil HEBPOIOTMIECKOI
HaTOJIOTHEll, Y KOTOPBIX COCTOATIOCh HEOOPAaTIMOe ITOpasKeH!e
LIeHTPaJIbHOJ HEPBHOI CUCTEMBI C HEIIOIPaBUMBIMM MOCTIEN-
cTBUsAMM (fleMeHINs), U 3TV HeleecIoCOOHbIe, TOPOIT COL-
a7IbHO OIIACHBIE, IALIMEHThI OCTAIOTCA Ha IIONEYEHUM CBOMX
POACTBEHHUKOB. boTbHOMY MBI y>Ke He MO>KeM ITOMOYb, HO Mbl
TOJDKHBI IIOZYMaTh O €r0 POAMTENAX WINM SPYTUX YIeHaX ce-
MbM, U3MY4YeHHBIX cuTyanueil. Hy)xHo cospaBarb Takue LieH-
TPbI, KyAa MOXXHO IIOMEIaTh TaKuX OOIBHBIX ¥ OCBOOOX/AATh
€r0 POJCTBEHHMKOB OT 9TOTO HEBEPOATHO TAXKETIOIO IPysa.

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

CrapIInii Hay4HbIi COTPYJHUK, HAyYHO-KJIHU-
HUYECKOro otzena MykoBcunugosa OI'BHY
«MeauKO-TeHeTUYEeCKU HaYHbBII IeHTpP»;
K.M.H., Bpad-nieauatp Poccuiickoro meHTpa
MyxkoBucunuzosa

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

YT pelieHN:A Npo6ieM, BO3HUKAIOUINX y NAIVIEHTOB
C MYKOBUCITUI030M
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 pobnemoit. Panb-
e 370 OblIa TpobrieMa MefMAaTpPOB, B HACTOsAIIEe BpeMs Bce
60sbllIee YMCTIO CIIENMANNCTOB PAa3HOTO IPOQUIIsi BOBIEKAETCs
B ee pemenne. Ecmu B 50-rogax 6onee 60% 6ombHbIx MB ymu-
pajo B Bospacte fo 1 ropa, To B HacTosee BpeMs 6omee 50%
Habmrofaembix B CIIIA 6onpHbix MB crapiue 18 net [1]. Ilo gaH-
HbpIM J.Dodge [2] mporHoctuyeckas BbDKMBAEMOCTb OONBHBIX,
POXJIEHHBIX IT0 HEOHATAIbHOMY CKPMHMHTY 50 JIeT 1 cTapie.

C 2011 rogpa creumanuctamu Poccuiickoro perckoro (Hayd-
HO-KIMHNYECKOTro oThena Mmykopucyuposa PTEHY Menuko-re-
HETHMYEeCKOTO HAYIHOTO LIeHTPa) U B3POC/IOro (1aboparopust My-
kosucuyposza ®I'bHY HUN nynsmononormn ®PMBA Poccun)
LIEHTPOB MYKOBUCI[I1032a GBI CO3[jaH 1 MHTETPUPOBaH B EBpo-
NeNCKNI, perucTp nauueHToB. Ilo maHHBIM aHanMM3a perucrTpa
3a 2014 ropn, MeaMHA BBDKMBAEMOCTY MOCKOBCKMX ITalliEHTOB
cocTasunia 39,7 JIeT, YTO COOTBETCTBYET BelYIUM eBPOIelCKIM
U aMepUKaHCKuM LeHTpaM. K coxanenuio, obiye faHHbIE 110
BBDKMBAEMOCTU POCCUIICKUX MAIL[M€HTOB B CTpaHe HU3KUE, YTO
00YCIOBIEHO PAKOM VIMEIOIUXCS IPobiIeM.

PacnpocrpanenHocts MB BapbupyeT B 3aBUCKMOCTH OT HO-
nynaguu. B 6onpmmnacTBe crpal EBponsl u CeBepHoit AMepu-
k. MB ona xone6nercst ot 1:2000 g0 1:5000 HOBOPOXKI€HHBIX.
PacyeTHble maHHDBIE, IOTyYeHHbIE B MenNKO-TeHeTIeCKOM Ha-
Y4YHOM LieHTpe 1 B MuH3gpaBconpaspnutusa PO (HeoHaTa bHBII
CKPMHIHT), CBUIETENbCTBYIOT 0 6ojee Hu3Koit yacrore MB B
Poccun - 1:8000-12000 HOBOPOXIEHHBIX. 3HAYUTEIbHBIN TIPO-
rpecc B yaydlileHnu nomorin 6ombHbIM MB nosiBusics 6marogaps
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OpraHu3alMy CIeNUaIu3MpPOBaHHBIX LIEHTPOB: Poccmiickoro
merckoro (mara opraHmsanuu - 1990r), Bapocnoro (opraHuso-
BaH B 1992r) 11 pernoHaIbHBIX IEHTPOB II0 JUATHOCTHUKE (B TOM
4MCTIe MPeHATA/IbHOIL), IEYeHNUIO U peabyInTannu 6ObHBIX MY-
xoBucupo3oM. C 2006 T MyKOBUCLIM03 BK/IIOYEH B IPOTpPaMMy
HEOHATa/IbHOTO CKPMHMHTA (TIpMKa3 MMH3IPaBCOLPasBUTUA
Poccum ot 22 mapra 2006 . N 185 "O maccoBoM 06c/efoBaHUY
HOBOPOXKIEHHBIX JIeTell Ha HAC/e/ICTBEHHBbIE 3a00/NeBaHVIA»).
PaspaboTaHbl cTaHapThHI JIe4eHNs 1 HAO/IOfieHA NaLMeHTOB C
MB. O6ecnieuenne 601pHbIX MB nexkapcTBeHHBIMY IIpenapaTa-
MU OCYLIeCTBJIAETCS IO IIporpaMMe «7 HO30j0rui» no Pacmno-
pspxenno [Tpasurenscrsa PO (ot 2 ok-1s26pst 20071. Ne 1328-p),
KOTOpasi, B HACTOsALIee BpeMs NPeJyCMaTPUBAET, K COXKa/IeHNIO,
TOJIKO OIMH IIpeIapaT — JOpHa3a aabda, OCTa/NIbHBIX Ipelapa-
TBI 0A3MCHOII Tepamnnu 3aKyIaloTCsl U3 CPEACTB PerrOHaIbHBIX
6r0m>xeToB ((hepMeHTHI, MHTAMTALMOHHbIE [IPenaparsl, aHTHOAK-
TepuabHbIe TeKapCTBEHHbIe CpefcTBa 1 Ap.) [3].

Ha aktuBHOM amcnaHcepHOM HabmiofeHnu B Poccuitckom
IeTCKOM ¥ B3POCTIOM LIeHTPaX, BBIIOIHAIIINX POIb MeXpe-
I'MOHAIbHbBIX, HaXomuTcsa 0Komo 900 60mpHbIX MB, 13 Hux 44%
crapure 18 jeT. B meHTpe anpoOupyoTcsa U yCIeUHO IpyMeHs-
I0TCA HOBeJIIne MefMIMHCKIEe Iperaparbl, COBpeMEHHbIe Jie-
4eOHO-peabVINTALIIOHHbIE PEXUMBI U TeXHOIOTUM, KOTOpbIe
[103BOJISIIOT TIOAAB/ISIONIEMY OOJIBIINHCTBY GO/IBHBIX BECTH IIOTI-
HOLIeHHBIIT 06pa3 >xm3uu. OZHAKO CYILIECTBYIOLIE IPO6IeMbI
3aYaCTYI0 MPEISATCTBYIOT 3P PEeKTUBHOI AMATHOCTUKe, HAOMIO-
[eHNUIO U JIeYeHNIO TAKNUX MAINeHTOB. Bce mpo6/eMbl ge/siTcst Ha
Tpu GOBIIINE TPYIIIBI — IPOOIEMBbI JMATHOCTUKMY, IEKAPCTBEH-
HOTO 00eCIIeueHNs U OPTaHU3aL MU KOMAH/IbI Bpadell 1 yCTIOBMIt
IUIs OKasaHuUsA MpogeCcCUOHANbHOM MEAMIIMHCKOI TIOMOIIHL.

IIpo6neMbl B AMarHOCTNKE MyKOBUCIIMA03a

HeonatanbHbIi CKPMHUHL.

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

I. ITpo6nemsr npu guarHocTuke MB nmo HeoHaTanbHOMY
CKPMHIHTY

1. Otkas popguteneil OT MpoBeleHNs HOOOCIeOBaHUA pe-
OeHKa, IpU HOJIOXKNUTETbHBIX JAHHBIX HEOHATAIbHOTO CKPMHUHTA.
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Tabnuna 1. 9Tanbl HEOHATAIBHOIO CKPMHUHTA B PO

I9TAIl | Ha 3-4 nenb y foHOIIeHHOTO (7-8 — y HeIOHOIIEH-
Horo) ompenenerre VIPT 1 B BbICyIIeHHOI KaIuie
KpOBU

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

III STAII | IIpn nonoxxnrensroM pesynsrate VIPT 2 (6omee 40
HI/MJI) - IOTOBaA poba

IV OTAII | IIpu morpaHMYHOM pe3y/IbTaTe IIOTOBOI IIPOODI
- IHK-mnaraoctuka

2. He cobnropieHne CpOKOB U TeXHUKMU IPOBEfCHUs HEOHa-
Ta/IbHOT'O CKPMHNTA.

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

4 He BepHas MHTepHpeTalys JAHHBIX CKPMHUHTA, B CBA3M
¢ pesynpraramu JJTHK guarnoctuxu. Baxxno, 4o He o6Hapyske-
Hye mytanmit npu crangaprroit JHK-auarnoctuxe HE paer
MIPaBO VMCK/IIOYNTD Y MaljieHTa MyKOBUCLMTO3.

5. ITposenenne poporocrosmeit npouenypsl JHK-gnaruo-
CTUKM 32 CUET CPEACTB CEMbM MaleHTa

II. HapymeHue TeXHUKY IPOBeeHs IIOTOBOI POOBI

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

ITI. JnarHOCTHKA IpyNI pUCKA

B cBsA3M ¢ pacmmpeHneM 3HaHMI O MYKOBUCLIMJ03€, CIIEIIN-
aNMCThHl LEHTPOB MYKOBMCIMJ03a CTalM BBIABIATH MAIMEHTOB
C MATKMM JWIM MOHOCKMMIITOMHBIM TedeHMeM 3abo/neBaHUsA, a
TaKXKe AVArHOCTVPOBATh 3a00/eBaHMe Y B3POCIBIX OOJIbHBIX.
ITockonbKy ImposABIeHN MYKOBJCII/I032 MHOTOTPAHHBI, TaKue
HALMeHThl MOIYT JUIMTENbHOE BpeMs HabIofaTbCs BpadaMu
PasnMYHBIX CIeLMaZbHOCTeN C APYyrMMM AMarHosamu. Kpaii-
He Ba)KHa MHPOPMUPOBAHHOCTD CIIEIVA/INMCTOB «Ha MeCTax» O
TPYIIIAX PUCKa MOMJIEKAIIMX JUATHOCTUKE Ha MYKOBMCLUZO3
(cuHEpoM ManmbabcopOIM, IONUI03, MEKOHUATBbHBIN WIIEYC,
OPOHXO09KTA3bI, CAXAPHBIIL [UA0ET Y IAIIEHTOB ¢ OPOHXOJIET04-
HBIMU 3a00JIeBaHUAMMY, LVPPO3 MeUEHN, U TH).

ITyTu pentenns npo6eM ¢ fUarHOCTMKOI MYKOBUCIIUE032

1. VindpopmupoBanue o 3ab60/meBaHMy Bpadeil U CIeLan-
CTOB CpE[JHETO 3BE€Ha IONMKINHMUK, IYIbMOHOJIOIOB, TacTpPO-
SHTEPOJIOTOB, PENpPOJYKTO/IOr0B, I€NaTOJ0r0B, TPAHCIIAHTO-
JI0-TOB, OTOPMHONIAPVHTONOT0B O BO3MOXXHBIX I'PYIINIaxX pUCKa 1
aJITOpUTMe JUATHOCTUKY 3a007e-BaHMs.

2. O6yueHue Bpadeil LleHTpoB MB miu oxaspIBaloux Io-
Mo1b 601bHBIM MB Ha crierjua- TusypOBaHHBIX I[UK/IAX .

3. BBepeHne B 00s3aTeNbHYI0 MPOTPaMMY aKKpeaMTaLuu
Bpavell CIenyuaau3upOBAHHBIX IIEHTPOB HEOHATaJbHOM [ua-
THOCTUKY CepTU(UKAINY 1T0 HEOHATaTbHOMY CKPUHMHTY U JiM-
arHOCTMKe MYKOBMCILI/{03a Ha 6a3e HayYHO-K/IMHIYECKOTO OT-
menma mykoBucuuposa ®I'BHY «MTI'HII» (Poccmitckoro meHTpa
MYKOBJCLIVO03).

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

5. Heobxopnmo ¢uHancupoBaHue us demepaabHOro OI0f-
JKeTa 3aKyIKyY O0OpYAOBaHMS M PacXOQHBIX MaTepManoB I
NIPOBEZIeHM:I ITOTOBBIX TE€CTOB JIETAM C TUMIEPTPUIICHOTEHEMMU-
eli, BBIABJIEHHBIM II0 IPOTPaMMe HEOHATa/JIbHOTO CKPMHMHTA, a
TaK>Ke OpraHM3anysA CBOEBPEMEHHOI 3aKyIKM PacXOJHbIX Ma-
TepUasoB /Il HEOHATAIbHOTO CKPVMHIHTA.
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6. VInpopmupoBaHme HaceIeHNst O HEOOXOAMMOCTH IIPOBe-
TeHM HeOHATaJbHOTO CKPMHJMHTA HOBOPOXKIEHHBIM AETAM U
IIPY TTOTIO>KUTENbHBIX Pe3y/IbTaTaX, BaXHOCTU CBOEBPEMEHHOIO
Too6Ce0BaHNA B YCIOBUAX CIIEI[ATN3MPOBAHHBIX LIEHTPOB.

7. CHenyamicThl, 3aHMMAIOIMecs JMarHocTukoi MB fomx-
HBI YYUTHIBATD, YTO He BBIABJIEHVE MYTaLMil IIPY CTaHJAPTHON
JHK-nmarsocTike He MOXXET ABJIATbCA OCHOBaHUEM JJIA VIC-
K/TIOYeHsT 3a00/IeBaHs Y AL[eHTa.

8. IIposenenne JHK-I1arHoCTKM y BBIAB/IEHHBIX 110 CKPU-
HYHTY WIM KIMHIYEeCKOl KapTuHe NAIJIeHTOB 3a CYeT CPefiCTB
peruoHanbHOro OomXKera, Tak Kak cBoeBpeMenHas JHK nma-
THOCTHMKA IIO3BOMUT 6oree 3¢h(peKTUBHO MPOBOAUTD MATOTEHe-
TUYeCKOe JIedeHNne Mal[IeHTOB, MHPOPMUPOBATb POFUTENEN 1
POICTBEHHVKOB ITALIMEHTa O PYICKe IIOBTOPHOTO POXKIEHUA pe-
6enka ¢ MB, 4to nosBossier npoduaakTuposars 3aboeBaHme.

IIpo6iembl mepekpecTHOr0 MHPUIMPOBAHA NALMEHTOB

3a mocmenuue 20 JieT Teopus IEPEKPECTHOTO MHPUIMPO-
BaHUs cpenu 60mpHbIX MB Obia fokasana [4] Hambomnee pac-
IPOCTPaHEHHBIMI BO30OYANUTENAMY 3a00IeBaHUIT AbIXAaTeIbHBIX
nyrteit npu MB sBnstorcs: Staphilococcus aureus, Haemophilus
influenzae, Pseudomonas aeruginosa. Bce 6onbinee 3Haue-
HIle, B IIOC/IefHee BpeMs, npuobperator Burkholderia cepacia,
Stenotrophomonas maltophilia, Achromobacter xylosoxidans,
Aspergillus spp., HeryOepkynesusie muxobaxrepun (HTMB),
rpu6er, MRSA. TlanueHTsl ¢ MyKOBMCIMIO30M (faXke ¢ arpec-
CUBHOIT MMKPO(IOPOIE) He OIACHBI I OKPYXXAIOIINX, HO 5B-
JIAIOTCS ICTOYHMKOM MHGeKINH APYT M fpyra. V3-3a skoHO-
MIYECKOIl COCTaBIALIell 1 cylecTByoomux tapudpos OMC,
pacrpocTpaHeHHble B MUPOBOJ IIPAKTHKe CTaHAApPThI aMOy-
JIATOPHOTO HAOJIIOfeHMA U JOMAIIHEero CTalMOHapa JyId Ialy-
eHTOB ¢ MB B Poccuy He BBIIOIHAIOTCS, XOTA ABJIAIOTCA Oonlee
9KOHOMIYECKH IentecoobpasHbIMiL. [TaleHTI, BHLAB/ICHHBIE 10
HEOHATaJTbHOMY CKPMHUHTY 3a4acTyH0 TOCHUTAIU3NPYIOTCA B
CTAIMOHAP IS JOOOC/IeTOBAHSI M Ha3HAYEHNs TedeHst. Takas
IIpaKTHUKa IOf[BepraeT BLICOKOMY PUCKY IlepeKpecTHOro nHpu-
LMPOBAaHUsA HOBOPOXX[EHHOTO CEPbE3HOJ MAaTOT€HHON MUKPO-
¢$1opoit, K KOTOPOII MALMEHThI IIPEPACIIONOEHBDL.

OmnbiT 6omee yeM 20-TM 7eT cyuiecTBOBaHMs Poccmiicko-
ro neHTpa MB mosBommi mepeopreHTUpOBaTh €ro paboTy Ha
aMOynaTopHOe HaOmofeHue, o0CIefoBaHMe U JiedeHNe Ialu-
eHTOB [5], YTO NPUBENIO K 3HAUUTEIBHOMY M3MEHEHMIO COCTO-
AHNMA OOJNBHBIX, MMHUMAIM3aLMU PUCKOB MHOUINPOBAHNA
HarueHToB (aTajbHON MUKPO(IOPON 1, COOTBETCTBEHHO, K
3HAYNUTE/IbHOMY YBEINYEHUIO MeMaHbl IIPOJO/DKITETbHOCTY 1
Ka4yecTBa XM3HM OONbHBIX [6]. TeM He MeHee, IpaBuIa XKeCTKO-
TO KOHTPOJIA 32 9IMAEMUOTOTNYECKOIT 00CTaHOBKOIT B IIEHTPaX
MYKOBMCUIIN/I033, OTKa3 OT HeOOOCHOBAHHbIX TOCIINTAIN3 ATV
U IepeOpUEHTVPOBaHMe Ha aMOyIaTOpHOe HaOJIofeHMe, He
VICKJIIOYAIOT CTPOTOro COOJIONEHNs MPaBIUI IO IPOQIIaKTUKe
HepeKPeCHOro MHPUIMPOBAHNA B YCIOBUAX NONMMKIVHUKA, a
TaKKe MHPOPMUPOBAHIE POLUTENIEN O BOSMOXKHBIX PUCKAX BHE
MEIUIVHCKUX YIPeKTeHNIL.

Iyt pemennsa mpo6neM, CBA3AHHBIX C IEPEKPECTHHIM
nH}pUIIpOBaHNeM NAIIEHTOB

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

2. BHeppeHe B IPaKTMKY PErMOHA/IbHBIX IIEHTPOB aKTUB-
HOTO aMOy/IaTOPHOTO HAOMIONEHMs U IPAKTUKU [OMAIIHETO
CTaIMOHAapa.

3. Baecenne nonpaBku B PefgepanbHblil 3akoH Poccnitckoin
Qepnepanuu ot 21 Hos6ps 2011 . N 323-O3 craTtpio 34 m.2
«CrienManu3ypoBaHHasA MeIMLIMHCKAsA ITOMOIIb OKa3bIBAeTCA B
CTAL[MOHAPHBIX YCTIOBYAX M B YCIOBUAX NHEBHOTO CTAIlMIOHAPa»
CIlelMa/IM3MPOBAHHOI IIOMOIIY B aMOY/IaTOPHBIX YCTOBMAX.

4. Tlepepacuperpienienne 06EMOB MEANIIVHCKON ITOMOIIN C
PecypcoeMKON U JOPOTOCTOAILEN CTAllMIOHAPHON Ha JNOTOCIIN-
TaJIbHble CTAallMIOHapO3aMelaollyie TeXHOJIOTUM, KOTOpble SB-
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ISAI0TCST 60/Iee SKOHOMITIECKH 11e/1eCO0OPasHBIMI ¥ TO3BOJLIIOT
3HAYNTENTBHO CHUSWUTH BO3MOXXHOCTI IIEPEKPECTHOrO MHPUILN-
POBAHNS TAHHOI KaTeTOpuy OOTbHBIX.

5. BexeHne cTpororo MuKpoOMOI0TrM4ecKoro MOHIUTOPIHTA,
C y4eTOM OCOOEHHOCTENl JMATHOCTUKY MHQEeKIMil y OOTbHBIX
MYKOBVCIIMTO30M

6. ObyyeHIe CIIEIaINCTOB 1 OCHAIIeHMe TPODIUIBHBIX MI-
KpOOMOIOTN4ecKNX MabopaTopuil, TOCKOMbKY He UeHTNULIN-
POBaHHBIE [TATOTEHBI MOTYT IIPECTAB/IITH ONTACHOCTD HE TOIBKO
IS IALVIEHTOB C MYKOBUCIIUZI030M, HO U JU/Isl MIMMYHOCYIIpec-
CHBHBIX OO/BHBIX, @ TAK)Ke AJIsI MALMEHTOB C TSDKEJIO COMATH-
YECKOJI IaTOJIOTHEN.

7. Crporoe cobmofieHre IpaBuI 10 MPODUIAKTUKE Iepe-
KpECTHOTO MHOUIMPOBAHNSA MAllMEHTOB BO BCeX CIEIVaNIn3u-
POBAHHBIX IIEHTPAX M CTAI[MOHAPaX

8. Paspenenye aMOy/1aTOpHOro IpyeMa MalNeHTOB [0 BbICe-
BaeMoii ¢ope (Havao Hepenu - S.aureus, H.influenzae, ¢ ycnos-
HO-IIATOTeHHOII MMKpOQIOopoli, KoHel Hegemu - Paeruginosa,
narueHToB ¢ B.cepacia, MRSA, HTMD npuHNMaTb B OTHE/IbHBIX
MOMEILeHUAX U MPUHMMATh Mephbl MO KOHTAKTHON M3OJIALUK
IIpY TOCINUTAIN3ALUN B CTALMOHAP).

9. Vcnonb3oBaTh B CIENMaNM3VPOBAHHBIX LIEHTPAX OJHO-
pasoBble MacKM JUIA MAIVIEHTOB, 6€CKOHTAKTHBIE IUCIEHCEPhI C
aHTMOAKTepMATbHBIM CPEICTBOM Ilepefi KaOuHeTaMy, OfHOpa-
30BbI€ XA/IATHI U [IETIEHKN AJIsI OCMOTPA.

10. O6pabaTbiBaTh PyKH, IYIbCOKCHMETP, (HOHEHOCKOIL,
Ipyroe ob6opynoBaHue aHTUOAKTEPUAIBHBIM PACTBOPOM IOCTIE
0CMOTpa MAI[MeHTa, IPOBOANUTD BIAKHYIO He3MH(pEKIUIO MO-
BEpPXHOCTEl! M IPOBETPMUBATD KAOMHET IOCIIe KaXKIOTO GOIbHOTO.

11. Vcnonb3oBaTh COBpeMEHHbIE CHCTEMBI 00e33apa’kuBa-
HISA BO3JyXa B MOMEIIeHNN.

12. Ilpu uccnegoBanuy GyHKIMY BHELIHETO [BIXaHUS 0051-
3aTe/IbHBIM SIB/ISIETCSI MICIIOIb30BAHNE OJ{HOPA30BbIX aHTMOAKTE-
pUaIbHBIX (GUIBTPOB /IS CIMPOMETPA.

13. TocmuranusmpoBaTh IMAILEHTOB B WHANBU/YaIbHbIE
60Kchl, 60mbHBIM ¢ MB He paspemraeTcsi mocemjaTtb UTPOBBIE
KOMHATBI, TyaJIeThl, BAHHYIO I CTO/IOBYIO B OT/e/ICHNIL.

14. VIHrananmuonHoe o60pygoBaHNe U [bIXaTe/lbHbIe TPEHa-
YKEPBI MOTYT OBIT TOJIBKO JI/IA MHAVBYIYaTbHOTO OTb30BaHMUA.

ITpo6meMsl TeKapCTBEHHOTO 00ecnedeHus

1. Bo MHOruX permoHax obecIiedeHre eKapCTBEHHBIMU
CPeACTBaMI HaYMHAETCSI TO/IBKO II0C/Ie TOCIIUTAIN3ALUY B CTa-
LVOHAP 11 0(POPM/IEHNS NHBATIMIHOCTI

2. OTcyTcTBUE CBOEBPEMEHHOTO I afjeKBATHOTO JIede-
HUS SKUSHEYTPOXKAOWIMX MHGEeKUnil (CHHETHOMHON ITalouKIL,
MRSA, B.cepacia, HTMB u ap.)

3. 3aMeHa >KM3HEHHO Ba)KHBIX IIPEIapaToB Ha JHKEHEPUKM,
He [IPOXOAMBIINE KIVHIYECKIE MCCTIENOBAHNS U Ha [IPEIapaTsl,
[IOKa3aBIIIe CBOI Hea((PEKTUBHOCTD y HMAL[IEHTOB C MYKOBIC-
LIJ030M

ITytu pemrenns npo6naeM, CBA3aHHBIX C IEKAPCTBEHHBIM
obecneyeHnem

1. inopmupoBanue npoUIbHBIX CIELMATICTOB O HE0O-
XOAMMOCTH Ha3HAYeHN JIeKapCTBEHHOI TePalny B MaKCUMaJlb-
HO KOPOTKHe MOC/Ie TOCTaHOBKY IUarHO3a CPOKIL.

2. HasHadyeHne Tepammyu COIIACHO IIPOTOKOIAM ¥ CTaH/ap-
TaM BefleHMsI 6OTbHBIX MYKOBYCIIMIO30M

3. VICK/TIOYNTh TOCHMTAIN3ALNIO TAIMEHTOB [Isl IIPOBefe-
Hs1 06C/IeI0BaHSI ¥ IUTAHOBBIX KyPCOB BHY TPUBEHHOI I MHTa-
JSIMOHHON aHTNOAKTepUaIbHOI TEPAINIA.

4.CBoeBpemeHHOe obecriedeHne 3pPeKTUBHBIMM aHTUOAK-
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-
MY HaVIMEHOBAHMIO MALMEHTaM C MYKOBMCLU/IO30M, C YIETOM
OTCYTCTBUS ¥ GOJIBIIMHCTBA /PKEHEPVMKOB JAHHBIX O JJOKA3aHHOI
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TepaneBTMYecKoil skBuBanmeHTHOCTH (D3 or 12.04.2010 N
61-®3 (pen. ot 29.12.2015) "O6 obpaiieHnn TeKapCTBEHHBIX
cpenctB'12.3)

6. Ilpy HammumMym MeNMLUHCKUX IIOKa3aHMI (MHOVBUIY-
a/lbHasi HENepPeHOCUMOCTD, II0 JKMSHEHHBIM IIOKa3aHMIM) II0
pelIeHni0 BpaueOHO KOMUCCUY MEIUIIMHCKON OPTaHM3al[iu
OCYIIECTB/IATh BBIMUCKY JIEKAPCTBEHHBIX IIperaparoB Mo TOp-
TOBBIM HaMMEHOBaHVAM (IYHKT 3 mpunokeHnsa N1 k npukasy
Mumuspgpasa Poccun ot 20 gekabps 2012 . N 11751). YopocTuts
MpoLeAYPY NPUHATHA PelleHMit, 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 IpakiaH B Poccuii-
ckont Gepepayum»

IIpo61eMsbI cO HOATOTOBKOJ CHEIUANTNCTOB /I OKa3aHUA
nomoumu 601bHbIM MB

CormacHO MeXAYHapOAHBIM COITIACUTENTbHBIM HOKYMEHTaM
[9] mpu opraHmMsanuy CIeLVAIM3MPOBAHHBIX LIEHTPOB MYKO-
BIUCLM032 U IPOTOKOIAM BefieHNUs OONbHBIX, B K&XK/IOM LIEHTpe
HITaT COTPYJHUKOB, IOJKEH BK/II0YATh KMHE3UTepaleBTa, fye-
TOJIOTa, TICUXO0JIOTA.

Ilytu pemreHysa opraHM3anyy MOMOINM OOTBHBIM MYKO-
BUCIMI030M B CHIEI[MATM3MPOBAHHBIX IIEHTPaxX

1. OpranusoBbiBasl CIeLMaNN3MPOBaHHbIE IIEHTPBl MYKO-
BUCLIMI03a KAK CAMOCTOSATE/IbHYIO eAMHNUILY MM Ha 6ase oTxere-
Hus cranmoHapa i K1, Heo6X0oauMo CXOANTD U3 PEKOMEH-
manuit EBpomerickoro o6imectsa [9]. s 50 60mpHbIX 1 60rtee,
HEeOOXORMMO CO3/jaHMe CIeNaIN3POBAHHOTO [[eHTPa. AKIIEHT
[ie/laTh Ha OpPraHM3aLI0 aMOy/IaTOPHOI IIOMOILNL.

2. IllTaT COTPYZHUKOB LIEHTPa JO/KEH BK/IIOYATh: ITy/IbMO-
HO/ora, Bpaya (DyHKI[MOHA/IbHON [MATrHOCTMKM, KUHe3UTepa-
TIeBTA, /IUETO/IOra, IICUXO/IOTa, TACTPOIHTEPOJIOTA, JIOP — Bpada,
9H/IOKPMHOJIOTA, BaKI[MHOJIOTA, TPAHCIIAHTO/IOTA U Ap.

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

BriBoppbI:

Camvimu axmyanvHvimMu npo6remamu 0Ka3anus nomMousu
6onvnvim MB 6 Hacmosiuiee 8pemst A6AIOMC:

- Hedocmamouno a¢ppexmuervie Mermoov. OUazHoCMuKy
U HApyuleHUe NPOMOK0I08 HEOHAMANLHO20 CKPUHUHEA;

- Huskas ungopmuposaniocms cneyuanicmos o 3a6o-
JIe6 AHUL;

- Omcymcmeue obecneueHus HuU3HeHHO BANCHBIMU MeOU-
YuHCKUMU u30enuamu (UHeAnAMOPl; OblXamenvHole mpeHa-
JHepuvl; annapamuol 015 KUHe3UMePAnuu, 3HAUUMeNbHO YIIyU-
wanujue cocmosHue NAYUEHMO8 U CHUNCAIUUE 3amPambl
Ha ux gapmaxonozuueckoe obecneuenue) U ne4eOHLIM 8bICO-
KOKAZOPULIHDIM NUMAHUEM;

Jlexapcmeennoe obecneuenue nauuenmos Hesppex-
MUBHBIMU ONEHEPUKAMU U NPenapamamu, He UMEUsUMU
OAHHBIX 0 KAUHUYECKOU dPpdpexmusHocmu u 6e30nacHocmu
Y NAUUEHMO8 ¢ MYKOBUCHUOIO30M.

CBoeBpeMeHHOe pellleHne MpobieM y MAalUeHTOB C MYKO-
BUCLM/I030M II03BOIUT 3HAYUTE/NIBHO YBEIUYNUTb IPOLOIDKU-
TE/IBHOCTH U KQ4eCTBO JKM3HY OOJIBHBIX, @ TAK)KE OCYILECTBIIATH
MeTOAbl INPOGUIAKTUKY 3a00/1eBaeMOCTI B CTpaHe ¥ 3HAYN-
TE/IbHO COKPATUTD 3aTPAThl Ha JIEYeHNe U peabyINTAINIO JaH-
HOJ KaTeropuu OOIbHBIX.

IlonHasa BepcUsA CTaTbU M CIUCOK VMICIIO/Ib3yeMON TNTEpa-
TYPBbI JOCTYIIHBI B 31eKTPOHHOI BepCUH KypHa/a IO afpecy
Ha caiiTe: www.raremagazine.ru
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MHEHWE OKCITEPTA

TOCTYIIHOCTBD ITPEITIAPATOB /LI
JIEYEHU S PEAKUX 3ABOJIEBAHVI

KOMIUIEKCHBIIT AHAJINM3 3AKOHOJATEJBCTBA, HOPMATHUBHBIX
ITOJIOXKEHUWI U ITOJIMTUK B 35 CTPAHAX

w,

1. YHugepcumem OxkneHda, 2. Oknend, Hosas 3enandus, 2. Pakynbmem seKkapcmeeHHblX cpedcme 0 HaceseHus, MeduyuHckas wkona

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

eKapCTBEHHBIE CPeICTBA LA JIeYeHNsl PelKuX 3abo/eBaHmil

- IIPeACTaB/IAT cO00il Tperaparsl WM BaKIMHbL, IpegHa-

3HaYeHHBle NI JICYeHUs, MPeJOTBPAIeHNA WIN JAUarHo-
CTHKM pefkux 3aboneBaHmit. B uncio peaxnx 3a60/ieBaHNil BXOZAT
reHeTndeckre 3aboneBaHus1, penkue GOpMbl paka, MHQEKIMOHHbIE
Tpomdeckye 3a60/IeBaHNs 1 lereHepaTBHble 3a601eBaHws1. B xoze
HeJJaBHEro CUCTeMAaTUYeCKOro aHanmsa [5] pe3y/IbraToB MCCIIeHoBa-
HIIsI CTOMMOCTH JIedeH st 3abomeBaHmit Ha mpumepe 10 perkux 3abo-
JleBaHMI1 ObUI HalIJleH TONbKO OIPaHIMYeHHBbI 00beM OIyOIMKOBaH-
Hoit nHpopMauuu [5]. JocTymHOCTb MHpOpManum 0 3a60/IeBaHNIAX
BapbUPYETCs OT HY/IEBOTO 10 HU3KOTO ypoBHsL. [Ipy aTOM pacyeTHas
o61mast CTOMMOCTb 3a00/IeBaHMs TAKXKe CYIIECTBEHHO BapbUpPyeTcs
TI0 Pe3yIbTaTaM JICCIIeJOBaHMIL, TPOBEIeHHBIX B Pa3/IIIHBIX CTPaHaX
(HampuMep, CTOMMOCTD JIedeHNA MYKOBMCLIU/I03a B TeUeHe SKU3HN
nanuenTa B lepmanum cocrasuno 858 604 ebpo Ha manuenTa B 2007
ropy, B 0 Bpemsi Kak B CIIIA B 2006 rony 6bU1a IosrydeHa cymma B 1
907 384 espo [5].

JIOCTYIHOCTB TeKapCTBEHHBIX CPEMICTB MMeeT GOTIbIIOe 3HAYeHIE
ISt CHYDKEHMsT 3a00/1eBaeMOCTI ¥ CMEPTHOCTH OT PeAKIX 3abo/ieBa-
Huit. Hanpumep, 10 HeaBHETr0 HPOLUIOro NupeHnion (JIerouHbIi
TPAHCIUIAHTAT) ObUI eIMHCTBEHHBIM BapMaHTOM JIeYeHNUS I IIa-
LIVIEHTOB, CTPAJAIOLINX OT WAMOIATIYIECKOrO JIErOYHOro ¢gpumbposa,
KOTOPBIII SIB/ISIETCSL PenKnM 3aboreBanmeM ¢ 50% IIaHCOM BBDKVBA-
H1A B TedeHre 3 jeT [6]. HecMoTpst Ha He06XOAMMOCTD 1 BaXKHOCTD
TOCTYITHOCTH JIEKapCTBEHHBIX CPECTB JIsI JIeYeHVsI PefKUX 3abote-
BaHUIT, HAO/MIOfjAeTCsT HEXBATKA VIMEIOIIVXCSl METONOB JIeYeHNUs Pefi-
KUX 3a0071eBaHuil. MeHee OHOTO 13 HeCSTH MALMEHTOB C PEeIKUMU
3a00/1eBaHISIMY TIOZIy4aeT CrelnanpHoe aedenne [7]. IIporecc pas-
PaboTKM TeKapCTB LA PeIKIUX 3a00/IeBaHNUIT YaCTO 3aTPy/IHEH Hello-
MEpHBIMI 3aTpaTaMl, CBA3AaHHBIMM C MHBECTUPOBAHNEM CPEICTB B
CO3JaHMe OPUTMHAIBHOTO (hapMalieBTMYECKOro Iperapara ¢ HU3KON
HOTEHIMAIbHOI MPUOBIIBHOCTBIO, YUUThIBAsA HeOONbIIOE KOJmye-
CTBO TIALIMEHTOB, CTPAJAIOILINX OT PefiKUX 3aboeBaHmii. B coorset-
CTBMM C OCHOBHBIMI IIpaBaMli Ye/lOBeKa ITAIMEHThI C PEIKUMMU 3a-
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6o7eBaHUAMN MIMEIOT TaKue JKe IIPaBa Ha JIeKapCTBEHHBIE CPEfICTBA,
KakK U Ipyrue MalyeHThl ¢ 60oiee pacpoCcTpaHeHHBIM 3a00/IeBaHNEM
(nanpumep, nuaberom). [T09TOMY OHM He JO/DKHBI OBITb OT/IE/IEHBI OT
IPeVMYIIECTB, CO3[jaBaeMbIX B pe3y/ibTaTe MEAMUIHCKIX paspabo-
TOK 3-3a PeAKOCTY ux 3aboseBanuii [1,3]. B aT0it cBsA3M MHOTHeE TIpa-
BUTE/NbCTBA OpFaHI)I B/IaCcTn HpI/IHHHI/I 3aKOHDbI, HOpMaTI/IBHbIe I10/10-
JKE€HVIA U ITOJIMTUKI 1A CTI/IMY}IV[pOBaHI/IH Hay‘—IHbIX I/ICCIIeI[OBaHI/[ﬁ n
paspaboTok B cepe IEKApCTBEHHBIX CPECTB LA IeUeHNsT PeIKIX
3aboneBanmit [3,4, 8], a Takke LA peleHNs IPoO/IeM, CBA3aHHbIX C
JIMLEHSVPOBAHMEM, IIEHO0OPa30oBaHIeM I BO3MEIljeHIIeM PACXO/IOB B
OTHOILIEHNY 9TVX Ipenaparos [4, 8-10]. Takue skoHOMMYeCKMe 11 pe-
I'yIIHTI/[BHI)Ie CTI/IMYHIJI ABIAKTCA BaXXHBIMU peIHeHI/[HMI/I 1A C(I)epbl
0011IeCTBEHHOTO 3[PABOOXPAHEHIISL.

3aKOHOJATENBCTBO O JIEKAPCTBEHHBIX CPECTBAX /I JIEUCHUS
PenKux 3a00/IeBaHNIT UCIONb3YeTCsI B IIE/IOM Psfie CTPaH I CTU-
MY/IMPOBaHNUSA UCCIEOBAHNIL, Pa3pabOTOK 11 BBIITYCKA Ha PBIHOK JIe-
KapCTBEHHBIX CPEICTB /ISl JIeUeHVsI PefKux 3aboneBanmit [19,31,42].
Coenunennple IITaThl cTanmm IepBoOil CTPaHON, B KOTOPOil OBLIO
HPUHATO 3aKOHOAATENILCTBO O JIEKAPCTBEHHBIX CPEICTBAX IS Jlede-
HIsL penkux 3a0ormeBanmil (3aKOH O eKapCTBEHHBIX CPECTBAX I
JledeHyst pefkux 3abomeBannmii, 1983 r.) [10]. Slmonus crama Bropoit
CTPaHOIl, B KOTOPOJ ObUIO HPMHATO 3aKOHOJATEILCTBO O JIeKap-
CTBEHHBIX CPe[CTBAX IS JledeHnsl pefkux 3abomeBanmit (1993 r.)
[1,40]. ABcTpanms TaxKe ObUIa OFHON M3 IEPBBIX CTPaH, B KOTOPOIT
ObUIO pa3pabOTaHO 3aKOHOJATENbLCTBO O JIEKAPCTBEHHBIX CPENCTB
VISt JIeYeHNs 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
3abonesBanmit) [3]. 3akoHomarensctBo EBpomerickoro Corsa (ITo-
cranosyerne (CE) Ne 141/2000) o reKapCTBEHHBIX CPEACTBAX IS
JedeHns pefKux 3aboneBanuit 6pu10 mpuHATO B 2000 ropy. TariBanb
n CI/IHFaHyp TAaKXe HpI/[HHIII/I CIIeIMaJIbHbI€ 3aKOHBI, CBA3aHHbBIEC C
HeKapCTBeHHbIMI/I CpeJICTBaMI/I I TeYeHUA peHKI/IX 3360HeBaHVII}’[
(3akoH 0 JIeKapCTBEHHBIX CPEACTBAX, [71aBa 176, paspen 9 n 3aKoH o
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PenKux OOJIe3HX U JTIeKapPCTBEHHBIX CPEACTBAX A/l TeYeHNs PeaKIX
3ab071eBaHNiT COOTBETCTBeHHO) [1]. Ilenb MpuHSATHSA 3aKOHOIATENIb-
CTBa 0 JIEKAPCTBEHHBIX CPECTBAX /15l IeYeHIsI PEKIX 3a00/IeBaHMIT
3aK/II0YAETCs B PelIeHN IPOOJIEM, CBSI3AHHBIX C YPE3BBIYAITHO BBI-
COKOJI CTOMMOCTBIO PaspaboTKy IPOAYKLVI U OTPaHIIeHHOI IIpH-
ObUILHOCTBIO IO IIPUYMHE MAJIOr0 pasMepa PbIHKA, CBA3AHHOIO C
KKJIBIM pefkuM 3aboneBanueM [3,31,42]. Takoe 3aKOHOAATEIHCTBO
TpefycMaTpuBaeT HeMblll PAS Mep 110 CTUMY/ITNPOBAHMNIO ICCTeT0Ba-
HIIA, pa3pabOTOK U BBIITYCKA HA PHIHOK JIEKAPCTBEHHBIX CPECTB IS
nedeHns1 penkux 3aboneBannil. Takye Mephl 3a4acTyI0 BK/IIOYAIOT B
ce0s1 HAJIOTOBBIE JIBIOTHI HA UCCTIEHOBaHIe JIEKAPCTBEHHBIX CPECTB
ISt TTeYeHVsI PEKUX 3a00/IeBaHMil, HECKOJIBKO JIeT SKCK/IFO3MBHBIX
IpaB Ha obpalljeH1e IPOJYKLUMM Ha piHKe [1,12,23,29,31,40,42], 3a-
IpellleHNe BBITYCKa BOCIIPOU3BEIEHHOTO IeKapCTBEHHOTO CPefiCTBa
WIY TOPrOBOrO HA3BAHUS B OTHOIIEHWUU TOTO K€ PENKOro 3aboe-
BaHMsA, OeCIUIaTHble Hay4YHble KOHCYIbTaluy (HAampuMep, IOMOILIb
B COCTaBJICHMN TIPOTOKOJIOB MCCIE{OBAHNUI, YCKOPEHHBIe / Ipuopu-
TEeTHbIE aHA/TU3BI JI/IA TIOTy4YeHNA paspelleHnsA Ha BBITYCK MPOAYyK-
IVM Ha PBIHOK, VHUIMATKBEL 10 00eCIeyeHNIo JOCTYITHOCTU TIPO-
IYKLUY JIO TALeH3VPOBAHNA, BKIII0Yast MIPOrPaMMBI UCIIOTb30BAHNA
He TI0 YTBEPKICHHBIM ITOKAa3aHUAM M IPOrpaMMBbl VICIIO/Ib30BAHNA
He3aperuCTPUPOBAHHBIX IIPENapaToB IIPM TSDKENBIX IATONOTMAX
[4,10,13,14,20].

Ba)kHO OTMETHTD, YTO BOIIPOC 3AIUTHI HTEPECOB MAIlVIEHTOB
ChI'PajI BaXXKHYI0 PO/Ib B Pa3pabOTKe 3aKOHOJATEIbCTBA O JIEKap-
CTBEHHBIX CPEJICTBAX AL JICYeHNMs PEKUX 3ab0/meBaHmil (Hapumep,
3akon CIIIA o yexapCTBEHHBIX CpelCTBaX JIA JIEUeHMs PEfKMX 3a-
6onesanuit u Ilonoxxkenue EC Ne 141/2000) [12]. IMaumeHThl YacTo
CO3JAI0T CBOYM COOCTBEHHbIe OPraHM3aLMM B KadeCTBe «TPYIIIbI,
OKAa3bIBAIOLIEll JOIOMHNUTENbHOE HaB/eHUe» M BIVAIOT Ha Bpaderl,
Pery/sITUBHbIE CTY)XObI 1 IONMTIYECKIE OPTaHbl B BOIIPOCAX HAJIN-
9MA ¥ HOCTYIHOCTY JIeKaPCTBEHHBIX CPECTB A JIedeHNA PeKIx
3abonesanmit [9,12,21,23,32,43-45]. Hanpumep, Takue MeXXILyHapOf-
Hble OpraHmsanyy Kak HaljmoHanbHas opraHM3anus pegKux mato-
nornit (NORD) B CIIIA u EBpornerickast opraHmusanyst pefKux 3abo-
neparnit (EURODIS). OTu rpymmsl pemaiT BOIPOCHI, CBA3aHHBIE C
nosblieHre 9GGEeKTUBHOCTY JIeYeHNsT PENKIUX 3a00/IeBaHIIl ITyTeM
obecredeHs1 fOCTyna K MHGOPMALNYU U JOCTYIIHOCTH JIEKAPCTBEH-
HBIX CPEJICTB /IS JIeYeHVsI PEeAKIUX 3a00/IeBaHNII I COMYTCTBYIOIIETO
JIeYeHMs I OTHE/IbHbIX HayeHTos [14,21,22,27,32,43-46]. Ipynmbr
0 3allyTe NpaB MAIMeHTOB YacTO JIOOOMPYIOT MHTEPeChl CIIOHCO-
POB W/IU IIPABUTENBCTB, PUHAHCUPYIOLIVX 3/;paBOOXPAaHEHNE, YTOOBI
06ecreunTp MOTHOE BO3MEIIeHIe U3[eP)KEK, CBA3AHHBIX C BBIITYCKOM
JIEKapCTBEHHBIX CPENCTB JUIA JIeYeHMs pefKuX 3abomeBaHmii [44].
Ipymiel o 3ammTe IpaB MAlJeHTOB MOTYT COTPYJHUYATD C Peryiii-
TUBHbIMK opraHamu. Hampumep, opranmsanusa EURODIS corpyn-
Hy4aeT ¢ EBpONENiCKIM areHTCTBOM IIO JIEKAPCTBEHHBIM CPEeNCTBaM
(EMA) [23].

HanmoHaipHble IIPOrpaMMBbI 110 JIEYEHUIO PEAKMX 3a00/IeBaHMil.
O611jast 1e/b HAIMOHAIBHBIX IIPOrPAMM II0 JIEYEHNI0 PEAKIX 3a001e-
BaHMII 3aK/II0YAETCSI B CO3[aHN HOPMATUBHOIT 6asbl 4yist obecriede-
HIA JOCTYIA K YCTyTaM, Ie4eHNUI0 ¥ MHGOPMALIUH, CTYUMY/IMPOBAHNS
JIedeHMsl 1 3aliTe MpaB ManyueHToB [9,14,21,7, 43,46]. HanmoHanb-
Hble IPOTPAMMBI JIeYeHNs PEIKUX 3a00/IeBAHNUIT OTIMYAIOTCS OT 3a-
KOHOZIATe/IbCTBA O JICKAPCTBEHHBIX CPENCTBAX LA JIEYEHMs PENKUX
3a00/1eBaHMIt B TOJ YaCTH, YTO OHM He IIPefyCMaTPUBAIOT IIPUHSATIE
KOHKPETHBIX 3aKOHOB. Yallle BCero, OHM CBUAETEbCTBYIOT O «TOTOB-
HOCTU» CTPaHbI IIPYHYMATh KOHKPETHBIE Mepbl, CBS3aHHbIE C JIEKap-
CTBEHHBIMI CPECTBAMI JI/IsI IeYeHIsI PEKIX 3a00/IeBAHIT U PeIKI-
Mu 3aboneBanuamu [14,43].

Takue mporpaMMbl BKIIOYAIOT CTPYKTYPY M JOKYMEHTALMo 00
00111el1 HAIMOHAIBHON KOHLEIIIMN B Cepe IeKapCTBEHHBIX CPEICTB
WA JledeHus pefKux 3abonesanmit [14, 20-22,27,46]. Hanpumep,
AT COCEIHNX eBponeiickux crpaH (borapus, Ipera, Makenonus,
Pymbrans u Cep6yist) cospany HalOHa/IbHbIE IIPOTPAMMBI I10 JIeye-
HUO penkux 6onesHeit [27]. Ha addekTuBHOCTD TaKmx mporpamMm
B YacTV Hamn4us (CTaTyC JeKapCTBEHHOIO CPEeACTBA JIA JIeUeHUS
PenKux 3ab60/IeBaHNUIT 1 PaspellieHIe Ha BBITYCK MPORYKIUN Ha PbI-
HOK) U JOCTYIHOCTV (CHVDKEHNE I€H U IIOTOXKWUTE/IbHbIE PEIleHIsI
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110 BO3MEIEHNIO U3[ieP>KeK) MOXKET MOB/IATD YPOBEHD HOKYIaTe/Ib-
HOJI CHOCOOHOCTH B CTPAHAX, IPUHSATHIN OIO/PKET, a TAK)KE KPUTEPUI
TIPUHATYS PEIeHNUT B OTHOLIEHVH ITOMMUTYK 10 IIeHOOOpa30BaHNUIO 1
BO3MellleHNIo n3fiepkek [10,20,22,27].

EBponeiicknit Cot03 sB/IA€TCsS YHUKAIBHBIM B TOM, YTO OH SIBJIS-
eTCs1 eV HCTBEHHbIM 00pa3oBaHmeM C LieHTPaTN30BaHHOI IPOLeny-
POt oIpefieNieHNA CTaTyca JIeKapCTBEHHOTO CPefCTBa LA JIeYeHUA
penKyx 3ab0/IeBaHMIl U TIONYYeHNsI pa3pelleHns] Ha BBIIYCK IIpO-
AYKLUY Ha PLIHOK, JECTBYIOMINX BO BCeX CTpaHAaX-wieHax. TpaHc-
IpaHMYHOE PEryIMpoBaHue MMeeT 0COOEHHO 6OJIblIOe 3HaueHMe B
KOHTEKCTe PefKMX 3a00/eBaHMil, IOTOMY YTO IAIMEHTHI YacTO He
TIOJTY4al0T JIeYeHA 113-3a HeaJieKBaTHOTO JOCTYIIA K JIeKapCTBEHHBIM
CpefCTBaM [IIsl JIeYeHVst PENKIUX 3a00/IEBaHNIL, 8 TAK)Ke HEJOCTATOY-
HOIl JOCTYIHOCTV COOTBETCTBYIOMIMX CIELMaIN3MPOBAHHBIX Bpa-
4ell M MeAMIVHCKIX YIPeX/eHNil B CBoell cTpaHe [2]. B supektuse
2011/24/EC yTOYHAIOTCA NpaBa NallMieHTOB Ha TPAHCTPAHUYHOE Jie-
yeHye. JTa AUPEKTMBA JJaeT NPABO MALMEHTaM C pefKumu 3abore-
BaHusIMHI B ipefeniax EC BOCIIONb30BaThCSI IMPOKUM CIIEKTPOM Me-
AULVMHCKUX YCIYT, eCM HAIMOHA/IbHAsL CUCTeMa 3[PaBOOXPaHEHNs
He B COCTOSIHUM 00ecriednTh HeOOXOAMMOe JIedeHNe B CBOEIT CTpaHe
B pasyMmHble Cpoku [2]. OpHako, 13-3a pasnuumili B HAI[VIOHATbHBIX
MTOATHKAX IO [IeHOOOpa3oBaHMIo 1 Bo3MeleHre n3aepxek B EC ma-
L[VIEHTBI O-TIPEeKHEMY UMEIOT HeOAMHAKOBBII JOCTYII K JIEKAPCTBEH-
HBIM CPEJCTBAM JiIs JIedeH st peAKux 3abomeBaHmit [2].

Craryc JIeKapCTBEHHOTO CPeCTBA IIsl JIEYeHNUs PeaKNX 3aborte-
BaHNIT YaCTO OIpee/AeTCsl Ha OCHOBAHUM CIEAYIOIINX KPUTEPHEB:
TSDKeCTb (OIacHBle MUIA KVSHU VIV XPOHMYECKUe U3HYpPUTeNIbHbIe
COCTOSTHMA) U HEYHOBIETBOPEHHBIN CIpOC (OTCYTCTBUE TepareBTH-
4eCKOII a/IbTePHATIBBI M/IY HOBOTO CPEfICTBA CYIeCTBEHHO IIOBBIIIA-
I0TCsI K/IMHIMYECKIe IPEVMYIIeCTBa CpefcTBa) [4,47]. D11 ocHOBHbIE
KPUTepUM YacTO Pas3fe/AloTcs flajlee Ha KPUTEPUY PaclipOCTpaHeH-
HOCTY WM 9KOHOMUYecKoil addextuBHOCTH [29]. Kputepmit pac-
IIPOCTPAHEHHOCTU YYMUTHIBAET KOHKPETHbIE OIpele/IeHNs pPeaKux
3a00/IeBaHMIl ¥ KOIMYECTBO MALYIEHTOB B OT/E/bHBIX CTpaHax. I1pn
9TOM 9KOHOMIYECKIIT KPUTEPUIT OTIPEesieT TO, TIOKPOIOT /I OXKI/a-
eMble IIPOJAXXI TeKapCTBEHHOTO CPEACTBA Havya/lbHble MHBECTULINI,
B/IO>KEHHBIE B HAy4YHBbIe VCC/IENOBaHMs U paspaborku [4,31]. Pasmu-
41 B KPUTEPUY PACIPOCTPAHEHHOCTY OOBIYHO SAB/IAIOTCA OCHOBHOI
IIPUYMHOI PA3HUIIBI B OIPEeIeHNI PEfKUX 3a00/IeBaHNUIT 1 JIeKap-
CTBEHHBIX CPEJICTB YISl JIEYCHNMS PefKIX 3a00/IeBaHMII B PA3INYIHBIX
opucaMKIyax [4]. YacTo mMeeT MeCTO HeJOCTATOK KONMMYECTBA U
KayeCcTBa KIMHNYECKMX [OKAa3aTeNbCTB B OTHOIIEHUN JIEKapCTBEH-
HBIX CPEJICTB /IS JIeYeHNsT PeAKMUX 3a00/IeBaHMII U3-3a OrpaHNYeH-
HOTO YNC/Ia HAIVIEHTOB, YYaCTBYIOLMX B K/IMHNYECKIX UCIIBITAaHMAX
[4,47,48]. Craryc JIeKapCTBEHHOTO CPEeACTBA IS JIEYEHMS PefKUX
3a00/IeBaHMIT MOXKET IIO3BOJIUTH IIpelaparaM, KOTOpble He IIpejHa-
3HAYeHBI JUIA JICYCHNUA PeNKUX 3a00/lIeBaHMil, IOTYYUTh HOCTYI K
poiHkaM [14]. Ha om0 OHKOTOIMYECKUX IIPEMapaToB MPUXOAUTCS
HanOoJIbIIIee KOMMIECTBO IPUSHAHHBIX JIEKAPCTBEHHDIX CPEACTB /IS
nedenns pepkux 3abonesannit B CIIA (32,5% ot Bcex /ieKapcTBeH-
HBIX CPEJICTB ISl JIeYeHNs PeKnX 3ab0/meBanmii). AHaJIOrMIHasL CH-
Tyauus Habmopgaercsa B EBpomne, fInmonun u Ascrpammu [1, 3,4,31].
OueHKa Tporiecca BbIa4M Pas3peleH st Ha BBITYCK JIEKaPCTBEHHBIX
CPEACTB ISl JIeYeHVsI PefKMX 3a00/TeBaHNil Ha PHIHOK UIPAeT pe-
IIAIOIIYI0 PO/Ib B 00eCliedeH SOCTYIHOCTM TaKMX CPefCTB U 4a-
CTO HMYEM He OT/IMYAETCS OT TOVl, YTO NMPOBORUTCSA B OTHOIIECHUN
OOBIYHBIX JIEKAPCTBEHHBIX CPEACTB B CTPaHaX, He BXopaumx B EC
[4,12,16,28,39,41]. Hampumep, B Takux CTpaHax, Kak ABCTpamus,
CIIA u fInonus npouenypsl, CBA3aHHbIE C BbIIayell paspelleHns Ha
BBIITYCK JIEKAPCTBEHHDIX CPECTB /IS JIeYeHVsI PeKIX 3a00/IeBaHmit
Ha PbIHOK, 110 CYTH, UCHTUYHBI IIPOLeypaM, KOTOpbIe TPUMEHAIOT-
st K OOBIYHBIM TIpemnapaTam [4,12,16,28, 39,41]. Anasorn4HbiM 06pa-
30M JIe7I0 OOCTOUT B CTPAHAX, B KOTOPBIX HA CETOHSIIHNUIT MOMEHT
OTCYTCTBYET 3aKOHOATE/IBCTBO O JIEKAPCTBEHHBIX CPEICTBAX I Jle-
4yeHms peakux 3aboneBannit (Harnpumep, B Kanazne n Vspawre) [1,3,
13]. Tem He MeHee, TPOLIEAYPHI BBIJAYN Pa3pelIeHNs Ha BBITYCK IIPO-
nykuun Ha peiHOK B EC oTmmyarorca. B EC pemenns no crarycy ne-
KapCTBEHHBIX CPELCTB IsI JICIEHNs PEAKIX 3a00/IeBaHMIT IPUHMIMA-
1oTca KoMmTeToM 1o MeAVIIMHCKOM TPOXYKIINY [T IEYSHNA PeIKIIX
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MHEHWE OKCITEPTA

3abonepannit (COMP) EBporeiickoro areHTCTBa 3paBOOXpPaHEHIs,
TOr/ja KaK PelIeHs 10 BBIIYCKY IIPerapaToB Ha peIHOK - KoMureToM
IO MCIIO/Ib3yeMOi /IS YelioBeka MeuumHckoii nponykuyu (CHMP),
TO ecTb TeM ke KommreToMm, 4T0 IpuHNMaeT Hofo0HbIe PeleHns IS
0OBIYHBIX IpenaparoB. EfuHoe paspelieHye Ha BbITYCK MPORLYKINI
Ha ppiHOK npyHUMaeT CHMP ¢ TeM, 4TOOBI IalMeHThl ¢ PeIKUMU 3a-
60/IeBaHUsIMI VIMETU PaBHBII JOCTYI K JIEKAPCTBEHHBIM CPECTBAM
IUIsI JIE9eHNsT PenKyX 3a00/IeBaHNil He3aBICHMOrO OT TOTO, B KAKOM
roCyfiapcTBe-uieHe OHM IPOXKMBaioT. IIo pesymbraTraM HcciemoBa-
Hus 11 crpan (ABcrpanus, Kanaga, Aurmms, @pannus, Tepmanus,
Benrpus, Hupepnauppl, ITonbia, Crosakus, seriapus n CIIA),
nposeneHHbiM brrankaprom (Blankart) u gp. [3], 6510 ycranoseHo,
YTO BO BCEX TUX CTPaHAX HEMCTBYIOT aHAJIOTMYHBIE TIPOIIAYPBI BbI-
Jauy pas3pelleHNs Ha BBITYCK TeKapCTBEHHBIX CPECTB LA JIeYeHNA
penkux 3abomeBaHMil HA PBIHOK. B Takmx HeOOMpIINX CTpaHaX, KaK
Cep6ust 1 MakefoHuMs, IIpoLiecc YIPOIAeTCs, eC/IM penapar IIoty-
Y11 paspellleHne B [pYIuX 0oee KPYIHbIX cTpaHax [16,27,28, 39].

ITO MO>KET HOB/IUATH Ha CBOEBPEMEHHOCTD IIPENOCTAB/IEHIIS JTe-
KapCTBEHHBIX CPENCTB IS JIEYeHNMS PENKUX 3a00/IeBaHMil B MaIbIX
CTpaHax, MOCKOJbKY (hapMalleBTUYeCKIe KOMIIAHNUM, KaK HMpPaBUIO,
nopatot 3asBku cHavama B CIIA mwin EC [3]. Crpansl yacto omnu-
PAIOTCS Ha pe3y/IbTaThl ONHMUX U TeX XK€ MCCINOBAHMIT I OLieHKM
KIMHIYECKO 9 PEKTNBHOCTY JIEKAPCTBEHHBIX CPECTB JUIsl jiede-
HUSI pefikuX 3aboneBaHmil. JleKapCTBEHHBIE CPENCTBA IJIsL JIEYeHUsI
penKux 3ab0/IeBaHMII YaCTO OLIEHUBAIOTCS C UCIIO/Ib30BAHUEM TeX XKe
KPUTEPUEB, B TOM YNC/Ie TSDKECTb I HEYIOB/IETBOPEHHBIII cripoc. Tem
He MeHee, pas/nuys 4acTo 3aK/II0YAI0TCS B MIHTEPIIPETALINU Pe3Y/Ib-
TaTOB VICC/IEIOBAHIS, YTO MOXKET HOBJIVATDH Ha PelIeHNs O BbIaue
paspellleHuit Ha BBIMYCK MIPOAYKLMY Ha PbIHOK [3]. CortacHo MMeto-
IMIMCS TAHHBIM, KO3 UIMEHT BbIja4 paspelleHNiT Ha BBITYCK Jie-
KapCTBEHHBIX CPEMICTB YIS JIEYeHNS PeKIX 3a00/IEBaHNUIT Ha PBIHOK
TIOCTIe TIOMyYeHMA COOTBETCTBYIOIIETO CTAaTyca B CPEIHEM COCTABUII
10,9% oT Bcex IpemapaToB, MOMYYMBIINX CTATYC JIEKAPCTBEHHOTO
cpencTBa [yisl IedeHns pegkux 3abonesannit B EC B TedeHne mepBbIx
HecATH JIET TOC/Ie MPUHATUS 3aKOHOAATeNbCTBA O JIeKapPCTBEHHBIX
CpencTBax st JiedeHus peakux sabonesanuit B EC (2000-2010 rr.).
ITomo6Has CUTyaUus 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 PA3INYMsAMU B KPUTEPUSIX, KOTOPBIE
UCIIO/B3YIOTCS [IS1 OIIPefie/ieHIsI CTaTyca JIEKAPCTBEHHOTO CPeficTBa
IVIsL TIeYeHVIsI PEfKUX 3a00JIeBaHNIT U BbBIJauyl paspelieHus] Ha Bbl-
IYCK TaKOTO CPEICTBA HA PBIHOK. CTUMYIIBL, TPUHATBIE B OTHOLIEHNU
UCCTIEOBAHMIT U Pa3pabOTOK JIEKAPCTBEHHBIX CPEICTB A/ JIeYeHNS
PpenKux 3ab0/1eBaHMIl, BEPOSTHO, IPUBEAYT K YBEIMYEHNIO YNC/Ia 3a-
SIBOK U IIPENApaToB CO CTATyCOM JIEKaPCTBEHHOTO CPefCTBa s Je-
4yeHMs peKux 3aboneBanmii. Tem He MeHee, 6oJiee CTPOTVIE KPUTEPUN
BBIfIa4l pa3pelleHNs Ha BBINYCK MPORYKIUM HA PBIHOK, IE/CTBYIO-
I[ye B HACTOsIIee BpeMs, IIPUBEAYT K TOMY, YTO MHOTME IIperapaThl,
KOTOpBIE IIOJIYYWIN CTAaTyC JIEKAPCTBEHHBIX CPEACTB YIS JIEYCHIS
penKux 3aboIeBaHMIl, B KOHEYHOM CUeTe He OYAyT BBITYIEHbI Ha
PBIHOK [25].

HexoTopble CTpaHbl IPUHSUIM YCKOPEHHBIE IPOLIELYPbI, YTOOBI
0becreynTh CBOEBPEMEHHOE HA/IN4Ne TeKaPCTBEHHBIX CPENCTB IS
JedeHMs1 pefkux 3aborneBaHmit Ha pbiHKe [3,4]. Takue mpouenyps
BK/TIOYAIOT: TIPMOPUTETHBIN aHA/IN3, YCKOPEHHOE COITIACOBAaHVE U
yrBepxzienue [29]. XoTs 9Tu mporefyphl IPUMEHAIOTCA KaK K JIe-
KapCTBEHHBIM CPeICTBAM JJI JIEYeHNU A PEAKIX 3a00/IeBaHmIT, TaK U K
OOBIYHBIM ITperapaTaM, ¥ XOTs OHM pa3paboTaHbI IPEXK e BCETo LI
JIEKAPCTBEHHBIX CPEICTB [/IsI JIeYEeHIsI PeKIX 3a00/IeBaHNMIL, IOCTIeN-
HIe He TIOTyYaloT IIPaBO Ha YCKOpPeHHbIe IPOIeyphl aBTOMaTIde-
CK11. B HEKOTOPBIX cTpaHaX MeHee )KeCTKVe KPUTePUN UCTIONb3YIOTCA
IJIsL OLIHKM TepaleBTUYeCKOil LeHHOCTY JIeKapPCTBEHHBIX CPENCTB
1715t medeHnst penkux 3aborneBanuit [48]. Takue xpurepun Kak Hey-
IOBJIETBOPEHHBIIT CIIPOC, TSDKECTb 3a00/IeBAHVISI M BBICOKAS KIIVHI-
veckast 9 PeKTMBHOCTD HO/DKHBI ObITH BBIIIOTHEHDI IS TOTYYeHNs
IpaBa Ha yCKOopeHHoe paccmoTpeHne. Hanpumep, 8 CIIIA npaso Ha
IPUOPUTETHOE PACCMOTPEHME IPEROCTABIACTCS JIeKaPCTBEHHBIM
CpeACTBaM IS JIeIeHNs PEfKIX 3a00/IeBaHMII [IPEIapaToB, KOTOPbIE
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TeMOHCTPUPYIOT CYILIECTBEHHbBIE TEPANEBTUYECKME TIPEUMYILECTBA
VWIM MOTYT B 3HAYMTEbHOM Mepe YHLOBIE€TBOPUTH CYLECTBYIOLIVIL
cripoc. K mpumepy, Takoe JeKapCTBEHHON CPefCcTBO yiA JIeUeHNA
penkux 3ab0/meBaHMil KaK WIOIPOCT, VMCIIONb3YeMblil /It JICIeHNs
JIETOYHOJ apTepyalbHOM IMIIEPTEH3MUM, IOTY4YNUI IIPaBO Ha IIEePBO-
ouepenHoe paccmorpenne B CIIA B exkabpe 2004 ropa. ITpy sTom
HIOJIO>KUTETIbHBIN Pe3y/IbTaT ObUI IOTyYeH B TedeHNe 6 MeCsIeB II0
CPaBHEHUIO C OOBIYHBIM IIeprofoM oneHku B 10 Mecsines [3]. Ycko-
PpeHHas OljeHKa OOBIYHO IPOBOAUTCH B JIBa Pasa ObICTpee IO CpaBHe-
HUIO CO CTaHJapTHBIM IIPOLIECCOM BbIfIaul pa3pelleHNs Ha BBITYCK
HPOAYKUMY Ha PHIHOK (~ 150 [Hel O cpaBHEHMIO C TOfOM W 60-
nee) [3,29].

Yro6pl 06ecrednTh JOCTYIHOCTh ¥ HA/IN4NE JIeKAPCTBEHHBIX
CPefCTB ISl JIedeHNsl pefKuX 3a00/IeBaHmil, IPUMEHSIOTCs puHaH-
coBble U He()MHAHCOBbIE CTUMYJIBL.

(DuHaHCOBbIE CTUMYIIbI, UCIIONIB3YIOTCA BO BCEM MUpe: UCCIIENO-
BaTe/IbCKIE TPaHThl, HAJIOTOBbIE JIbIOTHI / CHVYKEHNE KOPIOPATHB-
HOTO HAJIOTa, 9KCK/IIO3VBHBIE IpaBa Ha OOpalljeHue IMPOAYKIMU Ha
PBIHKe 11 OCBOOOX/jeHMe OT IUIaThl 3a monmbp3oBanue [1,12,17,31,41,
42,49]. Takve MepbI IPUMEHSIOTCS C T€M, YTOOBI KOMITAHUY MOIJIN
BO3MECTUTb PACXOZBI HA MCCIEHOBAHNA U Pa3pabOTKM, 4TO ObUIO
6bI HEBO3MOXKHO CEIaTh 3a CYET MPONAK JIEKAPCTBEHHDBIX CPECTB
IUIA JIe9eHVst PeAKIX 3a00/IeBaHNIT, YIUTBIBAsI HEOOblIINE pasMepbl
pbiHKa. Takye cTUMY/IbI OOBIYHO IOMOTAIOT IIOBBICUTD HOCTYIIHOCTD

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

[3] ycTaHOBWI, 4TO TONBKO 10% KIMHMYECKMX MCIIBITAHUI IIPO-
BOJSITCS B OTHOLIHVIN JIEKAPCTBEHHBIX CPELCTB /LS /IEYeHNs PEIKIX
3abo0meBaHmit 6€3 TaKuX (PMHAHCOBBIX CTVMYJIOB.

HedunaHcoBbIe CTHMYIIBL: YCKOPEHHOE COIIACOBAHIE, TOCTYII K
IpOLefype IIPefBapUTEIbHOTO JIMIIEH3MPOBAHIS (B BIie UCIIONb30-
BaHMA He3apernCTPMPOBAHHBIX IIPENapaToB IIPY TSKE/bIX MaTOJO-
TUAX WIN He IO MPSAMOMY Ha3Ha4eHMIO) 1 Hay4YHble KOHCY/IbTALUN
(6ecrraTHas TIOMOIIb B COCTAaB/ICHNI IPOTOKOJIOB MCCTICIOBAHMIT 1
/ vmm KoHCynbTaumMyu 1o paspaborkam) [1,3,4,10,29]. Tapay (Garau)
u 1p. [4] msywnmi cutyamyio B cemm rocypmapcrsax-uieHax EC n
06Hapy>X1y, uTo dethipe cTpanbl (Opanrms, Uramus, Vicnanus n
Hypepmasasr) IpegoCcTaB/IAlT LOCTYI K IPOLAype IpeaBapuTe/ib-
HOTO JINI|EH3MPOBAHMS I TIeKAPCTBEHHBIX CPEICTB I JIeIeHIs
penKux 3a60eBaHMil, HO PEKOMEH/IYIOT COOMPATh JOTIOTHUTETbHbIE
KIVHIYeCKIe JaHHbIe, YTOOBI IIOATBEPAUTD TepalleBTIIeCKIe IPen-
My1ectsa. [Iporenypa IpeaBapuTeIbHOTO JINIIeH3IPOBAHS [I03BO-
JIAeT MMIOPTHPOBATh IeKaPCTBEHHBIE CPENICTBA LA JICUEHN PEIKUX
3a00/IeBaHNIT, MMEIOIIeCs B [PYIUX CTPaHAX, HO Ha TEKYILIMI MO-
MEHT He CaHKIMOHVPOBaHHbIe B cTpaHe. [IpeocTaBieHne fOCTYIIA
K IpoLieiype MpefiBapUTeIbHOrO TULIEH3UPOBAHNA 9aCTO ABIACTCA
Haubo/mee PacIpOCTPaHEHHBIM METOLOM ObecIedeHNs TOCTYIIHO-
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CTU JIEKAPCTBEHHBIX CPEACTB JyIA JICYEHUs PENKUX 3abo/IeBaHMit
VIS TIAIMEHTOB BO MHOTWX CTPaHaxX (3a4acTy0 C MCIIONb30BaHVEM
IIPOLIEAYP afpecHoit momoly). Takas momorp MOXkeT ObITh OKasa-
Ha OTZ€/IbHOMY MAIYIEHTy WM TPYyIIIe MallMieHTOB, CTPaJjaloliNX OT
Cepbe3HOTO VIV OIIACHOTO IS KU3HM 3a00/IeBaHNs, B YCTIOBMSX OT-
CYTCTBUA abTePHATUBHOTO NedeHus [4,29]. Pemenne npuHnMaeTcsa
OTBETCTBEHHBIM Bpa4oM U nanuentoM [38]. Kaxpoe 3asBienue ore-
HIUBAETCA C YY€TOM COOTBETCTBYIOLIMX JI0KAa3aTe/IbCTB ¥ PeKOMEH/1a-
LVt HayIHBIX coob1ects [38]. XoTs gocTym K IpoLeype npeaBapiu-
TE/IbHOTO JIUIIEH3MPOBAHNUA MOXKET OBITH IPEOCTABIIECH, U3IEP>KKI
OT/Ie/IbHBIX MTALMEHTOB PEAKO BO3MEIIAIOTCS 113 CPECTB O0IIeCTBeH-
HOTO MEMIIMHCKOro cTpaxoBanus [3]. IIpumepoM CIyXuT Harpmo-
HaJIbHas CXeMa BO3MelleHA usfiepxKeK B Typiui, KoTopas obecrie-
YMBaeT MOCTYIHOCTDb (Yepe3 MMIIOPT) M HA/IU4Me JTeKapCTBEHHBIX
CPEJCTB sl TledeH st pefKIX 3a00/IeBaHNIL, eCTIV 3TU CPEICTBA HEfO-
CTYIIHBI WIX He CAaHKLIMOHMPOBaHbI (3,4, 10,38]. BecrmarHble Hay4-
Hble KOHCY/IbTallVJ, BK/II0Yas IIOMOILb B COCTaB/IEHUN IIPOTOKONIOB
VICCTIEIOBAHNIA, IPENOCTAB/IAIOTCA PETYIMPYIOIVIMI OpraHaMI, YTO-
6bI OBBICUTD Ka4eCTBO KIMHUYECKNX MCC/IEMOBAHNIL M IPOTOKO/IOB
MICCTIEIOBAHMIA, @ TaKkOKe YBEIMYNUTD BEPOATHOCTD YCIEUIHOTO IOJTy-
YeHNs pa3pelleHNs Ha BBIITYCK ITperapara Ha phIHOK ¥ IIOC/IEAYIOLIe-
rO BO3MelleHNs n3epkex [4,20, 29].

VickmounTenbHble MpaBa Ha OOpalljeHye MPOAYKINU Ha PbIHKe
OOBIYHO IIPENOCTAB/IAIOTCA B PaMKax IIaKeTa Mep HO CTUMY/IMpO-

BaHUIO (apMalieBTIYeCKMX KOMIIAHMI B OOIACTH MCCIE[OBAHMIT 1
Pa3pabOTOK JIEKAPCTBEHHDIX CPEJICTB ML JIeUeHMsA PEKUX 3abore-
BaHWIL. Brarogaps TakuM MepaM M3Jep)KKM KOMIIaHMIT Ha paspabor-
Ky IpelapaToB BO3MEIAIOTCA B TeYeHe HeCKOIbKIIX JIeT. B Tedenme
CPOKa JeJCTBIA 9KCK/II03MBHBIX IIPaB Ha OOpallieHue MPOAyKINYU Ha
PBIHKe Pery/mpyIolyie OpraHbl He MOTYT yTBEPAMUTD BOCIIPOU3BE/ICH-
HBIi IIpeTapaT MV TOPTOBYIO MapKy IIperapaTa, IpefHa3HaueHHOTO
JUIs JIeYeHst TOTO JKe pefikoro 3abonesanus [3,31]. Tem He MeHee, TOT
Ke TIperrapaT MOKeT ObITb YTBEPXK/ICH 1A JIeYeHNsA IPYTOro 3aboe-
BaHVA. [Ipy 9TOM Ha TeKyIuii MOMEHT B MUpe HeT OrpaHMYeHNIT Ha
KO/IYECTBO IIPeNapaToB, KOTOPbIE MOTYT OBITh BLIOPAHBI /L OLHOTO
 TOrO Xe npodust pegkoro 3abomeBanust [3,31]. [Tukaser (Picavet)
u fp. [29] mpoBenu aHaNMU3 MOMUTHK, IPUHATHIX B EBpore B OTHO-
IIEHNN JIeKapPCTBEHHBIX CPENICTB JULA JIeUeHNs PeKIX 3a60/IeBaHMIL.
BbITO yCTaHOBIIEHO, YTO CPOK JIEVICTBIA SKCK/IIO3VBHBIX IIPaB Ha 00-
pallleHe IIperapara i Je4eHNs PeAKoro 3aboneBaHysA Ha PhIHKe
MOXET OBbITb OCIIOpPEH, eC/IM CYIIeCTBYIOT HPOO/IEMbI C ITOCTABKO
TAKOTO ITpeIapara, eC/ Iperapar ABIACTCA «JOCTATOYHO IPUObIIb-
HBIM», WIN €CIIA PYTOi Iperapar obafgaeT «60/bIIMMI KIMHIYe-
CKIMII IPeMMYIIeCTBAMI» II0 CPABHEHNIO C CYIeCTBYIOLINM IIpera-
patoMm. Takme oroBopku peiictBytoT B CIIIA 1 Bo BceM Mupe. Tem He
MeHee, Ha ceropuAuHwit fernb EC 1 CIIIA He OTMEHNMIN 9KCK/TIO3MB-
Hble IIpaBa Ha KaKoil-/I100 U3 IpenapaToB, HECMOTPS Ha IIOBBILIECHNE
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npubsuibHOCTH [3,4,31,40,44].

Momormonm3anus. OKCKI03MBHbIE TIpaBa Ha oOpalleHe Ipera-
para Ha pbIHKe JeVICTBYIOT B KaueCTBe CM/IbHOTO CTUMYJA JUIA pas-
PabOoTKM JIEKAPCTBEHHBIX CPEICTB st JIEYeHUS! PelKIX 3a60/IeBaHMIt
BO BceM Mupe. TeM He MeHee, CYLIeCTBYIOT IIPOO/IEMBI, CBS3aHHbIE
C MOHOTIO/IM3ALMEN, U BBICOKMMM LIeHaMU IIPOM3BOJUTENEN Ha JIe-
KapCTBEHHBIE CPECTBA ISl IedeHNsi penkux 3abomeBanmit [3]. Ito
0OBSICHSIETCS TeM, UTO IAIMEHTDI C PEKUMI 3a00/IEBAaHMAMM 9ACTO
TOTOBBI IUIATUTH TaKYIO I[eHY BBUYy OTPaHMYEHHBIX TepaleBTHde-
CKIX a/IbTEePHATUB, A TAKXKe BBU/]Y OIACHOTO J/IsA )KMU3HY VIV XPOHM-
4eCKOTO VM3HYPUTEIBHOTO XapaKTepa MHOIMX PeAKMUX 3ab0/ieBaHmMIL.
[TosTOMY CTOPOHHME IIATEbIINKI, KaK IPABIUJIO, BBIHY)KIEHBI CO-
IJIALIAThCA C BBICOKOI 1IeHON TPOM3BOANTENIA, B PE3y/IbTaTe 4ero co3-
JAI0TCS MOHOIIOJbHBIE 1[€HOBbIe cXeMbl [3,4,29,31]. MoHOIO/NbHbBIE
IL[eHOBBIe CXeMBI MOTYT CHM3UTb JOCTYIIHOCTb KaK JIeKapCTBEHHBIX
CPEACTB /YISl JIeYeHNsT PelKIX 3a00/IeBaHNIA, TaK 11 OOBIMHBIX IIpera-
paToB I MALMEeHTOB, YYNThIBAA CTPeMJIEHNE COTEP)KaThb 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
ybequTenbHble [JOKA3aTe/lbCTBA BINSAHMS SKCK/IIO3VMBHBIX IIPAaB Ha
obpaiieHre IIpernaparoB Ha PbIHKE HA CO3[aHNe PBIHOYHBIX MOHO-
TIONVIAL. BBITTYCK TTepBOTO yTBEp>KAEHHOTO JIeKapCTBEHHOTO CPeiCTBa
IUIs1 JIeYeHVSI KAKOTO-TMO0 PEKOro 3a00/IeBaHYIsI TIOBBIIIAET BEPOSIT-
HOCTb IIPOBefIeHNs IOCTIeAYIOLINX VICCIeTOBAHMII U paspaboToK IIpe-
mmapata. Boigada pasperieHys Ha BBITYCK Ha PHIHOK IIEPBOTO JIeKap-
CTBEHHOTO CPEfCTBA ISl JIEYEHNS PEIKOro 3ab0/IeBaHNs HOBbILIAET
BEpOSITHOCTb Pas3paboTKy OYAYIIMX JIeKapCTBEHHBIX CPEACTB L
TOTO YK€ PeIKOro 3a00meBaHms1. APryMeHTbl, KOTOpble IPUBOAATCS B
OTBeT Ha IPETeH3UN O CO3TAHNY PHIHOYHBIX MOHOIIOJINIA, KaK IPaBU-
710, YKasbIBAIOT HA Ha/M4YNe €MHCTBEHHOIO CPENCTBA ISl JIeYeHNs
KOHKPETHOTO PeIKOro 3ab0/ieBaHyisl Ha PbIHKe HeOOJIBIIIOrO pasMepa
U OTCYTCTBUE YCIOBUIL /11 KOHKypeHium [18].

IIpouecc 0b6pasoBaHus IieH Ha JIEKAPCTBEHHbIE CPENCTBA ISt
JIleYeHNUs PefKUX 3a00/IeBaHMII YaCTO CUMTAIOTCA «TAilHOI 32 CEMBIO
HeyaTsMI» U3-3a OTCYTCTBUSA IMTEPATypPhl O MeXaHM3Max 0Opa3oBa-
HVISI LIeH Ha JIEKAPCTBEHHbIE CPECTBA IS JIeYeHVsI pelKux 3abore-
BaHuit [25,30]. YHUKa/IbHOCTD 06pa30BaHMs LieH Ha IeKapCTBEHHBIE
CpencTBa LA JIedeHNs PEfKUX 3a00/IeBaHNUI OOBACHACTCA TEM, YTO
UBJIEPXKKY Ha MCCIEOBAHNS U Pa3pabOTKIL JO/DKHBI OBITh BO3Mellje-
HbI HeOO/IBIIMM YNMC/IOM IalMeHTOB. I109TOMy, y4UTbIBas SKCKIIIO-
3UBHBIe IIpaBa Ha oOpalljeHle IIperapaTa Ha PbIHKE M OTCYTCTBUE
TepaneBTUYECKIX a/IbTEPHATHUB, IEKAPCTBEHHBIE CPENCTBA JUIs JTede-
HUS pefiKMX 3a00/IeBaHMII OTHOCUTENIBHO HOPOTHe, U UX IjeHa 9acTo
mpesbinraet 100 000 eBpo Ha manmeHTa B rog [15,25,30,52] (Hamnpu-
Mep, CTOMMOCTH IIperapara peruiaran Jyisi nedenns Oomesun Pa-
6pn (HAC/IEICTBEHHOTO UCTOMNYECKOTO JIUIION/03a, CBA3aHHOTO C
X-xpomocomoit) B CIIIA B cpegneM cocrapset 265987,20 pon. CIIIA
Ha manyeHTa B rof) [3]). Kak mpaswo, cyiecTBeHHbBIX KoeOaHmit
He OTMeYaeTCs B IleHaX Ha JIeKapCTBEHHbIE CPENCTBA LA JIeUeHUs
penxux 3abo/eBaHmil, ITOCTAB/sIEMble HAa YCIOBMSX (PaHKO-3aBOJ,
(mpousBopMTENEM), B Pa3/IMYHBIX CTPAHAX, HE CMOTPSI Ha pa3IM4HbIe
CHCTeMBI [IeHO0Opa3oBaHs 1 BodMelleHns uszepxkek [30]. Heomxo-
POIHOCTD B YaCTH Li€H U JTOCTYHHOCTY IeKapCTBEHHBIX CPELICTB JIS
JledeHVsI pefKUX 3a00/IeBaHNMIT B Pa3HBIX CTPaHaX MOXET OBITH CBsI-
3aHa C HAIVIOHA/IbHBIMY OFO[PKETHBIMI OTPaHUYEHVSIMU Y TIOIATH-
4eCKUM JaBieHNeM. JIeKapCTBeHHbIe CPefiCTBA AL JIEYeHUs PeKMX
3a00/IeBaHMIT C HECKOJIBKVIMI ITOKa3aHus (IpejHa3HauYeHHbIe /I Jie-
YeHNsI XPOHMYECKMX 3a00/IeBaHmil, JeMOHCTPUPYIOLIE YIydIleHye
00111er0 KavecTBa XU3HM WM 06eclednBarolie BbKMBAHNIE) TIpefi-
nosaraioT 6osee BICOKIE TOIOBbIE LieHbl. JIeKapcTBEHHbIE CPeCTBa
UL JIeYeHMsI PEeKUX 3a00JIeBaHNUIT ¢ M3MEHEHHBIMM MOKa3aHUAMNI
(mpuHMMaeMble TepOPaTbHO U MMEIOLIe aTbTePHATUBHOE JIeYeHNe)
IpefoaralT 6oee HI3KYIO TOLOBYIO LieHy aederns [30]. Vsmen-
YMBOCTD B JOCTYITHOCTY ¥ YICTIONIb30BAHUM JIEKapCTBEHHBIX CPEfICTB
JUIA JIeYeHN s peKMX 3a60/IeBaHMII COIIOCTABYIMA C IPYTYIMU HEJIaBHO
YTBEP)KIEeHHbIMY IIperapaTaMy JULA JIe4eHVsI OOBIYHBIX (HepeaKimXx)
3abonesanmii B EC [24].

CBobopuble 11 ¢ukcupoBaHHble LjeHbl. OUKCHPOBAHHBIE L[EHBI,
IpUHATBIe BO MHOTUX cTpaHax EC u apyrux crpanax (Hampumep, B
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Snonun u Kanaze), 4acTo OIpefe/A0TCcsa COMIACHO ABYM METOHAM.
ITepBeiM MeTOf - 6a3oBble LjeHbl. COIIACHO 3TOMY METOAY KaKfast
CTpaHa CpaBHMBAeT LieHY, 3asB/IEHHYIO IPOM3BONUTENEM, C LI€HOM,
HeiicTByIOIel B pyrux crpanax [19]. Kak mpaBuio, B crpaHax, B
KOTOPBIX UCIOTIB3YIOTCS 6a30Bble LieHbI, JENICTBYIOT COIIOCTABIMbIE
LieHbI Ha IIperapars! [3,

42]. TeM He MeHee, L|eHbl Ha JIeKapCTBEHHbIE CPENCTBA JI/IA JIeue-
HIA pefKMX 3a00/IeBaHMil OCTAIOTCS IIO-IPEKHEMY OTHOCKUTEIBHO
BbICOKMMI. Bropoit ipumep - pukcupoBanHbie teHbl. PUKCUPOBAH-
HbIe I[eHBI OIpENE/IAITCA TOCYAAPCTBEHHBIMY 1 PerylTUPYIOLIMU
opraHamiu. Takue IjeHBI OCTAIOTCS HEM3MEHHBIMU Ha YPOBHE, KOTO-
PBIiT COOTBETCTBYIOLIVE areHTCTBA CYNTAIOT ONTUMA/IbHBIM. Taxoit
METOJ LieHOO0OPa30BaHNs IIOCTPOEH 110 IPYHIINITY «U3[EP>KKH IITI0C
¢dukcupoBaHHas NPUOBUIb», T.e. K M3JIep)KKaM Ha HaydHbIe MCCIie-
moBaHUsL M paspaboTKu fobasisiercst npoueHt npubsum [29]. Ceo-
60ZHbBIe 1IeHbI OIPENeAITC Ha yCMOTpeHNe pousBoputes [40] u
upoko ucrnosnbayercs: B CIIA u Tepmannu [3,26]. Mopenu ¢ ¢uk-
CMPOBAaHHBIMU I[eHaMIf, KaK IPaBIIO, TeMOHCTPUPYIOT YMepeHHbIe
U 3HAYUTENBHO OOJIee HI3KIE TIOKYIIHBIE LieHBbI (B cpefjHeM Ipub/m-
3uTenbHO Ha 40% MeHblIIle, YeM MOJIe/U CO CBOOOIHBIM 1IeHO00pa3o-
BaHueMm) [3,10].

IToxpsITie 1 BO3MeIIeHNe U3[IEPXKEK, CBSI3AHHbIE C JIEKAPCTBEH-
HBIMJ CPEJICTBAMIU [JIsI JIEYeHNUS] PelKMX 3ab0/meBaHMil, CUMTAIOTCS
Hanbosiee BXHBIM (aKTOPOM, OIIPefIeAIOLVIM JOCTYIIHOCTb JIeKap-
CTBEHHBIX CPEJCTB IS JIeYeHNs PEeIKIX 3a00/IeBaHNUIT /I TallVieH-
ToB [1, 4, 9,12, 16, 37,41, 53, 54]. JlexapcTBEeHHbIE CPefICTBA JiIA Jie-
YeHsT PEIKIX 3a00/IeBaHMiT, KOTOPbIE He MOKPBIBAIOTCS CHCTEMAMN
CTpaxOBaHNA, OKa3bIBAIOTCSA IIPAKTUYECKI HEJOCTYIIHBI /1A TIallVieH-
TOB 13-3a UX BBICOKOI cTomMocTi [33,42]. Kpome Toro, maxe ecin
OHUl TIOKPBIBAIOTCS, pasfie/ieHue TaKUX M3AEp>KeK C MalueHToM (B
BUJIe COBMECTHBIX IIATeXXeNl MIN COCTPAXOBAHIISI) BCE PABHO MOXET
OTPaHNMYNTD TAKYI0 JOCTYIMHOCTb. ITa TeMa BKIOYaeT 4 ITOATEMbI:
OLIeHKa MEIMIIMHCKUX TEXHOOT I, COBMECTHbIE TIIATEXX M, HaOIoIe-
HIIA 32 MIPOAYKIIMEN TOC/Ie BBIITYCKA Ha PHIHOK U COIVIAIICHNS O Pas-
JIeJie PUCKOB IIPYU BBIIYCKe IIPOAYKIINY HA PBIHOK.

Ouenka MepuumHcKux TexHonoruit (HTA) gacto mcnonbayercs
IS OTIpefieNieHNs CTOMMOCTH MeIUIVHCKON IIPOAYKINY, BKIIOYAs
JIeKapCTBEHHbIE CPEJICTBA ISt JTledeH st penkux 3aboneBaunit [13,34,
35,55,56]. B uncio kpurepues, Kak IIPaBUIO, BXOAAT MePHI 110 0becIie-
YEHNI0 SKOHOMIYECKOTT 3(p(heKTUBHOCTI Ha OCHOBE TAKMX MHJEKCOB
KaK COXpaHeHHbIe Tofbl KadecTBeHHOI x13HU (QALY) u kpurepun
nobiternst 3arpar (ICER) [4,10,56]. Tem He MeHee, CTaHIAPTHBII
IIPAKTUKY OL[EHKM MeMIMHCKUX TEXHOMOIMII U CTaAHJAPTHBIE IIPO-
Lefypbl IIPefOoCTaBIeHNs [JOKA3aTelIbCTB, KOTOpbIe IPENIONaraloT
nposefieHre GOPMaIbHOTO aHAMN3a SKOHOMIUYECKON 3P PeKTIBHO-
CTH 11 PaHZOMM3MPOBAHHBIX KOHTPOIUPYEMBIX MCCIELOBAHNIA, YaCTO
He CTPOTrO NPYMEHSIOTCS K JIeKapCTBEHHBIM CPEICTBAM /IS IeYeH s
PenKuX 3ab0IeBaHNUIL, YYNThIBAaA TUIIMYHbIE HEJOCTATOK NAHHBIX O
KIMHMYecKoll 9 dekTnBHOCTU 1 6peMs 3a00/1eBaHNUsA, HeTOCTATOY-
HBIIT 0O'bEM [IMATHOCTUYECKUX IAHHBIX, HEOCTATOYHOE KOIMYECTBO
KBaTUQUIVPOBAHHBIX MEIUIMHCKNX CIENMAMICTOB ¥ HeOOoIbIIoe
KO/IMYEeCTBO ManueHToB [3,4,29,54,57,58]. V3-3a Takux mpobenos B
nporiecce cbopa HOKa3aTeNbCTB 60TIee BHICOKNMIT YPOBEHb Heolpere-
JICHHOCTU B OTHOIIEHWM KIVHUYECKO 9¢peKTuBHOCTH, Oesomac-
HOCTH, 00aBOYHOI PeHTAOENTBHOCTI 1 TTOC/IENCTBII A/Ist OrofpKeTa
IIPUMEHAETCS. K JIEKAPCTBEHHBIM CpPefCTBaM IS JIeYeHMsT PEmKUX
3a00/1eBaHMI1 BO MHOTUX CTpaHax [48].

XoTs JIeKapCTBEHHbIE CPEACTBA A JIeUeHUs pefKux 3abose-
BaHMII HE OTBEYAIOT TPAJANIVIOHHBIM KPUTEPUSM PeHTAOEeTbHOCTH,
U3[EP>KKU MOTYT ObITb BO3MELIEHBI I/IaTeIbINKaMU B HEKOTOPBIX
CTpaHax, IIOCKOJIbKY B IIPOIiecce MPUHATHA PelIeHNIT O BO3MeIleHNI
y4anThIBaoTcA Apyrre gpakropsl [17]. K takyum pakropam oTHOCATCA:
TepaleBTNYeCcKOe 3HaYeHIIe, IIOC/IeICTBIA [JIs OI0[KeTa, BINMAHUE Ha
KIMHIYECKYI0 MPAKTUKe, MEKIyHAPOJHbIE IPAKTUKN 1[eHO0Opaso-
BaHVIS Y BO3MELLEHVIS U3JJEPIKEK, TIAIIVIEHTCKIEe OPraHM3aLiii, 3KOHO-
MIYecKoe 3HaueHMe, STIYECKIe apTYMEeHThI U ITOTMTIIECKIIT K/MaT
[17]. CranpapTsl, npuMeHsieMble yis cOOpa OKa3aTeIbCTB B IPOLEC-
Ce IPUHATHA PELIEHNIT O BO3MEIeHIN U3JIePXKEK B PasHbIX CTPaHAX,
MOTYT OOBSICHUTD 9T Pasnin4usi. B pamMkax ogHOro mccnegoBanust [4]
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OBUIO YCTaHOBJIEHO, YTO TONBKO 69% 13 43 MOTEeHIMATbHO JOCTYII-
HBIX JIEKAPCTBEHHBIX CPEICTB JUIsl JIEYeHMsI PefKNX 3a00JIeBaHmIA,
CIIOHCHPYeMBbIX EBpOIENICKMM areHTCTBOM IO OLeHKe JIeKapCTBeH-
HBIX CPEJICTB, IOTY4IIN BO3MellleHue nsiepxkek B llIBerym. B An-
UK 1 Ya7Ibce ObUIN 3aperncTpUpOBAHbI TONBKO 2 CIy4ast BbIHeCe-
HIA TOJIOKNUTEIbHBIX peKoMeHzalyy HaloHa bHbIM MHCTUTYTOM
3IPaBOOXPAHEHNsI ¥ COBEPIIEHCTBA MEIMUIIHCKOTO OOCTY>KMBAHIs
(13 43 3asB/IEHHBIX TEKAPCTBEHHBIX CPECTB /s JIEYeHNUs PEIKUX
3aborneBanuit). VI3 28 eKapcTBEHHBIX CPEMCTB /LA JICYeHUSA PEKIX
3aboneBanmit, paccMorpeHHbIX B llloTmanany, 15 mpenapaTos momy-
Yy BO3MellleHne CBOMX maziepkek (54%). Hakonery, 94% u 100% ot
BCEX 3alyIIEeHHBIX TeKapCTBEHHBIX CPEICTB LA JIedeHNA PelKIX 3a-
6oreBaHNIT MOMTY4/IN BO3MelleHVe u3aepkek B Vtamun n @paHumn
COOTBeTCTBEHHO. Takie udpsl 0ODACHAIOTCA PA3INYMAMI B CTpa-
TETVsIX [IeHOOOPa30BaHs U BO3MEIIEHNS N3/IePXKEK, a TAKXKe B KPU-
TEepUSIX HPMHATHUS peIleHnil BBIEYIIOMSIHYThIMY cTpaHamu [4]. B
vyactHOCTY, PpaHuys u Vtanus o6pamaoT BHUMaHe, IPeX/e Bce-
ro, Ha TaKye CTaH/apTHble KPUTEPUM KaK KIMHMIEeCKOe 3HaUYeHNe U
VHHOBAIMIOHHOCTD 11 He TPeOYIOT IIpoBefieHus1 (OpMaIbHOTO aHaIN-
32 3 PeKTMBHOCTY 3aTpart [/Is1 IEKAPCTBEHHBIX CPEACTB IS JICICHNS
penkux 3abomeBannit [4]. DT CTpaHbI YUUTHIBAIOT 0030PBI /IMTEPA-
TYPBI U1 Pe3y/IbTaThl KOTOPTHBIX MICCIeTOBAHMIL, TTje KIMHIYeCKue 10-
KasaTe/IbCTBA U JJOKAa3aTelbCcTBa 9P PEeKTUBHOCTH 3aTpaT OrpaHNIN-
BAIOTCS JAHHBIMI, TTOTy4aeMbIMU OT IpousBopurerteit [4]. Xots atn
CTpaHBI MIPUHNMMAIOT BO BHUMaHME BBICOKYIO IIeHY /IeKapCTBEHHBIX
CPECTB 151 JIEYeHNS PEKIX 3a00/IeBaHNMII U Majloe KOMYeCTBO Ma-
IIVIEHTOB, PEIIeHNA O BO3MEIIEHNN U3[epKeK MPUHUMAIOTCA BBULY
HU3KOTO BJIVMSTHIS TAKMX M3ZIep)KeK Ha OromkeT [4]. CTpaHbl, KOTOpbIe
TpeOYIOT IpefoCTaBIeHNsl CTAHJAPTHBIX TOKA3aTelbCTB (BK/IIOYAsS
(dhopMabHBI aHAM3 KIVHIYECKNX ¥ S9KOHOMIYECKoil 3¢ dexTns-
HOCTH), 4aCTO IIPEeIaraioT 6o/ee HN3KOE MOKPBITHE [0 CPABHEHWIO
CO CTpaHaMM, B KOTOPBIX UCIOMB3YIOTCSA albTepHATUBHbIE CTaHAP-
THI IPeOCTAB/ICHN I0KA3aTe/NbCTB [4].

B 4mCI0 HOMONMHUTEIbHBIX KPUTEPHEB, VICIIO/Ib3YEMbIX B PA3/IId-
HBIX CTPaHaX, TAK)Xe MOXKET BXOAUTD «IIPABWIO ClIaceHusl» (crace-
HIle XXVM3HM HE3aBUCHMO OT CTOMMOCTM) 1 obecliedeHre pPaBHOrO
mocryma. Kputepun «mpaBmia cliaceHMs» M PaBHOTO JOCTYIIA 4a-
cro yunthiBaloTca B Kanaze u Vspawie B mpoljecce pacCMOTpPEHNS
JIEKAPCTBEHHBIX CPEACTB AL JIEYeHUs pefKux 3abonesanuii [13]. B
TIPOZIOIKEHIIE 3TOM TeMBI CleflyeT OTMETHUTD, YTO OpPTaHbI, IPUHM-
MaIOIIjJie PelleHyst O BO3MelleHNN usfepkek B Typuum, He TpeOy-
10T TpoBefeHNsT (apMaKOIKOHOMIIECKOTO aHaau3a B OTHOLICHUU
JIEKAPCTBEHHBIX CPELICTB /LA JIeYeHUs pefkux 3aboneannmit. Kpome
TOT0, U3JIEP>KKI /I BCEX JIEKAPCTBEHHBIX CPEICTB LA JIeYeHNA pef-
Kux 3aboseBanmit B Typriu, BbIITyCKaeMbIX Ha PHIHOK, BO3MEIIAI0TCS
6e3 Kakux-mmb0 COBMECTHDBIX IIaTexei [38].

ITpemraraeMble pelieHst MO OLleHKe MEIUIIMHCKIAX TeXHOIOTHI
B OTHOLIEHUN JIEKAPCTBEHHBIX CPECTB I JIEYEHNUs PEfKUX 3a00-
JIEBaHMII BK/IIOYAIOT «MHOTOKPUTEPMA/IbHDBI aHA/IN3 PELIeHUI», B
KOTOPOM YYMTBIBAIOTCA TaKle KPUTepUM KaK PefKOCTb, KIMHIYe-
ckast 9 PeKTUBHOCTD, YPOBEHb MCCIEHOBAHHOCTH, YPOBEHb HeEO-
Hpele/IeHHOCT! B OTHOLICHUY 3¢ (eKTUBHOCTH, CJIOKHOCTD IIPO-
M3BOZICTBEHHOTO IIPOLIECCa, MePbl MOCTEIPOJAKHOIO HAOIIOCHIIs,
TSDKECTb 3a0071eBaHsI, VIMEIOINECs] abTePHATUBBI ¥ [OCTeACTBIS
s OrofpKeTa. 3aTeM MeVILIHCKIE PeCYPChI BBIAESIIOTCA C YIeTOM
3¢ eKTUBHOCTH MpenapaTa 1 YKa3aHHBIX BbIIIe KPUTEPUEB BIUIOTH
0 TIOJTHOTO PacXOf0BaHN BBIfIe/IEHHOTO O0mKeTa [55].

CoBMecTHbIe IJTaTeXI. [JOCTYH K IeKapCTBEHHBIM CpeICTBaM JIA
JIeYeHVIsI PEKIUX 3a00/IeBaHIIT MOXKET ObITh OIPaHNMYEH I10 IIPUYVHE
IIPUMEHEHVsI IIPOTPaMM 3HAUMTEIbHBIX COBMECTHBIX ITIATeXell Ma-
IIVIEHTOB V/IM COCTPaXOBaHUA [3], KOTOpbIe ABJIAIOTCA PaKTUIECKNU-
MU 3aTpaTaMy Jyid HanyeHToB. COBMeCTHbIE IUIATEX! IAIVIEHTOB
3a OTIIyCKaeMble 10 PELeNTY JIeKAPCTBEHHbIE CPEICTBA MOTYT OBITH
3HAYUTENbHBIMI B HEKOTOPBIX CTpaHAX (HaanMep, B CIIIA, Kana-
ne u lIBerinapun). Tak, e>keMeCsSYHBII COBMECTHBIN IIATEX MOXKET
nocturathb 90 o CIIIA B OTHOIIEGHMY OTITYCKaeMBbIX 10 PELIEITY Jle-
KapcTBeHHbIX cpeficT B CIIIA, a cymMMa cOCTpaxoBaHUSA MOXET CO-
cTaBUTh IpU6MM3uTeNbHO 30% OT CTOMMOCTH IIperapaTa. BaxkxHo ot-
METHTD, YTO COBMECTHBIE ITATeXMW, OCYIeCTB/IAeMble Mal[VIeHTaMI
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3a 9T JIeKAPCTBEHHbIE CPEMICTBA, IPUMEHAIOTCA II0-Pa3HOMY B CTPaHAaX, BK/IIOYEHHBIX B Ha-
crosiiee nccnegosanue. Harmpumep, B Takux cTpaHax (IOMUMO IIpoyero), kak Hupepnanust
u ITornblira, COBMECTHBIE IIATEXY He IPUMEHSIOTCS B OTHOIIEHNY IIPEIapaToB, B TOM 4MCIie
JIeKapCTBEHHBIE CPENCTBA IS JIEYeHVsI PEfKIX 3a00/IeBaHMIT, BK/IIOUEHHbIe HALIMOHA/IbHBII
CIIICOK MpernaparoB ¢ Bo3MellleHneM nafep>kek [3]. CTpaHbI 4acTO MPUMEHSAIOT «KaTacTpo-
(buueckoe MOKPBITHE», YTOODI 3ALUTUTBC OT PUCKA YPe3MEPHBIX (PAKTIIECKUX PacXOfOB.
B CIIIA ruraHbl MeVILIMHCKOTO 0OCTy>KMBaHNUA, YTBEP)K/IeHHbIe B PaMKaX IIPOTrPaMMBbl Me-
AMLIHCKOTO 0OC/TY)KMBAHsI IEHCHOHEPOB, TIOKPBIBAIOT 95% CTOMMOCTH IIPEIapaToB HOC/ie
TOTO, KaK CyMMa IITaTexKell manyenTa focturaeT 4350 gon. CIIA B rop [3]. AHamOrMYHbIM
o6pasom, B KaHaze mmans! TocyapcTBeHHOI CTy)KObI MEAMIIHCKOTO OOCTYKVMBAHYS IPEf-
YCMaTpMBAIOT yBemyeHne nokpuituA ¢ 80% o 100% oT cCOBOKYITHOI CTOMMOCTH IIpenapa-
TOB IIOC/IE TOTO, KaK CyMMa IUTaTeXxeil rmarenTa gocruraet 2814 gon. CIIA B rog [3].

Tpe6oBaHms K KIMHIYECKVIM [JOKa3aTe/IbCTBaM, IefICTBYIOLIE Ha MOMEHT YTBEPIKICHIS
cTaryca JeKapCTBEHHOTO CPEeCTBA ISl JIeYeHNsI PeKIX 3a00/IeBaHMII 11 BbIauM paspelre-
HYISI Ha BBIITYCK Ipenapara Ha PIHOK MOTYT OBITb CMATYEHbI, C/IN UCIIOB3YI0TCS IIPOrpaM-
MbI IIOCTIETIPOaYKHOTO HAOMIOEHN:A 3a TIPORYKIMeil. DTU MeXaHM3MBbl 4acTO MCHOTIb3YIOT-
51, 4TOOBI 06€CIIeYNTD JOCPOYHOE YTBEPXKIEHUE Y JOCTYIIHOCTD TeKapCTBEHHBIX CPENICTB,
IIpeiHa3HAYeHHBIX /IS CEPbe3HbIX VIV OMACHBIX [ )KU3HY 3a00/1eBaHNMIL. DI MPOrpaMMBbl
IIPUMEHAIOTCA C TeM, YTOObI MCK/TIOYNTD PeJOoCTaB/IeHNe TIperapaTa B CTy4Yae HeBBIIIOTHe-
HMA Tpe6oBaHMIl K K/IMHIYecKolt apdexrnBHoCcTY [48,57,59-62]. TIo cocTosHMI0 Ha lekabpb
2012 ropa B Mtanuu copagdenud (mpermapar Ajist iedeHns T09eYHO-KIeTOYHOI KapIITHOMBbI)
IIPOXOJNT IIPOIPaMMY IIOCIEIIPOIKHOTO HAOMIOeH s, YTOOb! YOCIUTBCA B €ro KAMHIYe-
cKoit 9¢p(HeKTUBHOCTH /151 MALMEHTOB, TOCKO/IBKY HA MOMEHT €TI0 yTBEPIK/I€HN [IelICTBOBa-
JIU CMsITYeHHbIe TPeOOBaHNS K KIMHNYECKIM JoKasarenbcTBaM [60].

CoratieHus o pasjiesie pYCKOB IIPJ BBIITYCKe IPOAYKIMI Ha phIHOK. COIIAlleH s O pas-
JieTie PUCKOB IIpU BBIITyCKe MpoAyKuuu Ha pprHoK (MEA) Bce vale MCIIONB3YIOTCS BO BCeM
MIpe B Ka4ecTBe MHHOBAL[IOHHOTO IIOAXO/a K BO3MEIEHIIO 3Jiep>KeK L (puHAHCHpPOBa-
HVISI IOPOTOCTOSALIMX IEKAPCTBEHHBIX CPELICTB [JIsI IeYeHNsI pefiKuX 3aboeBanuit. [Ipu stom
[IPOM3BOAMTENb 3aK/II0YAET COITIALIIEHNIE C IUIATEIBIVKOM 10 pe3y/IbTaTaM 00CyKIeHNs 1ie-
JIeBBIX KPUTEPUEB Ha OCHOBE OXKMJIaeMbIX IIOKa3aTesell yIy4dIleHns 350poBbA. Takne cXeMbl
VICIIO/Ib3YIOTCS B Ka4eCTBe a/IbTePHATMBHOIO MOAXOMA I 0becIedeH s IOKPBITIA C Orpa-
HIYEHVAMI JIA TIPeTapaToB, KOTOPHIE B IIPOTVBHOM CITy4ae MOTYT He TIOTyYNTb IOKPBITAA
[60]. Cornamnrenns o pasferne pUCKOB ITPYU BBIITyCKe IIPOAYKIIMM Ha PHIHOK YacTO COCTAB/IACT-
cs B IBYX (hopMarax: CXeMbl Ha OCHOBe (pakTideckor apeKTUBHOCTY IpemnapaTa u pUHAH-
COBbI€e 1OrOBOpeHHOCTH [60].

ITenb cxeM, HOCTPOEHHBIX Ha OCHOBe (DaKTMIECKO 3(PQPeKTUBHOCTY, 3aKII0YAETCS B
CTPaXOBaHMU 9KOHOMMYECKOI 9(P(DEKTMBHOCTI U CBs3bIBaHMM 3(PQPEKTUBHOCTH C IIPO-
1[eCCOM BO3MellleHNA M3JIep>KeK Ha BBIMYCK JTeKaPCTBEHHBIX CPeACTB LA JIeUeHN PeaKIUX
3a00/IeBaHMIT. DT CXeMBI MOTYT 00eCIIeunTh BO3MellleHNe U3JIePXKeK 10 pe3y/IbTaTaM I10-
CIETIPOfIAKHOTO HAOMIONEHNUST U OIpefie/ieH st KIMHNYeCKUX pesynbraToB [60]. Ecmm 1e-
JIeBBIX IIOKa3aTesiell He yJaeTCs JOCTNMYb, LIeHbI Ha JIEKAPCTBEHHbIE CPECTBA CHIDKAIOTCH,
4T06bI 0becreunTs HeoOXOAMMOe COOTHOIIeHNe 3arpaT 1 addekruBHOCTN [12,13,23,26].
JlocTymHOCTD /151 TALMEHTOB 06eCreYnBaeTCs IPY YCIOBAUY BBIIIOJIHEHVsI CTPOTMX KpUTe-
prieB. ®UHAHCOBbBIE CXEMBI MCHOJIB3YIOTCS LA pelleHNs IPo6IeM IUIATeNbIINKOB B cepe
3paBOOXPAHEHMA B YaCTU U3JEP>KEK U BIVAHMA 1eKapCTBEHHBIX CPENICTB /I JIeUeHNs Pefi-
Kux 3a6ojeBaHnii Ha 610mxeT. OMHAHCOBBIE CXEMBI COCTAB/IAIOTCS B PAa3NINMYHBIX HOpMax,
BKJTIOYasA OrpaxkjieH1e M3fep>kek (IOCIe MpeBbIIeHNs TOpora U3JIep)KeK IIperapar Ipeo-
CTaBJIAETCA CO CKUJKOJ VJIM IO HYIEBOI CTOMMOCTM), OTpaHIYeHNe JMCIIONb30BaHMA (JII0-
60€ KOMIYECTBO 103 M/VIIV IIMKJIOB IIOC/Ie OCTVDKEHMSA YTBEP)KIEHHOI CyMMBI IIPUBOANT K
(MHAHCOBBIM MOCTIEACTBYSAM, HAIIPUMep, COI/IAIIEeHe O CHIDKEHNH LieHbI IpU 06beMe IIpo-
[ BBILLIE OIIPEIe/IeHHOTO YPOBH:I), @ TAK)Ke IIPeOCTaB/IeHNe TIperapara 6ecIIaTHO WU CO
CKUJIKOIT (JIedeHne MpefoCTaBIsieTcss 6eCIIaTHO, HO C OTPaHNYEHHbIM KOIMYECTBOM J103).
B paMKax OffHOrO MCCIefOBaHNUA ObUIO YCTaHOBJIEHO, 4To U3 7 cTpaH EC B Vramun 6s10
3aK/II0YEHO Hambosblilee KOMM4ecTBO cornmameHnii MEA B OTHOIIEHMM JIeKapCTBEHHBIX
CPeJCTB LA JIeYeHNs pefkux 3aboneBanuit. [lanee cienyior Takie cTpanbl kak Hunepran-
mot, AHrst u Yanec, IBerust n Benprust. Jauusie o @pannyn u lepmannn He 6bUm1 06Ha-
py>keHsI [60]. IIpyamHbBI 9TVX pas3Nnnuuii OCTAIOTCA HEACHBIMIY, HO BO3MOXKHO CBSI3aHBI C TEM,
KaK TaKye KPUTepUu KaK HeOIPeIeIeHHOCTb U CTOMMOCTD BOCIPMHUMAIOTCS U OIpeNiens-
I0TCS B pas/IMYHbIX cTpaHax [60]. B oTHOLIEHNN JIeKapCTBEHHBIX CPENICTB JULA IeYeHNUS Pefi-
Kux 3a60/eBaHNii, BKIodas copadeHntd (It nedeHns MoYeqHO-K/IeTOYHON KapLMHOMbI),
HWIOTHHYO (J/Ls1 JIedeH s XKeTyJOYHO-KHUIIIeYHON CTPOMA/IbHOI OITYXOJIN) ¥ TEMCUPOIMMYC
(W1 MevYeHUsA MOYeYHO-K/IETOYHON KapIMHOMBI), 6bUIM 3aKmodeHbl cornanrennsa MEA mo
KPUTepMAM KIMHIYECKOI 1 GUHAHCOBOI 3PQeKTUBHOCTY AT€HTCTBOM IIO OLiEHKE JIeKap-
CTBEHHBIX CpeAcTB VTammm no coctosiHmio Ha aekabpb 2012 ropa [4,60]. Lens Takmx cxem
3aK/II04a/Iach B IIPOBEPKeE 1 KOHTPOJIE Le/1eCO0OPasHOCTD BBIIUCKY PeLleNTa i OrPaHITIeHIN
YPOBHSI HEOIPeJe/IeHHOCTH BOKPYT IIPENaparoB, eciu KInHndeckas 3pPeKTMBHOCTD OKa-
3bIBAETCS TTOT, BOIIPOCOM [60].

ITonHas BepcHsA CTATBU M CHNCOK MCHOTb3YeMOl TUTePATyPhl JOCTYIHBI B 3MeK-
TPOHHOII BepCHY KypHAJIa II0 afipecy Ha caiiTe: Www.raremagazine.ru
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MHEHWE OSKCITIEPTA

ThI /51 06y IeHVIsI HOBBIX MEMIIVHCKIX KaJPOB, BBOJSITCS HOBBIE
HOAXOJBI K BEJIEHNIO TTALMEHTOB. B 9T1X GBICTPO M3MEHSIONIVIXCS
ycnoBuAX TpebyeTcs perynspHas IepepaboTKa IIOIXOfOB K Befe-
HMIO JaHHBIX NAI[IEHTOB, VX MapIIPY TU3alNY, aITOPUTMY 00CTe-
[OBAHNsI, IIOCTAaHOBKYM AMArHO3a M HA3HAYEHUs] KOMILIEKCHOTO
VHAVBULYaIbHOTO j1edeHysi. CerOfHsIMIHSS PeaybHOCTD 3aKI0-
YaeTcsl B TOM, YTO CIIELMAINCTaM, ¢ OOJBIINM CTaXXeM PaboThI
TPYAHO IPUCIOCA0MMBATECS K M3MEHSIOMMCS yeIoBusM. [To-
3TOMY B OOJIBIINMHCTBE CITyYaeB pefkye 3a00/IeBaHNUsA He YAaeTcs
IMaTHOCTUPOBATh BOBPeMsl. DTOMY CIIOCOOCTBYIOT IJIOXasi OCBe-
IIOMJIEHHOCTb Bpadel 0 K/IMHUYEeCKOM TeIeHII PEeKIX 3ab0/meBa-
HUI, OTCYTCTBYE YETKMX PEKOMEHJALINIL Bpavy, 3all0fl03PUBIIEMY
penxoe 3abojieBaHMe 11 OTCYTCTBUE a/lITOPUTMA BEEHNUSA TaKOTO
nanyeHTa. MO>KHO BBIAEINTD OPraHM3AIMIOHHBIE VI MEXUIIH-
CKJle MpoO/IeMbl pefKux GonesHeit: TpyoHocmu ouazHocmuku;
omcymcmeue onvima u 3Hanuti y epaueti; IIpobnemvt neveHUs u
peabunumavuu 6onvHoix; Cmanoapmul ederust peokux 6onesHets;
OnpedeneHuss spynnuvi 6bICOK020 PUCKA HO OHUOAHUIO 60TLHOZ0 Op-
pannvim 3ab6onesanuem; IIpobnemvl Hocumeneii namonozu4ecxo-
20 2eHa, ux o6cnedosarue, MAKMUKA 6ed0eHuUs, NPpedepasudapHas
100201M0BKA U, 603MOHCHO, 6CHOMOZAMETIbHbIE PenpoOyKIMUBHDIE

ITPOBJIEMbI OKA3AHUA ITOMOIIY 1 MAPHIPYTU3ALINI

ITAIITMEHTOB C OP®PAHHBIMU 3ABOJIEBAHUAMU

TekcT: MakcumoBa 1O.B.

[/1aBHBIH CIIEIHATUCT IT0 MEAUITUHCKOMI
renetrke HoBocuOUpCcKoii o6iacTu,
npodeccop, 1.M.H., 3aB. kKadpeapoit
MEJUITMHCKON reHeTHKHu U 6uosioruu I'BOY
BITO HI'MY Musn3sapasa Poccum, 3aB.
MeauKo-TeHeTudeckuM otzesoM I'BY3 HCO

«HOKI1»

acIMpeHNe HAIIVMX 3HAHUI B OOMACTU MENVIVHBI, TO3BO-
JIIeT NOHMMAThb MeXaHM3M PasBUTHUA TOTO WM MHOTO 3a-
6orneBanus y denoseka. Hampumep, musocomHble 60/Ie3HIL,
CBA3aHHBIE C HapylleHNMeM oOMeHa MYKOIIOMICcaxopuaos. Boep-
Bble IIOIBITKA KJIACCU(PUIVPOBATh 9Ty TPYIITy 3a00/IeBaHWil 10
OTKPBITUSI OMOXMMUYECKMX OCHOB UX pasBUTUA ObIIa ClemaHa
AHITIMIICKYM BpadoM OJIICOM KOTOPBIN BBEN B KIMHUKY TEPMUH
«rapromnmmsM» B 1936 rony, KOTOpbIil 00beVHII MYKOIIO/I/CaxXa-
puzmosst Tuna I (H, S, H/S) u tuna II (cunppom Xanrepa). B mo-
CTefyroleM, o Mepe HaKOIIIeHVI 3HaHMIT O Te4eHUM STHX 3a60-
JIeBaHUIL U pacIIVpeHN 1ab0paTOPHBIX BO3MOXKHOCTeIT, IOHATHE
0 JaHHOM 3a00JIeBaHUY PACIIVPUTIOCH 1O 6 TUIIOB, a KaXX/bIi1 THUII
MMeeT HeCKO/IbKO TTOoATHIIOB [1, 2]. ITprdyeM KasK/[blii OATHUII JaH-
HOTO 3a00/1eBaHNA UMeeT M3yIeHHbI 6MOXMMITIeCKNIT leeKT U
Ha 3 Tma uMmeeTcst pepMeHT3aMeCcTUTeIbHas Tepamnsl. braropapst
3TOMY PasBUTHIO B MEMIIVHE aHITMIicKas ¢pasa orphan disease
Jasla HasBaHUe IpyIre 3a60/IeBaHNUIT, KOTOPbIe CUMTAIOTCS Pefi-
knmn. [Ipobrema penkux - «opQaHHbIX 6OmIe3Hel» CTOUT Teper
3[paBOOXpaHEHNMEM MHOTUX CTPaH MMpa IIOTOMY, 9YTO MeIMIIHA
HAXOJMTCA B MEPEXOJHOM 3Talle OT IPUBBIYHON HAM MeJVILIVHBI
K HOBOMY 9TAITy BbICOKOTEXHOIOTMYHOI ITepCOHN(UIIPOBAHHOI
MEJIVIIVHBL
Ha ceropHAmHMI fieHb CKIafIbIBAETCA JIOXKHOE BIIEYAT/IEHNE
0 PeIKOCTHU JaHHBIX 3a00/IeBaHMUIT Befb KOK/J0€ B OTENTbHOCTU
BCTpeYaeTcs B MOMyIALYMY He Jauie 9eM 1 Ha 10 ThICAY JeloBeK.
Kaxpasa B oTmenbHOCTH HO30/mOrMYeckas (opMa 3aboyeBaHNA
MOXET MMeTb HUSKYI0 PacIHpOCTPAaHEHHOCTb, OfHAKO obliee
9MCIO GONMBHBIX OPQAHHBIMU 3a00NTeBaHMAMY, @ VX HA JaHHbII
MOMEHT peIJTaMeHTVPOBaHO 24 Ho3omormyeckie GpopMel, Hake
IpY IPUOTUBUTEIBHOM IOfiCYeTe MX OKa3bIBAETCS HOCTATOYHO
Benvko 1 Ha 500 1 3TO ecnyt He 6paTh BO BHUMaHME, YTO JAHHYIO
TPYIITY IVTAHUPYETCS YBEMIINTD.
C pasBuTHEM HayKU MEHAIOTCS 11 0OpasoBaTebHbIe CTaHAAP-
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mexHonozuy; Buvicmpausarue npeemcmeeHHOCHU MeHOy cHeuu-
AnUCMamil 8 OKA3AHUU KOMNJIEKCHOU NOMOUAU OAHHbIM NAUUEH-
mam; IIpobnemvl KAUHUMECKUX UCHbIMAHUTL ieKapcme 07 607b-
HbIX; MEXAHU3M 3AKYNOK TeKaPCMBEHHbIX CPedcms 07 0OpPanHbLxX
6onesHeti; MexaHusmvl 6KIHOUEHUS HOBbIX OOLHBIX, EbIAENIEHHDLX
6 npouecce ouazHocmuku; IIpozHO3UPOBAHUE HUCTIA 0HUOAEMBLX
6omvrbix; IIpeemcmeenHocmb Men0y CHeUUAIUCIAMU NPU nepexo-
Oe 607bHbIX ¢ peOKUMU BONE3HAMU O NeJUAMPOs K mepanesmam;
O6pasosamenvhole npozpammul no pedkum 6onesusam; Ilcuxonoeu-
ueckue, ceMeliHble, COUUANbHbIE, PUHAHCOBDLE.

Penixye 60/1€3HM YCIOBHO MOXKHO PasfieNTh Ha JBe TPYIIIbL:
HEMOHOT€HHbIe U MOHOTeHHble. K HeMOHOreHHbIM OpdaHHBIM
3a00JIeBaHIAM MO>KHO OTHECTI: TeMOIUTUKO-YPEMUYEeCKIIT CUH-
IpOM, NApPOKCU3Ma/IbHas HOUHas reMornobuuypus (Mapkuaga-
BBI-MUKe/Il), ammacTudeckasl aHeMusl HeyTOYHEHHas, JMIMOIa-
TIYecKas TPOMOOLUTOIIeHYecKas Mypiypa (CMHApoM DBaHca),
HpeX/ieBpeMeHHas1 II0/I0Basl 3PEOCTh LEHTPATbHOTO IIPOJCXOXK-
lieHVs, jerovyHas (apTepuanbHas) TUIEPTeH3MA (MAMONaTHde-
cKas) (TepBuYHas), IOHOIIECKNUIT aPTPUT C CUCTEMHBIM HAYajIoM.
K MoHOreHHBIM Op(haHHBIM 3a00/IEBAHIUAM MOXKHO OTHECTH: Te-
MOJINTUKO-yPEMUYECKNIT CUHAPOM (HACTeACTBEHHBIN), HACTIEH-
cTBeHHbIT geduuut daxropos II (¢ubpunorena), VII (mabmnn-
Horo), X (Crioapra-IIpayspa), fedekT B cucTeMe KOMIITIEMEHTA,
HapylleHnss oOMeHa apoMaTM4ecKUX aMUHOKUCIOT (KJIaccude-
cKast (peHUIKETOHY P, APYyTUe BUABI IUIepdeHnIaTaHNHEMI),
TUpPO31HeMIs, 60JIe3Hb "K/IEHOBOTO CupOIIa", [PYTie BIADI HApy-
IIeHnT 0OMeHa aMMHOKICIIOT C Pa3BeTBIEHHOI L[eNbo (M30Bae-
PpUaHOBAsI ALMEMIIST, METVJIMA/IOHOBASI ALVIEMIsT, IIPOIIVIOHOBAsT
auuemMns), HapyuieHns: o6MeHa >KVPHBIX KIUC/IOT, TOMOLVICTY-
Hypys, TIIOTapUKALVAYPUs, TalaKTO3eMUs, Apyrue CHUHTOMN-
muposs: 6onesHp Dabpu (Pabpu-Anpepcona), Humana-Ilnxa,
Mykononucaxapunossl I, II, VI tunos, ocrpasa mepemexaromias
(mewenounas) mop¢upusi, HapymeHns obmena menu (6ome3Hb
BunbcoHa), He3aBepIIeHHbIT OCcTeoreHes [4].

[laHHOe pasfeeHne NPYHIMINAIBHO, TAK KaK B MapIIPYTH-
3aIMI0 TAIMeHTa B 005A3aTeIbHOM IOPS/KE JO/DKHA BKIIIOYAThCS
BCs CeMbsl BBIABICHHOTO IalyeHTa. Ha CeropHsINHMII MOMEHT
IpY BBENEHUM IO AYLIEBOrO (DMHAHCHMPOBAHUS HO/DKHO OBITH
aMUHICTPATMBHOE MOHMMAHNE O PUCKA NOSIBJIEHNSI B JAHHOI
ceMbe MMOBTOPHOTO TallMeHTa C 3Tol maronorueii. Ilpudem kpyr
pUcKa 06s13aTeNIbHO [JO/DKEH YCTaHAB/IMBATh Bpad-reHeTuk. [1pu-
Befly IpuMep pomocnoBHolt cembu K. ¢ 2 manmeHTamu ¢ opdan-
HbBIM 3a007eBaHUeM ¢ X-CLEIUICHHBIM PellleCBHBIM TUIIOM Ha-
CTIeIOBaHNSL.
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PonocnosHas cempu K. ¢ 2 manuentramu ¢ opdaHHBIM 3a00-
neBaHyeM ¢ X-CIeIIEHHbIM PelleCCUBHBIM TUIIOM HAaC/Ie[lOBAaHUsA

(pnc.1).

Ha y4eTe B MeIMKO-TeHETUYECKOM OT/[eIe HAXOIVIICS TTALIeHT
U3 5-TO MOKOJIEHUS], IIPK fIeTa/IbHOM COOpe CeMeifHOro aHaMHe3a
ObI/1 BBIAB/IEH elé 1 MalMenT 13 6-TO IIOKO/IEHMS.

E1e offHOJ TPYAHOCTBIO B IIOCTAHOBKE IMarHO3a CTAHOBUTCA
nomMMOpM3M KIMHIYECKOil KapTUHBL 3a0oeBanus. I[lommMop-
(13M YacTO 3aBUCHUT OT SKCIIPECCHUM T'eHa B TOM W/IV IHOM FeHOTH-
me. JHOrAa Bpauy KIMHULIUCTY TPYAHO COOPATh BECh CHMIITOMO-
KOMII/IEKC B OJIHOM IIAI[/eHTe, a TeHETUK PaboTast C CeMbell MOXKeT
cobparb BOEVHO BCe KIMHUYECKNUE IIPOSIBIIEHNS], OCHOBBIBASICH
Ha JJAHHBIX O HeCKOJIbKIX WIeHax ceMblt. Kak mpaBuio, 3abomnesa-
HYIS1 M3 TPYIIIBI MOHOT€HHBIX, CBA3aHBI C le)eKTOM OffHOTO IeHa,
KOJMPYIOIIETO MHAVBUAYA/IbHBIN (PepMEHT, KOTOPbIil obecredn-
BaeT IpeBpallieHNe OfHOro BelecTBa (cyocTpar) B fpyroe (mmpo-
LyKT). B 60/IbIIMHCTBE C/Ty4aeB TaKUX PACCTPOIICTB MATOT€HHBIM
ABJIAACTCA HAKOIICHME BEllleCTB, 00/Ia/JalolINX TOKCUIeCKUM Jieli-
CTBUEM VIV HAPYIIAIOMIMX CIOCOOHOCTD CHHTe3a APYIMX KU3HEH-
HO BaKHBIX coefimHeHnit. [To Mepe HaKOIUIEHVsI TAaTOMOTMYECKIX
COEMMHEHNII B OpPraHM3Me INPOSB/IAETCA KIMHMYEeCKas KapTHHA.
TpyaHOCTM B AMATHOCTHMKM 3aK/TIOYAIOTCS B TOM UTO, K/IMHIIECKIIe
CHUMIITOMBI, KaK IIPaBIJIO, HeCHIeUMpUIHbL; MHOTVE 3a00/IeBaHIIs
Ype3BbIYAIHO CXOIHBI II0 KIMHUYECKUM INPOSABICHNAM; TOYHAA
AMArHOCTMKA BO3MO>XKHA TOJIBKO C IIOMOIIBIO CIOKHBIX COBPEMEH-
HBIX JITAOOPaTOPHBIX METOROB. I109TOMY B a/IropuT™ f/1 Bpadeli,
0CO6eHHO paboTAOLINX C AEeTbMM, TO/DKEH OBITh IIPOMUCAH KPYT
CUMIITOMOB, TIPY NOSIBJIEHNY KOTOPBIX B iuihhepeHIIanbHbII Au-
arHO3 IO/DKHBI BKJIIOYAThCs 3a00/IeBaHNs U3 TPYIIIBI OP(aHHBIX.

[TpuaHaky, Tpebyromye MCKI0YeHns: opdaHHOro 3abosesa-
HYISl B HEOHATA/IbHOM IIepYOfie U Ha IIePBOM IOy SKU3HI:

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

2. Muapest, runoTpoust (MCKIIOYUTD 9K30TEHHbIE IIPUUIHBL).

3. Temmato, crIeHO, remaToCIIeHOMET a/IA.

4. IIporpajiieHTHO Pa3BMUBIIAACA K TOAY SKM3HY YMCTBEHHAs
OTCTa/IOCTD, MBIIIEYHAS TUIIO ¥ TUIIEPTOHUS, CYJOPOXKHbIE IIPY-
IaJIK!, Pa3BUBIINECA B IIePBble MECALIBI XKUSHIL.

5. JTabopaTopHbIe JaHHbIE: METAOONMMYECKIUIT ALINI03, A/IKATIO3,
TUIIOTIMKEMIsI, caxap, 6€/I0K, aljeTOH B MOdYe.

[Tocrne mepBoro ropa >kn3HM: YMcTBeHHas: orcranocts (YO)
HesACHON atuonorny; YO ¢ 3ajepxKoit (pusnyeckoro pasBuTHA,
CYLOPOXXHBIMI NIPUIAJKAMM, MHTOKCHKALIME, IeTaprueil, KoMa-
TO3HBIMJ COCTOSIHVEM, PBOTOI1, Auapeeii, IOpaKeHUeM IedeHI,
HIOYeK, 9K3eMOIi, BBIBMXOM, ITOIBBIBMXOM XPYCTasIMKa, ITyXOTOIL,
amanueit, gusnexcuert; Coderanne YO ¢ HUBKMM POCTOM, IPyOBbI-
MM YepTaMI JIMIA, TUAponedanbHbIM YeperioM, TYTOIOABIDKHO-
CTBIO CYCTaBOB, CKOJIMO30M, TellaTOCIUICHOMETaIVell, IOMyTHe-
HJIeM pOTOBUIIBI, TYTOYXOCTbI0; IIporpaguentHoe passurue YO u
HEBPOJIOTMYECKOlI CMMITOMATUKM IIOCIIe TIePUOfia HOPMAIbHOTO
Pa3BUTH PasHOM IUTETbHOCTIL

o [umotpodust HesICHOT STHOIOIMIL.

« HernepeHOCHMOCTD OT/Ie/IbHBIX BUIOB MY, CHHIPOM

Maspabcopoumm.

» Hedpommruas y nereit.

9TO MO3BONMNUT BOBpPeMs BBIABUTDL MATONOTMYECKNE HapyIIe-
HMs U HavyaTb JiedeHne. O4eHb BaXKHO MOHMMATh, YTO OphaHHOE
3ab0/1eBaHNe KaK MPABIIO C MOMMCUCTEMHBIMIU MIPOSIBICHIUSIMIL,
[I03TOMY B)XXHO KOMIUIEKCHOe 00C/IefloBaHMe C MpUBJIEYEHVEM
MEXIVICLUITIVHAPHON KOMaH/bI CIelyamicToB. ONTUMaIbHOTO
eIVHOTO aITOPUTMa He CYLIECTBYET, TaK KaK Y KXKJJOro HaljyeH-
Ta OyJeT MHAMBMAYyaTbHOE TeueHMe 3a00/eBaHNs aKe BHYTPU
ofiHOIT Hosomoruu. TToaToMy mpu mofo3peHny Ha opdaHHOe 3a-
6oreBaHe Bpady IPOIfIETCS 0 OCHOBHOMY CUMTOMAaKOMIIIEKCY
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OIpefeNnTbCsA ¢ Haubo/mee BEPOSATHBIM 3a00IeBaHNeM U3 3TON
TPYIIIBL, YYUTBIBAs OCOOEHHOCTH IIaTOreHe3a (ojesHN, BO3pacT
" COCTOAHUE pe6eHKa " B IIEPBYIO OYE€PEND BBIIIOTHUTD 61ox1-
MIUYECKUI IMOMCK Ha OTCYTCTBME MJIM HEJOCTATOK OIIPENC/ICHHOTO
¢depmeHTa.

Tormbko mpy o6HApYKeHUM GMOXMMUYECKOro feeKTa MOXK-
HO FTOBOPUTD O HA/IMYMM OpPaHHOTrO 3a60/IeBaHNsA 11 BOT Ha 9TOM
TaIle JO/DKeH ObITh, 0053aTe/IbHO IOFK/IIYEH K MeXKAVNCLNIIIN-
HapHOII KoMaHfe Bpad-reHeTuK. OH ompefensieTcs u ¢ 06beMoM
[a/IbHEIIINX TeHeTNYeCKUX UCCIEOBAHNIT M KPYTOM JINLL B flaH-
HOII ceMbe KOTOPbIM HeOOXOAMMBI TeHeTIIecKye 00CTIeOBaHIs.
9TO MO3BOJINT OKa3aTh IOMOIIb He TONBKO HAHHOMY IALEHTY, HO
¥ HAJTV IPYIVX [ALMEHTOB B 9TOI ceMbe C JAHHBIM 3a00/IeBaHN-
eM Ha JJOK/IMHMYECKOM JTalle. Befib CBOeBpeMeHHOe ajieKBaTHOe
JledeHNe B 9TOM C/Iydae IO3BOMIUT M30eXaTh OCIOKHEHNI, YIyd-
NT Ka4€CTBO M YBEIMYUT MPOLO/DKUTEIbHOCTD JKM3HIU ITall-
eHTOB. JI/Is1 KXXJOro MalueHTa Iog6MupaeTcsi COOTBETCTBYIOMIAs
MefMKaMeHTO3Has1 Teparist. [Ipy oTcyTcTBUM Win fedurnTe Ka-
KOro-/mmoo hepMeHTa Ha3HAIACTCST PePMEHTO3aAMECTUTEIbHAS Te-
panus, KOTOPYI0 HeOOXORMMO HAadMHATb KaK MOYKHO PaHbIIIE — [0
PasBUTIS HEOOPATUMBIX I3BMEHEHNIL.

Bompocs! 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 PEITTAMEHTUPYIOIVX NOKYMEHTAX B
paspernax edeHne KOHKPETHO IPOIMICAHO 3ab0/IeBaHNe U [perIa-
paT/bI PEKOMEHAYEMDIE [I/Is1 HA3HAYECHNA ITAVIEHTY IIPY KOHKPET-
HOJI HO30/I0TMYeCKOiT popMe U peKOMEeHIyeMblii 06'beM BBeleHsA
MAHHOTO IIperiapara. Shvi| PEKOMEHIanMM HE IpefyCcMaTpyBalOT
BO3MOYXHOCTY OTK/IOHEHVsI OT YCTAHOB/ICHHBIX IIPaBIJI Ha Me-
cTax. ITO YacTO BBI3BIBAET BOIIPOCHI Y CIELMA/IICTOB 10 IPOdu-
nto. IlpuBeny mpuMep KIMHUYECKOTO IMOMMMOp(U3MA TedeHNs
2-X Ta1eHToB ¢ 6ome3Hpio Gabpu.

Bornesup ®abpu, KnnHIIeCKmit HOmMMopdusm

CUMIITOMBI 1-V MATIMEHT 2-M TAITUEAT
Bospacr nayana 8 ner 16 net
Ilepsoe npossnenue | [lapacresun AHTIOKepaTOMBI
[Taronorms XXKKT ecTb ecTb
ITatonorus moyex C 29 ner, XITH 1 HeT
C 32 ner Ha
reMopyanuse
CocTosHne CwMmepTh B 36 11eT 35 e,
CaMOYyBCTBUE
YHOBJIETBOPUTEIIbHOE

OmbIT /IeveHNst TTALMEHTOB B MUPOBOM MEIULNHCKOM CO06-
I[eCTBE HEOJHO3HAYHO YTBEPIXKAAET eUHYIO JO3MPOBKY BBEIEHIIS
IperrapaTa, HaYaIo BBEEHIS IIperapara i BOSMOKHOCTb KOPPEeK-
THPOBKM [103b1. Hy>XHO paccMOTpeTbh BO3MOXKHOCTD Ha TePPUTO-
YU BBEfIEHVIsT MEKAUCIUITINHAPHOTO KOHCU/IYMA JUIS PELIEHIS
BOIIPOCA OLIEHKN TSDKECTH MALMEHTa, 9 PEKTUBHOCTI TIPOBOAM-
MOTO JIeYeHNs, ¥ M3MEeHEHNN 03Bl IIperapara B 3aBUCHMOCTH OT
V3MEHSIIOLIENICST KIIMHINYECKON U 1ab0paTOpHOI KapTUHBIL, KaK B
JIY9IIYI0, TaK ¥ B XYALIYI0 CTOPOHBL JTOT KOHCVINYM JJO/DKEH
VIMETb JIETUTUMHOCTD B /iije MyHIUCTEpCTBA 31paBOOXPAHEHVISI
P®, HasHA4YaThCSI KOHCWIMYM MO/DKEH IIPUKA30M II0 KOHKpET-
HOJT HO307I0rM4ecKoil popMe opdaHHOro 3aboneBaHUA MpPUKa-
30M MECTHOTO OpTaHa 3[[paBOOXPaHEHMs, TaK KakK obecIedeHye
JleKapCTBaMM TALIMEHTOB C PEIKMMM 3a0O0TeBaHMAMMU, COITIAC-
HO JIeVICTBYIOIEMY 3aKOHONATENbCTBY OCYLIECTBIIACTCA 3a CUeT
CPEJICTB PErMOHANIbHOTO OrofKeTa. JIaHHBII KOHCUIMYM JIO/DKEH
OIIpeNIeNATD ¥ O4epPeHOCTD B3sATHUA MAllMeHTa Ha JiedeHye. Tak Kak
B pexxuMe fiedpuiura OI0/pKeTa MOTYT BOSHUKHYTb TPYJFHOCTHU C
OBICTPBIM TIPEOCTAaB/ICHIeM JIEHEeXXHBIX CPEICTB Ha IMprobpere-
Hue penapara. Ha ceropHAIHmii MOMEHT IPOLIey pbl OYepeSHO-
CTH Ha BBIIe/ICHNS IeHEKHBIX CPECTB He IIPOIICaHa HII B OfHOM
3aKOHOZIaTe/IbHOM aKTe. Tak jke He pellleH BOIIPOC O BO3MOXXHOCTH
CHATVS ALMeHTa ¢ opdaHHBIM 3a00JIeBaHMeM C iedeHns1. He pas-
paboTaHbl KpUTepuy OLeHKN 3PQPEeKTUBHOCTI IIperapara, 0co-
6eHHO e/ TALMEHT SIB/LIETCS] MHBAINOM C BOBJIEYEHMEM LieH-
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TPaJIbHOI HEPBHOM CICTEMBbI IeUeHNe HauaTo Ha ITO3/JHel CTafym
PpasBUTHUA 3a00/IeBAHVA Y HA IPOTKEHNY HECKOTIbKIX JIET HOTy-
YeHUsI JOPOTOCTOSIIIIETO JIEUeHs ero obliiee COCTOsHIE He TONbKO
He Y/Iy4IIaeTcs], HO jaXke OO'beKTUBHO YXY/IIAeTCs.

B MemuIMHCKIX Kpyrax Bce 60/Iblile 3aaeTcst BOIIPOC O Iiejle-
CO0Opa3HOCTI BBEICHNS HEOHATA/IbHOIO CKPYHMHIA Ha opdaH-
Hble 3a607eBaHNA. [IpOBOIUTE TreHeTNYeCKOe TeCTUPOBaHME BCEM
HOBOPOXKIEHHBIM CIMIIKOM JOPOTO JjaXKe M/A 0OecledyeHHBIX
cucTeM 37ipaBoOXpaHeHNs1. X0Ts1, 6e3yCI0BHO, PaclIipeHnue Ipo-
rpaMMBbl HEOHATAaJIbHOTO CKPVHIHIA HO3BOMIIO ObI YIY4IIUTD
CUTYallMI0 IO pegKyuM 3aboneBaHusAM B crpaHe. Ho Bompocel
CKPMHMHTA BEAYT 3a CO0O0IT paji afMUHUCTPATUBHBIX PelLIeHNIT:
HOKYIIKa 000Py/IOBaHsI HA TEPPUTOPUMN 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 CIefyrOLuil
BOIIPOC 00 O0y4eHMM CIeLMAIICTOB CIOCOOHBIX paboTaTh Ha
JAHHON alIapaType ¥ BO3MOXHOCTY IPaBU/IbHONM MHTEpIIpeTa-
LMY TIOTTyYeHHBIX pe3ynbTaToB. IIpy Hamuunm Takoit BO3MOXKHO-
CTU Ha TepPPUTOPUM JO/DKHA ObITh pasBurta u JHK guarHocruxa
(xaK IOATBepKHAOLas AMATHOCTUKA), @ 9TO BO3MOXKHO TOJIBKO
Ha JJHK-cexBenarope. Tonbko mprobpeTeHme TAKOr0 KOMIUIEKCa
060pyHOBaHNUS U €ro 3amycK OOOMIYTCS perroHanbHOMY OIOf-
XKETY B CyMMy OKO/IO 150 MWIUIMOHOB pyb6reit. MoXXHO mOiTH
IO IIyTH 3aKmodeHnsa goroopos ¢ HUV, nmeronmmu paHHYI0
annapaTypy Ha TEPPUTOPUM C IOKYIIKOM PEaKTMBOB Ha HY>K[bI
37 paBOOXPAHEHM:A PETYOHA, BOSMOXKEH M BapMaHT 3aK/II0YEHNA
norosopa ¢ PeflepabHBIM LJEHTPOM Ha OKasaHMe JJaHHBIX YCIIYT
I71S1 peTMoHa.

Eme opgHOi mpo6/1eMOoil ABIAIOTCA HOCUTEIN IATOTIOTUYHO-
TO TeHa, NX 00C/IefioBaHNe, TAKTMKA BelleHVs, IpefrpaByiapHast
IIO/ITOTOBKA ¥, BOSMOXKHO, BCIIOMOTATe/IbHblE PENpPONYKTMBHbIE
TEXHOJIOT M.

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

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

B MapupyTrsanmyu 9TuX NALUEHTOB JO/DKHA OBITh CTAaTbs

pacxozoB Ha JTHK-AnarHoCcTrKy y KpOBHBIX POJCTBEHHUKOB U3
TPYIIIBI PUCKA [0 POXK/IEHNIIO JIeTelt ¢ OpdaHHbIM 3a60/IEBAHIEM.
Kak BapuaHT 11 607IbHOTO C OphaHHBIM 3ab0NeBaHMeM U I
€ro pOACTBEHHNKOB (IIOTEHIIMAIbHBIX HOCUTENEl MyTaINu) pas-
paboTarh MeXaHM3M BKJIIOUEHNsI TAKUX JIIOfiell B PErMOHA/IbHbIE
IPOrpaMMbl OKA3aHWSI TIOMOIY C ITOMOIIBI0 BCIIOMOTATETbHBIX
METOJIOB PENpPOAYKTUBHOM MENUIMHBI C LOMMIUIAHTAIVIOHHOI
IMArHOCTMKO 110 KOHKPETHOI Op¢aHHOI TaTOMOT UL

Ha ceropnsa umMeeTcs elle HECKONBKO TPYyAHOCTEN. [lake Ha
9Talle BeIeHNsI PerMOHaIbHOTo cermMeHTa PefiepabHOro perncrpa
JINLI, CTPAJAIOIIVX XKV3HEYTPOKAOIIMMI U XPOHMIECKVIMIL [IPO-
rpeccupyonymy pepkumyu (opdaHHbIMI) 3a00/IeBaHNMAMY, IPU-
BOJIAIVMIMM K COKPAIL[EHNIO IPOJJO/DKUTENbHOCTY SKU3HU IPaXKIaH
WIN X MHBAIMAHOCTI. B prikase MuHICTepCTBa 3jpaBOOXpaHe-
Hust PO ot 19 Hos16pst 20121 3a Ne950H «O popmax ZOKyMEHTOB
WIS BEJIEHMST PETVOHAIbHOrO cermenTa MeiepabHOTO PerncTpa
JINII, CTPAfAIOIVX XMU3HEYTPOXKAIOMMMI Y XPOHMYECKMI TIPO-
rpeccupymoumu pegkumu (opdanHbIMI) 3a00/TeBaHUAMIY, IPH-
BOJAILIVMMIM K COKPAIEHIIO IPOfJO/DKUTEIbHOCTY SKI3HU IPAXKIAH
VIV VX MHBA/IITHOCTY» YKa3aHo, UTO 3arloHeHne GOpMBI BefieT-
Cs1 BpadoM, K KOTOPOMY a]MIUHICTPATVIBHO [IPUKPEIUIEH [IAI/IeHT.

22 | peaxud KyPHAT

B camom Hauasie 3aI10/THEHMsI PErUCTPa 9TO IIPUBEIO K Iy TAHUIIE,
YTO CYMTATh HOKYMEHTOM IIOATBEPXKAAOMNM Anarao3? Iloatomy
B PETUCTP 3aKPaMCh OUIMOKI: B YACTHOCTH, TEXHUYECKIE — Bpad
HepeIyTasl AMarHo3 U B perncTp ObUT 3aHeCEeH MALMEHT C AMarHo-
30M, YCTAaHOBJICHHBIM B YacTHOM LieHTpe. IIpn BbI30Be HaHHOTO
HalyeHTa Ha KOHCMIMYM M ero H0OOCTIeOBaHUM AMarHo3 Obll
cuat. [loatomy Ha Teppuropun HoBocubmpckoit obmactu 65010
IPUHATO aMUHICTPATVBHOE pPellleHNe, YTO MOofiadya JJOKYMEHTOB
Ha BK/IOYEHNE B PErVCTpP MPOU3BOIUTCS TOMBKO MPU HATUYUU
3aK/TI0YEHNsI [TTABHOTO CHELAINCTA [0 Tpodutio opdaHHOro 3a-
6oreBaHmsI.

I mpospayHoil MapIIpyTU3alyM MALJEeHTOB ¢ OpdaHHBI-
M1t 3a00/IeBaHMSAMY YTBEPAUTD HEOOXOAVMBII OOLINIT TTepevdeHb
TOKYMEHTOB U aIMMHUCTPATUBHBIX JECTBUII, OIPENeIUTb OT-
BETCTBEHHBIX Ha KaXIOM 3Talle 3a IaljeHTa ¢ op¢daHHBIM 3a-
6oreBaHmeM OT MBICTM 00 OpdaHHOM 3a00MeBaHNUN Y MALIMEHTa,
10 BBIPAOOTKY TAaKTMKM BETEHMs 1 JIEYeHNs TAHHOTO MalMeHTa.
MO)KHO paccMOTpeTh NPeJIonaraeMyl0 TAKTUKY B OTHOIIe-
HUY K DalyeHTaM ¢ op¢aHHbIMU 3a0omeBaHusaMu: 1. Beectn
HepeyeHb CUMIITOMOB, TIPU KOTOPBIX CIELUAIICT 00sI3aH B KPYT
mnddepeHIMaTbHON AMATHOCTUKY BKIIOUUTD OpgaHHble 3a00-
neBaHus (I1s1 MOHOTEHHBIX opdaHHBIX 3abomeBanmit); 2. [lpu
HOJJ03PEHNN VIV YBePEeHHOCTH Bpada B Ha/IMYMN Y TTAlJieHTa Op-
(anHOrO 3200/1€BaHNIA, Bpad 00513aH IOCTaBUTDb 00 9TOM B U3BECT-
HOCTb IJIABHOTO MPOGMIBHOTO CIIelnancTa; 3. [l1aBHbIM onpere-
JIUTh IPOGUIBHOTO CIIELMaNINCTa IIPYU CUCTEME 3[{PaBOOXPaHEeHNs
B PeryoHe 10 KOHKPETHOI HO30IOrMYecKort gpopMe U3 IPYIIIBI
opdanHbIx 3abomeBaHMil. VIMEHHO NPOQUIBHBIN CIIEI{MaINCT
OIpere/sieT fATbHEIIYI0 TAKTUKY 00C/IeOBaHIsI W JOOOCIe-
TOBAHMS TAIVIEHTA U IPUHATYS PeIIeHNsI O Ha3HaYeHN Y JTeYeHs
KOHKPETHOTO IalueHTa. [laHHOe pelieHe JO/DKHO IPUHIMAThCS
1podebHBIM CHELAICTOM Ha OCHOBAHMY 3aK/II0OYEeHVsI 13 CTa-
IIVIOHapa, a TaK JKe BBIIMCKY 13 aMOY/IaTOPHOL KapThl IalyIeHTa C
MeCTa >KUTETIbCTBA (3aBepeHHas [IABHBIM BPAuOM YUPEXKIEHNS),
U3 OLEHKV OOIIEro COCTOSAHNA IAlVIeHTa, C Y4eTOM 3TUOJIOTUN
PasBUTHS TAHHOTO 3a00/IeBAHNS, MM OCHOBBIBASICh Ha 3aK/TI0Ye-
HuM u3 demepanbHOro LeHTpa; 4. [Ipu ycTaHOB/IEHUN Y HAlieH-
Ta opaHHOro 3a00/IeBaHI ITIABHBII IPOQIIILHBLI CIIeMaIICT
YEOCTOBEpsIeT Ha CBOeM O/IaHKe [MAarHo3 ¥ HasHaueHVs Teparuu
C yKasaHMEeM MENMKOMEHTO3HOTO IIperapara U €ro JO3MpPOBKU
HeOOXOIMMOIT I JIeYeHMsI JaHHOTO MalMeHTa; 5. B crmopHbIx
CUTYaUMsAX WIM B C/Iydae 3aTPyJHEHVs IPJ YCTAHOBJICHNN [Va-
THO3a Ha TEPPUTOPUM TJIABHBII TPOMUIBHBIN CIIEIMATUCT MOXKET
BOCIIO/Ib30BATbCsI PETMOHANIBHO KBOTOI B yupexxpeHun dene-
PaIBHOTO YPOBHS MIsl TOOOC/IEOBAHS MAL[IEHTA U BBIPAOOTKI
TaKTUKY Be[leHMA JaHHOTO MalleHTa JIU CO3BaTh KOHCUIYM 13
CMEXHBIX CIIEL[MaICTOB [y PeLIeHVsI BOIPOCa O BBIPAOOTKM
Ja/bHENIIeN TaKTUKI I10 KOHKPETHOMY IAIVIEHTYy.

6. Ha ocHOBaHU 3aK/TI0Y€EHSI [TTABHOTO ITPOGUIBHOTO CITIeL -
a/IICTa Bpay MONMKIMHIYIECKOTO 3BeHa, K KOTOPOMY IPUKpeIIeH
IHAIMEHT 3aMo/HAeT POPMY YCTaHOB/IGHHYIO ITpuKasoM M3 ot 19
HOA0pA 2012r. 3a Ne950H «O ¢opmax JOKYMEHTOB I BeleHUA
permoHanpHOro cermenta OeepanbHOrO perucTpa i, CTpajga-
IOIVX SKM3HEYTPOXKAIOLMMI I XPOHUYECKUMI IIPOTPecCUpYIo-
M peakumu (opdaHHbIMY) 3a00/1EBAHVSIMIA, TIPUBOJAIINMU K
COKpALLeHNIO IPOLO/DKUTEIBHOCTI XKIBHU TPXKIAH WM UX UH-
BaIMJHOCTI» O BK/TIOYEHME JaHHOTO MAIVeHTa B PErMOHATbHBII
cermeHT DeflepanbHOTO PETUCTPa;

7. 151 9eTKOI paboThI B IOMK/IMHIYECKOM 3BeHe C IalieH-
TaMI C YCTAHOB/ICHHBIM Op(aHHBIM 3a00/I€BaHIEM PEKOMEHJIO-
BaHO MapKUPOBAaTb TUTYIbHBII JIUCT aMOY/IATOPHOJ KapThI Ialy-
eHTa (OCHOBHOII MarHO3, HOMEP B PETHUCTpe, faTa BKIIOYEHNU B
perucrp);

8. [yt MoHOTeHHBIX OpdaHHBIX 3a00/IEBAaHMIT JOMKHO OBITD 2
IpOQUIbHBIX [JIABHBIX CHELMAINCTA: CIIeLMA/INCT IO TeHeTUKe U
CIIEIMA/INCT [0 OCHOBHOMY K/IMHIYECKOMY IIPOSIB/ICHNIO.

9. Ilna sarmycka IpOLeRypbl BBIJIEICHUS [EHEXXHDIX CPEeICTB
I 3aKYIKM IIperapata HeOOXONVMOro MalMeHTy JO/DKeH ObITh
YTBEpX/EH IepedeHb TOKYMEHTOB, IIPeSOCTAB/IEMBI B OTHEN
JIEKAPCTBEHHOTO OOeceyeHnsI.

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

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

P
nononvckas K.JI. Hacnedcmeentvie 6oniesnu o6yeHa seusecms.; 4. www.omim.org
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TekeT: Tumyna O.B.

Ysen OO11eCTBEHHOM 1a1aThl
Pecriy6sinku TaTapeTaH; ipeaceaaTesb
npasjieHHusa Acconanum

cuHzgpoma Petra

Poccum monmHBIM XOZOM MAYT HPOILECCHl MOJ€PHMU3ALNN
3[IpaBOOXpaHeH s, MHKII031M B 00pa3oBaHUM, Pa3BUTHUS
TOCTYIIHOII Cpefibl, HO, K CO’Ka/IEHNIO, IeTU C CUHIPOMOM
PeTTa mo-mpeXXHeMy OCTAaIOTCA BHe CUCTeMbl 0Opa3soBaHMA U
peabuauTanuy, [UarHOCTUKA OCTAeTCS TPYSHOLOCTYIIHOI, Po-
OUTENISAM 4acTO TOBOPAT: «Mbl He 3HaeM, YTO Je/aTh C BAalllUM
pebeHKOMY.
bBonbuioro Tpyga cToUT NMOZHMMATb BOIPOCHI MaeHbKON
TPYIIIBI feTell C 3TUM PeIKUM TeHeTHIeCKUM 3a00/IeBaHMEeM.
BoisiBIeHHBIX feTeil Bcero mo Poccun uyTh 60mee 350 denoBex,
B TO BpeMs, KaK Ha Kaxzabie 10 000 - 15 000 HOBOPOXXIeHHBIX
DeBOYEK IPUXOAUTCA OfHA AeBOYKa ¢ CMHApoMOM Perra. ITO
3HA4YuUT, 4T0 B Poccunm ¢ curpgpomom Perta fOMKHO OBITD, KaK
MuHUMYyM 3000 meBOYeK M XKEHIMH, a €CTh ellle PeIKe CIIydan,
Korja cuHapoM PeTTa BcTpeuaercsa y Malb4MKOB.
— IICUXOHEBPOJIOTMYECKUI CUHIPOM,
XapaKTEePUSYIOUIMICSA TsDKENBIMM  AUCHYHKIUAMU, TaKUMU
KaK [I0Tepsi MaHyabHOI (PYHKIMM 1 pedeBbIX CIOCOOHOCTEI],
KOTHUTUBHBIMIU, KOMMYHUKATUBHBIMY, COLMAJIbHBIMU, IOBe-
JeHYeCKMMN ¥ (QYHKLMOHAJIbHBIMU HapylleHuAMHU. BrepBble
MOAB/IAETCA B BO3pacTe OT 6 1o 18 mecsaues, clefyer 3a IepBo-
Haya/JIbHbIM OTHOCUTE/IbHO HOPMAaJIbHBIM II€PUOJIOM PaHHEro
passutusi. CP cumraercst BTOpbIM Hanbojee 4acThIM CUHPO-
MOM, BBI3BIBAIOLIMM MHOXXECTBEHHbIe HapyllleHusA cpeiu fe-
BoYek mocne cuuapoma Jlayna. Vinausup ¢ CP mpepcrasnser
KOMITIEKCHYIO KIMHUYECKYIO KapTUHY, KOTOpast TpebyeT OlleH-
KU C UCIIOZIb30BaHMeM MEeXIVMCUUIIIMHAPHOIO IIOJXO0a.

B Poccum oTCyTCTBYIOT LIeHTPBI, Ky#a Ha oOcefoBaHue un
Ha peabMINTAIVI0O MOXKHO HaIllpaBUTb peOeHKa C CMHPOMOM
Perra. Ilomo6Has cuTyanus XapakTepHa s OONbLUIMHCTBA
penkux 3aboseBaHuI, BBIAB/IsAEMBIX B Halllell cTpaHe. 3a pybe-
JKOM 4acTO (QPYHKIMY MOZOOHBIX LIEHTPOB OepyT Ha cebs Kiu-
HUKJ, WIN KOMIUIEKCHBIE MeIMKO-COLMaNIbHO-peabuInTaLu-
OHHBIe LeHTpbl. OHM He TONBKO paboTaloT C MAleHTaMy, HO
ABJIAIOTCA METOLMYECKO! MYIbTULMCHUIUIMHAPHON IIOLaf-
KOIf 1711 06yYEeHNA CIIeMaNiCTOB, a TAKXKe UCCIIE0BATENbCKO
623011 1A c60pa HAYYHOTO MaTepuaa.

B HacrosImee BpeMs He cymjecTByeT nedenus gna CP, Ho 06-
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LERTP A9 RETEN

G PELRUMMA 3REONEBRRUAMA:
MESTR WAN PERNBHOCTD

parumocTb npusHakoB CP Ha MoieNAX Mbllllell BO BpeMs HEO-
HOKPATHBIX VICCIEJOBAHMII, JAIOT HALEXAY Ha Oypylyee use-
yeHue nanueHToB ¢ CP. CerogHs, IOMUMO MOMCKA JTeKApCTBA,
Haubosee akTyanbHa TeMa 3¢ GeKTUBHOTO MOALeP>KUBAIOLIETO
JledeHNs, TaK KaK OHO 3HAYNMTETBHO MOXET YIYYIIUTh CUM-
IITOMBI, KOTOPbIE XapaKTePU3YIOT CUHAPOM. MHOro4YMC/IeHHbIE
" pasHOOOpasHble 0OpasoBaTe/IbHblE U TePANEBTUYECKIE TO-
tTpebHocTN manueHToB ¢ CP, BMecTe ¢ OTHOCUTENBHO JLOJTOI
IIPOZIO/DKUTENIBHOCTDIO XU3HU (1o 60 1eT), TpebytoT nmpodec-
CMOHAJIBHOTO MEXAUCIUIUIMHAPHOTO moaxona. K coxaneHuro,
naguenTsl ¢ CP 1 MX ceMbyu He BCerja MONYYAlOT HAMTy4llee
BO3MOXXHOE JIeU€eHIEe U peabuInTanuio.

Hamubonee mspectHble PeTT-LeHTpbl (YHKUMOHUPYIOT B
Wspanne (Uentp cunppoma Perra, Ten Xamomep), [MIBennn
(Pert-mentp B Actepcyn), CIIA (PerrT-ueHTp B XbBIOCTOHE).
B kavecTBe mpumepa, cumTaeM BaXHBIM Has3BaTb LleHTp s
NOfell ¢ pefkKuMy 3ab0NeBaHMAMM KaK IOfpasfeneHue Ha-
LMOHAJIBHOI CIYXObl 10 pepgkuM 3aboneBanusm Hopserun
(Opamby, mynunumnanuter Cku).

LEHTP BK/II0YaeT B cebsl IBe OpraHusanum: Me-
AVIHCKOE OT/ie/IeH e B e TCKOM MeANIMHCKOM 1eHTpe Cadpa
B Ten Xamromep m ob6pasoBaTenbHO-PeabMINTALMOHHYIO KO-
maHzy. OcHoBHas 1enb LleHTpa - ynydlleHne KayecTBa >KU3HU
nanueHToB ¢ CP n nx cemeit. [lenu moCTUTAIOT HECKOMBKUMU
NyTAMM: yay4ias MHGOPMMPOBAHHOCTh O cuHfpoMe PeTTa
Cpeny HacelleHUs U Bpadell, CBA3aHHBIX C PO eCcCHOHaNbHBI-
MU co00IeCcTBaMy; OKasbIBasi MOA/IEPXKKY M KOHCYIbTUPOBA-
HMe popuTeneii manueHTos ¢ CP; onennsas nauuenTtos ¢ CP xo-
MaHJI0J1 9KCIIePTOB; CHabXXasi PyKOBOJICTBAMY CIIEL[MA/TNCTOB B
00pasoBaHuM 1 TepaIeBTOB, paboraouux ¢ naguentamun ¢ CP;
npoasuras u GpuHaHCcUpys uccnefosanus no CP. MegnunHckoe
ormenenne eHTpa (PeTT KIMHMKA) MMeeT I[e/bI0 OKa3aHUe
Pa3HOCTOPOHHET0 MEAMIIVHCKOTO OOCTYy>KMBaHNA IAlVEHTOB
¢ CP 1 ux cemeii B IIONIBITKE OTBETUTb HA UX MEAMLMHCKIE, Te-
pameBTUdYecKye 1 06pa3oBaTenbHbIe HOTPEOHOCTI, IPUHUMAS
BO BHMMaHIe YHUKAJIbHbIE XapaKTePUCTUKYU U TPeOOBaAHNA I
Ka)XJ0r0 pebeHKa M ero ceMbu. ITU CIyXXOBI HallpaBIeHDbl Ha
oMo1b pe6GeHKY, YTOOBI JOCTUTHYTH ONTUMAIbHOTO QYHKII-
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OHMpPOBaHNA. [IMaTHOCTUKA U OLIEHMBAHUE B YUPEXKTEHNUU
IPOBOJMTCS CIEAYIOMMM 06pa3soM: KOHCY/IBTUPOBAHME /s
CeMbM U [IPYTUX HMOAJEPKMBAOLINX CTPYKTYpP; peKOMeH/ia-
UMM U yKasaHUA g MHAUBUAYa/IbHON IIPOTPaMMBbl; pery-
JIApHBIE TTOC/TeAYIONIe IPOBEPKN COCTOAHNA ¥ MPOTPaMMBI
nedeHMsT Kaxjoro kiameHra. ObpasoBarenbHO-peabuanTa-
I[MOHHAasA KOMaHAAa — 3TO MEXJUCHUIUIMHApHAasA KOMaH[Za,
COCTOAIAsA U3 CHEelMaNbHOIO YYUTe/A, My3BbIKaJbHOTO Te-
paleBTa, IOrolefa, TepaleBTa 10 TPYLOBOIL Tepanuy 1 ¢u-
3uorepanenTa. l]enpio 3T0l1 KOMaHAbI ABIAETCS IPOBELEHNN
OLIEHK) U OKa3aHUM IOMOILIYM IO OOYyYeHWIO JIsi KaK[Oro
pebeHKa B Ipefenax CleluanbHbIX 06pa3oBaTe/IbHBIX MPO-
rpaMM B MeCTaxX IPOXXMBAaHMA B HPUCYTCTBUM IIepCOHAa
u cembu. Komanpa CP paspaborana yHMKaIbHYIO MOJE/b
OILIEHKN, KOTOpasi [JaeT OTBETHI Ha Pa3HOOOpasHble MOTPeO-
Hoctu nanuenTa ¢ CP.

ObUL OTKPBIT OfMH W3 IEPBBIX B Mupe
PerT-neHTpOB. lleHTp BemeT mMcHaHCEPHDIN ydeT feTell u
B3pocnbix ¢ CP, ato moutu 300 yenosex, n3 Hux 70 4emoBek
— @XKErofHO MPOXOMAT KypC peabuMamuTaliuy, CIeluanucTbl
I[eHTpa COCTABAIOT IPOTHO3 ¥ MHAUBY/YaIbHYIO IPOTpaM-
MY peabuInTanym, JAT PORUTENAM U CIelMaN-
CTaM Ha MeCTaX, pabOTalIUX C JeTbMU, IO-
SICHEHUA K Hell.

HECKOIbKO PeTT -1jeHTpoOB,
0 HUX MOXXHO IpPOYNTATh M B Hayd-
HOJl /1uTeparype, M Ha caitax 06-
IIeCTBEHHBIX  OpraHMsauuii. B
Perr-nentpe XbIOCTOHA IIOJ Ha-
OmofieHneM HAaXOfATCS, B TOM
qucne, n getu us Poccun. Ham
BUJUTCA, YTO MHEHUE MaM Jie-
Tell, KOTOpble IOe/ININCh BIIe-
yaTIeHnAMM Ha QopyMe caiiTa
Acconuanun rettsyndrome.ru,
ropasf0o MHTepecHee, IIOTOMY
YTO 9TO B3T/IAM 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
(cMmHZEpoMa  yAIMHEHHOTO MHTEpBaa)
93T, nocemarb CTOMATOJIOTa, OPTOIesa (It
KOHTPO/IA CHACTUKM MBIIIL, CKOMMO30B M T.JI:).
briBaer, yro npu Perra, uayT Takme HapylleHUS, YTO
pebeHOK TepsieT ammeTut, 1100 MI0XO0 JKYeT U TepsieT Bec.
[TpuxopuTcsa BBOAMUTH CHenmnuTaHue. J/IIogum ¢ CUHAPOMOM
PeTTa He CMOT'YT XUTb OfHHU, UM Bcerga 6ymeT TpeboBaThCs
IIOMOIIb, KaK TOMa, TaK ¥ Ha ynuie. Bpau ckasain, 410 He06-
xoguma ATPECCUBHAS TEPAIINMS (tepanusiMu OHM Ha-
3BIBAIOT 3aHATHUA C JEeTbMI), TO ecTh noctoauHo: SPEECH
THERAPY (noromnep u medeKTONOr IIIOC KOPPeKIMOHHBI
caguk); OCCUPATIONAL THERAPY (repanus 3aHATOCTH,
9TO KOIfja pebeHKa y4aT CHUMATh 00YBb, 3HAKaM KOMMYHH-
Kauuu (KapTOYKM, XKECTBI, U T.[I.) BIIEPEMENLIKY C TAKTU/IbHBI-
MI CEHCOPHBIMHU YHpaXHEHWUAMN, ITOTTaXXKMBAHNAMU CIIel.
IMIeTOYKAM!, pacKauMBaHMe Ha KadelAX C BBIIOTHEHUEM
ynpaxHenuit n 1.5.); PHYSICAL THERAPY (dusuueckas
tepanus un JIOK, He nmyTath ¢ Pusnorepanueir npubopa-
mn); WHATER THERAPY (BogHas Tepammsi, IjlaBaHmue),
Leap - paccnaburth HepBHyI cucremy pebenky; HYPPO
THERAPY wmwin THERAPEUTYCAL raiding (ua BpIGOp -
UIIOTEpanusi WIX TepaleBTHYecKas e3a); MOXHO jgoba-
BUTb MY3BIKa/lbHYI0 Tepamnio». K crmoBaM MaMmbl, omy6mu-
KOBaBIIEll CBOM BIIEYAT/IEHUA O IleHTPe M PeKOMEHJaInAX
npodeccopa, gob6asiio, uro B nerrpax CIIIA Ha yueTe cTOAT
nopAzka 4000 yenmosex ¢ CP, KOTOpble €XeroflHO MPOXOAAT
mucraHcepusanuio B Perr-nentpax. llenTp B XblocTOHE — He
enMHCTBeHHDbIN PeTT-11eHTp B CIIIA.

PEJKUI XKYPHAJI

IS TAllMeHTOB C pefi-
KMMI 3a60/€BaHUSMM, T/ Pa3pabaThIBAOTCS, COOUPAIOTC
Y pacIpOCTPAHAIOTCI MEXAUCLUUIUIVMHAPHbBIE 3HAHUA /A
JIOTeN ¢ pegKMMM AUATHO3aMM BCeX BO3PAacTOB U ITAIOB
KIU3HU, U UX ceMell, ¥ MOCTAaBIINKOB YCIYT, TO €CTb, CHeIN-
anuctoB. Haumnas cBoro pa6oTy ¢ 1952 roga, cerogHs ato
OO0IIleHAIOHATBHBIN [[EHTP KOMIETEHI[MN /I PefKNUX 3a-
6oneBanmit, puHaHCUpPYyeMblil U3 (efepaqbHOro OKeTa,
NIpeOCTAB/IONINIT  pa3HOOOpasHble JOMOTHUTENbHbIE K
OOBIYHBIM YCIIYTH, 9TO - MECTO BCTPEYM /ISl CeMeli U CIIelu-
QINCTOB, UL IeTell 1 B3POC/IbIX, 60ee yem 120 gnarHos3os,
Ha IIPOTSDKEHUM BCeil XKU3HI.

B HOs6pe mpoworo roga Ha cCOOpaHuM TUIEPOB HALIVO-
HanbHbIX acconnannit Cuugpoma Perra B BeHe 6butn npep-
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 paboTaT, IpeuMylle-

CTBEHHO, Ha COOCTBEHHBIII KOHTUHIEHT - KUTEeil
CBOE€I CTPaHBbI.

Hama opranmusanus Ha CBA3K C pO-
OUTEenNAMN U3 pasme YI‘OIIKOB POC-
CUM, U, TIOYTH BO BCeX CYObeKTax
CUTyalMs OAMHAKOBAA: IIO3[HAA
IOVAaTHOCTHUKA, cnabas MHPOpMMU-
POBAaHHOCTD Bpadveil, OTKa3 B pe-
abuiuranyuy u o6y4eHuu, popu-
TeV OVIH Ha OJIH OCTAIOTCS CO
CBOMM pebGeHKOM U ero mnpooie-
moit. Curyaums ycyrybisercs
C B3poCjIeHMeM peOeHKa, )XUBYT
TaKue MaleHThl I0JITO.
«Acconmanus COlenCTBUSA
607bPHBIM CUHPOMOM PerTa» BBI-
CTYTWIa C MHUI[MATUBOI IO CO3/JaHUI0
[lenTpa KOHTPOIA 32 QYHKIMOHATTBHBIM
COCTOAHMEM JieTell ¢ cuHgpoMoM PerTa Ha
6ase HVIKMII TBOY BIIO PHVIMY um. H.J.
IInporosa Munszapasa Poccun; a Takxe noguep-
>Kajma upero cosganus llentpa peabmnuranum pereit ¢
penkuMu 3a60eBaHNUsIMY, B TOM 4lc/Ie ¢ CMHAPpoMOM Perra
B I. Opén. Hike Mbl IpuBOAUM B mpuMep PyHKINUM, KOTO-
pble Mor 6bl B3STh Ha cebs MOOOHBII [IEHTP, C ONMMCAHIEM
IpOLeAyp U MEPONPUATHIL COTTACHO CTA[IUAM Pa3sBUTUA 3a-
60eBaHus.

HoBoposxaeHHble U ZeTH KO ABYX JIET.

AVMATHOCTHUKA, OOC/IeOBaHNs, TeHeTH-
yecKue MapKephl, MOJIEKY/IAPHO-TeHeTHYecKye aHaIN3bI
(nccnepoanust MECP2), a taxxe «MorekynspHoe nccie-
IoBaHMe HecOa/JaHCUPOBAHHBIX XPOMOCOMHBIX MMKpPOAQHO-
Manii MeTOLOM CPaBHUTEIbHOI TeHOMHOI IMOpuau3anun
(array CGH) - MonexynsgpHOe KapMOTUIIMPOBaHUE» I
JeTell, y KOTOpbIX paHee He ObUla OOHapy)KeHa MyTauus
TUINYHAA A1 cuHfgpoma Perra. [Ina mporHosa m ompefe-
JIeHNS TedeHMs 3a00jeBaHNUA, Ha3HAYeHUA Tepaluu pe-
OeHKa TaK)Ke Ba)XHO 3HaTb X-MHAKTUBALMIO XPOMOCOMBI, a
TaK)Xe KOHTPOMMPOBATh MPEAPACIONIOKEHHOCTb pebeHKa K
SMU-TIPUCTYTIAM, ANA 4ero HasHadaeTcs OOI- MOHUTOPUHT.
[TockonbKy aHaIM3bl BO3MOXKHBI B OCHOBHOM B MOCKBe, He
MHOTHME CEMBU MOTYT «[0€XaTh» WIN «OTIPABUTb aHATU3» U
HOTY4YUTb HOATBEPXK/ICHHDII [UAaTHO3 «CUHAPOM PerTar misa
cBoero pebenka. Ilonyunts paciundpoBKy aHamM3a 1 MON-
HOIIEHHYI0 KOHCY/IBTAIL[MIO KIMHNIINMCTA, BCe B OJTHOM MecCTe
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- ronpko B MHVMW neguarpun (1 o oT3piBaM pORUTENEN U 10
HawmuM HabmofeHnsam). CrennanucTtel, paboTaoline B Ha3BaH-
HOM IIeHTpe, MMEIOT AJINTENbHBIN 1 6OraTbhlil ONBIT KOHCY/IbTA-
UM DalMeHToB ¢ cuHApoMoM Perta c1991 ropa.

Hetu ot 2 net go 4 nmer. Camasa cKOpoTe4yHas U
omacHas cTajus s pebeHka. [IMTbCsA MOXeT Hefle/iu U Me-
canpl. XapakTepusyeTcs moTepeil pe6eHKOM IPUOOPETEeHHBIX
HaBBIKOB, [I03HABATENIbHOIL CIIOCOOHOCTH, pedn, YMEHNUs [O/Ib-
30BaTbCA PYKaMM, HapyIIeHMEM KOHTAKTa C OKPYKAIOI[UMIL,
nprobpeTeHeM PY4YHON CTepeoTHIMu. MOryT HadaTbCs Cy-
poporu. ConpoBoxpaercsi 6eCCOHHUIEN, 3aTSHKHBIMU IIPUCTY-
naMu GecriokoyicTsa. Ha maHHONM cTagumu KOHTpPO/b 3a
cOCTOsIHMEM pebeHKa CO CTOPOHBI Psifia CIENVannucToB (mequ-
aTp, SNMUJIENITOJION, HEBPOJIOT), KOMIIETEeHTHbIE KOHCYIbTALINN U
HasHa4YeHUs Tepaluly, Ipernaparos, IOMOIIb POAUTENAM B Op-
TaHM3ALNY KU3HMY, JIeYeHUN 11 peabynmuranuu pebeHka.

Hetu, ctapuie 4 neT. OT JOIKOIBHOIO UM JJO paH-
HETO IIKO/MBbHOTO BO3pacTa, HAUTCA TofjlaMiu. XapaKTepusyeTcs
CHIDKEHNEM WHTE/UICKTYa/lbHON JeATe/bHOCTHU, HapyLIeHNeM
[IOXOJKY, CYyFOpOraMu, IJI0XOil IpuOaBKoOil Beca, HO ylydlie-
HIEM 9MOIMOHA/IbHOTO KOHTakTa. CBsA3aHHbIE C Ha3BaHHBIM,
npobnemsr: kudo3, ckonnos, gepopmMarys HIDKHUX KOHEIHO-
creit, fucTpodus, HpobIeMbl C )KeNTyIKOM, aTaKCus, allpaKkcus,
npyrue npobnemsl. COOTBETCTBEHHO, 3a COCTOsIHMEM pebeHKa ¢
CUHAPOMOM PeTTa HY>KHO IOCTOSIHHO HAaOIIORATh CIefYOLNM
CHenyaniCcTaM: SIIIENITONIOT, HEBPOJIOT, OPTONe]], XUPYPT, Ta-
CTPO3HTEPOJIOT, AUETOJIOT, IIy/IbMAaHOJIOT, IICUXO/IOT, 0(pTanbMO-
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 cOO0I HpOrpeccupoBaHime JBuU-
raTe/IbHBIX HapylleHuit. JleTu cTaHOBATCA 00e3IBIIKEHHBIMU,
HapacTalT CIACTMYHOCTD, MbIIIEYHbIE ATPOPUM ¥ BTOPUYHDIE
opromennyeckne gedopmanyuu (ckonmos), y psipa OOTbHBIX
pasBuBaeTCA KaXeKcuA. B TaKkoM COCTOSAHMM MaIiMeHThl MOTYT
mpeObIBaTh flecsiTKaMu jeT. HecKonbKo MccieoBaHMil IIpo-
OOJDKUTENbHOCTU >ku3Hu 6onpHbIx ¢ CP B CIIA, Kanapme n
ABcTpanuu mokasanu, 94To 1o 20-7eTHero Bo3pacTa JOXKMBAOT
okono 80% >xeHmUH ¢ cuHApoMoM Perra, mo 35 et - 75%, a
no 50 net- 50%. IIpu CP omucaHa BHe3alHas CMepTb, U Cpe-
IV BO3MOXXHBIX €€ IPUYMH YaCTO pacCMaTpPUBAETCA CUHAPOM
yanuHenHoro untepsana QT. Ha aToit cTaguy moHagoOuThes
KOHTPOJIb TAKOTrO Crenuannucra (IOMMMO paHee Ha3BaHHBIX),
KaK KapAMoJIOL, @ TakKe, CTy>KObI ITa/UIMATHBHOI TOMOLII.

ExxenneBHO B Mupe poxxjaerca okono 180 ToicAY meBOYEK,
kaxjasa 12 — ¢ CP. ¥ike ceifyac B Acconyanumy 3saperncTpuposna-
HO 166 cemeit, BocnuThiBaromux gereit ¢ CP 13 pasHbIX cyODb-
exktoB Poccum (caiit Accoumanum rettsyndrome.ru mpocma-

TpuBaloT B 83 ropogax P®, u B 110 cTpanax Mmpa, COIrlmacHoO
CTAaTUCTUKE caiiTa), a JUArHo3 CTaBAT [0 50 meTAM B TOJ] TOTHKO
B Poccuu, o4eBMaHO, 4TO BOCTPEOOBAHHOCTD CHENMAIBHOTO
LeHTpa oueBupHa. lereit ¢ cungpomom Perta B Poccun momx-
HO HacYuThIBaThca Gomee 3000.

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

1). HampaBieHme Ha TeHeTMYeCKII aHa/MN3 KPOBU (IUCTaH-
1MOHHO, omnayuBaercs OMC, HanpaBisieT IepBUIHOE 3BEHO,
NN MEOUKO-TE€HETUYEeCKaAa HaéOpaTOpI/IH I10 MeCTY HpO)K]/[Ba-
Hus pebeHKa);

2). Koncynprauys xnmuaunucra. Ilocne nmonydenns pesyinb-
taTa aHanusa, Munszgpas (06/13paB, Kpail3pas) [O/KEH BbI-
[eUTb KBOTY U HAaIIpaBUTb pebeHka Ha oOcnegoBanue B LleHTp
o penkum 3aboneBanusm (neutp CP), rme pebeHok mpoiier
BCe HA3HAYEHUS KIMHULIICTA, ¥ PORUTENN IOMYdIaT €ro 3aKIIo-
JYeHIe, IPOTHO3 U pEeKOMEH/IAL[IN;

3). OpuH pas B monroga (Ko 7-71eTHero Bospacra pebeH-
Ka), ¥, 1 pa3 B rop 4O KOHIA XKM3HU, pe6eHOK (B3pOCIblii) ¢
CP nocemjaer lentp no pepkum 3a6onesanusm (teutp CP). B
moceleHne JO/DKHO BXOAUTD: KOHCYIBTAL[UN CIEI[NANNCTOB (B
3aBUCHMOCTY OT BO3pPACTa — OIpefie/IeHHbII HAbop CIieranm-
cToB). focnuTanusanys B TedeHNN 2 Helenb C POSUTENAMIL.

Hapexna ectb, Mbl nonydmnu orseT us M3 PO: «B 2015
rogy M3 PO coBMecTHO ¢ ImpodeccroHaIbHBIM COOOIeCTBOM
POCCHUIICKUX T€HETUKOB paspaborano npoekt KoHijenmum oka-
3aHUA paHHE IIOMOIIYU JeTAM C TeHeTUYeCKUMU OTKIOHEHM -
Mmu (manee - KoHuemnus), B TOM 4uCrie U ¢ CMHAPOMOM Perra.....
Ileecoo6pasHO paccMOTpeTb BO3MOXKHOCTb OpraHM3ALUU
€/IMHOTO HallMOHa/TbHOTO HAyYHO-K/IMHUYECKOTO CIelMann3u-
POBaHHOTrO ¢efiepaIbHOr0 FOCYAAPCTBEHHOTO YUPEXKIeHN /IS
OKa3aHMsI MeJUIIMHCKON IIOMOIIY OONBHBIM C BPOXKEHHBIMI U
HaCIeCTBEHHbIMU 3a00/1eBaHUAMY I HauOosIee OMHOM -
ATHOCTMKY, BKJIIOYAIOLIE KIVHIKO-Tab0opaTOpHble U UHCTPY-
MeHTajbHble VCCIENOBaHMS, JieueHle Ha OCHOBe HOBENIIUX
TEXHOJIOTUI, a TAaK)Ke Pa3pabOTKM HOBBIX 9THOIATOreHETUYE-
CKUX CIIOCOOOB JIeYeH Vs HACAECTBEHHON MaToMoTum». [Icuxo-
COIIMAZIbHOE COIIPOBOXK/IEHME CeMbM, B KOTOPOJl BOCHUTBIBA-
ercsi pebeHOK C TeHeTUYeCKMMY OTKIOHEHNSIMU, B TOM YMCIIE,
KOHCY/IBTMPOBaHNe CEMbU U BHEpEHIe CUCTEMBI 00pa3oBaHM
pomuTesneit feTel ¢ TeHeTUYeCKMMM OTK/IOHEHUAMM, OpTaHM3a-
1A PasBUBAIOIIEN CPefibl I JeTeil pAaHHETO BO3PACTa, BBIAB-
JIeHNe CIelaabHbIX 00pa3oBaTeIbHBIX IOTPEOHOCTEI TeTelt ¢
HapylleHNeM pa3BUTUA B TOW MM MHOM cdepe, co3faHMe yc-
JIOBUMIL /151 MX OOy4YeHMsI SIBJISIIOTCS OfHOI 13 IPUOPUTETHBIX
3amad Konmenmmm».
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CuHOpoMm
PeTTa

MwpoBoii koHrpecc. Maii 13-17, 2016 | KasaHb

BmecTe nogHnMasch Hag MeyTon

Mpurnawaem Bac 1 YieHoB Bawnx opraHu3saum NpUHATbL y4acTue B paboTte
MupoBoro KoHrpecca no cuHgpomy PeTTa, koTOopbi nporpeT B Kaszauu 13-17 man

2016 ropa!
‘ 370 yHMKaJibHOe cobbiThe NMPOXOAUT OANH Pa3 B YeTbipe roJa 1 BrepBble COCTOUTCA
‘ 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 3abonesaHun. CoctonTcA Hayu4-
Hble CeKUunn  CMMNO3NyMbil, I'IDOd)eCCVIOHaﬂbeIe n poantTenbCckne WKOJbl.

MoapobHocT Ha canTe KoHrpecca: www.worldconress2016.rettsyndrome.ru
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MPBEOOMU «Co103 maijieHTOB U MaIrieHTCKUX
opraHu3aruii o peJKuM 3a00JIeBaHUAM»
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®© B Poccun npopommkaeT TpuyMdaabHO IIeCTBOBATb IIPOrpaM-
ma «Cemp Hosomoruit», pesynpraramm KOTOpPOIL, 6Graromapsi
Pery/ApHBIM, IIPO3paYHBIM (QefiepalbHbIM 3aKyIKaM JeKap-
CTBEHHBIX CPEJICTB, YAAIOCh ZOOUTHCS 3HAYNTEIBHOTO YIydllle-
HUS COCTOSIHUA 3[J0POBbA MAIVIEHTOB, B TOM UJC/IE C Ye€THIPbMA
penkumu 3aboneBaHusiMu. IIporpaMma mMo3Bo/IMIA IMHAMIYIHO
YBEMMYNTb KOMMYECTBO IAIVIEHTOB, YYaCTBYIOUIMX B IPOrpaM-
Me, 3a CUeT OINTOBBIX 3aKYIOK, IIOCPEACTBOM L[eHTPa/lIN30BaH-
HBIX TOPIOB, CHM3UTb CTOMMOCTD IIAPTUY JIEKAPCTB, a CIefi0Ba-
Te/IbHO, 9KOHOMUTD PeCypPChI, TAKXKe MIPOrpaMMa CIocoOCTByeT
YCKOPEHUIO IIpollecca MMIIOpTO3aMelleHns: B 006/acTu jeKap-
CTBEHHBIX CPEJICTB. 3a rofibl pabOTHI IpOrpaMMa IIO3BOJIIIA: CO-
3aTh YHUKAJIbHYIO 71 Poccum cucTeMy MOHUTOpMHTA ¢ dek-
TUBHOCTM JIedeHUs Ha 6ase BeAyIUX (efepanbHBIX JTe4eOHbIX
yIpeXIeHnI, TaKMX Kak: «[eMaToornyecKuii HayqHblil LIeHTP»;
«Hay4HBIil LIeHTp 3/0pOBbsA JeTeil» U Ipyrye Befylie KIMHU-
KIi; peIZIaMeHTVMPOBATh IIPOLEAYPY 3aIUThI 3asABOK, KOTOpasd
MI03BOJISAET, B COOTBETCTBUM C MEJUIIMHCKMMU 3aK/TIOUeHNAMM
9KCIEPTOB BEAYIIUX KIMHUK, CGOPMUPOBATh BEpPHBbIE MOTPe6-
HOCTH B JIEKapCTBEHHBIX CPECTBAX B MacIITabax Bceil CTpaHbl U
3aIlIaHMPOBATb HEOOXOAMMBIN OIOIKET Ha HECKOJIBKO JIeT BIIe-
pexn. IIporpamma paboTaeT Ipiu OTHOI YOBIETBOPEHHOCTH T1a-
IIVIEHTCKOTO U MEVIIMHCKOrO COOOILIECTB, a TAKXKe IpY IIOJIHOM
HOfITIep)KKe PerroHaIbHBIX OPTaHOB B/IACTI.
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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 (DMHAHCHpPOBaHNMe
JIedeHs], 3a9aCTYIO IPEBBILIAIOIIETO MIIIMOHbI Py6iIelt, BO3/o-
JKEHO Ha VICIIOJIHUTEIbHYIO BIAcTh CyObekToB (emepanym? Bo
MHOI'IX COIMIAaJIbHO OTBETCTBCHHBIX Cy6’bCKTaX PO ITAIIVMI€HTBI
HAYNHAIOT IIOIy4aTh jledeHNe Ha OCHOBAHMI pelIeHNiT Bpade6-
HBIX KOMMCCUI TI0 MECTY XKUTENbCTBA B CPOK OT 6 110 9 MecALeB.
Ho B TO e BpeMms, opdaHHbIe MALMEHTbI BO MHOITIX PerMoHax,
0cob6eHHOo B3pOCiIbl€, CTAJIKMBAIOTCA C aJMUHUCTPAaTVMBHBIMNI
MpenoHaMM 10 CPOKAM Havyasia Tepanuy U nepepbiBaMu B jieve-
HUN. BKIIOYArOTCA MeXaHU3MBbl JAaBJICHUA Ha Bpaqeil " pANOBBIX
a/IMMHICTPATOPOB CUCTEMBI 3[jpaBooxpaHeHMs. Hexoroprle pe-
TVIOHBI BBOIAT COOCTBEHHBIE MIPOLIEAYPBI IOCTYIIA K IEKAPCTBEH-
HOMY OfecIe4eHNI0 ¢ TpeOOBaHMEM INPOBEJEHNA JIUTENbHOI
HpOLeyphl 00CTeNOBaHNIl, 3a49aCTYI0 OTK/IA/bIBAIONIEI HAYa/IO0
JKM3HEHHO Ba)KHOJ Tepalyy Ha Heollpefie/ieHHbIl cpok...Hepep-
KIf CTTy4ay IepephlBOB B JI€YEHMM, KOIZla Tepalys y>Ke Hayara,
XOTS TPV HEKOTOPBIX 3a00/IeBaHMAX OHU KpalfHe IPOTUBOIO-
KasaHBI U BJIEKYT 3a COOOIl HeraTUBHbIE IOC/IENCTBYSA, KOTOpPbIe
CYILIECTBEHHO CHIMKAIOT YPOBEHDb JKM3HM MAIYIEHTa, MOA9acC MH-
BaIMIM3UPYA ero Gonblie, 4eM caMo 3abojeBaHNe JO Hadaja
Tepalny; Y BbICOKOIIOCTAB/IEHHDBIX YMTHOBHVKOB TaKVX PETrVIOHOB
OJIIH OTBET: — «OHU CIUIITKOM [OPOro CTOAT M 'y HaC HET EHET».
HpOBepI/ITb €CTb JIN 'y HUX NEHBI'M MbI, KaK IIAJVIEHTCKOE COO6HI€-
CTBO, HE MOXXEM, HO Tpe6yeM BBIIIOJTHATD HOPMbI 3aKOHOJATE/Ib-
CTBa, 4acTo B cyfiebHOM nopszke. K coxanenuto, mucbma 13 M3
P® u PocspgpaBanazzopa, 1o (akry, [y pernoHaIbHON UCION-
HITE/IBHOI BJIACTU B OO/IACTHU 3[;PAaBOOXPAHEHNMST MIMEIOT JIUIIb
PpeKOMeH/IaTe/IbHbIN XapakTep... Sl He 3HaI0 HM OIHOTO IpUMepa,
KOrja 3a He ofecIedeHne manueHTa op¢aHHNKA JTeKapPCTBEH-
HBIM CpPE€NCTBOM, TO €CTb HEBDBIIIOTHEHVE HOPM 3aKOHOOATEIIb-
CTBa, KOTOpoOE CO6CTB€HHO YMHOBHMIK U IIPM3BaH BBINIOTIHATD U
KOHTPO/NIMPOBATh, KTO-}II/I6O 713 YMHOBHMKOB 6I>UI HaKa3aH WIn
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CHAT € JO/DKHOCTN. ECTb 3aKOH, HO IIpY OTCYTCTBUM IEHET - Y-
HOBHUKM TI0 YMOJTYaHMIO HE CTPEMATCS €TO BBIIIOTHATD, U IPU
3TOM C HMMU POBHBIM CU€TOM HMYero He npoucxoput. Crenyer
OTMETUTD, YTO PErMOHA/NbHbIE BIACTM 32 IOCIENHNME /IBAa Tofia
HEOJIHOKPATHO MNCA/IM 3alPpOChl B OTHOIIEHUY BO3MOXKHOCTEI
OCYILECTB/IEHNA LIeHTPA/IM30BaHHBIX 3aKYIIOK 9TUX IIPENapaToB.
Camo MuHucrepcTso 3fpaBooxpanenns PO HeopHOKpaTHO Ha-
npasJiAIo 3anpockl B IlpaBurenscrso. B 2014 rony Ilpesunent
JaBajl MOpy4eHye B OTHOIIEHMH PelIeHNs JAHHOTO BOIIPOCa, HO
K COYKaJIeHMIO, BUAVIMO 60JIee HaCyIIIHbIe BOIIPOCHI He O3BOJIMIN
[TpaBuTenbCTBY pelnTb JaHHBI Borpoc. Criacubo MuH3gapBy
P® 3a mHHMIMALNIO HEOOXOAMMOCTIL OTIPABKM CPENCTB B Peru-
oHbl B 2015 ropy mis CHMOKEHUA HAarpys3KM Ha PETMOHBI IIPH 3a-
KYIIKE JIEKapCTBEHHBIX CPEJICTB, B TOM UJCIIe ¥ OPPAHHUKOB - 3TO
BCe-TaKy BPEMEHHO peIlNIo CUTyaluio B ToM roxy. Ho HeT Hu-
KaKVX TapaHTUIl HaIM4YusA TaKol BO3SMO>KHOCTU B 2016 roxy. Jleit-
CTBUTE/IBHO, CTOMMOCTD JIeUeHsI TPYIIIBI OP(AHHBIX [AI[IEHTOB
B OJJHOM B3TOM PE€TYIOHE MOXXET COCTAB/IATD OT IATH JJ0 TPULLIA-
TV HPOLEHTOB TOfIOBOTO OIOXKeTa PerroHa Ha JIeKapCTBEHHbIE
CpeficTBa [ NTbIrOTHOI KaTeropyuy rpak/jaH, ¥ 9Ta Harpyska fio-
cTaTo4HO Benmyka. CTOMMOCTD ofHOro perenTa 1o «OpdaHHOM
Pernonanpnoii ITporpamme «24 Ho3omorum» B 10 pas npesbliaeT
croumocThb 1 perenta «PenepanbHoit IIporpaMmer «7 HO3070-
TUI1» - TOTUYHO OBIIO OBI CHATD TAKYI0 HATPY3KY C PETMOHAIBHBIX
6I0IKETOB ¥ C YIETOM COIMAMbHON 3HAYMMOCTH PENKNUX 3a6071e-
BaHMII B3SITh BOIIPOC IO, 0COOBIIT KOHTPOJIb ITyTEM CO3LaHIs (e-
[ilepajIbHOIT IPOrPaMMBI 110 pefKuM 3aboneBaHusAM. C IIOMOIIbIO
3TOJM MHUIMATUBBI MOMTYYUTCSA COKPATUTH KOMMYECTBO AYKIVO-
HOB, JIVILI, IPMHMUMAIOLINX pelleHns, U Yepes defepanbHOro 3a-
KYTIIVKA OCYLIeCTB/IATh 3aKYIKM JIeKapCTBEHHBIX IIPeraparos,
9KOHOMS Ha IIPOLeSypax TOProB, TOPTYACH C MOCTaBIIMKAaMU Ha-
IIPAMYIO, 3aKyIlas Ipelaparhl He /I OHOTO-JBYX HallMe€HTOB C
KOHKPETHBIM PeKMM 3ab0/eBaHMeM, KaK IIPOMCXOANT ceildac ¢
OTJieTaMJi IeKapCTBEHHOT0 0becIiede s Kaxaoro pervona PO, a
UL DeCATKOB U JIA COTeH Op(aHHBIX IIALMEHTOB LIeHTPa/I30Ba-
Ho. IToueMy He BOCIIONIb30BATbCsl TEM CaMbIM OIIBITOM, KOTOPBIN
B Poccun ysxe ecTp, 1 He HaYaTh pacClIMPATH IPOrPaMMy 7 HO30-
JIOTUIT, KOTOPas AefiCTBUTENIbHA JJOKas3ana CBOI 3P PeKTNBHOCTD
U SKOHOMIYECKYIO IenecoobpasHocTb? Ecm yx sKOHOMNTD, O
4eM COOCTBEHHO MPUXOANTCS CeITIac JyMaThb, TO KaK pa3 TaKMM
myTeM. MbI He MOXKeM KaK CTPayChl CYHYTb TO/IOBY B IIECOK U
CYUTATD YTO 37leCh BCe B nopsifke. ECTb 3aKOHDI, CO3laHHbIE IIPU
yuactuy M3 P® u npunsareie I'll, a fanblile peroHpl FOMKHBI
IJie-TO HAWITY ICHDT Y. .. - OHU UX He HalfAyT. .. - TallMeHThl OyyT
CTpajjaTh, POJODKATh MHBATNANSUPOBATbCA U JaXKe yMUPATh.
HyxHa ¢enepaibHas IporpaMma I0 pefkuM 3abojeBaHusM!
Hepa)xHO B paMKax MMeIOILEics MM OT/eNbHOI, HO TOJIbKO 3TO
MO3BO/IUT OKa3aTb KBAIMQMIVIPOBAHHYIO CBOEBPEMEHHYIO IIO-
MOIIb, U, €CTIM Y>K 9TO ceiiyac TaK aKTyanabHO, COKOHOMUTD TO-
CyJapCTBEHHBIE cpefcTBa. [loyemy 9TOro He MPOMCXOAUT HETO-
HATHO — BUAMMO PasMBITble IO cybbektaM 7 - 10 Mypx py6eir
He TaK 3aMETHDI I71a3y, V/IY 3TO SKOHOMMA Ha PEIKMX IAljeHTaXx,
KOTOpbIe He IIOTy4YaloT IeYeHNe B JeIPeCcCUBHBIX LA OppaHHN-
KOB PEIVOHAX, MIN 9KOHOMNA OT II€PEPhIBOB B JIeYeHNM, KOTO-
pble TaK)Ke 4acTO CIy4aroTCs 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, TPV HAIMYUY CUCTEMBI Y4eTa, CTIOXKVBLIETICS B
PaMKaxX IPOTPaMMBbI «7 HO30JIOTUI», ¥ «IPAKTUIECKM KaXKIOTO
maryenTa mopobpars». C y4eToM 4eTKMX IOKa3aHMII I jTede-
HIsA, BPSJ| M 9Ta CTOMMOCTD OY/eT BBILIIe TeKYIVX 3aTpPaT, KOc-
BEHHO JIOKAIIMXCA Ha (elepaIbHbIN OI0/KET 3a CUeT CYyOBEeHIIMIT
pernonam. Eciy Hy>KHBI 3aKOHBI — TO, II0- MOEMY, IMEHHO B Ha-
CTosiIee BpeMsI 3aKOHBI [JO/DKHBI M MOTYT OBITH CO3/JAHBL.
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® Kpome ¢puHaHCHPOBaHMS, KOHEYHO, XKe HY)KHA CUCTeMa Kpu-
TepueB MONyCKa K BBICOKO3aTPATHOI Tepanuy, OIpefeNeHie
¢denepanbHBIX Op(aHHBIX LJEHTPOB, Ha/ly4due IPYIIbI Clielya-
JMCTOB 9KCIIEPTOB, OTBETCTBEHHBIX 32 KOHKPETHbIE TPYIIIIbI 3a-
6oneBaHNIt, peBM3MNsl, B KOHIje KOHIIOB, MIMEIOIETOCs PerucTpa
MIAIYIEHTOB, HAXOMAIIMXCA Ha JIEYEHUN 33 CYET TOCyHapCTBEH-
HBII CUeT, C Le/IbI0 onpeneneHysi 9hdeKTUBHOCTH U IPOROTIKe-
HUS 1Ie/1ecO00PasHOCTY MIPOBOAMMOIL Tepanuu. IIpu aToMm, aTta
peBu3uA [O/DKHA OBITh MpOBeleHa CIelMaiCTaMU-9KCIepTa-
MU, KaK MpaBuIo, QefepaabHbIX KINHUK, MUMEMIUX IPaKTU-
YeCKMII OIBIT BefjeHNsI U HAOMIONeHNsT KaK MUHVMYM J€CSATKOB
TakKMx nanyueHTtos. IloaBusimmeca npaktuka B 2015 roxy, Korzma
[aKe Ha 3all}Te 3asBOK II0 IIporpaMmMe 7 HO30/m0ruit B MuHu-
CTepCTBe 3[PAaBOOXPAaHEHNA MOABIAETCA TeHETUK M3 PEryoHa,
OTZA/IEHHO VMMEIOLINIT MPeNCTaBIeHNe O PefKOM 3a00IeBaHNN
U, TOSIBYBLIMIICS B 4MCTIe KCIIEPTOB IT0 HACTOIYMBOI IPOChOe
3aMHTEPeCOBAHHBIX JINL], JOJDKHA ObITh MCKII0YeHa. Kak n3BecT-
HO, B HaCTosAIlee BpeM: [0 3aKOHY Ha3HaueHNe JOPOTOCTOSAIIEro
JIedeHNs, B TOM 4JC/le IIpeBbllIaonee 10 MIIMOHOB py6iielt Ha
OIIHOTO TIAIVIEHTA, MOKET OBITH CHETAHO BPAIeOHOI KOMUCCHEN
II0 MECTY XMTebCTBA. [Ipy 3TOM Bpaunm Ha MecTax MOTYT BIlep-
BbI€ CTOJIKHYTBCs C 9TUM 3ab0/eBaHMeM, TPeOYIOMNM MYy/IbTHU-
OMCHUIUIMHAPHOTO TIOAXO/la M He MMEThb OIBITA BefleHM TaKuX
[anyeHToB. B To >xe Bpems ecTb npodeccroHanbHble KOMaH/IbI
Bpayell 9KCIIEPTOB B (pefiepaIbHBIX LIEHTPAX, aKKyMY/IMPYIOLINX
B TedyeHye MHOTUX JIeT OIbIT BefeHMs opQaHHBIX Mal[MEeHTOB,
YTO SBJISIETCS OFHMM 13 CaMBIX LIeHHBIX (PaKTOpPOB ycCIlexa Be-
IeHMsl CTIOKHOro opdaHHOro mamyeHTa. I[Ipu 3ToM, O 3aKOHY,
penreHne KoHcummyma QefepanbHON KIMHNUKYU I Bpadell B
perMoHax HeceT INIIb peKOMEHaTe/IbHBIX XapakTep. Vcxonsa us
3[PaBOrO CMBIC/IA MHOTYIE BPaull B CYOBEKTAX IIPUCTYIINBAOT-
Cs1 K MHEHMIO (peilepa/IbHBIX KJIMHUK, HO €CTb 1 CTy4ay OTHOTO
UTHOPMPOBAHNUA WIN HENPUATUA 3TUX pemieHnit. OTaeneHnAM
opdannbix 3abomeBanHmit GemepanbHbIX LEHTPOB, BpayaM 9KC-
nepTaM, MMEIOIMM OTIbIT BefleH) A HalllMX TPY/AHBIX ITallMieHTOB,
TpeOyITCs HOpabOTKM 3aKOHOJATEeNbHOI 6asbl, 0(UIMaTbHO
MIO3BOJIAIONINE PEervoHaM PYKOBOACTBOBATHCA Ha3HAYEHUAMU
(dbepepanbHBIX KIMHUK [PV MPUHATAN PELIeHNUsI O Hayase BbI-
COKO3aTpaTHOI Tepammu. Takue pelieHusi HeOOXOAMMBI KaK B
MHTepecaxX IALMEeHTOB, HOMyJalolnux B ¢efepaJbHOM LeHTpe
KBaTU(UIVPOBAHHYIO TIOMOIIb ITPAKTUIECKUX CIIeLNasIICTOB,
TaK ¥ B MHTepecax rocyAapCcTBa, MO3BOIAIONIETO OCYIIeCTBIATD
6ecripyCcTpacTHBII TOAXON, B BeleHnu alueHToB. Hy)xeH craryc
op¢aHHOro LeHTpa, npusHaHHbl M3 PO, pekomeHpanmm KoTo-
pOro mim, MOXeT ObITh, PEKOMEH/ALINM HECKOMBKNX TPOUIIb-
HBIX IIEHTPOB, KOTOpbIe OYAYT YYUTHIBATHCS IIPU HA3HAYCHUN
TOV VIV WHOM BBICOKO3aTpaTHOM Tepamyi. «[HIl», «HII3»,
«1-p1i1 Mepn» MOTYT OBITH 3aC/Ty’)KEHHO IIEPBBIMIU KaH/[UAATaMI
C TaKUM CTaTycoM. KnmHmyeckas AMarHOCTMKA, MOHMTOPUHT
7e4eHNsl, OTBETCTBEHHOCTb 32 HasHaueHMe BBbICOKO3aTpPaTHOI
Tepamnuy, IpoBefieHIe KIMHIYeCKIX UCCIeOBaHNIT, 00yYeHe 1
pacnpocTpaHeHne 3HaHUI Cpefiy IPaKTUKYIOIUX Bpadeil MOTYT
OBbITb OCHOBHBIMU 3aJja4aM}i TaKIX LIeHTPOB. B oTcyTcTBME ITTO-
6aJIbHOII CYICTEMBI CYIIECTBYIOT IlepernObl Ha MeCTax — JUIMHHAA
HEeNpOo3pavyHasA Npoueaypa OCTyIa K JIEYeHNI0, O KOTOPOIl yKe
III/Ta pedb BBIIIIE, B MTOTE: [/ TOTO YTOOBI HAYATh TEPAINUIO, He-
00X0AMMO HANPAaBUTHCs Ha KOHCYIbTALUM K OONBIIOMY YUCITY
Pa3IMYHBIX Y3KMX CIELMNATNCTOB, TaKkoil OAX0/ B pernoHax, 1o
HAllleMy MHEHMIO, OOYCIOBIEH 3KOHOMMYECKON HeOoOXOmIMO-
CTHIO OT/IOKUTH HAYAJIO JIEYEHNSI Ha KaK MOXKHO 607Iee MO3IHMI
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MHEHWE SKCITEPTA

CPOK - BOT TaKas BOT 9KOHOMMIS Ha 3I0pOBbe nony4daercs. [Ipey-
crienn B 9ToM 1 Hyokuuit Hosropon, n Tarapcran, n fpyrue pe-
TUOHBI, KOTOPBIE TIPOCTO YMHAT CAMOYIIPABCTBO B 9TOI cdepe,
U peKOoMeHjjaTeNbHble nucbMa 13 M3 PD ux mpocTo «He BOTHY-
1oT». Heo6X0OAMMBI IMCbMEHHBIE HOKYMEHTBI: IO per/laMeHTa-
L[V IOCTAaHOBKJ Ha JIeYeHNe TAl[MeHTa; MapIIPy U3l TTaIi-
€HTa C BIIepBble I0CTAB/IE€HHbBIM JYaTHO30M, C yKa3aHJeM CPOKOB
IOPUHATHA pelleHys (BbIpaXeHHbIX B KaJIeHJAPHBIX JHAX) O Jie-
yeHnu uam o6 oTKase B JedeHuM ¢ obocHoBaHmeM. [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 MHOTOYNCTIEHHBIX
KOHCY/IbTAllMIl I OCBOGOAUT BpeMs I/ MALVIEHTOB BO3MOXXHO
C MeHee pefKuMMU 3a00JIeBaHUAM, CPEICTBA K€ OT S9KOHOMUM B
6romxere OMC MOXXHO OyfeT HapaBuUThb 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 BIUAHNS
npezcraButeneit Gpapmxommanmit. JI1oayu, KOTOpble IPUIIIA Ha
pabory B op¢aHHBIE KOMIIAHNUM, BUAUMO 13 OOJIBIION (apMbl,
IIPUBBIK/IN IPOABUTATD IIPOAYKIMIO Yepes Bpaydell, pacCKasblBas
UM TIpO TIpeuMylecTBa U HELOCTaTKM cBoero mpemapara. Ho
KOT/Ia Te JKe IIpUeMbI MICIIOTb3YIOTCS /LA IIPOJBYDKEHVS IPORYK-
LM} Yepes MaMeHTOB Ha OpaHHOM PBIHKE — 3TO BBIIJISJUT CO-
BCeM CTPaHHO. VIcTopuu, Koriga opgaHHbIe MaIeHThl, HaXO/s-
I{Mecs MOf BIVsiHEeM GapMKOMITAHWIT, CYAATCS 32 KOHKPETHBII
nperapar GepMeHT-3aMeCTUTe/IbHOI Tepanyn, Korga B MuHm-
CTEPCTBO 3 pPAaBOOXPAHEHNSA PETMOHA YK€ KYMUIO eMy I0XO-
JKII IperapaT, peKOMeHJ0BaHHbII BpadyaMH, YBbI He eVHUYHBI.
Vcropusi, KoTopast MOTPsACIa MeHs [0 ITyOMHBI AyLin, — KOTZA
IpefCcTaBUTe/Ib KOMIIAHUY, IPeACTaBUBIINCH TeHeTUKOM 13 Mo-
CKBBI, pacCKa3blBajia MaMe MallMeHTa, 4YTO Ta Tepamnus, KOTOPYIO
HOJTy4aeT ee ChIH, SABJIAETCSA HM3KOJO3HOI U BecbMa Hebe3ormac-
HOJI BBUIY COMHUTETBHOTO ITyTU IPOM3BOJCTBA, ¥ OHA yXKe JO-
TOBOPUCDH C MECTHBIM T'€HETMKOM, Y Manbunka 30 jeT, yxe Io-
JIy4YAIOILero TePAINIo, Telepb OYAeT OTIMYHBIN BHICOKOTLO3HbII
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JPpyTOii mpenapar CHa4asIa 10 JIVMHNUY IYMaHUTAPHOI TOMOIIN, a
3aTeM I IO 3aKyTKe pernoHanbHbIM M3. CTpaHHO, HO TaK BCe U
CIIy4MIOCH, [eBYLIKa U3 (apM(UPMbl JOTOBOPMUIACH YCIIELIHO.
Heo6xouMbl 3aKOHOATENBHO 3aKpeIUIEHHbIe MEXaHU3MBI IIpe-
TOTBpAIleHNA TAaKOTO MPSAMOTrO IPOABYDKEHUA HOPOTOCTOAIUX
JIeKapCTBEHHBIX CPECTB Yepe3 MaljieHTa, KOTOPbIN B CUTY CBO€-
ro 06pasoBaHsI HE MOXKET KPUTUIECKI OLIEHNUTD IPeOCTaB/IeH-
Hyo nHpopManno. Heo6X0a1MMo 3aKPBITh Ta3eKM IS TAKOTO
HEITUYHOTO MPOJBIDKEHNsI MefUKaMeHTOB Ha pbiHKe. Heobxo-
IVIMO 3aKOHOJATETbHO YOPATh IAI[VIeHTa C TsXe/IbIM UHBaII/V-
3UPYOLIM 3a00/IeBaHIIEM M3 CHCTEMbI MPOJBIDKEHMS M CKIIa-
IbIBAIOIMXCS IIPAKTUK NPOABYDKEHNA JT€KapCTBEHHBIX CPELICTB
Ha poccuiickoM pbiHKe. KcraTtn, B EBpomnelickux cTpaHax, TaKoit
3aKOH, 3allpellalolil TpecTaBuTeNnsIM (apMaleBTIIeCKNX
KOMIIaHMII HaNpsAMYI0 B3alIMOJeJICTBOBAaTb U BO3[elICTBOBATh
Ha manueHTa ObUI IPUHIT MHOTO JIeT Hasaf, 4YTO 06e30Iacuio
MALMEHTOB OT TAKOTO POJia «BIMSIHUI».

Kiwa st ?

© B camom MunncrepcTse 3fpaBooxpanenus PO rpagunyon-
HO 3a «op¢aHbl» OTBeYasn OTAEN MaTepuHCTBA U AeTcTBa. Ho
H03BOJbTe, 60rmee 50% MAlMEeHTOB - 9TO B3POC/IbIe U KTO 32 HUX
orBevaeT? [oBOpAT, YTO INIaBHbIE CIIEIMAINCTDI, HO BeJieHMe
MHOTVX Op(aHHBIX MALMEHTOB C IIOJIMOPIaHHBIM MOPaXXKEHNEM
HaXO[IUTCs Ha CTBIKE PasHBIX CIELMaTbHOCTEN, 1a 1 y ITTaBHbIX
CIIEI[Ma/INCTOB MHOTO 3a00T I10 PelIeHNI0 BOIPOCOB MAINEHTOB
C pacrpocTpaHeHHbIMY 3a60/IeBaHMsIMI. B Hamrelt cTpaHe, mode-
MY-TO, IPUHSTO a/JPecOBaTh BOIIPOCHI II0 PEAKIUM 3a00/IeBAHNAM
K reHeTKaM. O4eBHU/IHO, YTO CO3/laHNe CYICTEeMbI CKPMHIHTA, /1a-
60paTOPHOII ;UATHOCTYKY VI TeHeTUYECKOTO KOHCY/IbTUPOBAHNUA
- 9TO JOCTATOYHO OObeMHBIe 3ajaul JyIA pelleHnsA B MacllITa-
6ax Haleil cTpaHbl. IloyeMy-TO 3Ta OTBETCTBEHHOCTb PaCIIPoO-
CTpaHWIACh U HA KIMHUYECKIe PEeKOMEH ALV, IeKapCTBEHHbIE
IpeIapaThl /I JIeYeHUA peKIX 3a00/IeBaHMIl M BCE OCTa/IbHbIE
BOIIPOCHI, B TOM YNC/Ie KIMHIYECKIe BOIPOCHI, KacaeMble pef-
KIIX TTalueHToB... Ha gaHHBII MOMeHT B MMHMCTEpCTBe 3pa-
BooxpaHeHVs PO HeT yemoBeKa, KOTOPBIiL OBI B IIOMTHOM 00BbEMe
BrIafien1 MHpopManyeir o npobremax opdaHHBIX MALVEHTOB B
Poccnu, B TOM 4MCIIe U B3POCIBIX MAIVIEHTOB C peIKUMM 3abo7te-
BaHMAM... ¥ IMeJl BOSMOXKHOCTY PelllaTh 9TU MPOOIIeMBbL.

O’{%WMWW mxga/ﬂaﬁﬁmmﬂ Wm. ..

© K cyacTblo A/ MALMEHTOB C PeAKMMI 3a60/IeBaHUAMMN B MIpe
HOSB/IAIOTCSA HOBBIE JIGKAPCTBEHHBIE CPEACTBA /IS JIeYeHMs
pasHbIX 3abonmeBanmit. K coxxaneHuio, He Bce OHU, IO PasHbIM
IpPUYMHAM, TIOABJIAIOTCA Ha POCCUIICKOM (hapMaleBTUYeCKOM
poiHke. O4yeBUAHAA TOTPEOHOCTD B IPUMEHEHNUM, YaCTO IO SKU3-
HEHHBIM [OKa3aHUAM I, KaK TOBOPUTC, Ha Oe3aIbTepHATVBHOI
0CHOBe (ITOCKOJIBKY HET HU J[)KEHEPUKOB, HJI a/IbTePHATUB IHOTO
JledeHVIsl) He3aperuCTPUPOBAHHBIX JIEKAPCTBEHHBIX cpeacTs. Cy-
I[eCTBYIOIee 3aKOHOMIATeNbCTBO B Poccyu 4eTKO permaMeHTupy-
eT IpoLleypPy BBO3a HE3apernCTPYPOBAHHOTO TeKapCTBEHHOTO
CPefICTBA, a 3HAUNT, OIpefienseT BO3MOKHOCTHU ero 06opoTa Ha
tepputopun P®. Ho BOT, ocyljecTBieHNe 3aKyIIKM TaKOTo Ipe-
[apaTa, K COXXAIEHNUIO, JAXKe 110 KVM3HEHHBIM ITOKA3aHSAM IS
OOJIbHBIX [leTell-MHBA/IN/OB, B HEKOTOPBIX PETMOHAX BBI3BIBAET
HeflOyMeHNe I BefleT K Oe3feiicTBumio. B HeKOTOpbIX cirydast cu-
TYaLUI0 YAAeTCSI PEIINTb TObKO IIyTeM CyfieOHBIX MICKOB, B KO-
TOpBIX Halla opraHmsanys «Cor3 MalMeHTOB U MAI[eHTCKUX
OpraHMU3ALNI [T0 PeFKUM 3a00/IeBAHISIM» BBIHY>K/IeHa IIOMOTATh
006PATMBIINMCS MALIIEHTAM C PEAKUMY 3a00TeBaAHMAMI.

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

(2-4.07.2015r.): Pe3onrouus

Oprannzarop: Mexpernonanpaas Oo6uecTBenHass OpraHmsars
«Me>XperoHa/IbHBIII LIEHTP HOMOLIM OONbHBIM aHupupuei «Pagyxxar.
ITpu noppepixxe: Komuccnn O6uiecTBeHHo namarsl Poccumiickoit ®e-
Iepauuy 1o oxpaHe 3LOPOBbsI, GMU3NIECKOI KYIbTYpe ¥ MOMY/IIpU3aLiuN
3gopoBoro o6pasa sxusuu (www.oprf.ru); MPBOOM «Corosa manmeHTOB
U TAIVEHTCKMUX OPraHM3ALNIl [0 PeIKUM 3a00/IeBaHMIM» (WWW.SPIpOrz.
ru); Mepuenrpa «lopog JerctBa» (www.mcgd.ru); EBpomnesickoit ®eneparun
AQHUPUANIIHBIX acconmanuit « AHupuans Espona» (www.aniridia.eu).

CH1cok y4acTHMKOB JOCTYIIEH Ha cajiTe OpraHu3aTopa.

BBognas vacTh: Hp06}IeMbI MaLVIEHTOB C Pas/IMYHbIMU PESKUMU
3a007IeBAHISIMI CXOXKI. DTO HEXBATKA PECYPCOB I AUATHOCTUKY I JIe-
YeHUsI, HEHOCTAaTOK MHq)OpMauMM y Bpaueii, HpO6IIeMbI C JIEKAPCTBEHHBIM
obecredenneM. B mo60ii cTpaHe Mupa ManueHT ¢ pefKuUM 3a00TeBaHeM
ABJIAETCA MHAMKATOPOM CUCTEMbI 3paBOOXPAaHEHNs B PETMOHE I HY>K/Ia-
€TCs1 B IPUCTa/IbHOM BHUMAHUYU CO CTOPOHBI Bpayell 1 aJMMHUCTPATOPOB.
3a mocreHMe TOfbI B 0O/IACTY OKa3aHMsA MEIMIIMHCKOI MOMOIIY MaIi-
eHTaM C pefkumu 3aboneBaHuAMU B PO MOXKHO OTMETHUTD PsIJI OIOXKM-
Te/bHBIX M3MeHeHuit. [Ipesxyie Bcero, ObUIN IIPUHATHI 3aKOHBI, TO3BOIIAI-
1iMe CO3/1aTh OCHOBDI /71 AMATHOCTUKI U JIEYEHN NAIMEHTOB C PeJKUMM
(opdanupivm) sabonesanmamy B Poccun. Ilomyumnm 3akoHOmaTenbHOE
3aKpeIUIeHe OIpefieieHNe TIOHATISI «OpQaHHble 3a60/IeBaHMS», MCTOY-
HUKY (QUHAHCMPOBAHWs I jledeHus: penkux (opdanHBIX) 6omesHeit,
IIpollefiypa, peraaMeHTHpYIolas yIPOIIeHHYI0 PerucTpalmio Iperapa-
TOB IS JTeYeHNsI pefKux 3abomeBaunmit. Tak, B Mae 2014 roga AHUpUAVS
6b11a OuIMaNPHO BKIIOUEHA B IIepedeHb penkux (opdanHbIx) 3abomeBa-
Huit PO. Ho, HecMoTps Ha 3TO ManVeHTH ¢ aHUpuaner B Poccui, B Tom
YIICIIe JIeTH, IPOJO/DKAIOT OCTaBaTbCA yIleM/IEHHOM TPYIINON HaceNneHns.

Ocobennoctn anmpupni, npobnevol: AHUPUAMA - 9TO pefKoe
BPOX/IEHHOE TeHeTIIecKoe 3a00/IeBaHme, OCHOBHOI IIPU3HAK KOTOPOTO
OTCYTCTBUE Pafy’KHOI 060moukn rmasa. B 80% crydaeB aHMPUAUA BBI-
3BaHa MyTanuAMyu B reHe PAX6 , KOTOpBIN OTBeYaeT 3a pa3BUTHE I71a3a,
HEPBHOI CHMCTeMBl ¥ HOMKEeTyHOYHON >Xenme3bl. OQTambMoIormyecke
IIPOSIBJICHNA AaHUPUMUM BBIPAXKAIOTCS CBETOOOA3HDIO, HUCTATMOM, CUJIb-
HBIM CHYDKEHJEM OCTPOTBI 3peHMs, C BO3MOXKHOII JiereHepaIyeii porosu-
11bI, KATaPAKTOIT, IJTAYKOMOI 11 ApyruMu npobremamn rnasa. Kpome Toro,
AQHVPUJVA MOXKET CONPOBOXK/IATbCA IIATONIOTHMEN [IPYTMX OPraHOB U CH-
CTeM, TaKMX KaK HepBHasA, MOYEIOJI0Basd, 9HJOKPMHHAA, INIIeBapUTe/b-
Has, @ TakoKe IPOAB/IATHCA KaK 9acTb crHApoMoB: WAGR cunzpoM (Hed-
pobnacToMa, aHUPUANA, TATOTIOIM MOYEIIOJIOBOII CUCTEMBI, YMCTBEHHAs
OTCTaIOCTD), [WIect cMHAPOM (aHMPUAYS, MO3XKEUKOBAs aTaKCIsA, YM-
CTBEHHAsI OTCTAa/IOCTh).

Pemenns: 1.Hayunomy xomurery MOO «MIIIBA «Pagysxka»: Pas-
paboTaTh KnmHudeckne pekoMeHAaUM IO aHUPUAUN U HPeSOCTABUTD
UX /IS yTBepKAeHNs [JTaBHOMY BHEIITaTHOMY CIIELMAIICTY 110 O(Talb-
monorun M3 P® u IllaBHOMY BHEIITaTHOMY CIIELMA/IUCTY 110 MEAMIMH-
ckoit reHetke M3 P® nna mocnenylomiero yreepsxjeHns B MuHsjpase
P®; B xinHuYecKe peKOMeH Ay HeoOX0AMMO BKIIOUUTh CIeAYIOLIye
ITYHKTBE: a) MyIsTumMcOMIIMHAPHBI nopxop, > C yyeToM Cl'[eLU/I(I)I/[KI/I
3a007eBaHus 06s3aTe/leH My/IbTUAVCHMUIUINHAPHBIN [OAXOA B [MAarHo-
CTUKe U BefleHNM MalVIeHTOB C aHupupeit. B HabMIogeHUMI AHUPUJINITHOTO
IIalMEeHTa OJO/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 ITOMXKENTYSOUHOI >Kelesbl, MaHKpeaTuT),
HEBPOJIOTU (maumeHTs ¢ AHMPUJIMEN YacTO CTPAJAOT OT HapylIeHWUi
CHa, Yy HUX MOXeET 6bITI) O6OCTPCHO 491048 HapymeHo BOCHpI/IHTI/Ie 3aI1axoB
U 3BYKOB, ayT3M), Ti¢roncuxonorn u tudiomnenarory. OCHOBHas «BHe-
I71a3Hasg» pobremMa y MalMeHTOB C aHMPUANEN - BHICOKas BEPOATHOCTD
BO3HIKHOBEHMA 3/10Ka4eCTBEHHOI OMyXo/m modek (omyxomn Bumbmca).
IToaToMy TakmM IanueHTaM HeobxoauM reHetndeckuit ananns FISH mis
UCK/TIOYEHMA MU MOTBEP)KIEeHNA BO3MOKHOIO BO3HMKHOBEHNSA OITyXO-
7, a 10 TeX IIOp, [T0Ka aHa/IN3 He OyAeT rOTOB, KaXK/Ible 3 Mecs1ja KOHTPO-
JIMPOBATb COCTOAHME MoYeK 1py oMoy Y3V i MPT; 6) Ilokasanns
K XUPYPIIYecKoMy BMEIIaTenscTsy > Begyie MupoBbre 0pTanbpMomo-
ru4ecKye KIMHNKY, CIelann3ypyolecs Ha BeleHNN IalMeHTOB C aHN-
PVIAMEN CINTAIOT, YTO OCHOBHOI IPOOIeMOil 3a60/IeBaHMsI SBIAETCS He
OTCYTCTBUE PafyXKKI1, @ APyrue opTaabMOIOINYecKye ITOPAXKEHII, TAKIe
Kak I7TayKoMa (CTpafiafoT 45-75% MalMeHTOB C aHUPUMeT), KepaTOIaTIA
(momBepyKeHBI 65-95% MalVMeHTOB C AaHMPU/NeN), KaTapaKTa, TUIIOIUIasyus
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OBLUECTBO NMOMOLLM N NOAAEPKHU
AHWPWIWMHBIX BOJIbHbIX

ANIRIDIA.RU

3puTenpHOro Hepsa. [ToaToMy feTckoMy 0 TalIbMOIOTY IPY BefjeHNUM TTa-
[VIeHTa C aHMPUANEN HEOOXOAVMO B TECHOM KOHTAaKTe B3aMMOZIEICTBO-
BaTb C 0(bTaHbMOIIOI‘aMI/I, CHeL{I/Ia}II/ISI/IpyIOHH/IMI/ICH Ha JICYECHUU I‘HaYKOMI)I,
KaTapaKThbl U IOPAXEHMAX pOroBULbL. II0CKOBKY /11060 XUPYprudecKoe
BMENIAaTe/IbCTBO HAa OPraHaX 3peHusA y MAalMeHTOB C aHMPUJMEN MMeeT
OYeHb CIIeIM(UIECKYIO PeaKInio, BIVIOTh A0 MIOMTHOI OTEPY 3PeHNs U3-
3a aHyMpuauitHoro ¢gubposa, He0OXOAMMO: MAKCHMaNbHO M30eraTh Xu-
PYPIMYeCKMX METOJIOB JIeYeHV I71a3 (32 ICK/TIOUeHMEeM 9KCTPAOKY/IAPHOIT
XUPYPIUU) HACTONIBKO JOJITO, HACKOIBKO 3TO BO3MOXKHO; XUPYPrudecKie
BMEIIATe/IbCTBA HA «aHVPUAMITHOM ITIa3y» MOTYT OBITb IIPOAVKTOBAHBI
TOJIBKO JKECTKOI HEOOXOAMMOCTDBIO; B) VIMiuianTanms MCKyCCTBEHHOI
panyxkm > B cOOTBETCTBUY C MEXIYHAPOINHBIMM CTaH/JapTaMy BeJeHNUs
MAIVIEHTOB C BPOXX/IEHHONM AaHMPUMEN, VMMIUIAHTAIUA MCKYCCTBEHHO
Pamy>XKy y TaKuX [IALMEHTOB Helle/lecO00pa3Ha, MOCKOIbKY He JAeT CY-
I[eCTBEHHOTO Y/Ty4LIeHNs 3PUTE/IbHbIX (PYHKIMIT U CO3[aeT PUCK pasBU-
TVsL QHUPUAUITHOTO $1OpO3a, BTOPUIHON IIAYKOMBI I IIOPAXKEHNS PO-
rosunpl. K coxanennio, cio)KuBIIasAcs MPAaKTUKA BeleHN MallMEeHTOB C
aHMpuAuell B BeSyIUX (efepalbHbIX 0(TaTbMONIOTNYECKUX KINHUKAX
Poccuiickoit @epmeparun, Bce elrie MO3BOMALT MPOBeeHNe TAaKNX Hellene-
CO06pasHBIX BMEIIATENIbCTB, YTO UJIET Bpa3pe3 ¢ MeXKYHaPOSHBIMY PEKO-
MEH/JALVSIMI BEIEeHNs 9TOTO 3a00/IeBaHISI Y MOYKET IIPUBECTI K TSKETBIM
MIOCIEACTBUAM, TPO3ALIUM IALIMEHTAaM IIOJIHOM C/IETIOTO; r) OcHOBHBIE
3agaumn 0(])'1':1111)1\10}101'31 npu HaG/uop,emm Al EeHTOB C auupmmeﬁ >
OcHOBHBIMI 3aauaMy 0 TaTbMOIOTOB PV HAOIONEHNN HAIVIEHTOB C
aHUpUAMeN JOKHBI cTaTh: YacToTa OCMOTPOB TAIMEHTOB C AHUPUU-
eil 0TaNbMOIOTOM Ha IIePBBIX ABYX IOfjaX >KU3HM JO/DKHA OBITH He pexe,
4yeM pas B 3-4 Mec:dlla, B BO3pacTe OT 2-X 1o 18 yer - KaXk/ible IIOIrofa,
JUIA B3POCTIBbIX MAllMEHTOB - pa3 B TOJ U 4Yallle, B 3aBMICUMOCTY OT I7Ia3-
HBIX TIpo6/IeM; VI3MepsATh BHYTPUITIA3HOE HABJIEHNUE MAIVIEHTY C aHUPU-
nveit KaXable 3 MecAla. B crydae BbIAB/IEHNA MOBBIIIEHHOTO BHY TPUITIA3-
HOTO JaBJ/IeHNs, KOHTPOJIb JNOJIKEH OCYIIECTBAAThCA TaK 4acTo, KakK 3TO
HeoOXOIMMO, HO He pexe 4eM pa3 B Tpu Mecsna. YKemarenpHo usberatnp
I/ISMGPCHI/IH BHyTp]/II‘}'IaSHOI‘O OaBJICHUA TOHOMeTpOM MaxkmakoBa u pr-
TUMMJ BUAAMI aNIUIaHALVIOHHON TOHOMETPUY, OCOOEHHO y MAllUeHTOB C
KepaToIiaTueif, TaK KaK OHM MOTYT TPaBMMPOBaTh POroBuily. B kauecTse
a7bTepHATUBBI PEKOMEH/IyeTCs OCYIIEeCTB/IATh KOHTPO/Ib BHY TPUTTA3HOTO
IaB/eHNs mpy nomoun rebound - ToHOMeTpuy (MeXXIYHaApORHBII CTaH-
napT - ToHoMeTp Icare); Koppekiys y maiueHTOB ¢ aHMpUAMEH aHOMa-
7 pedpakuny TO/DKHA OCYIIECTBIATHCSA C CAMOIO PaHHEro BO3pacTa.
ITpyu HeO6XOAMMOCTI HYXKHO JICIIONb30BaTh OKKIII03MI0; He 1cronb3oBath
VHDBEKIMY AHTUMOKCU/JAHTOB, BUTAMIHOB U [IPYTUX TIpeNapaToB Iapa u
peTpo - 6ynbbapHO; He 1cronp3oBaTh pasandHble BULBL «CTUMYIUPYIO-
I1Iero» JIedeHN s 1 GUINOTEPAIINIO A/ I71as; 1) [Ipodunakrika i nevenne
KepaTonaTuy y NallMeHTOB C BPOKJAeHHOl aHupuaueii > O4deHb BaKHO
Ha4aTh NPOGIIAKTHUKY U JIeYeHNe KepaTolaTU/ Ha PaHHUX CTA/IUAX, elle
JI0 TOTO, KaK OHa HayHeT IIPOTPeccHpoBaTh. [ 9TOM eI MOXKHO JC-
[I0/1b30BaTh JYOPUKAHTBI, @ TaKXKe Tely ¥ Masy (TUIa JeKCIIaHTeHOsa),
OHU JIO/DKHBI ObITh 6e3 KOHCepBaHTOB 1 (GocdaTos; B cBsA3U ¢ BHICOKMM
PUCKOM y TALMEHTOB C aHMPUAMEN paHHe!l KepaTonaTuy He PeKOMEeH-
JyeTCsl BBIMMCHIBATh TAKMM TallM€HTaM KOHTAaKTHblE NMH3bL. VIcKmode-
HUE COCTaBJIAIOT JKeCTKME CKJIepasbHble TepaleBTUYeCKye JIMH3bL €)
Vicmonp3oBaHue CIieliIaTIbHbIX OYKOB > B TenAax 3allMThI pOI‘OBI/II_U)I oT
ynbTpadyoseTa, BeTpa ¥ IbUIN, a TAKXKe IPOGUIAKTUKI CBETOOOSI3HU BbI-
ICHIBATH MIAI[EHTAM C aHVPUANEN COMHIIE3aNIVTHbIE OUKY C GITOKMPOB-
KOI y/IbTpaduonIeTOBBIX JTydeil U IOJsIpM3alyelt A/ HOLIeHNMs Ha YIuLie
B COJIHEYHYIO IIOTOAY ¥ OUKM C IIOJIApM3alyiell U MOf0OpaHHBIMU AUOI-
TPUAMM JI HOLIEHMA BHYTPU IoMeleHust; 5« ) HeoOxopmmbie cpepcrsa
peabumranyy > Bonplasg 4acTb MalYIeHTOB C aHMPUVEN - MalyeHTbI
C HM3KUM 3PEeHNEM, I09TOMY O4eHb BaXXHO CHabXKeHIe TaKIX MALeHTOB
HeOOXOAVMBIMI CPEfCTBAMI PeabMINTAL C CAMOTO PaHHEro BO3pacTa
U Pery/IIpHOe KOHCYIbTYPOBAHME UX Y CIELMAIUCTOB - THIOICUXOTIO-
roB u Tidronegaroros; 3) CHa0>keHne anyeHTOB ¢ AaHNPIeil Heo0Xo-
AUMBIMM TIEKAPCTBEHHBIMU INpe€NapaTaMu > B cBsasu ¢ TEM, 4YTO HIO6I>I€
KaIUIM ¥ Te/IY, YICIO/Ib3yeMble MallYieHTaMy C aHMPU/ieii, He IOJDKHBI CO-
Iep>KaTb KOHCepBaHTOB 1 (GochaToB, eCcTh HEOOXOANMOCTD B ITOSIBTIEHNI
Ha tepputopun P® nexoropnix MenukamenToB: CORNEREGEL EDO n
BEITAHTEH AJ1/ AUGEN.
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OBb30P 3AKOHO/ZIATEJIbCTBA I1O0
IMTPU3HAHUNIO JINIA MHBAJINIOM

TekcT: I71e6 IMuTpuen

KoopauHaTop IpoeKkToOB, IOPUCT
MPBOOMU «Co103 IMalijieHTOB U IMallMeHTCKHUX
OpraHH3aNui 110 peJKUM 3a601eBaHUIM>»

CHOBHbIE HOPMAaTMBHO IIPABOBbBIE AKTHI 110 BOIPOCY IIPM-
3HAHMA /MI[A MHBATNIOM KOTOPBIMM HEOOXOLUMO PYKO-
BOJICTBOBATbCA.

@epnepanbHblit 3aKoH 0T 24.11.1995 Ne181-®3 "O coumanpHO
3amuTe MHBAINAOB B Poccuiickoit Pepeparyn’; 3akoH Poccnmit-
ckoit epeparuu ot 27.04.1993 Ne4866-1 "O6 06>kamoBaHNM B CYA
TeiCTBMUIL M pelleHNiT, HapYLIAIOIUX IPaBa ¥ CBOOOMDbI IpaXk/jaH;
ITocranosnenne IlIpaBurtenbcrBa Poccuiickoit ®epmepaunm ot
20.02.2006 Ne95 "O mopsike npusHaHus muLa nHBaaugoM s [Ipu-
ka3 Muntpyga Poccun ot 29.09.2014 Ne 664n.

YcroBuAMM 1A NpU3HAHNA TNIA MHBAMNIOM SABIAIOTCA:
Hapyuwierust 300p06bst cO CrOUKUM paccmpoiicmeom PyHKyuil op-
2anusma, 06ycnoeneHHoe 3a060n1e6aHUAMU, NOCTIEOCTNBUIMU MPABM
unu Oegpexmamu; OepaHuueHue HHU3HeOesMenvbHOCMU - NOTHAS
U YACMUMHAS YMpama 2paxc0aHuHoM CnocoOHOCMU Unu 603-
MONHOCTU OCYULeCMEAMb CAMOOOCTYHUBAHUE, CAMOCOAMENb-
HO hepedsuzamvcs, OPUEHMUPOBAMbCA, OOULAMBCS, KOHMPOTIU-
posamv 60e nosedeHue, 06y4aAMvbC UMW 3AHUMAMBC MPYO06OL
desmenvHocmovio; Heobxo0umocmo 6 mepax coyuanvHoti 3ausumol
BKI0HAS peadUnumanuso.

CTOiKOCTh (PYHKIIVIOHA/TBHBIX HAapyLIEHUII OIpenensaeTcs
pasupivu  daxropami:  Knunuueckoii  gopmoti  3a60ne6aHu:
8poscdeHnass namonozusi (8poxcdenHvie NOPOKU PAZBUMUS, HA-
C71e0CTNBEHHAST U XPOMOCOMHAS NAMOJIO2UST, NOCTIEOCINBUS NePUHA-
MAnbHLIX NOBPENCOEHULL) UMEIO CMOTIKULL XApakmep HApyueHuil
PasnuUHbIX PYHKYUL OP2AHUSMA; 6 SMUX CTLYHATX OPUEHIMUPYIOM-
CA MaKie U Ha KIUHUYeCKUil npozHo3s; [numenvHocmoio meueHus
3a007mesanus: MHO2Ue XPOHUUECKUe 306071e6aAHUA Y Oemeli pa36u-
8a10MCS KAK Pe3y/ibmarm nepeHecenHblx OCMpulxX namonoeudecKux
COCMOAHUL, U 0717 OUEHKU XPOHUSAUUL UCNONb3YEMCS CPOK - 6 Me-
cAYe6, KOMOPLL MAK JHe MOXem Obimb UCNONL30BAH 6 Kauecee
OPUEHIMUPOBOUHO20 KPUMEPUS CIMOTIKOCU HAPYUEHUS PyHKI4UL
opzanusma.

B npuxasze Munsgpasa Poccun ot 30.12.2003 Ne621 orpaxkeHa
IPaKTUKa OLEHKU COCTOSHMA 3[0POBbA JieTell B Bijie TPafalun
YPOBHA 3/J0pOBbAI.

K 1 rpymne 350poBbsi OTHOCAT MPAaKTUYECKN 3[TOPOBBIX JieTell,
KO 2 Tpymme - meTell ¢ (QyHKUVMOHAJIbHBIMU HapyLIeHUAMM 6e3
YETKO OYePUYEHHOJ XPOHMYECKON MaTO/NIOTUN - COCTOSAHME Ipefi-
6oresHu, HarmpuMep (PyHKIMOHATbHOE PACCTPOICTBO KEMYAKa,
runepTpodus HeOHBIX MUH/A/IMH, 4acTO OOl e JeTU U Ap., K
3 - 1eT! ¢ XpOHMYECKOI ITaTOIOTMEN B CTAINM PEMMUCCUN ¥ KOM-
HeHCAIVM, K 4 - TALMEHTHI C XPOHMYECKMMH BATOTEKYIIMMMY 3a-
0O0JIeBaHMAMIU C PEIKUMM OOOCTPEHUAMU U CYOKOMIICHCAIVelt,
K 5 - IeT¥ ¢ XpOHMYECKON JIEKOMIIEHCMPOBaHHOI IaTOMIOTMEN U
YaCTBIMU 000CTPEHVSAMIL

C 23 pexabps 2014 ropma 6pUtM BBeleHbl HOBblE Kaaccuduka-
LM ¥ KPUTEPUU YCTAHOBJICHWs MHBAIMIAHOCTY, pa3paboTaHHbIE
Munrpynom Poccum ¢ yuetom mnonoskeHuii MeXIoyHapOpHOIM
KmaccnuKanyy QyHKIVOHMPOBAHMA, OTPaHIYEeHNII JKI3Hefes-
TeJIbHOCTU U 370p0oBbst (MKD).
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CaMBIM BaKHBIM B HOBBIX KPUTEpPUIT AB/IACTCA NpUBA3Ka 3a60-
JIEBaHMII K MeXXIyHaponHoi kinaccuduxanuy 6omnesneit (MKB 10)
U (UKCAIVA TPOLEHTA OTPAaHNYEeHNs )KUSHEAEATeTbHOCTU TIPH-
MEHUTETbHO K KaXIoMy 3aboneBanmio. CTereHb BbIPaXeHHOCT
CTOVIKVIX HApYLIeHMII PYHKINIT OPraHU3Ma, KOTOPbIe OIpPeRe/IsiOT
TPYIITy MHBa/IMTHOCTY, OL|EHNBAETCS B IIPOLIEHTAX.

CoracHo 3TOi KaaccuduKanuy U KpUTepyAM BBIAEAIOTC 4
CTeNleHN CTOMKMX HapylleHUil (YHKLUII OpraHMsMa 4enoBeKa,
00YC/IOB/IEHHBIX 3a00/IeBAHIAMM, IIOC/IEACTBIAMMI TPABM WK Jie-
¢dexramn.

1 cremenb - CTOVKMe He3HAUNTeTbHble HapyIIeHNUS (QYHKIWIL
opraHyusMa 4YenoBeKa (KOMMYEeCTBEHHas CUCTeMa OLeHKM 1 cre-
IIEH! BBIPQKEHHOCTY CTONMKVX HapyIleHMil GyHKIMIT OpraHusma
Ye/I0BeKa, yCTaHaB/IMBaeTCs B % B AuanasoHe ot 10 5o 30 %);

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

3 cremeHn - CTONKME He3HAauMTe/lbHble HapyLIeHUs (QyHKIuUiT
OpraHy3Ma 4YenoBeKa (KOMMYEeCTBEHHas CHCTeMa OLeHKM 1 cre-
IIeHJ BBIPQXEHHOCTH CTOMKMX HapylIeHWiT GYHKIWIT OpraHu3Ma
Je/I0BeKa, yCTaHaBIMBaeTcs B % B auamnazoHe ot 70 1o 80 %);

4 cremenn - CTOJKMe He3HaYMTeIbHbIe HapylIeHMs (QyHKIMI
opraHyusMa 4denoBeKka (KOMMYeCTBEHHas CUCTeMa OLieHKM 1 cre-
IeHJ BBIPQX@HHOCTH CTOMKMX HapylleHWiT GYHKIUIT OpraHu3Ma
YeJIoBeKa, yCTaHaB/IMBaeTcA B % B AuamaszoHe oT 90 o 100 %).

Oo6xanoBanue pemrennss MCO

CymectByeT iBa crioco6a otkanoBanus peuenns MCD - BHe-
cynebHbIT U cynebHbIT. BoibOp criocoba o6>kanmoBaHms 3aBUCUT
OT Balllero ycMOTpeHus u ot tuma 6ropo MCD, pelienne KOTo-
poro 6yner obkanosaTbes. Pentenne PepepansHoro 6ropo MCID
MOXXeT ObITh 00>Ka/I0OBAaHO TONIBKO B CYA. PerieHne r/1aBHOro 610po
MC3 1o cy6pexty PO MoxeT 651Th 06kamoBano B PefepanbHoe
6r0po MC3 u (wmn) B cyn. Pemenne 61opo (siBsietcs: pumnmanom
610po MC3 1o cy6pexty PP) MoxeT 6bITh 06Xa0BaHO B I7IaB-
Hoe 610po MC3 u (wm) B cypn (1. 1. 42-46 IlpaBum mpusHaHUs
7 MHBAINUAOM, yTB. [locTanoBnenneM IlpaButensctBa PO ot
20.02.2006 N 95).

Crioco6 1. O6xanoBaHue BO BHeCYAeOHOM MOPAIKe

[l obxanoBaHMsA BO BHeCyfeOHOM IOpsifiKe pelieHus 610po
VIV IJIABHOTO OI0PO PeKOMEeHAYeM P PXKIBAThCA CIEHYIOLIEro
a/ITOPUTMA.

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

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

JKanoba fomxua copepxard (1. 146 AIMUHMCTPATUBHOIO pe-
rmaMeHTa, yTB. Ilpmkasom Muntpyga Poccunm or 29.01.2014 N
59H): HaumeHosaHue 610po nubo 2nasHozo 6po MCO, a makiuce
D.J.0. ezo cneyuanucmos, deticmeus (6e3deiicmeue) Komopvix 00-
sanyromes; céedenus o sazsumene - O.J.0., mecmo sxumenvcmea,
Homep merneoHa, adpec dneKMPOHHOU noumvt (Npu HATU4UL) U
noumosulii aopec; ceedeHust 06 06xanyemom peuieHuu 610po 6o
271a6H020 610p0; 006800bL, HA OCHOBAHUU KOMOPbIX 346 UMENb He CO-
enacen ¢ pewseruem MCD unu delicmeusmu e2o 00NHHOCHHBIX JIUY,

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

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

Cpok mi o6kaloBaHUA pellleHnA O0po ¥ ITTaBHOTO 6I0pO cO-
CTaBJIAET MeCAL| C MOMEeHTa IIPUHATHUA CHOPHOTO pelneHy (IL. IL
42, 45 TIpaBni). 3asBienne 06 06kaoBaHUM peleHNs 610po Ho-
maetcs mubo B 610po, mposoaysiree MC3, mn60 B r/1aBHOE 610pO
cooTBeTCcTByMOLIETO cCybbekTa PO. 3asBnenne 06 o6kamoBaHUM
pelleHyist IIaBHOTO 610po

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

IITar 1. CocTraBbTE AIMMUHUCTPATUBHOE VICKOBO€ 3aAB/ICHUE
00 OCITapMBaAaHUM pEMIEHNA COOTBETCTBYIOIETO 61()]:)0 "N Imoaro-
TOBbTEC HeO6X0}_U/ll\rIble JOKYMEHTDI.
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HesaBucumMo oT TOTo, peFbsIBATE /Y BBI JOIIOTHUTEBHO Tpe-
6oBaHMA KOMIIEHCALIUM MOPAIbHOIO Bpefa WIM HeT, CyAeOHBII
nporiecc 6yzieT IPOXOAUTS 110 IPABIJIAM A[MUHNICTPATUBHOIO Cy-
morrponsBoacTBa. KoMIeHcanyst MOpasbHOTO Bpefja MOKET OBITh
B3bICKaHa IIPY YCTIOBUH YHOB/IETBOPEHSI OCHOBHOTO TPeOOBaHMS
AIMUHUCTPATUBHOTO MCKOBOTO 3asB/IEHVISL.

B agMMHMCTPATMBHOM MCKOBOM 3asBleHUM 00 ocmapuba-
HuUM peluteHuit 6ropo (rmasroro 6wpo min PexepanbHoro 610po)
cienyeT yKasarb (CT. ct. 125, 126, 220 KAC P®): naumenosarue
cyoa, 8 KOmopuiti nodaemcs 3as6neHUe; HAUMEHOBAHUE AOMUHU-
CMPAMUBHO20 UCMYd, N00aKuLez0 AOMUHUCPAMUBHOE UCK080e
3aseneHue, U e20 MeCmo HUmenvcmed, HAUMeHO8aHue npeocma-
8umens u e2o aopec, ecnu 3aseneHue nodaemcs npedcmasumernem,
¢ 00:A3amMenvHbIM YKA3AHUEM CBe0eHULl 0 HATIUYUU Y He20 8blCLie20
10puduUeckozo 00pasoeanus, a makice Homepa menegoHos, Paxcos
U I1eKMPOHHOTI NOUMbL UCIUA U €20 NPedcmasumensi; HaUMeHo-
8aHue aOMUHUCMPAMUEHO20 omeemuuka (610po, enasHozo 61opo,
Dedepanvrozo 610po), €20 MeCmo HAXONIeHUS; KAKUe peuleHus,
Oeticmeust (6e3deticmeue) 00/mHHYL Obib NPUSHAHDL HE3AKOHHDI-
MU, Kaxue npasa u c60600bl TUUA HAPYUIEHDL SMUMU PEUUEHUMU,
Oeiicmeuamu (6e3deticmeuem); 06CMOAMenvCmed, Ha KOMoPbLX Oc-
HO8aHVL MPeb0BAHUS, U 00KA3AMENbCNEa, NOOMBepHOaroujue Imu
obcmosimenvcmea;

K admunucmpamugHomy ucko8omy 3as6/1eHuUI0 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 8Hecydeo-
Hoe 00xcanosarue); y8e0OMIEHUS 0 8PYHEHUL OPY2UM TUUAM, Yua-
cmeyouum 6 Oese, KONULl AOMUHUCMPAMUBHO20 UCKOBO20 34516~
JIEHUS CO 8CEMU NPUTIONEHUAMU UMY KONUU AOMUHUCHPAIMUBHOZO
UCKOB020 3ASI6/IEHUST NO HUCTLY AOMUHUCMPAMUBHBIX 0MEEUUKO8,
3AUHMEPECOBAHHBIX NIUY, U NPOKYPOPA; KONUK 3aséneHus; JOKy-
MeHm, NoOmeepHoarouuti yniamy 20CHOWIUHbL, pasmep Komo-
poti 6 06uwsem cnyuae cocmasnsiem 300 py6. (nn. 7 n. 1 cm. 333.19

tekcT: FOpuii Kapaces

HCIIoOTHUTEIBHBIN AUPEKTOP O0IeCTBEHHOM
opraHusanuu «Coro3 NanyueHToB C
6oJ1e3ubIo Lo1re»

efepanbHbIM 3aKOHOM OT 21 Hos6ps 2011 roma Ne323-
®3 «O6 ocHOBax OXpaHBbI 3MOPOBBA IpaxkgaH B Poc-
cuiickoit QPepepanun», a Takke IIpukasom MuH3s-
mpasconpa3suTya Ne162H ot 4 anpens 2008 ropa "O nopspke
BefleHN:A (eflepaZbHOrO perucTpa GONbHBIX TeModuneit, My-
KOBUCI[M/I030M, TMIIO(U3APHBIM HAHNM3MOM, OONE3HBIO TOlIle,
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HK P®); dosepernocmp unu uHoil 0oKymeHm, y00Cmosepsiouuii
NONHOMOUUS Npedctnasumens 3as6Umess; c6e0eHus, NoOmaeept-
daioujue Pakm NPUHAMUSL OCHAPUBAEMbIX PeuteHut, coBepuieHie
ocnapusaemvix Oeticmeuti unu 6e30eticmeus.

Beunynm. 2m. 2 ct. 333.36 HK PO n c yuetom 1. 3 cT. 333.36 HK
P® ot ymmaTsl rOCHOLUIMHBI ITO JAHHOI KaTErOpPIH Aeia 0CBO6O-
JKJATCA 3adBUTENN, ABAAIMecsd uHsamugamu [ n I rpynm.

[Tpu Hamuumu TpeOGOBaHMII O TONOJHMUTENBHON KOMIIEHCA-
LM Bpefa TOfIaeTCA NCKOBOE 3asB/IeHMe. B 1ICKOBOM 3asBIeHUN
IO/DKHA OBITh YKa3aHa, IOMMMO BBIIIEIIePeMCIeHHBIX CBEeHMIL,
IleHa MCKa - TpebyeMast K B3bICKaHMIO CYMMa, a TaKXXe ee pacyeT
(ct. 131 TTIK P®).

Jyist obpaiieHus B Cyf € )Kano6oit Ha penenns, AericTBus (6e3-
nerictBue) 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 MIea MOfBEIOMCTBEHHDBI CyaM OOIeil IPUCHUKIINN
U TIOLCYSHBI PAifOHHBIM CyfaM. Bbl BIIpaBe CaMOCTOATENBHO BbI-
6paTb MECTOHAXOXKAEHMSI COOTBETCTBYIOLIETO CyAa: U60 HO Me-
CMY HAXOHCOEHUS OMBeMH1UKa; U0 NO MECILY C80€20 HUMETbCNEBA.

Cyn [O/DKeH paccMOTpeTb 3asIB/IeH e B TedeHne Mecsna (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 noaHOCHbIO0 ULU 6 4ACHU 3a-
AB7IEHHBIX MPeO06aHUll U 06 06A3aHHOCU AOMUHUCIPAUBHOZ0
omeemuuka yCmpanums HapyuieHue npas aoMUHUCHPAMUBHO-
20 ucmuya; 06 omxase 6 y006/eMBOPeHUU AOMUHUCIPAMUBHIX
UCKOBbIX MPe606aHUilL.

MILE/IONEIKO30M, PACCEsIHHBIM CKIEPO30M, a TaKXe MOC/e
TPAaHCIUIAHTAL[MU OPraHOB U (MWIM) TKaHel' 3aKpeIIeHO IIO-
HsTHE «penkue (opdaHHble) 3ab0meBaHMs — 3TO 3a00/IeBaHS,
KOTOpbIe NMEIOT PaCIpOCTPAaHEHHOCTh He 6oree 10 cydaes 3a-
6oneBanums Ha 100 ThICSY HaCeIEHWISI».

OpHyuM M3 TakuX pefKux 3aboyeBaHMil ABJsAETCA 0ONIe3Hb
Toure — 3T0 Hac/IeACTBEeHHOE 3abo/eBaHe, pa3BUBaIOLIeeCs B
pesy/nbTaTe HeOCTATOYHOCTY (pepMeHTa III0KOLepebposnma-
3bl, KOTOpasi HPMBOAUT K HAKOIIEHNIO [TIOKOLepeOposuia Bo
MHOTHMX TKaHSX, BKIIOYasl CeIe38HKY, [TeYeHb, TIOUKI, JIETKIE,
MO3T 1 KOCTHBIIT MO3I, 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 00beMe B TeYeHNUV MHOIMX JIeT
(c 2008 ropa) 3a cyeT exerogHbIX (eiepanbHbIX 3aKYIIOK.

Ha 6ase Hay4Ho-KIMHUYECKOTO OT/eNeHNs Op(paHHBIX 3a-
6onesannit ®PI'BY IemMaTomOrMYecKOoro Hay4HoOro LeHtpa Mu-
HUCTepCTBa 3paBooxpaHenus PO mopj pyKoBOACTBOM J.M.H.,
npod. JIykuuoit E. A. cTano fOCTYIHBIM IOTyYeHUE BBICOKO-
KBa/IM(PUIVMPOBAHHOI MeUIIVTHCKOJ IOMOIIM B3POC/IBIM IalN-
eHTaM c 6onesHbio [ome. K coxanennio kBamupuumnpoBaHHYIO
MEeUIVHCKYI ITOMOIIb MaIlMeHTHl C 3TUM pelKMM 3aboyeBa-
HIUEM He MIMEIOT BO3MOXXHOCTM IONYYUTDb IO MECTY >KUTENb-
CTBa, TaK KaK B PETMOHAX, B CUITY PeIKOCTH 3a060/IeBaHNs U Ha-
VYN B PETVOHE eIVHNYHBIX NAI[MEeHTOB C TAKUM JIMAaTHO30M,
OTCYTCTBYIOT CIIeLMAINCTBI IO JaHHOMY 3aboneBaHuio. B Te-
MAaTOIOTMIeCKOM IieHTpe, 6/1arogapsi IpaMOTHO BBICTPOEHHOI
IporpaMMe 1o 06C/IeJOBaHNUIO, TIOCTAaHOBKE AMAarHO3a, TeYeH
U HaOMIOeHNs, Ka4eCTBO KU3HY U 3[I0POBbA MALMEHTOB C 60-
nesHplo lollle 3HAYNTENbHO yAydlIaeTcsA. [JaHHDBIN yCIelUIHbli
OIIBIT PabOTBI, XOPOLIO OTIAXKEHHAs CICTEMA JIEYeHNs MOXKET
SIB/SITBCS IIPYMEPOM JUISI JIEYeHMsI APYIUX PefKux 3abosesa-
Huii. JI714 nanyeHToB KpaliHe Ba)KHO MMeTb Takoll LleHTp u mo-
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HEBUJAVNMAA bOJIESHD

&

JIy4aTh BBICOKOKBa/IN(UIVPOBAHHYIO0 MEAUIIMHCKYIO IOMOIIb.

Hetn ¢ 6ome3nno lolre MoMy4aroT HEOOXOAUMYIO MEUIIVIH-
CKYIO ITOMOIIb Ha 6ase BeAyllero genepanbHOTO AETCKOTO JIe-
ye6HOTO yupexxgeHus «Hay4Hblil IeHTp 300pOBbA feTeit» Mu-
HIUCTepCTBA 3[paBooxpaHennsa PD cunamu Bepylero nepmuarpa
no 6onesuu lomre B Poccum K.M.H., Bpada BbICIIEN KaTeropun
I'yupo6unoit Onbru CTaHNCTABOBHBL

B 2015 roxy maumentamu c 6one3Hbio lomre Opita cospmana
HeKoMMepuecKas opranusanysi «Comws MaeHToB ¢ 60/Ie3HbI0
Tomie» ¢ 1enpl0 okasaHUsl MHQPOPMAIMOHHON, ICUXOMIOTUYe-
CKOJi, IPaBOBOJ IIOMOIYM M OObeIVHEHVs HAalMeHTOB C Aya-
rHO30M «6oje3Hpb lomie» [/ist 3aIUTHl M OTCTAMBAHMS HAIINX
06umx nHTepecoB. OpraHMsaTopaMu sIB/SIIOTCS MAL[MEHTHI C
maHHBIM 3ab6oneBanneM Kapaces I0pnit u Konbixanos Anexceii.
Y opranmsanum ecTb IpyIIa B COLMATBHONM CETU «BKOHTAKTE»
vk.com/gaucherspiporz , rge MOXXHO IOJEIUTLCSA OIBITOM pe-
HeHys MpobieM, CBA3aHHBIX C JaHHBIM 3a00jleBaHueEM, I 3a-
IaTb BOIIPOCHL.

Taxoke B Poccun cymecTByeT Me>XXpernoHaabHas 0OIeCTBEH-
HaA opraHmusauusa «CopeiicTBue MHBANULAM C JIeTCTBA, CTpa-
matorum 6omesnpio Tole, 1 MX CeMbsIM» IOJ PYKOBOJCTBOM
MapuHa TepexoBoili, KOTOpas CTOsANA y UCTOKOB IBVDKEHNA U
BHec/Ia OOJIBIION BK/IAZl B OPraHM3aLMIO TIOMOLIY MTallYieHTaM C
6omnesHbio lorre B Poccnn.

ITo Bcem Bompocam, CBA3aHHBIM C Mpo0OIeMaMu opra-
HU3aIuu 1edenns 6onesnu lonre o6panjaiitech Mo BbI-
IIeyKa3aHHbIM KOHTaKTaMm!

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

TekcT: ITonsakosa C.H.

JIOKTOp MeAUIIMHCKUX HAyK, Bpa4 BhICIIEH
KaTeropuw, BeAyliuii Hay4HbIH COTPYIHUK
HIU 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, TaCTPOIHTEPOIOTOB, T€NAaTOIOrOB, TOKCUKOJIOTOB 1
ap. OmpenienieHne ypoBHsI aMMOHMS He BXOZIUT B ITIOBCETHEBHYIO
[IPaKTHKY, HOUCK 1ab0paTopnu, Iie MOXHO OIPEeTUTh aMMO-
HUIT, jaKe B 0O/IACTHBIX TOPOMAX IPENCTAB/IsET 3HAYNTETbHbIE
TPYFHOCTH.

[Tocne mpuéma muiy 13 KMIIEYHNKA B II7Ia3MY KPOBM IIOCTY-
IaeT MHOTO aMMHOKVCIIOT, TPUYEM IIpeoOIaialoT aMUHOKIICIIO-
THI C pa3BeTBAEHHOI HOKOBOII 1embio (50 20% OT 0611ero KO-
JecTBa), KOTOPbIE 3aTeM IIOITOMAIOTCS, B OCHOBHOM, HEYEHBIO,
MBIIILIAMY ¥ MO3TOM. B MBIIIITaX MPOMCXOAUT YCUIEHHBII KaTa-
60/113M 9THX AMUHOKVC/IOT, IPM4YEéM OHM BBICTYIIAIOT OCHOBHBI-
MI JOHOPaMJ aMMHOTPYIIIIBI B CHTe3€ a/laHMHA U3 IUpyBaTa .

B nocTabGcopOTHMBHOM IepHofe OCHOBHBIMY MCTOYHMKAMMU
CBOOOJHBIX aMUHOKVC/IOT ABJIAIOTCA MBIMIBI. OHU HOCTaBIIA-
0T B OCHOBHOM a/JlaHMH M IIyTaMMH . AJIAaHVH IOITIOIIA€TCA
Me€YEHbI0, IIyTaMMH - KMIIEYHUKOM U Io4YKaMu. B kmimneunmke
a30T ITIyTaMIMHa MEPEeHOCUTCS B a/laHMH WIN CEPUH U B UX CO-
CTaBe TPAaHCHOPTUPYETCs B I€4eHb, I aKTUBUPYETCA Ipoliecc
IJIIOKOHeoreHesa. TakuM 00pa3oM, aaHUH U CEPUH - OCHOBHbIE
ITIMKOT€HHbIE AMMHOKMUCIOTHI. VIHT€HCUBHOCTD ITIOKOHEOTeHe-
3a U3 9TUX aMMHOKICIOT HAaMHOTO BBbIlIE, YeM U3 BCEX APYTUX.
Ha orpann4enun mocTymnieHns ¢ muileli aMMHOKUCTIOT C pas-
BETBJICHHOJ! 1IeIIbI0 OCHOBBIBAETCSI HU3KOOENKOBas AyeTe Npu
BIIOM.

Puc.1. BosiesH! OPHUTMHOBOTO LIMKJ/IA I MECTO COOTBETCTBYIOIINUX (pepMeHT-
HbIX JledexToB (HecTangapTHbIe a66peBnaTypel GDH rioTaMaTierngporeHasa,
NAD(P) HuxoruHamup ajeHuH punykneorun (¢pocdar), OAT opuutun amn-
HotpaHcdepasza, OMP oporuaun MoHodocdar, PSCR nmpponus-5-kap6okcn-
nat pepykrasa, PSCS- Al-nipponns -5-kap6okcumar cunrerasa, UMP- ypuansa
Monodocdar).

OcHOBHO PeaKLU/IeI‘/'[ O6e3Bpe)KI/IBaHI/[H aMMIaKa B TKaHAX
ABNIACTCA CUMHTE3 ITTyTaMIHa, KOTOPI)HZ 3aTE€M JICIIONb3YETCA B
aHabOoMMYeCKUX Mpoleccax u it 00e3BpeXMBAHNUS BEIeCTB B
IICYCHI. (DepMeHTbI TIyTaMaTaernjgporesasa 1 IimyTaMUHCUH-
Te€Ta3a ABIAITCA PETYTATOPHBIMU 1 06YCTIOBHVIBaIOT CKOpPOCTH
[IPOIIECCOB 0OPa3oBaHMs 1 00€3BPeXXIMBaHNS AMMIAKA.

Ta6nuua 1. Homenkaarypa 6omesHeil IiK1a 00pa3oBaHMs MOYEBIHbI

Hassanue A66peBuarypa Ten Jlokamu- Tun OMIM
sanus Hacrie-
MyTanun JioBa-
HuA
1 N auerwn rmora- NAGS gedurr | NAGS 17q21.31 AR 237210
MaT CMHTeTas3Has 608300
HeJIOCTaTOYHOCTh
2 | Kap6omondoc- CPS1 pedpuuur | CPS1 2435 AR 237300
dar-cuHTeTasHas 608307
HEJIOCTaTOYHOCTD
OpHUTHH TpaH- OTC OTC Xpll.4 X-cue- | 311250
cKkapbamuIazHas ;[ecbuuu'r TIJIeH- 300461
HeJIOCTaTOYHOCTh Hoe
Tnrpynmuemus CTLN1, Apru- ASS1 9q34.11 AR 215700
Tuml HUH-CYKIMHAT 603470
CUHTETa3Has
HEJI0CTaTou-
HOCTD
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5 ApruHMHAHTapHas | APIUHUH CyK- ASL nepmur | 7q11.21 AR 207900
auuaypust LMHAT IMa3Has 608310
HeJI0CTaTo4-
HOCTb
6 Aprunnnemus Jeduunr ARG1 6q23.2 AR 207800
apruHasel 1 neumt 608313
7 HHH cunapom ORNT1 ORNT1 13q14.11 AR 238970
(runepamMmoHne- eyt (Mu-
MU, TUTIEPOPHI- TOXOH/IpUaIb-
TMHEMIA, TOMOIM- | HbIiT fedpuimt
TPYIMHYPUS) OPHUTHHA,
SLC25A15
8 Lnrpynnuemus Hepocrarou- CTLN2 7q21.3 AR 605814
T 2 HOCTD LIMTPUHA, SLC25A13 603471
TIePEHOCYMK
acmapTaT-Imo-
Tamar
9 Hepocratou- GS Hegocrarou- | GLUL 1q25.3 AR 610015
HOCTb I/TIOTaMUH HOCTb
CHHTETa3bl
10 | Tpausuropnas THAN AR Pannsaa
TUIepaMMOHMEeMIs nHban-
HOBOPOXICHHBIX TH/IbHAA
dopma
11 | [npponuu-5-Kap- P5CS nenocra- ALDHI18A1 10g24.1 AR 219150
6oxcumar TOYHOCTH
CHHTeTa3Hast
HeJI0CTaTOYHOCTD

PasnuyaroT gBe IpyInbl IepBUYHBIX TMIIePaMMOHIEMMII B 3a-
BUCHMOCTH OT MeCTa SH3UMATIYeCKOro gedeKTa — MPOKICMaIb-
HYIO [IO BKJIIOYEHVS B OPHUTMHOBBIN LUKI (B MUTOXOHJPUAX
- CPS1, NAGS n OTC) u gucTanpHyI0 — HEOCPeNCTBEHHO IIPO-
TeKarolye B nuTomiasMe renarouutos B LIOM, (ASS, ASL, ARG,
HHH) u fBa TpaHcMeMOpaHHBIX TPaHCIOPTepa OPHUTIHA U LI~
TpynuHa, BeispiBaromyux HHH cuapapom m HegocTaTo4HOCTD
mutputa (ORNTI, CIT 2). Cwm. puc 1

B P® yacrora He yCTaHOBJIEHA, TeM 60J/lee YUUTHIBAs Bapua-
6embHOCTD TeweHns 6oresneit LIOM c fe60ToM B pasHble BO3-
pacTHbIe MEepUOfibl OT TEpUofa HOBOPOXKJAeHHOCTH (Hamboree
TSDKeJIble, 4acTo ¢aranpHble POPMBI), MIafleHIeCTBa, OOBIYHO
CBsI3aHHbIE C BBefeHNeM OeIKOBOrO IPUKOPMA, Y B3POCIIBIX,
00BIYHO MACKMPYIOTCsI/TIPOSIB/ISIIOTCS HEBPOIOTUYECKUMY 1
NICUXMATPUIECKUMY CUMIITOMaMN.

IMopasnatomee 6onpmmHCTBO BIIOM XapakTepusyoTcs ay-
TOCOMHOPEIIeCCUBHBIM TUIIOM HAaC/Ie[OBaHNsA, 33 VICKITIOYEeHIEM
OTC - ¢ X-cIjerieHHbIM TUIIOM HAaC/IeJOBaHNA.

Kpome depmenTHOrO feduiuta CyiiecTByer elte Be 607e3-
HU, 0OYC/IOB/ICHHbIC HapyIIeHUeM IIepeHOca CYOCTpaToB depes
MUTOXOHJPMANbHYI0 MeMOpaHy - HeUINUT TpaHCIOpTEpa Op-
HutuHa 1 (opuntuHTpancinokasa -ORNT1) u geduunt unrpuna
(TpaHCcnOpTepa IMIoTaMara-acnapTara).

O6mas pacripoctpaneHHocts 6omesnert IJOM, 1:8 000. 3
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/IM3MpPOBABIIEM Pe3y/IbTaThl CKPMHIHTA 60oIee 6 MIJIIN-
OHOB HOBOPOXX/IeHHBIX HEKOTOPBIX TaToB B CIIIA 32 2001-2012
IT. pacipocTpaeHHOCTh BIJOM nonyunmacs cnegyromass: NAGS
meduunt <1:2000000, CPS1 gedurur 1:1300000, OTC gedumut
1:56 500, ASS1 gedurur 1:250000, ASL nedurut 1:218750, ARG
medurut 1:950000.

Hemocratounoctp CPS1, ASS1, ASL, NAGS, u ARG nacrne-
IYIOTCA TI0 ayTOCOMHO-pelieccuBHOMY 06pasy. CPS1 meduunt
1 NAGS HemoCTaTOYHOCTh  ABJAIOTCA Hambosiee TSXKeIbIMUA U3
PacCTpOIICTB LMK/Ia MOYeBMHBL. JIN1ja, ¢ IIOIHOI HEJOCTAaTOYHO-
cTpio CPS1 OBICTpO pa3BMBAIOT IMIEPAMMOHMEMUIO B IIEPUOL
HOBOPOXX/]eHHOCTH.

OTC peduuut tunmveH Ajas Manbdukos. IIpumepno 15%
JKEHIIVMH-HOCKUTE/IEN MyTallMK C JIaJlOHM3anueil BTopoii X-Xpo-
MOCOMBI Pa3BUBAIOT I'MIIEPAMMOHMEMUIO B TeYEHME >KU3HU, U
MHOTY€E 113 HIX TPeOYIOT IeIeHNsI.

Knunuyeckne XxapakTepuCTUKN

[IpuHUMIMATbHBIE OTINYMS KIMHWYECKOV CUMIITOMATUKI
OIIPENETISIIOTCS He TONBKO TeHETUYECKUM fedeKTOM, aKTHBHO-
CTbI0 (pepMeHTa, HO B OOJIBIIEN CTENIeHN YPOBHEM aMMOHUS U
Hespenoctbio [THC. HeoHatanpHbllT U MIaleHYeCKNil eO0T
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IIPOTEKAET 3HAIVIMO TsDKETIEE, IEM Y JeTen cTapuie 31eT n B3POC/IbIX.

Jist Bcex ¢popm A Tunm4HO 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 pasBUTIM, OCTpbIe 9HIle(aronarnde-
CKI€ Kpu3bl, CyIOpoOry, aTakCcus, I/IHCYTIBTOHOHO6HK)IC 3MM30/bI,
PBOTA, TOIIHOTA, peaKOVA Ha 6€J'IKOBYIO iy (y MHOI'X I[CTCI‘;I
(dbopMMpYyIOTCA MUIIeBbIe IPEIOYTEHN C OTKa30M OT Oe/IKOBOI
§887811079)

Ta6muua 3. OCHOBHBIE HPUYMHBI THIIEPAMMOHMEMIN Y HOBOP 0)KeHHBIX
¥ COOTBETCTBYOIIIIE TabopaTopHbie OTKIoHeHN: (muddepeHimanbHpIii gya-

THO3) - B 97IEKTPOHHOI BepCHM >KypHaIa.

Puc.2. [ImarHocTuueckmii anropuT™M HEOHATAJIbHON TIMIle-
PaMMOHMEMNN.

AFP -anpdaderonporenn, CIT2 unrpymunemus 2 tum, CPS1-D- kap6o-
mamndocgar cuHrerasHas HegocTaTo4HOCTH, HI-HA -runepuHcynmmHusM-ru-
nepammonnemua, HMG - 3-ruppokucnu-3- metunrnorapun-CoA nmuasHas Heflo-
cTratouHOCTDb, LPI - mmsunypndeckas Hernepenocnmocts 6enka, OATD opautna
aMuHOTpaHCcepasHas HEJOCTAaTOYHOCTb, PA — mpommoHoBas aumpemns, PC-
nupysar Kapbokcumasa, PSCSD —Al- mupponuH-5-kapOoKcumaTHas HefoCTa-
ToyHOCTb, THAN TpansurtopHas I'A HoBopoxmenHbix, TPD HemocTaTouHOCTD
rpudyHKIMOHaIbHOTO 6enka, U — Moya. YpoBeHb joKasarebHoCTH D.

Krivitzky et al [2009] ormeTun cHu>KeHyue KOTHUTVBHBIX
byHKuWIt ¥ HapylleHye agantuBHOro mosemenus (IQ y Bcex
6071bHBIX He MeHee 4eM Ha 20ef1), 0COOEHHO TepeHecInX mep-
BbIJI KpU3 B HEOHATA/IbHOM IIEpUOJE.

Kak 1 60/IbIIHCTBO ayTOCOMHOPEL[eCCUBHBIX 3a00/IeBaHIIT
MMEIOT HECKOIBKO KIIMHMYECKNX POPM, 3aBUCAIINX OT OCTATOU-
HOI aKTUBHOCTU depMenTOB. VHpaHTIIbHDIE HOPMBI IIPOTEKA-
10T 6YPHO, € TsDKETIBIM MOPasKeHMeM MO3Ta U KaK IIPaBUIIO C IJIO-
XMM IPOrHO30M. MiajieH4eckue 1 B3pocible GpOPMBI OOBIYHO
MacKUPYIOTCs 3a00j1eBaHyeM JTI00011 IHOV IIPUPOJIBI — MTHTOKCH-
Karueit, nHeKIyeil, TPaBMOJl TOTTOBHOTO MO3Ta U T.I1.

Knuanyeckuit monmmMopdusM CBOCTBEHHBIN MPAKTIIECKN
BceM opdaHHBIM 3a607MeBaHMAM ¥ OOYC/IOBIEHHBIN CTENEHBIO
yTHeTeHMsI aKTUBHOCTM (epMeHTa OTpaXkaeTcsl Ha TSXKECTH 3a-
6oneBaHs, BO3pacTa MaHU(eCTaI.

JTaboparopHble MPU3HAKK

Ta6muua 5. broxummyecknit peHOTHII - B 3EKTPOHHOI BepCUM )KypHaa.

N-Acetylglutamate Synthetase Deficiency (NAGS): NAGS
HEJOCTAaTOYHOCTDb ABJIAETCA CaMbIM TAXKE/IbIM, HO U CAMBIM pefi-
kuM fedexrom LIOM. [Tpokcumanbhas 6one3ns LIOM, Hapyie-
Hyte o6paszoBanusa NAG us IIoTaMIiHa IPUBOJUT K IOBBIILIEHUIO
YpOBHA HOCIenHero u TopMosut Becb IJOM. Y 60/1bHBIX ¢ Ti-
JKENOil HeJOCTaTOYHOCTBIO OBICTPO HAKAIUIMBAIOTCS BBICOKIIE
YPOBHM aMMMaKa B KPOBJ BCKOPe I0C/Ie poxkienus. [lanuenTsr,
KOTOpBIe ObUIV CIIACEHBI OT BBICOKMX YPOBHEN aMM1aKa B KPOBH,
HaXOJATCA B OITACHOCTH /1A MIOBTOPSIOIINXCA IIPUCTYIIOB THIIe-
pammonnemun. Caldovic et al 2003.

Carbamoylphosphate Synthetase I Deficiency (CPS-I
Deficiency): CPSI Taxxe oguH 13 Hambosee TSDKEIbIX TUIIOB

‘ PEJIKU KYPHAJI

BIIOM, nepBblit (epMeHT B LuKIe — Kodakrop N-areTuirio-
TaMaTa, IpU TOKENbIX (GOopMax IMIlepaaMOHMeMMs Ha4MHAeTCA
BCKOpe IIOC/Ie POXKAEHNA, MAlMeHThl YCIIeIIHO IpeofoIeBIlne
HepBbIJl KPU3NC IIUTEbHO, MIOKIM3HEHHO HAXO[ATCA B TpyIle
pucka o peuupusy I'A . ITanuents! ¢ yactuyHoit CPSI HeocTa-
TOYHOCTBIO (JIETKMII TUII) MOTYT UMETb CKPBITbIe CMIITOMBI BCIO
KU3Hb W ['A IpOBOLMPYeTCA CTPECCOBBIMU CUTYALUAMU U
rpurrepamy (MHGeKUMA, BUPCH U T.II).

JTuarHo3 BepudnIpyeTcs ompefelieHneM aKTuBHOCTH (ep-
MeHTa B OMOITaTe IeYeHN WM OOHapy>XeHNeM COOTBETCTBYIO-
myx myTauuit mpu 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.0. C POXK/IEHVsI, TOKM3HEHHO COXPAHSIETCs
PUCK HOBTOPHBIX Kpu3oB. IIpuunust I'A Te xe, cTpecc, 601e3H,
6enkoBas Harpyska. len OTC mokanmusoBaH Ha X-XpOMOCOMe,
TUII HaC/IeNOBAHMA PELieCCUBHBIN, O0/IEI0T B OOJIBIIMHCTBE CBO-
eM MaJIbYMKM, KIMHUYeCKass CHMITOMATUKA Y JIeBOYEK MOXKET
UMeTb MeCTO, 1 IOBOJIbHO TsDKeJIasd B CIy4ae MHAKTUBALINU BTO-
poit xpomocomsl (3 dekT narionnsanun).

Argininosuccinate ~ Synthetase  Deficiency  (ASSD)
(Citrullinemia I): apruumH -CyKUMHAT cCMHTeTasa (CMHTeTasa
apTMHMH-THTAPHOI KUCIOTBL, ASS) CBA3bIBaeT LIUTPY/UIMH C ac-
IapTaTOM IIpeBpallas ero B aprMHMHCYKIVHAT. [Ipn oTcyTcBun
9TOJ peaKIy KOHIEHTPalVsl LUTPY/UIMHA IIOBBILIACTCA B COT-
HJI pa3 U ypOBEeHb aMMOHIISI, COOTBETCTBEHHO, Toxe. [lanyeHTp
C HOMHBIM AeduiutoM ASS CTpafaloT OT SKCTPEMATbHO BBICO-
koit 'A cpasy mocne poxxpennda. HasHaueHne apruHuHa IpuBo-
INT K CHVDKEHMEI0 aMMOHIIS, JIedeHue 9Tol popMbl 3a007eBaHMsA
Hanboree 9p(PeKTUBHOE U MPOCTOE TI0 CPABHEHUIO C APYTUMMU
BLIOM.

B otmnunme or CPSI, NAGS, OTC, depment ASS npepncras-
JIeH BO BCeM OopraHusMe. JJuarHocTupyercs uccnefgoBaHeM pu-
6po67acTOB , PEeHPMEHT MPEACTaBIeH B OOIBIIOM KOMMYECTBE
B COEVIHUTENIbHON TKaHM M y4acTBYeT B 00pasoBaHMMU KOJIIA-
reHa. [IpeHaTanbHas IMAarHOCTHKA OCHOBaHA Ha MCC/IEJOBAHUN
KJIeTOK aMHUOTIYEeCKON XKMIKOCTU U XOPMOHUYECKUX BOPCHH B
HEePBOM TpUMecTpe GePEeMEHHOCTM IyTeM MOMCKA TaTOTeHHBIX
myTauuit B JHK.

Citrin Deficiency (Citrullinemia II): IIutpun tpancmopr-
HbII 6€/I0K, 0becIeunBaeT MOCTYIUIEHNE acllapTaTa B IUTO30/b
remarouuToB AnA Apyrux peakumit ITOM . HepmocratouHocTh
IVUTPMHA Yalle BCTPEYaeTCs y MALMeHTOB a3MaTCKOTO U AIOH-
CKOTO IpoucxoxjeHus. B ormune or gpyrux 6onesneit [JOM
HAIVIEHTBl MMEIOT MHbIE MMIeBble MPeANOuTeHNs U 136eraioT
IpyeMa caxapoB, a He 6enka. Jledenne to xe. ITo HanreMy oneITy
nepeBoj; pebeHKa Ha 6e3/1aKTO3HbIe CMeCY IIPUBE/I K CHIDKEHUIO
aMMOHY ¥ KYIMPOBAHUIO SKeTYXY B TedeHNe Hefle/It, C IO/IOo-
JKUTETbHOI JUHAMUKON (PYyHKIMOHAIBHBIX Po6 medeHn. B -
TepaType peKOMEH/yeTcsl 0e3/IaKTO3HbIE CMeCH C IIOHVDKEHHBIM
cofiep>xaHyeM 6efKa B CBsI3M C MATOT€HETUIECKU CXOfJHBIM Jieli-
CTBUEM TaJIAKTUTONA (KaK IPY TaJlaKTO3eMMM) Ha MeTabommsM
B IIeYEHI.

Argininosuccinate Lyase (AL) Deficiency (Argininosuccinic
Aciduria): aprMHMHCYKIMHAT JTMa3Has HETOCTATOYHOCTD MOXKET
HIPUBOAUTH K OBICTPOMY ITOBBIIICHIIO AMMOHNS Y HOBOPOXK/[EH-
HBIX OTOT pepMeHTHBDIIT fedeKT NPUBOAUT HAPYIIEHNIO BKIIIO-
yeHnss ammoHua B IJOM - apruHmHcykuuHat. PasBuBaercsa
XpOHMYeCKasl IeYeHOYHAass HeJOCTaTOYHOCTb ¥ IOBBIIICHME
TpaHCaMIHa3. byoncys neyeHn mokaspBaeT yBeIdeHHbIe Tela-
TOLNTBI, KOTOPbIE MOTYT C T€YEHUEM BpeMeH Iporpecc ¢pubpo-
34, 9THOJIOTYA KOTOPOTO HesICHA. Y TMAIVIEHTOB MOXKeT Pa3BUThCA
Takoit cuMnToM Kak trichorrhexis nodosa - ysenxn Ha Bonocax,
JIOMKOCTb BOJIOC, CMMITOM JMKBUAMPYETCA Ha3HAUYEHUEM ap-
rmauHa [ Summar 2001, Summar & Tuchman 2001]. Koma npu
ASLD pepmkuil CMMIITOM, HENPOAO/DKUTENbHA, HO OTMeYaeTcs
3HAYMMOE HApYILIEHVe PAsBUTHUS. AMATHO3 CTABUTBHCS OOHApy-
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JKEHVeM BBICOKVX KOHIIEHTpALMil aprMHMHAHTapHON KUC/IO-
THl B KPOBU, SH3MMOJIOTMYECKUM aHaMM3oM (puopobmacTos
IIpenaranpHas AuarHocTuka ocHosana Ha JJHK pmarHocTmke
XOPMOHAIbHBIX BOPCUMH U KJIETOK aMHUOTHYECKON XMIKOCTH.
[Summer 2001, Nagamani gp 2012].

Arginase Deficiency (Hyperargininemia): ¢epmeHT apru-
Hasa, mocnegauit gpepment IJOM, mpeppalaeT aMMHOKUCIOTY
aprMHMH B MOYeBMHY M OpHUTMH. OpHUTHH BO3BpalljaeTcs B
IOM. Kinumnndeckad cuMnromaruka kpome I'A u HapyumeHnem
VHTE/UIEKTYa/IbHOTO ¥ (M3MYECKOTO PpasBUTINA, XapaKTepu3y-
eTCA MBIILIEYHBIM [IOPAXEHNeM, CYLOPOraMy, OTMeYaeTcsl IIpo-
rpeccUpyoNasd CIACTUYHOCTD, @ TAaKXKe Pa3BMBACTCA TPeMOop,
aTaKCus, ¥ XOpeoareTos, 3aflep>kKa poCTa, pasfgpaXKNTeTbHOCTD,
CHVDKEHHBIJ allIIeTUT, TOIIHOTA 1 pBOTA. B aHanM3ax MOBBIIIEH
YPOBEHb aprMHUHA, (epMEeHTHas aKTUBHOCTb MOXKET OIIpefie-
NATbCA B aputponuTax. Tak xe goctynen JHK anamms coorser-
CBYIOIVIX MYTaL[MIL.

Ornithine Translocase Deficiency (HHH Syndrome - rume-
POPHUTHHEMN:A, TOMOIUTPY/UIMHEMIA, TMIePAMMOHIEMILA):
HedUIUT TPaHCTIOKa3bl OPHUTHHA — fedeKT TpaHcnopTepa. OAT
nepeHocuT (Bosspaiaer) opuuTrH B IJOM , npu ero fedexte
KOHIIEHTpaIlJisl OPHUTMHA IIOBBINIAETCA, COMPOBOXJAETCA I'-
nepaMMoHMeMueit, KaMHMYecku oTMedaeTcs COHIMBOCTD, B

TekcT: Kupcanosa T.B.

K.M.H. , CTapIIUH Hay4YHbI! COTPYAHUK
TeparneBTU4eckoro oraeneHus ®I'BY
«Hay4HbIi1 IeHTp aKyllepcTBa, THHEeKOJIOTUHI
u nepuHawiornu uM. B.1. Kyrakosa»
Mun3szapascoupasputusa PO

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

pefcTaBIeHO pefjKoe B aKyLIEPCKOI IPaKTUKe HaO/IIo-
HeHUe 3a TedeHueM OepeMeHHOCTHU Y MAaLMeHTKU ¢ 60-
nesupio Pabpu. [IpogeMOHCTpUPOBAHHOE HAMU HAO/IIO-
[eHue WUIIOCTPUPYET TPYRHOCTM AUATHOCTUKM, OCOOEHHOCTHU
KJIMHUYECKUX IPOSsIBJIeHNMI 1 TedeHust 6onesun Pabpu Bo Bpems
6epeMeHHOCTH, a TAK)Ke BO3MOXKHOCTY O/TarOnpusiTHOrO MCXOAA
9TOTO TSsDKEZIOro 3a00JIeBaAHMSA I MAaTePU 1 IJIOfA IIPYU YCTIOBUY
CBOEBPEMEHHO YCTAHOBJIEHHOTO Ayartosa u spQeKTUBHOI 3a-
MeCTUTeNbHOI (hepMEeHTATUBHON Tepammnn
Bonesup ®abpu (BD) npepcrasisier coboit penkyno X-cie-
IIEHHYIO TM30COMaJIbHYI0 60/1e3Hb HAKOIUIEHNsI, Pa3BUBAIOILY-
10Cs BCTIEICTBUE BPOXKJECHHOTO JleQUIUTA O-TalaKTO3U/a3bl A,
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TSDKEJIBIX CTy4asix KOMa, TOLIHOTA, MHTE//IeKTya/IbHas HefjOCTa-
TOYHOCTb C HAPYILIEHNEM CIIOCOOHOCTM K 00yUeHII0, HIU3KOPOC-
JIOCTb, HapyLIEHNs MOBeHeHNs M IICUXMYeCKye pacCTPOIICTBa,
nepyroayecKas IUIepaMMOHUEMYS IPUBOAUT K MBIILIEYHON
c1abocTu, CyfoporaM. JIETKUil TUII 60/Ie3HI MOXeT IPOsB/IATh-
cs1 B crapuieM BospacTte. [IoBompHO TUINYHO GOpMUpOBaHMEe
MUIEBBIX IPEAMOYTEHNIT ¢ OTKa30M OT OenkoBoit mmmm. Hop-
MaJIbHBIII yPOBEHb aMMOHS U OPHUTHHA Ha (oHe 6e36e1K0BOI
VI HU3KOOEIKOBOI [VEThl 3aTPyAHsIET AMATHO3, YTOYHEHME
MUINEBBIX IPEAIIOYTEeHNIT U IPOBOKALMSA OEIKOM ¢ KOHTPOIeM
AMMOHUSI, OPHUTVHA B KPOBY ¥ TOMOLIMTPY/UIMHA B MOYe II0-
3BOJIAET yTOYHUTD oTHosnoruio 6onesun. JHK puarnocruka nox-
TBEPXK/IaeT JUarHos.

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

IIponomxenue 6yneT ony6/IMKOBAHO B CIEAYIOIUX BbI-
myckax xypHana (auddepeHunanbHas UarHOCTUKA U Je-
qeHue)...

ITonHas BepcusA CTaThU, TaGMMIbI M CIMCOK MICIONb3Ye-
MOJi TUTePaTyphbl JOCTYINHbI B 3eKTPOHHON BepCUM XKYP-
Haja 1o aipecy Ha caiiTe: www.raremagazine.ru

B pes3y/ibTaTe 4ero IPOVCXORUT CUCTEMHOE OTIOXKeHMe CPIH-
TOITIMKONUIIN/IOB 1 ITIMKOIpoTenja (B OCHOBHOM I71060Tpuao-
suinnepamuza (Gb3) B MM30coOMax KIeTOK paslIMYHBIX OPraHOB
, B YaCTHOCTY B Cepjile, 9HJOTEINN COCY/O0B, TOYKaX ([IOYeHbIe
KJIyOOUYKM ¥ KaHAJIBIIBI), I71a3aX (3MMUTe/NInaNbHble KIeTKIM POro-
BIUIIBI), TAHIIIMAX BEreTATUBHON HEPBHONM CUCTEMbI, HMPUBOJSI-
Ijee K MPOrpeccHpyloliell MIeMIy OpraHa 3a CUeT yBeTUIeHNs
pasMepoOB  IEperpy)KeHHbIX HENTPAIbHBIMU [TIMKOMUIMEAMI
ki1etok. BO sBisercs opfHOI U3 Hanbolee paclIpoCTpaHEHHBIX
NM30COMAJIbHBIX 60/Ie3Hell 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 6onee 400 my-
Talmit, KoTopele npuBogAT k b®. BeposarHo, uTo Gonee pac-
IPOCTPAHEHHBIM SIBJISIETCS JIETKOE, YaCTO HeJMAarHOCTUPYeMOe,
TedeHne bD ¢ mpusHakamu mopaxkeHus ofHOro opraHa. Hosbie
IOAXO/ABI K JMArHOCTMKE NAHHON 0O/e3HM, a TaKkKe BO3MOX-
HOCTb MHAKTMBALMU OFHON M3 X-XpOMOCOM IIPUBENN K TOMY,
4TO 3ab0/IeBaHMe, JOBOJIBHO TSDKEIO MPOTEKaIolee Y MYXYMH,
CTa/IM [UATHOCTMPOBATh U Y XKeHIuH. TedeHne 60/Ie3HN  HUX,
KaK IPaBUIO, YMEPEHHO-BBIPKEHHOE ¢ 6ojee MO3THMM Hadya-
JIOM, MefI/IEHHBIM NPOTPECCUPOBAHMEM U JIETKMMY KIMHIKO-IIa-
Tonornyeckumn nusMeHeHmsmu. [Bonruna C.5I Bonesup abpn.
Jlexuuu mist Bpadeit. [Tpaktudeckas Meguimua Ne7, 2012]

OpHAaKO psif MCCIeZOBAHMIT IPOJEMOHCTPUPOBAIIN TSDKEN0e
TedeHye 60me3HN n y xeHWH. OCHOBHOI MeXaHU3M, ITOCpef-
CTBOM KOTOPOTO Y TeTepPO3UIOTHBIX JKEHIIWH PpasBUBAIOTCS
CUMIITOMBI, HEM3BECTEH, Y OOBIINHCTBA U3 HUX UMEIOTCS M0Y-
TV HOPMa/IbHBIIl yPOBEHb LUPKyIUpymouero ¢pepmMenTa, u Ciy-
YaTHBII NPOLECC 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 oTam4yaercst 3HAYUTENTBHBIM I10-
nmuMopdusmom. ITo-Buaumomy, He OyfeT IMpeyBennIeHreM CKa-
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3aTb, YTO HET [BYX OAMHAKOBBIX C/Iy4aeB TeYECHN, MOCKONBKY
codeTaHMe MOPaKEHHBIX OPraHOB y KaX[JOTO IMAL[MEHTa CBOE.
MexxpyHapopHas 6a3a gaHHbIX 10 6omesHu Pabpu MoXxeT IO-
MOYb B M3YYEHUM KIMHMYECKMX NPOABICHUII 3a00eBaHMA U
IpOBefieHNI KaTaMHeCTUYeCKMX HabmofeHuit. 3a nmocneguue 10
JIeT OHA 3HAYMTEIbHO IOIOTHUIACh M COLEPXKUT MHGPOPMALINIO
npumepso 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 moCIefHUX JIeT COOOLIAETCS O HACTYIUICHUU
6epeMeHHOCT) Yy TAKMUX MALMEHTOK, IIPUYeM yCIIeX BO3MOXKEH
TONBKO IIPU CBOEBPEMEHHOM Hadyaje 3aMeCTUTEeTIbHOI ¢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.]. IIpn-
BOAMM cOOCTBeHHOe HabmiofieHne b®, KIMHMYeCKUe MpOsBIIe-
HYA KOTOPOJI 1e010THPOBa/IM BO BpeMs IepBoii OepeMeHHOCTH,
3aKOHYMBIIEICS ~ CaMOIPOM3BOMBHBIM BBIKMABIIIEM, OZHAKO
CBOEBpeMeHHasl AMArHOCTMKA , HAYajo 3aMeCTUTENbHON dep-
MEHTATUBHOJ Tepanuy MO3BONMIN HPUIATH YCIIEUTHOMY MICXORY
HOCTIenyoleil 6epeMeHHOCTH.

o loit 6epemenHocT) He 0b6CmeoBanacs. B mae 2012 . ca-
MOIIPOM3BO/IBHO HAcTymmiIa GepeMeHHOCTb, C PaHHMUX CPOKOB
Obuta BbisiBIeHa npotennypust (I1Y), nocruraomas cybuedpo-
TUYeCKOro ypoBHA (2,45 r/11), He3HaYUTE/IbHOE CHIDKEHUE YPOB-
HA anbbymuHa B KpoBu (30 /1), B CBSI3M € YeM IaIMeHTKa Oblna
HarnpaBsiieHa Ha KoHCynpTanuio B HITATuIl. Ilpu am6ynaTtopHoM
00C/IefloBaHNM [AaHHBIX 3 TUIEPTEH3VMBHBI CUH/IPOM He IIOJTy-
4YeHO (NIpyU M3MepeHUN U 1o fHeBHUKY A]l He mpessimano 140 n
90 MM PT CT) , BBISIBJIEHO yMEPEHHOE CHIDKeHMe QYHKIINM IToYeK
(cxopoctp kay6oukoBoit ¢unsrpauun (CK®D) 60 ma/mun, Pe-
6epr) mpy HOPMaIbHBIX II0KA3aTe/IsAX a30TeMuy (CHIBOPOTOYHBIN
kpeatnHnH (Ckp) 78 MKMOJB/M) , MOYEBOI OCaJlOK-ITyCTOI. 3a-
HOJ03peH XPOHNYECKNIT TTIOMEPYIOHePPUT. YUUTHIBAsA OTCYT-
CTBUE aKTUBHOT'O MOYEBOTO CUH/IPOMA, apTePUAIbHON IUIIEPTO-
Huu (ATl), mpeo6naaHye IPOTEMHYPUY U YMEPEHHOE CHIDKEHME
CK® 6b110 pelieHO IPOIOHTMPOBATh GepeMEeHHOCTDb IMOJ KOH-
TposeM GpyHKIMM [TO4YEK. B CBsI3M ¢ BBIsABIEHNEM sIBIEHNIT TUIIEP-
KOary/IAnMY ObUIM Ha3HAYeHBbl HM3KOMOJIEKY/ISIPHbIE TellapyHBI
(HMT') B npodunakTiyecKnx 50o3ax ¥ peKOMEH/I0OBAHO JMHAMU-
4yeckoe HabmofeHne B aMbynatopHeIx ycnoBusax Llenrpa. Onna-
KO, TIAL[MeHTKa IIPOJO/DKIIA HabIIofieH e 32 OepeMeHHOCTHIO I10
MecTy XutenbcTBa (YedeHckas pecny6bnuka), ot BBeferust HMT
BO3Jlep>Kanach. B cpoke 19 Hefenb mpousolIeN MO3AHUI caMo-
IPOU3BOIbHBIN BHIKMABII (1I0% 450 T), OCTTOXXHMBIIUIICS KPO-
BoTevyennem (1000 mir).

B konme 2012 1. HaIyeHTKa OblIa TOCHUTANIN3UPOBAHA
B OT/ie/eHye HePOIOruM 1 MAaTOMOIMM TPAHCIUIAHTYPOBAHHOM
nouku I'KB Ne52, mpoussenena 6uomncus mouyku. Ha cBeroom-
TUYEeCKOM YPOBHE BBIAB/ICH (DOKATBHBIN M CEerMEHTAPHBIN I7I0-
Mmepynockiepos (PCI'C): B ogHOM u3 16-T1 KIy6O4KOB OIpe-
mensgeTcA KPYNHBI Y4YacTOK CK/Iepo3a KalVM/UIAPHBIX MeTeb C
afiresuii k karcyne boyMmeHa, ocTaBIInecs KI1yOO4KY yBeTYeHbI
B pasMepax, B OO/IBLIMHCTBE U3 HUX OTMEYAeTCs TUHepTpOodus
U MEJIKO-BaKyoJIbHash AUCTPO(US BUCLEPAIBHOTO SINUTEN,
MHTEPCTUINIL, apTePUM U apTepUObl He N3MeHeHbl, [Ipn nmmy-
HooopeceHny cBedeHus Ig kmacca G,A,M, KOMIIOHEHTOB
komiutementa C3, Clq, a Takke A n k He BBIABIEHO, 4TO IO-
3BOJIMJIO 3AIIOf{O3PUTH JIM30COMA/NbHYI 00/Ie3Hb HAKOIIEHUs C
¢dopmuposannem sropuyunoro ®CI'C.  IlanueHTKe IpOBeEEHO
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reHeTHYecKoe 00CIeoBaHMe B 1ab0paTOpUu HaCIefCTBEHHBIX
6onesneit ®I'BY «MT'HILl» PAMH - npoBefieH IONHBI aHAIN3
rena GLA, B 5 9k30He reHa oOHapy)XeHa reTepO3UrOTHAS MyTa-
nusa 697 C>T. YuursiBasg Mopgoorndeckoe 3akloueHne 1 re-
HeTU4Yeckoe oOCIefoBaHNe YCTAHOB/IEH AMarHos: bBomesunp Pa-
Opu. BropuuHslit $poKaTbHO-CeTMEHTAPHbIN IIOMEPYIOCKIEPO3.
PeKOMEH/IOBaH IOXWM3HEHHBINI IpHUeM 3aMeCTUTENbHON dep-
MeHTHOI Tepanunu (3OT) mpenaparamn anbda-ramakTo3ngasbl.
B mae 2013 r. HacTynmia 2aa 6epeMeHHOCTb, NpeArpaBufiapHas
IOATOTOBKA He IPOBOAMIACH (BpEMEHHOE OTCYTCTBUE IIperapa-
ta). C paHHUX CPOKOB GepeMEeHHOCTDb MPOTEKana C SIBIeHUSIMNI
YIPO>KaloIero BhIKuAbIIA. ITo MecTy >KUTenbCcTBa OMyYana aM-
OymnaTopHoe neyenne (prodacTon 60 mMr/cyTkm, meTunpen 8 mr/
cyTku, ¢ppakcunapus 0,3 1/x).

Ha cpoxke 9-10 nepenp rocnuranusuposana B HIJTATu 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/m), cyrounas I1Y (CIIY) 2, 7 1, Mo-
4eBOJi 0CaJOK MyCTOl, anbbyMmH cbiBopoTku 35,2 r/m, CKD 58
Mi/MuH (XpoHmdeckas 60mesHb movek 2 ct.). [TanuenTka 6bi1a
TaK)Xe 00C/IefoBaHa Ha BO3MOXKHOe Hanmn4ue auTudochonmmmmz-
HBIX AaHTUTEN- Pe3yNbTAaT OTPUIATEIbHBIN. JIMarHOCTUPOBAaHbI
MHOXXECTBEHHBIE ajUIeJIbHbIe MTOTMMOP(U3MBI TeHOB reMocTasa(
romo3uroTHele MyTanuu B reax PAI-1 m MTRR, rereposuror-
Hele-B8. MTHFR n MTR). Hannune mMynbrurenHoit Tpom6odu-
7Y, TO-BUAMMOMY, BHOCUJIO CYII[eCTBEHHBIN BK/IaJ| B pOrpec-
CUpOBaHMe ULIeMUYecKnX npoasneuit b®d, B cBA3M ¢ 4yeM fo3a
HMT nopx koHTponeM remocrasa Obiia yBenudeHa go 0,6. Me-
TUIpeJ OTMeHeH. TaKyKe BBISB/IEH CyOKIMHIYECKUI TUTIOTUPEO03
6epemennsix (TTT 2,8), HasHaueH L-tupokcuH B gose 50 MKT B
COYEeTAHUN C TONVIOM Kajus.

BbIOZTHEHO CYTOYHOE MOHUTOPMPOBAHME apTepUATIbHOTO
maBnenusa (CMA]I): B cyTo4HOM Inpoduie Npy HOPMalbHBIX
CpefHeHEBHBIX U CpefHEHOYHbIX 3HadeHumsx AJl (132 u 81,
124 u 78 COOTBETCTBEHHO) BBIABJIEHbI STM30/bI MOBBIIIeHUs A]l
MaKCUManbHO 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 pacILIMpPeHBbl, THIePTPOPUM IEBOTO JKeMTyZ04YKa He BBISBIEHO,
r1o6anbHas COKPaTUMOCTD JIEBOTO JKeIyA04Ka B Ipefiesiax Hop-
MBI, JacTONM4ecKast QyHKIMs JIEBOTO SKeIy/04UKa He HapylleHa,
nerouHol runeprensun HeT. IKI-6e3 cylecTBeHHBIX 0CObeH-
Hocrell. K Tepanuu no6asiieH JOIETUT B CYTOYHOIL fo3e 750 M.
OpHako mocCje Hayaja IpueMa JONernTa BO3HUK OJHOKPAaTHBIN
SMM30[, YAYIIbA AIUTENbHOCTHIO 10 10 MMHYT, BBIIIONIHEHO JIC-
cinepoBanre QyHKuuu BHeurHero ppixanms (OBJI)- maHHBIX 3a
OpOHXOOOCTPYKTUBHBIII CUHAPOM HE IIONYyYeHO, JOIETUT OT-
MeHeH, HayaTa Tepamnus peTapAUpOBAaHHBIM KoppagiekcoM B
cyrounoit fose 40 mr. Miccnegosanue OBJ] He BBIABUIO OTK/IO-
HEHNII OT HOPMBI , OZHAKO HEBO3MOXKHOCTD UCC/IeOBaHMS YHK-
IIMOHAIBHON OCTATOYHON eMKOCTH JIETKUX U AU Y3MOHHOI eM-
KOCTM OKCH/JIa YI/IEpPOfia BO BpeMs OepeMeHHOCTY He ITO3BOJINIO
UCK/IIOUUTb BO3MOXKHOE OpaKeHe OPTaHOB JbIXaHNA B paMKax
OCHOBHOTO 3a60/eBaHmsA. B CBA3M ¢ )kajmob6amMy Ha JacTbhie SN~
3071bI TOJIOBOKPY>KEHUs U TOIOBHBIE 6O/, TaKXKe 1e0I0TUPOBaB-
II1e BO BpeMs OepeMeHHOCTM Ha ¢OHe HOPMabHBIX 3HAUYEHMII
AJl, orcyrcTBue mnaronoruy OpaxmonedanbHbIX COCYHoB (IO
pe3ynbTaTaM  yIbTPa3BYKOBOTO [ONIIIEPOBCKOIO CKAHWMPOBA-
Hys1) BbinosiHeHa MPT ronoBHOro Mosra: BbISBIEHBI YMEPEHHO
BbIPa’K€HHbIE I1€PUBEHTPUKYIAPHbIE 30HDI 1 eMHMYHbIE OYaru
711032 B TOOHBIX [JOJIAIX, HauboIee BEpOsTHO, UIIEeMUIeCKI-TU-
MOKCUYECKOro (COCYAUCTOr0) reHe3a, YTO , HMO-BUJUMOMY, Xa-
paktepHO jyist nepebpanbHoil aHrnomatuy npu b®. ITanuenrtka
Oba 06CTeOBaHa OKY/IMCTOM: Ha MOMEHT OCMOTpa IJIa3HBIX
HpOsIBlIeHNIT 001iero 3aboseBaHus - sBJIEHUII TPaHCCYHALVMN,
9KCCYHATUBHBIX 0YaroB, KPOBOM3IUAHUI, «MyTOBYATOrO» IIO-
MYTHEHUsI POTOBMIBI M 3afiHell CYOKaICyIsIpHOI KaTapakKThl -
He BBIABJICHO. DB OIpefie/ieHbl eUHNYHbIe MIKPOCKOTOMBI,
KOTOpBbI€, II0-BU/IUMOMY, - ABJIAIOTCS IPOABIEHMEM COCYIUCTON
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IIATO/IOTUY FOIOBHOTO MO3Ta.

Kpowme Toro, mpu TIjaTelbHOM paccIpoce MalyeHTKa Ipefb-
SBIISATIA J)Ka/oOBl HA METEOPU3M U B3[yTHe )KMBOTA, YepefoBa-
Hue auapen u sanopos. [Tocre mpuema muImy 9acTo BO3HMKAMN
60y B anmracTpanbHoit obmactu. Bee atu cuMntomsl 6b11n pac-
IieHeHbI Kak npossnenusa b®. K repanuu fobasieHs! cria3Monu-
TYUKU, aHTaLUAbL 0 TpebosaHmio. K Tomy ke, mpu ocMoTpe 06-
paman Ha ce6s1 BHMMaHUe BbIPQXXEHHDIN TUIIEPIUAPO3 JIafiOHe,
4TO, HO-BUAVMOMY, ABIAETCA IPU3HAKOM IHOPa’kKeHNUA He CTOJb-
KO IOTOBBIX )Xe/le3, XapakTepHbIM s B®, cxombko mepude-
pudeckoi nonuHeliponaTun. IIpu TaTenTbHOM OCMOTpE KOXMU
AHTMOKEpPaTOM ¥ JIPYTMX BO3MOXXHBIX KOXHbIX HposiBleHuit b®
BBISIB/IEHO He OBLJIO.

Ha ocHoBaHuM XapakTepa TedeHWs 3ab0/neBaHMs, €ro Kin-
HUKO-Tab0PAaTOPHBIX 0COOEHHOCTE ObII yCTAHOBJIEH AMATHO3:
bepemeHHoCTh 12-13 Hepenb. bonesubp Pabpu ¢ mopaxkeHumeMm
mouex (Bropmunsiii ®CI'C, XBII 2 cragum), rolo0BHOTO MO3ra
(uepeOpanpHast aHrnomaTus), nepudepnykas HeilpomaTus, Xe-
JTyJOYHO-KMIIEYHOTO TpaKTa (XPOHMYECKUI IacTPORYOAEHUT),
nerkux (6poHX00OCTPYKTUBHBIN CUHAPOM). XpOHUYeCKas apTe-
puanbHas TUIIEPTOHMA. JucumpkynaropHas sHuedanonatus 1
crenenn. CyOKIMHMYECKNIT TUTIOTPe03. My/IbTUTeHHAs TPOM-
60dumus (PAI-1 +/+; MTHFR +/-; MTRR +/+; MTR +/-). Vcr-
MUKO-IlepBUKaIbHasA HEJOCTATOYHOCTD.

B cpoke 14 Hefenp mnpoBefeHa XUPYpPrudeckas KOppeKUus
MCTMUKO-1[ePBUKA/IbHOI HEJOCTATOYHOCTI.

Taxkum o6pa30M, YYUTBIBas KpaliHe BBICOKMII PUCK 9KC-
TpareHUTAIbHBIX OCTOKHEHUI, Halu4ye MPU3HAKOB MOpaXke-
HUA TI0YeK, TOJIOBHOTO MO3Ta, JIeTKUX U JKeTyJOYHO-KUIIeTHO-
ro TpakTa, ¢ 13-14 Hemenp recraunuy Havyata 3OT mpemapatom
PEIIJIATAJI (anbpda-ramakTo3nasa), COI/IaCHO peKOMEH/JALMAM
CIeNMaNMCTOB MelNKO-TeHeTdeckoro HaydHoro lleHTpa, BHY-
TPUBEHHO KallelbHO 13 pacyeTa 0,2MT Ha 1Kr Maccel Tena 1 pa3 B
2 Hepenu. IIpofo/oKeHbl fUHAMIYeCKOoe HabIOIeH e 3a COCTOs-
HueM GepeMeHHOI U II0fA, KOPPEeKIMA B CUCTeMe TeMOCTasa 1
aHTUIUIIEPTeH3MBHas Tepanys. TakxKe Ipou3BeieHa XUpyprude-
CKasA KOPPeKIMA MCTMUKO-IIePBUKATbHON HeJOCTATOYHOCTY Ha
14 Hefene reCTallUM.

Ha ¢one nposopumoit 3OT B coueTaHUM C aHTUTUIIEPTEH-
3MBHBIMI M aHTUKOATy/IAHTHBIMM IIpellaparaMy yHaaochb JO-
6urbcst camxenuss ITY po 1-1,5 r/cyr m ynyduienus GyHKunn

MYKOIIOJIMCAXAPHN /103 II TUITA

(cuaapom XaHTepa):
HOBBIE BOSMOXXHOCTH TEPAITNN

TekcT: Bacuna T.H.

3aciayx. Bpad P®, K.M.H., JOLIEHT,

3aB. kadeapoii meauaTPUU MEAULIMHCKOTO
uHctuTyTa Opaosckoro I'Y, BY3 OO
«/leTckas o6acTHAsA KIUMHUYECKAs
6osnpHUNA M. 3.U. Kpyrioii», r.Opén

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

CTaTbe NpefICTaB/IeH MaTepual 110 Ype3BhIYalfHO aKTyalIbHOI

npo6eMe neguaTpuy — MyKOIO/IMCaXapyi03aM, TeHeTUIeCKH

JeTepMEHUPOBAHHBIM pefAKuM 3aboneBaHusaM. O603HAYEHDI
CYILEeCTBYIOLIME Ha CETONHSAIIHNII IeHb MPOOIeMbl, B 4ICIe KOTO-
PbIX HeCBOEBpeMeHHasl AMarHOCTHKA, 00yCIaBIMBalolas MO3gHee
HA4asIo Tepanuy 1 MporpeccupoBaHme 60/1e3HN, MeINKO-COLMAIb-
Hble IpOo06/IeMBI fieTell, CTpafaloli X MyKomonucaxapugosamu. [Tpu-
BefleH KIMHNYECKUIT CTydall YCIeNIHOl (hepMeHTO3aMeCTUTENbHO
Tepanun y pe6éuka ¢ mykononucaxapuposom II tuma (cuaapomMom
XanTepa).
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novyek (CK® 78-90 m/mun). PagBurue miojga COOTBETCTBOBAIO
cpokam bGepemeHHOcTH. Ha mpoTspkeHnnm Bceil GepeMeHHOCTH
KIMHUYECKM COCTOSTHUE TAIMEHTKM OCTABANOCh CTAOMIbHBIM.
BonpHas pBak[bl HaXOAW/IACh HA CTAIOHAPHOM JIEYEHUM B
OBI'Y HIOAIuIl B cpoxax 20 u 28 Hefenb. 14 McKI0YeHNA
BO3MOXXHOTO HAacC/IO€HM:A INpesknaMicum Ha tedeHue XA ¢ 20
Hemenu 6epeMeHHocm JIBaXK[bl C MHTEPBATIOM B 7 HEfleNb (B20m
27 He[iellb COOTBECTBEHHO) MCC/IEfOBaHbl crennduyeckme Map-
kepsol sFlt-1(TuposmHkuHa3a loro Tuma, OCHOBHONM aHTMAHIWO-
TeHHbII1 paKTop) u IIaneHTapHbiil ¢pakrop pocta ( PLGF)- o6a
IIOKa3arTensd, a TakKe YPOBEHb UX HEpPacTBOPUMOIO KOMIIJIEKca
(sFIt/PLGF) coorBeTcTBOBaIM HOPMaJTbHOMY TedeHMIO Oepe-
MEHHOCTM M HU3KOMY PUCKY Pa3BUTHUA «paHHe» IpesKIaMIICUIL.
Pa3 B Hefe/l0 MOHUTOPUPOBAJINCH MTOKa3aTenyu npobsr Pebepra,
CIIY, anpOyMMH KpOBU, TeMOCTasyorpaMma. PerynspHo nposo-
pumucb CMA]L n OKI. IlpopgomkeHa 3aMecTUTe/lbHasA Tepanns
Permaramom (1 pas B 2 Hemenn), Tepanus 40 Mr koppadiekca u
HMT B fose 0,4-0,8 mr/cyT.

Ha cpoxke recraunm 35-36 Hefie/lb BIIepBbIe 3apeTUCTPUPO-
BAaHO CHIDKeHMe KI1y604KoBOil GUAbTpanuy Ko 37 MI/MUH 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-
JKe KaK BO3MOXKHOE Hac/IoeHNe IPesK/IaMICUI. B CBA3U C UeM,
IIpOU3BeNeHO NOCPOYHOE pofiopaspellleHle Ty TeM ollepalny Ke-
capeBa ceyeHus:A. Pognica )XK1Boil HeJOHOLIEHHDI MaTbuMK Mac-
cott 2565 1, pimHoM 48 cM. OLeHKa COCTOSAHMA TI0 IIKane Anrap
8/8 6aoB. B mocneonepanoHHOM Iepuofe 6bIa IPOLO/KEHA
3®T Pemmaranom 1o toii ke cxeme. CITY cumusmmace mo 0,8-1r/
cyT, CKO yBemmumnach o 90 mi/muH. JlakTanus nanyeHTKe He
nozasAnach. I[locmepogoBelil M paHHMIT HEOHATA/IbHBIN MEPUOJ,
nporekanu 6e3 ocIOXHeHMi. PogmabHUIIA ¢ HOBOPOXXIEHHBIM
BBINCAHBI HAa 7-€ CYyTKU C peKOMeHfalMeil MpOJO/DKUTh aHTU-
KOATy/JIAAHTHYIO Tepalllio B Te4eHue 6 Heflelb [0C/le pofiopaspe-
menns, a rakke 3OT moxusHeHHo. PebeHKy 3ammaHMpOBaHO
obcneoBane B 1aboparopyun Hac/leACTBeHHBIX OonesHeit PI'BY
«MI'HII» PAMH B Bo3pacTe 1-1,5 mecaues xxu3Hu. B HacTosAmee
BpeMs peOeHOK pacTeT U Pa3BUBAETCA COOTBETCTBEHHO CBOEMY
BO3paCTy, HAXO[UTCA Ha TPYAHOM BCKapM/IMBaHUML.

Myxkonomcaxapupossr (MIIC) - rpymma Hac/mefCTBEHHBIX
60/mesHeNl COeqVHNTENBHON TKaHM, o6ycn03neHHb1x HapylIeHueM
oOMeHa ITIMKO3aMUHOITIMKAHOB (KMCIBIX MYKOIIOIMCAXapUoB) B
pesy/bTaTe TeHeTHYEeCKOl HEMOMTHOIIEHHOCTY JM30COMHBIX (ep-
MEHTOB, YYaCTBYIOLIMX B UX paciyerviennu. Bemencrsue dpepmenTa-
TUBHOII HEOCTATOYHOCTY MOC/IEHIIE€ HAKAIUIMBAIOTCS B OOJIBIIOM
KOJIMYeCTBEe B OpraHax M TKAHAX, YTO JJaéT OCHOBAHNE OTHECTU MX
K 00JIe3HsIM HAKOIUIEHVsL. B Iefmarpnaeckoit mpaKkTuKe Cpefyu Bcex
60JIe3Hell HAKOIUICHNSI MYKOIIO/IMCAXapUAO3bl M CPEAU HUX MYKO-
nomcaxapuios II tuma min cunppom Xanrtepa (CX) BcTpevalor-
cs1 ¢ Hambornbplelt yacrtoToil. Brepssie ommcan Charles A. Hunter
B1917ropy. 910 TsDKenoe, X-ClEIUIEHHOe pelecCHBHOe 3aborte-
BaHIe, CBA3aHHOE C Je(UITOM MM OTCYTCTBMEM JIM30COMHOTO
bepmeHTa UAypOHaT-2-CynbdaTassl, OCYIIECTBIAIOLIET0 IUAPOTIN3
JepMaTaH U remapaH Cyabdara B COEAUHUTENIBHOI TKaHN. BomeoT
B OCHOBHOM MAJIb4MKM, I€BOYKY ABJIAIOTCA HOCUTeTbHMUIIAMY I1aTO-
JIOTMYeCcKOro 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 AMANa3oH KIMHIYeCKNX IposBrennit. Knnuandeckas
reTepOreHHOCTb BBI3BaHA, B TOM YICTIe, ¥ MHOTOOOpa3ueM Impomnc-
XOJAIIMX MYTAIVil ITATONOTMYIECKOTO TeHa.

Bo3MO>KHBI 2 BapMaHTa TedeHNsA 3a6oneBaHMA: C OBICTPbIM
ImporpeccupoBaHueM (paHHee INOsABJIEHME CUMIITOMOB, 3ajepiKa
VHTEJ/IEKTYaIbHOTO PAa3BUTHA, PaHHAA CMEPTh B IIepBble JIeCATD
JIeT )KU3HU) U - MeJJIEHHBIM, KOT/ja IIepBble CHMIITOMBI 60JIe3HU I10-
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MEIUILTNMHCKOE OGO3PEHUE

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

O6b149HO (peHOTUIIYECKUIT «MaHU(ECT» HACTYIaeT B 2-4 rofa,
IO 9TOTO IepUofa HUKAKMX IPUSHAKOB OOJIE3HNU He IIPOCIeXUBA-
ercsi. [lepBble mpu3HaKy 3a00/1€BaHNMS MPOSIB/SIIOTCS B BUE  JVC-
Mopduuecknx depT nmua (yTomijeHue ry0, HO3Apelt, LIMPOKast
HePeHOCHIIa, YBenudeHne N0OHbIX OYTpoB, rycteie OpoBu). 3aTeMm
HOSIBJISIETCS] MAKPOITIOCCHST, aHOMA/INY 3y00B, Makpotedans, cka-
douedanns, M3MeHeHNUA CKeleTa, KOPOTKasA 1Iesi, HUSKUIL POCT, TOJ-
CTas KoXKa C y3elKaMM, IaIlyJlaMy, TMPCYyTU3MOM, I1aXOBble, ITyI0Y-
Hble TPbDKY, TYTOHOABIDKHOCTD U JehOpMALNN METKUX U CPeFHMX
CYCTaBOB, yBEeMYEHHDIN KMBOT 3a CYET CITIEHOMeranuu. Vismene-
HIIA CO CTOPOHBI LIeHTPa/IbHOI 1 NepudepudecKoli HepBHOI CUCTEM
BKJIIOYAIOT 3aJIeP)KKY IICHXOPEYeBOro pa3BUTIA, HApYIIeHNe TT0Be-
meHnA (YIpAMCTBO, arpeccuio, TMIIePaKTHBHOCTD), HapyIIeHNe CHa,
1ceBROOYIbOAPHBIN CUHAPOM, CHMITOMATUYECKYIO SINIEIICHIO,
CIIACTUYECKUIT TeTpamapes, aTpoduieckyio rupporedanuio, Heit-
POCEHCOPHYI0 TYTOyXOCTb, IOpa’keHMe 3pUTeNbHbIX HepBoB. Co
CTOPOHBI CEpIeYHO-COCYMCTON CUCTEMBl OTMEYAIOTCA APUTMMUM,
N€rovHas TUIePTEH3Us, TUIepTpodudecKas MINM 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/NH,
XpOHMYECKasi pUHOpest, 00CTPYKIMI BePXHUX [bIXaTe/IbHbIX ITyTell,
TPaxe0OPOHXOMAIALINM, [IPOUCXOUT YTOMIIEHIE TOIOCOBBIX CB-
30K C M3MeHeHneM TeMOpa ronoca. Bo3aMOXKHBI KM3HEYTPOXKaIoIIyie
amHo3. Peb6eHOK dYacTo 6ojeeT pecHMpaTOPHBIMU MHQEKUUAMMU,
OTUTaMU, THEBMOHUAMI.

ITopa>keHus 171a3 IpefCTaB/lIe€Hbl ATUIIMYHBIM MUTMEHTHBIM pe-
TUHITOM, Pa3pyLIeHNEM CeTYaTKy, aTpo(ueit 3pUTebHOrO HepBa.
ITporpeccupyromas morepst cryxa o0yCIaBanBaeT MOBeAeHYECKIE
HapyIIeHNsI, TPYAHOCTU B 00ydeHun. C BO3pacTOM 9TU U3MEHEHNUS
CTaHOBSATCS 60Iee BEIpaKeHHBIMI. MOJIEKY/LIPHOIT OCHOBO iedek-
Ta COEVHUTENIbHOI TKaHU ABJIAETCA HAPYIIEHHBIT 00MeH ITTIKO-
3aMMHITNKAHOB.

HuarHoctuka CX OCHOBaHa Ha COBOKYIHOCTHM K/IMHUYECKMX,
MHCTPYMEHTA/IbHBIX U /1abOpPAaTOPHBIX MAHHBIX. IlocTaHOBKA AuU-
arHosa CX 6Oasupyercs Ha OIpefe/IeHMM aKTMBHOCTU WULYPO-
Har-2-Cynb(oTassl B JIEVIKONNTAX KPOBHU, CBIBOPOTKE KPOBH, KYJIb-
Type Gpubpo6IacTOB KOXM, YPOBHS ITIMKO3aMUHOITIMKAHOB B MOYe,
JHK-TecTnposanun. [IpenaranbHas AMarHoCcTiKa OCHOBAaHA Ha 13-
MepeHNUM aKTUBHOCTH (epMeHTa [2S B aMHMOTUYECKOIT KUKOCTH,
aMHMOLMTAX, TKaHAX, BOPCUHKAX XOPUOHA.

PeanbHble Bo3MOKHOCTM noMmolu fetsaM ¢ CX B Halleil cTpa-
He MOABWINCH C MOMeHTa peructpauun B PO B 2008 ropy pexom-
OMHAHTHOI 4Ye/IOBEYeCKOJi MAypOHaT-2-Cynbgarasbl, IpenapaTa
«vmanpasa» (Idursulfatase), Shire (CIIIA), ocHOBHOrO IaTroreHeTHu-
YeCKOTO JIEKAPCTBEHHOTO CPeJICTBA B JIEYEHNM TAKOI KaTeroOpuu I1a-
nyeHToB. Heobxomnmsl exxeHenetbHbIe MHQY3MY IIperapara B J03€
0,5 Mr/KT.

IlockonpKy B TpOrpeccUpyIOIMil MaTOIOTMYECKUIT IIPOLIeCC
BOBJIEKAIOTCA BCE OPraHbl U CUCTEMbI OKa3aHMe MeJUIVHCKOMN II0-
Moy nanyerTaM ¢ MIIC fo/mKHO CTPONUTCA C O3UINIL MEXKAUCIIN-
I/IMHAPHOT0, KOMIITIEKCHOTO TTO/IX0JA.

OpHaKo, Ha CETONHAIIHMIL IeHb, OPIaHMU3AINI0 MEIVIIVTHCKOI
nomoiu getsam ¢ MIIC B uietom B PO Hemb3s OLiEeHUBATh IIOIOKM-
Te/1bHO. OTCYTCTBME OIIBITA ¥ 3HAHMIT Y Bpadell 10 JAHHOMY Pasjieny
IIATOJIOTMY, CTAH/IAPTOB JIeYeHMsl JaHHON OO/Ie3HN JUKTYIOT HeoO-
XOIMMOCTb OPraHM3aLMM CUCTEMbI MEPOIPUATHIL 0 MHPOPMU-
POBaHMIO «y3KOIPOMUIbHBIX» CIELMANNUCTOB I IeAMaTPOB 0bIeit
IPaKTUKK 06 0cOOeHHOCTIX HebroTa u Teyenus MIIC.

ITpo6neMbl OONBIINHCTBA MALIEHTOB C PEKUMIL 3a00/IeBaHNA-
MM CXOXKM — 3TO NTO3[IHME CPOKM JUATHOCTUKI, a CTIel0BATe/IbHO - U
Hayasia jiedeHus, TPYAHOCTU B IIOYYeHUI TOPOrOCTOALINX eKap-
CTBEHHBIX IIPeNapaToB, CTOMMOCTb KOTOPBIX B I'Ofl COCTaB/IAET OKO-
710 400 TICAY €BPO 1A OfHOTrO manueHTa, B PO cpemumit Bospacr
Havasa efHCTBEHHO HeOOXOMMOIil (epMEeHTO3aMeCTUTENIbHOI Te-
panuu cpexpn peteit ¢ MIIC - 6,8 roa, Korjja aTonornyeckme n3me-
HeHVsl TPUoOpPeTaIoT yy)ke HeoOpaTUMBbIil XapaKTep.

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

ITporuHos: ITpn 6pICTpOM HporpeccupoBaHmy OONIE3HNU C BOBIIe-
yennem ITHC 6ompHble 06bI4HO mormbarmT B Bospacte 10-15 rer,
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npy «MArKux» popmax MIIC 11 Tiia — IpOJO/DKUTENLHOCTD XKI3-
HJ MOXKeT COCTaBUTD 50 jieT 1 60JIee IpK COOTBETCTBYIOIIEM Jiede-
Hum [3].

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

Pe6eHOK pORMICA Y MOJIOABIX 3[JOPOBBIX POAUTENell, oT 1-0ii
6epeMeHHOCTH, MpOTeKaBIIell Ha (OHe aHeMMM JIETKON CTeIeHM,
recTosa 0Te4Holt 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 SIMKPMU3HBIM cpokam. ITpodwrak-
TUYECKMEe TPUBUBKU OCYLIECTBASANNCh B COOTBETCTBUM C HALMO-
HaJIbHBIM KaJIeHJAapéM IPUBUBOK, OCTIOKHEHMII He OTMe4anoch. B
paHHeM BO3pacTe IePeHOCUII YacTble PeCIMpaToOpHble MHpeKInu,
OpOHXNTBI, THEBMOHMIO. B 3-X JIeTHEM BO3pacTe JUArHOCTHPOBAHBI
apeHoups! III crenenn. C 3,5 neT MOABM/IACH TYTONMOABVKHOCTD U
orpaHnyeHne 06’béMa IBIDKEHIIT B CYCTaBaX, TYTOYXOCTb, 3ajePiKKa
pocra, ¢ 5 et — nuuesble gucMopdun n gpyrue GeHOTUIINYECKUe
0COOEHHOCTH: IMPOKasi IIePEHOCHUII, TOJICTbIe I'yObl, pefKie 3yObl,
KOPOTKI€ U TOJCTbIe Na/blbl, KOPOTKasA Iles, LIyMHOE HbIXaHME,
yBe/IM4eHe )KMBOTA 3a CYeT IeraToCIIeHOMeTalnuu.

B 5 71eT BBINO/THEHA aZleHOTOMMS, B 5,5 JIET - OIepPaTMBHOE BMe-
IIaTe/IbCTBO II0 NOBOJY AX0BOJ U MyNo4HOIt rppiku. [Tpu ynbTpas-
BYKOBOM ICC/IeJlOBAaHIM BbIAB/IEHA eAMHCTBEHHA, IIpaBast IOYKa.

B 6 et 4 MecsAIja rOCINUTAIN3MPOBAH B KapIOPEBMaTOJIOTYe-
ckoe otpernenue JJOKB r. Opra ¢ >xamo6amu Ha 601 M CKOBAaHHOCTD
B JIy4e3allsACTHbIX, KOJIEHHBIX, T'OJICHOCTONHbIX, MeK(aTaHIOBBIX
cycraBax. Ilo pe3ynpraTaM KIMHUKO-Tab0PAaTOPHO-MHCTPYMEH-
Ta/IbHBIX MCCTIEIOBAHNI, KOHCYIbTALNII CIIeIMANNCTOB BbICTaB/IeH
nuarnos: Bropuynas aprpomaTtus. [IByXCTBOpYATbHIl aOpTaIbHbBI
KJIallaH C HeJJOCTaTOYHOCThI0 2-3 cTenenu. Heitpocencopras Tyro-
YXOCTb. TUIIEPMETPONMYECKUI aCTUTMaTu3M. MyKoronucaxapuios
VI tumn?

IIpn poo6cmenoBany B MeRUKO-TeHETYECKOM LieHTpe I. Mo-
CKBBI, BBLAB/IEHA IIOBBILIEHHAs 9KCKpelLMs JepMaTaHcyinbdara u
rermapaHcynbdaTa ¢ MOYOIl, 3HAYUTETbHOE CHIDKEHME MIypOHAT-
cynbdarassl B mwrasMe, o 3,18 nmol/4h/ml (Hopma 297-705), uto
TO3BOIIJIO YTOYHUTD TUI MyKoIonucaxapugosa —II tur (cuagpom
XaHTepa).

B 6 ner 11 MecsleB — e4yeHMe B ICUXOHEBPOTUYECKOM OTHerIe-
Hyy HII3]] r. MOCKBBI ¢ KIMHUYIECKUM AMAarHo30M: MyKoronmcaxa-
pupos II tuna (cungpom Xanrtepa). BropudHas KapguoOMUOIATH.
TemnoBas sajiep>kKa I1CMXO0-Pe4eBOro paspuTus. Peuuanupupyrommit
Oponxut. KOHTpaKTypbl KPYIIHBIX 1 MEJIKMX CYCTaBOB KOHEYHOCTEN
1-2 crenenu. IunepmeTrponnyuecknit acTurMaTusM. EnuHcTBeHHas
IpaBad nodka. HeiflpoceHCOpHasA TYTOoyXocCThb 2 CTeTIeHM.

C cents6ps 2011 roga B Bo3pacte 7 et 11 MecslieB B yCIOBUAX
nepuarpudeckoro orpenernss JOKB r.Opna peGéHky mpoBoput-
cs1 hepMeHTO3aMeCTUTe/IbHAS Tepalliil — eXXeHefle/IbHble MH(Y3uu
npenaparoM «Inmamnpasa» " (Idursulfatase), Shire (CIIIA). IIpomyckos
BBeleHMI He 6pu10. OcmoykHeHuiT He oTMedanoch. Ha 01.06.2012
rofia Ma/Ib4MK BIpOC Ha 4cM (pocT 125¢m), 1,5 Kr IpnbaBui B Bece
(macca 28,5Kkr), yIydIIMIach MepeHOCMMOCTDb (PU3MYECKUX HArpy-
30K, COKPAaTH/INCh pasMephbl e4eHM, CelIe3€HKM, YBEeINYMICT 00beM
IBVDKEHMI B CycTaBax.

Takym 06pasom, MpefCTaBIeHHbI KIVHIYECKIIT CIydall nme-
eT OO/IbIIOJ NPaKTUYEeCKNII MIHTepeC [/l Bpadeli-Ne;uaTpoB, TeHe-
TUKOB ¥ IPYTUX CIIEIVATICTOB B CBA3U C PeIKOCTbIO JAHHOTO Ha-
CIIeICTBEHHOTO 3a00/IeBaHMs. 3aC/Ty)KMBAET BHUMAHMS TIOsIB/ICHIE
HOBBIX BO3MOYKHOCTEN B TepalMy TaKUX IALMEHTOB, a MMEHHO,
BHEJ[PeHNe e[IHCTBEHHO 3 PEKTUBHOTIO MATOIeHETUIECKOTO Cpefi-
CTBa UIypOHAT-2-Cynbgaraspl (9/1ampasa), OTKPHIBAIOIIETO HOBbIE
peanuu B IPOTHO3e JAHHOTO 3a00/IeBaHNA.

CBoeBpeMeHHasl [MarHOCTMKA MYKOIIONMCAXapyu030B, IIpa-
BIIbHOE BeJleHNUe JaHHOTO KOHTMHIeHTa OOJIbHbBIX, paHHee Ha3Ha-
JyeHue GpepMeHTO3aMeCTUTE/IbHOI Tepanuy, 6yfyT cClocoOCcTBOBATD
YMEHbBIICHNIO TSDKeCTN 3a00/IeBaHNA, CHIDKEHUIO MHBAIMU3aLIUN
mereii, 6oree afleKBaTHON MHTETPANI VX 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, /1. M. Kysen-
xoeal,2, I'A. Kapxawaodsel, H.JI. Bawaxmadsel, T.B. Iloox. 1// I 1p Kas gpap
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
MIpe HaO/IofjaIach HexBarKa mpernapara agalsidase-f st mede-
Hus 6omesnn @abpu. Takum 06pazom, 6bUTH HEOOXOMVMBIL ANTb-
TepHATMBHBIE METO/BI JIEIEHNISI, B TOM 4JC/IE [IEPEXOJ] Ha FPYTYIO
(hepMeHT-3aMeCTUTEIBHYIO TEPAILNIO.
[TocrosiHHOE 06CepBalMOHHOE MCCIEOBaHMe IS
OLIEHKM TIOCIEACTBIUIT epexopia ot agalsidase-B (1,0 mr/kr xax-
nble aBe Hepenn) K agalsidase-a (0,2 MI/KT KaXKfIble IBe Hefienn) y
11 narmeHTOB € 6071€3HBI0 Dabpu.
Knmnunueckne paHHbIE COOMpanuch B TedeHue 5
et (2 roja o epexofia u 3 roja nocre).
DyHKIMY HOYEK [0 PaCYeTHON CKOPOCTI KIIy-
604KOBOI PUIBTPALIUN OCTABAINCH CTAOWILHBIMU B TedeHue 3
JIeT ToCyIe mepexofa Ha agalsidase-o. YnydineHne Maccol ceppa
6BUIO OTMEYEHO Y MY>KUMH U JKEHIINH CIYCTst 12 Mecsies Io-
cle Iepexopia Ha agalsidase-a, ¢ coxpaHeHueM IIOKasaTeseil B
TeveHne 36 MmecsueB HabmofeHss. COMIACHO MCCIEXOBAHMSM,
He OBUIO HUKAKOIl CYLIECTBEHHON PasHMIbI B MHTEHCUBHOCTI
607111, NCIIBITHIBAEMOII [ALIVIEHTAMI [I0 ¥ TOCTIe M3MeHeHus ep-
MEHT-3aMeCTUTEIbHOI Teparny, Tak)Ke He M3MEeHWUIOCh Kade-
cTBO Mx >Xm3HU. Agalsidase-o XOpOILIO ITepeHOCUTCS: HU OfUH
IIallMeHT He JCIIBITBIBAJ a/UIepPIMIo, aHTUTeNa K agalsidase-o He
BBIpabaThIBa/IUCD.

[laHHOe O6CepBaIIIOHHOE WCCIEfOBAHNE IeMOH-
cTpupyet 6e30macHOCTh mepexofa ot agalsidase-f k agalsidase-a
B YTBEPXK/ICHHBIX 103ax 11 6e3 noTepu a¢pexrusroctn. Ilpenmo-
JIaraeTcs, 9TO MALVEeHThI C a/Ieprielt K npemnapary agalsidase-f
MOTYT IlepeiiTy K Tepamuu ¢ agalsidase-a.

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

BiusHue ¢pepMeHT-3aMeCcTUTETHHOMU
Tepanuu Ha 6ojieBble OLIYIIeHUs U

Ka4yeCcTBO KU3HU MAI[UEHTOB C
60se3nbpi0 Pabpu: sanubie FOS

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

CrmpaBounsie Matepuansi: bonesup ®abpu sBisercs X-ciie-
IJIEHHOI JIM30COMHOJ 0OJIE3HbI0 HAKOIUIEHNs, BbI3BaHHAS Je-
¢dunnrom pepmenta anbda-ragakTo3ugass A. ITO IPUBORUT K
HAKOIUIEHUIO I7I060TPUA03WILePaMIOB OYTH BO BCEX TKAHSX
OpraHNsMa, B TOM YIC/Ie B KPOBEHOCHBIX COCYfaX, IIOUYKAX, MU-
okapyie 1 B HepBHOI cucteMe. CHMITOMBI YaCTO HAYMHAIOTCA B
[eTCTBe U BK/IIOYAIOT AKPONAPECTE3UN, YYBCTBO MOKEHUS VJIN
MOKaJIbIBAHV, KOTOPbIE PACIPOCTPAHSIOTCSA OT KOHEUHOCTel K
IIPOKCVMAJIbHBIM Y4aCTKaM TeJIa.

Metoppi: [JaHHBIe ObUIN TIOTy<IeHbI IIyT€M UTOTOBOTO MCCIIe-
nosanusa dabpu. bonb nsMepsnacy ¢ momoupio BPI, a cBsasan-
HOe co 3mopoBbeM KadecTBO >xu3un (KXK) 6put0 mpoananmsn-
POBaHO ¢ OMOIIbI0 EBpOIIeiicKoro ompocHMKa Ka4ecTBa >KU3HN
(EQ-5D).

Pesynprarei: Jlo Haya/la Tepaluu B CpeHEM TsDKesasl CTe-
menb 607u cocrapisina 5,1 (2,7) mo BPI. Uepes ro mocie Havaa
Tepanny JaHHOE 3HaYeHNe YIydIoch Ha 0,5, CycTs ABa roga
6b110 yydiieHo erte Ha 0,6 (p <0,05). IToxoxxie cTaTUCTIYeCKN
3HAYMMBbIE YIyUILIeHVIsI ObIIV 3aMeYeHBI B ITyHKTaX "007Ib B Cpef-
HeM" 1 "601b B HacTosiLIee BpeMs», mocie 2-x et O®3T. Cpennss
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ouenka KJK po repannn cocrasua 0,66 (0,32). Tlocne 12 mecs-
L1eB JIeYeHVIsI ara/ICUAa30li anbda JaHHOe 3HAYeHNe YTy qIINIoCh
1o 0,74 (0,26; p <0,05), mpuyeM COXpaHUIOCH CITYCTA 2 TOfiA.
Boisopsr: Tepanust aracuiasoit anbga 3HaYUTeNbHO YMEHb-
[IaeT MHTEHCUBHOCTb GO/ M yIy4lIaeT KayeCTBO XKMU3HY Halyi-
eHTOB ¢ 6omesubio abpn.
crounnk: www.ncbi.nlm.nih.gov/pubmed/15744039

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

IgE auTuTe NI IpOTUB arajacuzassl bera u ux
OTCYTCTBHE IIPOTUB arajicugasbl Aiabda

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

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

B maHHOI cTaThe ONMCBIBAETCA COydail ¢ manueHToMm ¢ Pa-
Opu, y xoroporo BbIpaboTamuch aHTHMTena IgE k arancupase
Beta, HO 6e3 epeKpecTHOI peaKTUBHOCTH K arajncuiase Anbda.

17-netTHnit ManbuukK ¢ 6onesHbio Pabpy cTpasan THKENIbIM
aTONMMYECKUM JIEPMATUTOM C JETCTBA, TAKXKE JKAJIOBA/ICA B Te-
YeHIe HEeCKONMbKUX /leT Ha mnepudepudeckne 60mm B KapKoe
BpeMst 1 mpu (USMUIECKMX HArpyskax. Bomesus Pabpu 6bura
TIOATBEP)KAEHA MCTOPMEN CeMb) U aHAIM3aMM Ha COfepKaHue
¢depmeHTa B opranmsMe, nocie atoro 6pita Hauata O3T. Ilocne
uH(y3uit arancupassl bera (1,0 MI/Kr) HaIMeHT XaloBancs Ha
BBICOKYIO TeMIIepaTypy B CBOMX PyKaX M HOraX, TakKKe Hadasa
pasBMBaThCs THOVHAS 9K3eMa. [losa mpenapara Obl1a yMeHblIIe-
Ha j0 0,2 MI/KT, HO TUIIepTepMIs He MI3SMEeHIIACh, XOTA MPOJOI-
JKVUTEJIBHOCTh HECKOJIbKO yMeHbIIachk. ITocne Tpex nHysui
pasBuIach 303uHO (MmN (9,4%; 573 KIeTOK/MK/I KpOBH), ITOCTIe
JeTbIpex MH(Y3uUil arancuaassl bera mpobieMa pelieHa He 6bTa.
Jleyenne arancupasoin bera npexkparnim, nepeinsa Ha aranacupja-
3y Asnbda (0,2 Mr/Kr). ITO IOTIOXKUTENBHO OTPA3MIOCH HA MAI[V-
eHTe, KOJIMYeCTBO S03MHO(IIIOB B TeYeHMe Ieprofa Habmoze-
HIA TOCTENIEHHO YMEHDIINIOCh.

3akmrovenne: Y maiuenta ¢ Pabpu BbipaboTanuch aHTHTENA
IgE x arancupase bera, koTopble He IPOJIEMOHCTPYUPOBA/N IIe-
PEKPeCTHYI0 peaKTMBHOCTD K arancugase Anbda. ITu aHHbIe
HOAYEPKMBAIOT BOXHOCTh aHa/AM3a Ha aHTHTena IgE x obomm
bepMeHTaM, €C/IM y TMALVMEHTOB HMPOSB/ISIOTCS CePbe3HbIe CUM-
TITOMBIL.

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

9ddPexTuBHOCTH PepMeHT-3aMeCTUTENBLHOMU
Teparuy IIpyU KapHOMHOIIATHH Y MAIIEHTOB C

60sie3HBI0 PabpU: paHJOMHU3NPOBAaHHOE,

ZIBOIHOE CJIeToe, IUIaneb0-KOHTPOIHPyeMOe
KJIWHAYECKOe UCIbITaHKe arajcuiasbl Aibda

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

Vicxopnblie mannble: bonesup ®abpi ABIsITCA MMU30COMHON
60/1e3HbI0 HAKOIIICHIS, BBISBIBAETCS HapyIIeHUEM B X-XpOMO-
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MEIVITNMHCKOE OGO3PEHUE

CoMe, OTpaXkasiCchb Ha HENOCTATOYHON AKTUBHOCTM (epMeHTa
anbda-rajakTo3naspl A. OTO IPUBOJUT K IPOTPeCCUBHOMY
HAKOIUIeHH1o Irmoborpuaosminepamugsos Gb(3) B nmm3ocomax
K/IETOK 0 BCEMY Tely, YTO B KOHEYHOM MTOTe HPUBOAUT K
HpeX/IeBPEMEHHOI CMEPTH OT TOYEYHbIX, CePAIeTHBIX U Liepe-
OpOBACKY/ISIPHBIX OC/IO>KHEHMIL. [0 HelaBHero BpeMeHN He ObUI0
3¢ deKTUBHOrO IedeHns JaHHOTO 3aboneBanust. HacTosimee nic-
clemoBaHye 6bUIO pa3pabOTAHO IS OLEHKM 0e30MacHOCTI U
b dexTrBHOCTY (DepMEHT-3aMeCTUTENIBHON TEPANUM aTaCh-
masoit Anbca npy saboneBaHMAX cepAla y nanneHTos ¢ Gabpu.

Meroppr: DpdeKkTUBHOCTD /edeHNs arancumason Anbda u
B/IMSIHIE Ha CTPYKTYPY U QYHKIMY CepJilla OLeHMBA/IVCh B PaH-
[OMM3MPOBAHHOM, JBOVHOM CJIETIOM, IUIane60-KOHTPOMpYe-
MOM MCC/IEIOBAHNM 15 B3POC/IBIX MALIMEHTOB MY>KCKOIO II0/IA C
6onesupio abpu. Ha mpoTspkeHnn 6 MecsinieB B KadecTBe 6a-
30BBIX M3MEPSINCH CIIeyIOle TOKa3aTe/ln: Macca JIEBOTO JKe-
nTymouka, miutenbHoctb QRS u yposenn Gb(3) B TkaHu ceppia,
0cajioK Mo4n U 11a3Msbl. [Tocrie 6 MecsiLeB paHOMU3MPOBAHHBIX
VICIIBITQHMIT TTALIMEHThI OBUIN [IEPEBEEHBl B TPYIIINY /IS OTKPbI-
TOTO, PACIIMPEHHOTO UCCTESOBAHSI B TEUEHNE ABYX JIET.

Pesynbrarni: Macca 71eBOro >kenyno4ka, KOTOPYIo M3Mepsn
¢ momoribio MPT, 6pla CylecTBEHHO CHIDKEHA MOCTe 6 Mecs-
1ieB TedeHys1 Arajcupasoit Anbga 1o cpaBHEHUIO € MAlMeHTaMI
c wrane6o (p = 0,041). Cpennee cHwkenne Gb(3) B Munokapye Ha
20%, OTMeYEeHHOE TI0C/Ie CepPUN TPAHCBEHO3HOI SHOMMOKAP/VL-
abHOI 61oTICUM 6BUIO 3aUKCHPOBAHO Yepes 6 MecsIeB JIeve-
Hyst. [l CpaBHEHUs, TaHHBII IIOKa3aTe/Ib y MAlMEHTOB, HO/Y-
JaBIIKX mane6o (p = 0,42), yBemunncs Ha 10%.

BriBop;: Jledenne arancuaasoit Anbda IpyBeo K perpeccun
rUIepTPodgMNIecKorl KapANOMIOIATIN, CBA3aHHOI ¢ 6O/Ie3HBIO
Dabpun.

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

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

JiedeHUH arajcuza3oi Aibda B TedueHHue
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-3aMeCTUTENIb-
Hot Teparn (P3T), nevenne 6ome3nn Pabpu coOCTOATO U3 CUM-
nToMaTnyeckux ¥ nammaruBHbix Mep. 3T crama mocTymHa
HECKOJIbKO JIET Hasaf, [/ 9TOrO UCIOIb3YeTCsl peKOMOMHAHT-
HBIIl 4YeloBedeckmit gepMeHT anbda arancupasa, aHajaoOr alb-
¢a-ramaxkrosupaser A (GALA). Tem He MeHee, OTpaHIYEHHOCTD
YCIIOBMIL J/IA MCCIELOBAHNUII He MO3BOJIANA BBIACHUTD BIMAHUE
®3T Ha yHKIMIO ToYeK. [JaHHOE NCCIefOBAHNEe HALIPABIEHO Ha
usyueHye 6e30MacHOCTY U TepaleBTU4ecKoro adexTa ¢ TOUKu
3peHuA PYHKLMY [IOYEK U CHYDKEHUA CYTOYHOI IPOTENHYPUNL.

Mertoppr: C 1 sauBapsa 2002 roga no 1 asrycta 2005 ropa sie-
BATD HauyeHToB ¢ Pabpu (7 My>k4MH, 2 XKEHIIMHDI) HAXOAWU/INUCH
I0f], IPOTOKO/IBHBIM Hab/ofeHeM, morydas 0,2 MI/KT araacu-
masbl Anbga Kaxpble 1Be Hemen. PYHKINA HOYeK OLleHMBaIach
ITyTeM U3MepeHNs CKopocTy Kiybouxosoit ¢pubrpanuu (CKO),
UCIIONb3ysl  OUMILEHHBbII XpOMITHM/IEHJMAMIHATeTpa-aleTar
((51) Kp-9ATA mn / mun / 1,73 m (2)) B Hayase UCCIeOBAHNSA,
sateM cuycta 12, 24 u 36 mecsanes. CyToyHas IPOTEMHYpPUs
6blIa M3MepeHa BHadase, 3aTeM 4depes 3, 6, 12, 18, 24 u 36 mecs-
e O3T. 3a6onmeBanust oYeK OBUTN KIACCUPUIMPOBAHBL B CO-
orercTBUM ¢ Kputepuamu NKF/DOQI npu KoncynbratusHoM
COBeTe, KOTOpble OLpeNe/A0T CTafuy XPOHUYECKO OOole3HM
nouek (XBII) B 3aBucumoctu ot CKD.
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I crapms — eciu CK® 6ornpie v paBHa 90 Mt / muH / 1,73 M2;

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

III crapusa npu 30-59 mn / MuH / 1,73 M2;

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

V crapus, ecniu CK® menee 15 mn / mus / 1,73 M2.

Pesynbratsr: lllecTs manneHTOB HAOMIONANNCH B TeUeHIE 36
MecsleB Tepanuy, 2 manueHTa - 18 Mecsaues, a 1 manueHT - 12
MecsteB. CpeHNI BO3pacT MAlIEHTOB B HA4ajIe MCCIELOBAHNA
coctaBu 34,6 +/- 11,3 net. 3a uccnenyemblii epuoy, GyHKIN
IOYeK OCTaBaIUCh cTabuabHbIMU y manyenTos ¢ XBII I, II, III
cragun. Y opHoro mamyenTta 6pima XBII IV cragmu, oHa mpo-
rpeccupoBana [0 TEPMMUHAIbHONM, CHOYCTA 7 MecAlleB Hadajn
IpoBoAuTb reMoayanus. Yepes 12 mecaues G3T emy nepecanu-
JIV TIOYKY. Y GOJIBHBIX C IIATOIOIMYeCKOl IPOTeMHYpIell aHa/II-
3bI TAK)Ke OCTaBANMNCh CTaOMIbHBIMU. Arajsicuziasa Anbda xopo-
110 nnepeHocurcs B 99,5% ciyyaes.

BoiBopbl: B Teuenne 36 mecsles nedeHusa He ObUIO 3aMede-
HO HUKAKMX (PyHKIMOHAIbHBIX U3MEHEHMII [I0YeK U CYTOYHOI
IPOTEMHYPUN. DTO TOBOPUT O TOM, YTO JI€4eHNEe arajcua3on
Anbpda MOXeT 3aMeIIUTh VI OCTAHOBUTD IPOTPecCUpOBaHue
3ab0/eBaHMs TIOYEK, eC/IV TepANNsl Havyaaach MPeXie, YeM IIpo-
M30LII0 HeoOpaTyMoe yXyAlleHye nodek. B Tedenne Bcero yc-
C/Ie[OBaHIIsI HUKAKUX CYIeCTBEHHBIX IT0O0YHBIX 3¢ (deKToB He
Ha6/II0a710Ch.

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

IIcuxuyeckue U IICUXOCOIUATIbBHbIE

acriekTsl 601e3uu Pabpu

coatops: 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 pasmdHble OPraHbI I CUCTEMBI,
BK/IIOYasi LIeHTPaJbHYI0 HEPBHYIO CUCTeMy. MHOIve maljieH-
ThI TIOABEPrarOTCA OIIACHOCTN Pa3BUTUA Heﬁ[poncmxmanI/me—
CKuX 3a00JIeBaHNIl, CPeay KOTOPBIX MPe0OIafialoT Jelpeccuu
n Hef/’[pOHCI/IXOHOI‘I/I‘{eCKI/Ie HapymeHm:-. V3-3a comaruyeckux u
ICUXO/OTMYeCKX HapyiueHnii kadecTo >xusHn (KXK) y rakmx
Jofiell 3HaYMTeNbHO CHIDKeHO. HecMoTps Ha TO, 4TO marodu-
3MOJIOrMYecKye MexaHu3Mbl 6oresHn Pabpu BBICHEHDI He TI07-
HOCTBIO, NIPENIIONATAETCHA, UITO OTIOXKECHUA C(I)I/IHI‘OHI/IHI/IHOB B
SHIOTE/INIU METKIX COCYOB FOIOBHOTO MO3Ta IPUBOMAT K MECT-
HOII 1lepeOpaIbHOI UIIeMIH, KOTOpas MOXKET COPOBOXKIATHCS
HEPBHO-TICUXMYECKIMI cyMITOMaMu. Kpome TOro, manueHTs!
¢ 6omesHpi0 Pabpy MOCTOAHHO VCIBITBIBAIOT IIPUCTYIIBI G0relt
HapSIZy C ZOIOTHUTEbHBIMI COMATUIECKIMIL 1 IICUXOCOLIMATIb-
HBIMM HapylIeHUsAMMU. B 3Toll I1aBe paccMaTpuBAIOTCA TICUXM-
aTpudecKue 1 HEMPONICUXOIOIMYEeCKMe 3aK/IIYeHNs, a TaKxKe
ncuxonornyeckas mepecrpoiika u KK B xome ecrecTBeHHOTO
tedeHus 6omesHu ®abpu y B3pocibix. [lcuxmarpudeckue cum-
ITOMBI, OCOOEHHO [IeTIPeCCHH, SABIAIOTCA BeCbMa PacIpoCTpa-
HEHHBIMU y MY)XXYMH U >KeHIIMH ¢ 6oesubio ®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 yOenTeIbHbIE JOKa3a-
TE/IbCTBA U TOTO, YTO MPAKTUYecKy Bce cocrasmsmomye KK y
MaIVIEHTOB YXyAIININCD. HOCKOHbKY HeﬁpoHCI/IXI/IanI/I‘IeCKI/Ie
CUMIITOMBI ¥ HM3Kas coumajbHas ajamtanys yxyguanor KX
HalyeHTOB ¢ 60/e3Hbl0 Pabpy, HACTOATEILHO PEKOMEH/YeTCsa
HaYMHATh OPOQUIAKTIYECKIE IPOTPaMMBbI C A€TCTBA VI TIOf-
POCTKOBOTO BO3pacTa.

[MaumeHTs! ¢ 601e3Hbl0 Pabpy UCIBITHIBAIT 6OIEBbIE TIPH-
CTYIBbI, aKpOIIApPeCcTe3uM, TakKe y HUX HaOMIOHAITCA aHIMO-
KepaTOMbl, IIOMYTHEHME POTOBMIbI, IOYeYHAsT U CephedHas
HEAOCTATOYHOCTD, TUIIOINAPO3 M aHIMAPO3, CMMIITOMbBI JKEy-
[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
JaHHBIM, ObUIA CyllecTBeHHO HIpke (I < 0.0005) y manyeHTOB
¢ 6omesupo Pabpu. Kpome Toro, mempeccust n ypoBeHb 60mu
ObUIM CBsI3aHBI C YPOBHEM BOCIPMHMMAEMOII COLIMAIBHOI MIOf-
[Iep>KKH Y ManueHToB ¢ 60me3upio Gabpu; To eCcTh HUSKast COLNU-
anbHasl MOAZEPXKKa ObUIa CBsi3aHa ¢ 6omee MHTEHCUBHON 60/IBIO
¥ BBICOKMMI OamaMit Jerpeccuit.

O6c¢cyxpenne: Tekyumit 0630p IUTepaTypsl 10 HEPBHO-TICH-
XMYECKMM U MICUXOCOLMAIbHBIM acrekTaM 6onmesuu Pabpu mo-
Ka3bIBaeT CKYZHOCTb JNOCTOBEPHBIX HaHHBIX. [lo mMerommmcs
INaHHBIM, JIeTIPeCCYBHBIE CUMIITOMBI I PACCTPOIICTBA YacTO Ha-
O/MI0AI0TCA Y MY>KUMH U SKeHIIMH ¢ 6omesubio Pabpu. [lempec-
CVIS1 IOBBIIITAET PUCKY CYMLIMAA U CBSAI3aHA C HOBBIIIEHHON CMepT-
HOCTBIO, HapyIlIeHNeM IICUXOCOLVaTbHOI (PYHKIVIN M CHYDKEHUEe
KOK. 9to cormacyercst ¢ oTueTaMu 0 AeIpeccuit, Habmo[aeMoit B
YCIOBUSIX COMATUYECKOIT 60/Ie3HY, U3-3a KOTOPOIT 0Kos1o 20-50%
60/IPHBIX CIBITBIBAIOT [IelIPECCUBHbIE SMI30bI, HAIPUMEP, I10-
cte nHGpapKTa MIOKapia, MHCY/IbTA, paKa 1 CaXapHOro fuabera.
V3 aTUX MCcCnenoBaHuil Mbl IPUIUINA K BBIBOJY, YTO COITYTCTBY-
I0Il1asi HeBbI/IEYeHHAs IeNpeccusi MOXeT YXYALINTD IIPOTHO3 CO-
marudeckoro 3abonesanns u KK mannmenra.

Jempeccus B 6ONBIINMHCTBE CIy4aeB aCCOLUMMUPYETCS C UYB-
CTBOM 0€3HaIe)XHOCTI, TACCUBHOCTY U TIECCUMU3MA, YTO MOXKET
npuBecTy K Hea(hPeKTMBHOCTY TedeHsI Y TIOBBICUTD PUCKH 3710~
yrnorpe6yIeHys ICUXOAKTVBHBIMY BelljeCTBAMIL.

Oxomo 10-25% mromell UCIBITBIBAIO XOTA ObI OOUH SIU30[
CUJIbHO JIENIPECCUM UM TPEBOXKHOTO PACCTPONMCTBA B T€YEHME
cBoeli )Xn3HM. V3-3a 3TOr0 CTAHOBUTCA TPYLHO 3aMETUTD I'PaHb
MEX]IY fieTIpecciielt, CBsI3aHHOI ¢ 6071e3Hbr0 Pabpu 1 COyTCTBY-
IOLVIMM TICUXVYECKMMU paccTpoiicTBaMu. TeM He MeHee, O4eHb
BAXHO IMArHOCTMPOBATb IICMXOIATOJIOTMYECKVEe CUHJIPOMBI Y
manyeHToB ¢ 6ome3Hp0 Pabpy, Tak KaK 9TO BAMSAET HA IPUHIU-
MaeMble TepaleBTINYecKle pelleHN .

B cBeTe 9TUX, XOTA 1 OrpaHNYEHHBIX JAHHBIX U HOCTYITHBIX
marepuanos FOS, BunHo, uto npnbmmsutensHo 10% nanymeHToB
TIPUHUMAIOT aHTV/IEIIPEeCCAHTDI, OFHAKO TPEBOXXHOE COCTOSHIIE
U Jenipeccym y nanyieHToB Qabpy mo-mpesxHeMy OyyT IpOSABIIATHCAL.

B To BpemA Kak IpefBapuUTeNbHbIC JJAHHBIE HE BBIABUIN
CYIIECTBEHHBIX pas3/M4Mil B OOLINX MHTEJIEKTya/IbHBIX (PYHK-
LVSIX MEXAY Taryentamu ¢ 6oe3npo Pabpu u KOHTPOIBHOI
TPYIIION, KIMHUYECKMe HAOMIOfeHNsI ONMUCAHHBIX CIy4aeB 3a-
(duKcHpoBamy, UTO HEMPOICUXONOTMYECKIe OTKIOHEHMs dYa-
CTO BO3HMKAIOT, KOIJ]a HEBPOJIOTMYECKUE CYMIITOMBI SIBJISIIOTCS
KaHnYeckumy. CTPyKTypHble aHOMaauM MO3Ta, OCOOEHHO
HOpaXKeHNsT 6eoro BelljecTBa, YaCTO BCTPEYAIOTCA Y CPaBHIU-
TENIbHO MOJIOABIX MY>KUMH 1 >keHIMH ¢ abpu. [Tocnenyromue
MCCTIENOBAaHMS TODKHBI COCPENOTOYMTHCS Ha IOMCKaX TOHKUX
HePOTICUXOMOrMYeCKMX OTK/IOHEHUIT Ha paHHUX CTa/iUsX 3a00-
nesanus u Ha BausiHuu O3T Ha KorHuTUBHBIE U adPeKTUBHbIE
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MEIVITNMHCKOE OGO3PEHUE

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

eHTOB ¢ 6omesHbr0 Pabpy, YTO MPUPABHUBAETCSA K TSDKENBIM U
OIIACHBIM JIA1 >KU3HY 3a00/IeBaHVIM.

IMpuunnoint cHwkenusa KOK npu 6onesun ®abpu ABAoT-
s, B YaCTHOCTH, CepfiedHast, IouedHast 1 LepeOpoBacKy IsapHast
IMCOYHKLMSA, a TAK)Ke BHIPAKEHHBIIT 00IeBOIl CUHAPOM 1 U3HY-
PUTEbHBI aHIMApo3. Y manueHToB ¢ Pabpy 6blIa oTMedeHa
TecHas B3aMIMOCBA3b MEXMY IUIOXMM CaMOYyBCTBUEM U 6OJIbIO,
a TakXKe MeX[Y YXyAIIeHNeM ICUXIYecKoro 350poBbsa (CD-36)
U HEMPOIICUXNIECKIMIU CMITOMAaMM, OCOOEHHO elpeccusiMiL.
OTM BBIBOABI XOPOLIO COIVACYIOTCS C Pe3ylbTaTaMu y feTell U
MOZIPOCTKOB ¢ GomesHpro Pabpu. B mocremnem mccnegoBanmnm
UCIIO/Ib30Ba/INICh pasHble oneHKU KXK 1 mHCTpyMeHTHI (HeTcKue
OIIpOCHMKN). Pe3ynbTaTsl JaHHBIX HEBSATYM MATbYMKOB MIIAJIIe
10 et ¢ 60ne3Hbi0 Pabpy cpaBHUBAIUCD C ITAIOHHBIMM 3HaYe-
HUSIMU IS 30pOBBIX fieteit. Pabpu 60/1e3Hb 4acTO AMAarHOCTH-
pyercs y malueHTOB BO3PacTOM OT 5 10 15 j1ieT 1ocjie nosABaeHus
[EePBBIX XapaKTEePHBIX CUMIITOMOB; TO €CThb, AMATHOCTUKA YaCTO
IIPOMCXOFUT TONIBKO B 3PENOM BO3pacTe. DTO MOXKET CHOCOO-
CTBOBATH TSDKEJIBIM IICHXOCOLMATbHBIM HAPYIIEHUAM Y MallVieH-
TOB C 60e3nbr0 Pabpu. Jaxke mocse Toro, Kak 6onesub Gabpu
OblTa AMATHOCTMPOBAHA, MCUXMATPUIECKME CHMITOMBI YacTO
OCTAIOTCs HeW3/IeYeHHBIM.

Buo-nicuxoconuanpHas MOfeIb HEPBHO-IICUXMYECKUX
CHMIITOMOB: [MIIOTeTNYeCKOe pa3BUTHE ETIPECCHUI, ICUXOTIOTH -
gyeckoro arckomdopra u cHmkerns KK y maruentos ¢ 6ormes-
Hb10 Oabpit U3I0KEHO HIDKE B 6110-IICUXOCOLIATTBHOI MOZIETIM.

Crpecc n xommHr-mopenn: [Icuxonmornyeckie KOMMHT-TIO-
IBITKM U CTPATETUN B XOJ€ XPOHMUIECKOI 60/Ie3HN MOTYT OBITh
MHTePIPETHPOBAHBI B PaMKax CTpeCcC-KOMMHT-Mofeneit. Takue
MOJe/IM SIBJIAIOTCS IparMaTUdeckyl MONeSHBIMM B OTHOLICHWUM
BO3MOYKHBIX BMEIIATENbCTB, B YaCTHOCTH, IICUXOCOLMAIbHOI Te-
pammu. IToMnMo 0ObeKTUBHBIX (AKTOPOB CTpecca (Hampumep,
comMaTnyecKye AUCPYHKUMU U MHBAIUFHOCTD), TO/DKHBI OBITH
IPUHATHI BO BHUMaHMe CyOBEKTUBHbIE aCIIEKTDI OLIEHK, U, BO3-
MO>KHO, IIPOMEXYTOYHBIE TIepeMeHHbIe, TaKie Kak 00'beM BOC-
IIPMHMMAEMOVI COIIMAIbHOM TOANEeP>KKN. B Texy1er cTpeccoBoi
MOJIe/H, MICUXOCOLMaIbHbIE VICXOMbI, B TOM 4NCIe 000CTpeHue
ICUXMYECKUX HapyLIeHuil (CTpeccoBble pacCTPOVICTBA, pac-
CTPOJICTBA AIaNITALINIA, IETIPECCUY) PACCMATPUBAIOTCS KaK CIIef-
CTBJE B3aMIMOJIEVICTBIIA MEXY OTAE/IbHBIMIU KOIIVHT-PecypcaMu
" 0CO6eHHOCTAMU OOTE3HN.

B maHe [OMrOBpeMEHHBIX Pe3yIbTaTOB BaXKHbI He TONBKO
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1 LLDGLE LLCHHLO ALY, . .

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-
IVHI-CTpaTernii X BOCIPUHMMAEMON COIMANIbLHON IHOJiep>KKA
(T. e. 6BITH IPUHATBHIM JAPYTYMU JIOIbMMU, IMETh BO3MOXXHOCTD
IOTOBOPUTDH O IPOoOJIeMax, HOMYYUTh OMOIIb U IOIJEPXKKY, U
T. 1.). ColuanbpHasA MOANEP)KKA SAB/IACTCA XOPOLIO M3BECTHBIM
MHCTPYMEHTOM, KOTOPBII CMATYaeT BIVMAHME CTPecca Ha IICUXO-
JIorn4ecKoe 671arononydne u NCUXUATPUIECKue pacCTPOCTBA.

CounanbpHas HOJIep>KKa, IO-BUVIMOMY, IMeeT 0coboe 3Ha-
YyeHJe IIPY B3aMMOJENCTBUY MeX[Y IICUXOCOLMAIbHBIMU (aK-
topamuy, jenpeccueit 1 KJK. B xofe npenBaputenbHOro aHanmmsa
(M. Ix. Mronnep nu K.M Mronyep, HeonryOnuKoBaHHbIe JaHHBIE),
MYXUYUHBI ¥ keHINVHBI ¢ Qabpyu umenn 6onee HUSKUIL ypo-
BEHb IOJTy4aeMOV COLMAIbHON IOJNEP)KKN, YeM y KOHTPOJIb-
HOIl Tpynmbl. Y IaIVieHTOB IPOABICHMA JIeIPecCU U MHTEeH-
CUBHOCTDb 0O07Ieil KOppenMpyloT ¢ ypOBHEM BOCIHPUHUMAEMOI
COLMA/IbHON ITIOAJEepPXKKU. BO-IlepBbIX, MalMeHThl ¢ 0ONe3HbIO
Dabpu 6oree CKIIOHHBI K OLIYIEHIIO TEIPECCUN 1 FPYTUX IICU-
XMATPUYECKMX CUMIITOMOB, BEYIIUX K COIMANbHON M30JIALN
U CHVDKEHUIO TOATepKu. Kpome Toro, TpymHOCTH, CBA3aHHbIE
¢ ®abpyu, MOryT BBHIHYAUTD NALMEHTOB YYBCTBOBATb ceOs OmM-
HOKVMU, OPOIIEHHBIMIL V/IU M30/IPOBAHHBIMI IaXKe B ITOfPOCT-
KOBOM Bo3pacTe. Huskas conmanbHas HoffiepskKa CBsA3aHa C [o-
BBIIIEHHBIM PUCKOM JIeIPeCcCUy, OCOOEHHO y JKeHIIMH 1 6osee
BBICOKIM ypoBHeM 60mu. Takum 06pa3oM, y manmueHToB ¢ 601es-
HbI0 Dabpy MOXKET PasBUTHCS 3aAMKHYTBII KPYT YCUIMBAIOIINX
IPYT Apyra HeraTMBHBIX (aKTOPOB (fermpeccrs/60mp 1 moTepst
COLMATTbHON TOIIEPIKKI).

Brisopsr: Vimelomascs mutepaTypa U KIMHUYECKNe HaOIIo-
IeHVs [JOKA3bIBAIOT, YTO IICUXMATPUYECKUe CUMIITOMBI M Heli-
POICHXOIOrNYecKIe OTK/IOHEHNUA He ABJAITCA PeIKOCTDIO IPK
6onesun Pabpu. B yacTHOCTH, TsKemas lelIpecchsa MOXKET CIIO-
COOCTBOBATDb IIOBBIIICHNIO CMEPTHOCTY y IAI[MEHTOB. BKmode-
HIMe [ICUXMATPIIECKOI U IICUXOCOLMAIBHOI OLIEHKN B 06CTIeno-
BaHMe MALMEeHTOB ¢ 60/e3HpI0 Pabpy MOXKET MPUHECTH MOMb3Y
HalMeHTaM, IOCKOIbKY MepCreKTUBHOe IICUXOTepaneBTNIecKoe
U ncuxodapMaKkolIornyeckoe JiedeHye yxe JOCTYIHO. OCHOB-
HBIM HaIpaB/IeHMeM [O/DKHA OBITb pPaHHAA IPOQUIAKTUKA
ICUXMYECKUX PACCTPONCTB U CYMIVAIbHBIX HAKIOHHOCTEN, a
TaKKe onrocpouHoe yryumenye KX y manyenTtos ¢ 6omesHbio
Dabpu.

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

nbKe noctaByau auaruos (MIIC II) nmerom 2013r., a 3u-
MOIf, 3TOT0 e Tofia, pebeHoK Hadas nony4dars JIATTPA3Y
(memocTarormit pepmeHT).
Henbsst ckasaTb, 4TO BCe IOIUIO «KaK IO-Macly», ObUM
aJIIepridecKye peaKIuiL..., HO Mbl CIIPaBMUINCh (cracu6o Bpadam!)
Mnroma poc, eXXeHele/IbHO Moy4as CBoe 1eKapcTBo. VI MbI
He 3Ha/INU, TOYHee He ObUIM YBEPEeHBI, YTO MMEHHO C IIOMOIIIbIO
OJIATIPA3DI Hamr ManbuuK Takoi Kakoi OH eCTb: HOOPBIL, /1a-
CKOBBII1, BECEJIBII...
IToxa He IIPOM30ILIIENT BEIHY>KIEHHBII IIepepbIB MEXIY NHPY-
suamu. Tpu Hepenu Vinbka He Kamascs.
Chauaa pe6eHOK CTas arpecCUBHBIM, IIOSIBUINCH UCTEPU-
KM, B XOfl mouym Kynaku. OKas3anoch, 4YTO yTPATUIOCh YyBCTBO
IIPECHIIIEHN, TOCTOSTHHO XOTEN0Ch KYIIaTh, OT 3TOTO 3/I0CTb 1
arpeccys. [IoToM yTpaTnmich HaBBIKM OIPATHOCTH, VIbKa cTan
3a0BIBATh KaK CafANTbCS Ha Topiuodek. [Jasbiire - 60blile, C TPY-
[OM MaBa/MCh JeCTHMIBL. MalbunK OTKa3bIBA/ICSA VMATH, €CIN
pucTanuus 6pu1a 60osbine 100 MeTpOB.
Cmpawro npedcmasumo, uem 6blL 8ce 31M0 3AKOHUUIOCD...
VIndysun Bo30OHOBWINCH, M K HaM BEpPHYJ/ICA HAIll MaJIbILI
Vnronika - foOpbIiL, BeCeIblii, TACKOBBIIL...
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ROMAYAA [BAIR

HcTopusa peaKou A€BOYKHU C CUHAPOMOM JlexxéHa

TekcT: EneHa PoxkkoBa (MaMa ImarpeHTa)

COJIHEYHbIVl MIOHbCKUIL JieHb, 2007 rofa, popuaach Hala
nonroxxgannas Hacrenbka.
Popmunmach paHblle CpoKa, C MaJieHbKUMM BecoM. Ma-
TIBIIIKY Cpa3y yBe3/lIu B peaHMMAaIVIo ¥ cKasanu MHe: «Mamara,
BBI caMyl BMHOBAThL. He Buniub pe6eHOK MHOUIMPOBAHHBII».

ITO ceifyac A 3HAI0, YTO AETKM C HAMINM CUHAPOMOM POXKJa-
FOTCSI YaCTO PaHblIlle CPOKA I MATOBECHBIMU, HO TOT/a IpeObIBa-
Jla B COCTOSTHUM 1IOKa. HMKTO M3 Bpadeit, KOHETHO, HEe 0OpaTuiI
BHIUMAaHIA HA ABHbIE€ CTUTIMbI, Ha XapaKTeprIﬁ I)1a4b, 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 CIIEVIA/IVICT HE sanonospmn JIMEH-
HO Halllero C]/IH,[[pOMa, T.K. HEC BUEC/IN TAKNX OETOK paHbH.[e.

[ns cnpapxn: CHHPOM KOLIaybero Kpuka (TakKe M3Be-
CTeH TIOf] Ha3BaHUAMI: CUHPOM Jeleluu KOPOTKOro Ieda 5
XPOMOCOMBI, 5p CMHAPOM WU CUHAPOM JIeXeHa) - peliKoe Te-
HeTHdecKoe 3aboieBaHMe, CBA3AHHOE C OTCYTCTBMEM 4acTU 5
XPOMOCOMBIL. Y GO/BHBIX fieTell ¢ 9TuM 3ab0meBaHeM (IIpeumy-
IIeCTBEHHO, HO HeJIb3s1 CKa3aTb, YTO y BCeX) MPOAB/IAETCA IUIaY,
KOTOPBIVI MOX0XK Ha KOUIA4Mii KPUK, UMEHHO ITI0STOMY 3TOT CUH-
npom nonyunt HasBanue Cri-Du-Chat Syndrome, ¥to nmpoucxo-
AUT OT PPAHIIY3CKUX CI0B (IIaY KOIIKY M/IN KPUK KOTa). Briep-
Bble 6ormesus onucain XKepoum Jlexen B 1963 rogy.

YacToTa BO3HUKHOBEHUS CHHApPoMa - 1 pebeHok Ha 50 000
pOIH/IBHH/IXCi{, BCTpe‘IaeTCH BO BCEX 3THUYECKUX rpynnax U qaiie
€10 60JIEI0T YKEHIVHbBI, COOTHOILIEHIIE MY>KCKOJI M KEHCKOM CTa-
TU cocTaBisieT 4:3.

ITpusnaku u cumnromsr: Kak yxe 6bUIo OTMedYeHO, CUH-
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IPOM IOTy4I/I CBOe HasBaHMe M3-3a XapaKTepHOTo IIada ieTell
(oH aHamOrMyeH MsBKaHHIOKOTEHKA, KPMKa KOIIKM), CTPajaio-
X 9TMM 3abomeBanmeM. ITO KPUK IIPOUCXOINT U3-3a IIPobIeM
C TOPTAHBIO 11 HepBHOII cucTteMolit. Okomno 1/3 mereit TepsAIOT 3Ty
0c06y10 XapaKTepHyI0 4epTy A0 2 jaeT. JpyruMu cumMmnroMamu,
KOTOpbIe YKa3bIBAalOT Ha 3a00JIeBaHUA CUHPOMOM KOIIAubero
KpUKa ABJISIOTCA: IPOOTIEMBI ¢ IIUTaHMEM B CBSASY C TPYSHOCTS-
MU IIpY IVIOTAHUU M COCAaHUM; HU3KMIL BeC pebeHKa IIpy poxpe-
HUV Y HU3KUE TeMIIbl pasBUTUA (B IIEPBYIO o4epenb GU3NIecKo-
T0); CyILleCTBeHHAA 3a[epyKKa Pa3BUTIUA KOTHUTHBHBIX, Pe4eBBIX
yHKuMit n GyHKINMIT FBIDKEHST; IPO6IEMbI C OBEEHIEM, Ta-
KIfe KaK: TMIIePaKTUBHOCTD, arpeccusi, UICTEPUKN 11 OFHOOOpas-
HbIe JBVDKEHNS, TIOCTOSIHHO [TOBTOPSIIOTCS; HETUIIMYHBIE YePThI
JnIIa, KOTOPbIe MOTYT CO BpeMeHeM MCYE3HYTb MU YCUIUTHCS;
Ype3sMepHOe, HeKOHTPOIUPYeMOe CIIOHOOTHAE/ICHYe; 3aII0PBL.

Jledenue cumnroMarmyeckoe. ITokasaHbl cpefcTBa, CTUMY-
JMpyIoLYe IICUXOMOTOPHOE pasBUTMeE, JIe4eOHbII MacCax U
IMMHACTHKA.

Ha koHCynbTanmy MHe KaK-TO BeCeyIo CKasasiy, YTO 3TO CHH-
IApOM KpUKa KOLIKM. VI HMYero He pacckaszajay O HeM, 51 Jaxke
HOffyMasa, 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
6ompHMLIe, CIpocUIa ¥ Ipodeccopa TeHeTHKa - a BBITO CaMU
BIJIe/IN HAIIMX B3POC/BIX BeTOK? 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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IIAIMEHTHI y>Ke He MHTepecHbl. Befb IOMEHATb y)Ke HUYEeTOo
Henmb3s. Tak 4To HaiTu MOJIe3HYI0 MHGOPMALNIO O PasBUTUM, A
TeM 6oJiee CIIeNMaNNCTa, 3aHMMAIOIEerocs HAIlUM CUHIPOMOM,
OKa3aJIoCh HeBO3MOXKHBIM. [1o KpymMHOYKaM s1 cobupana XoTb
KaKylo MHGPOpMAIVIO, MCKala JIIOfiell ¢ IOXOXel Ipo6ieMolt,
XBaTaJach 3a COIOMMHKY, CTy4Yanaach BO MHorue asepu.... ITo-
CTENeHHO OCO3HaHUe TOTO YTO Mbl HUKOMY He HY>KHBI C Halllel
Oefolt 0X/1aMI0 MOJ MBUL BOT Tak MBI 1 CTalu «BapUTbCA B
COOCTBEHHOM COKy». Bespe ImpuxomuThcs BbIMaauBarh II0JIO-
>KEHHOE, JTOKa3bIBaTh, YTO HECMOTPsI HA TO YTO pPeOEHOK He JIe-
JKUT IOCTOSIHHO B OOJIBHUIIAX, eMy TpeOyeTcs IOMOIb. A BOT
HOCTIelHAA BeXa Halller0 MBITAPCTBA B IOIBITKE MOMYYNUTH JIe-
yeHe. B IjeHTpe peabuinTanyy HaM He Ha3HAYalOT HEKOTOPbIE
3aHATHUA U CIIELUA/INCTOB, KOTOPBIX HAXOMAT, BULUMO /IS Ooree
nepcreKTuBHbIX, fereit ¢ JITI. ITonydaercs, YTOOB IOMYYUTD
peabuanTanuIo IO HallleMy PefKoMy 3a00/IeBaHuIo, 00513aTeb-
HO HY>XHO 1MeTb emte u JJIITI.

Her cnn 60poTbest ¢ CHCTEMOIT, XOAUTD C B3SATKAMM, IIOKO-
JIafIkaMI, IPOCKUTD 4TO- TO, TpeboBaThb. Kaxkablil pa3 00bACHATD
BpadaM, 4TO >Ke 32 CMHJPOM Y Hac TaKOI.

A XUBeM MBI JPY>KHO, aKTUBHO, Beceno. Korma He Hamo
HIKOMY [OKasbIBaThb KaKoe MOil pebeHOK "d4yno-1070", 3a0bpIBao
060 BceM. K cemu ropam, nepexxns camoe TsDKeNOe, YoKe IOYTH
IepecTa pearupoBaTh Ha ee CTPAHHOCTH, a BOCIIPUHIMAEM ee
TaKoJl Kakas oHa ecTb. CO CBOMMM IIOTPEOHOCTAMI.

Hacrena neHTsiiKa, OHA I10 3HAKY 30/iMaKa paK ¥ KaK Ma/leHb-
KMl pavdoK BbUIE3aeT 13 PaKOBVHBI, TONBKO €C/IN BOKPYT TBO-
pUTCA 4TO-TO MHTepecHoe. Ecu HeT, yXomuT B ce6s 1 U3 3TOro
COCTOSIHMA €€ CJIOXKHO M3BJIeYb. BBIIONHATD PYTUHHYIO PaboTy
He xoueT. Ho Bce ke HaM y[anoch Hay4UTbCA XOLUTD, KyLIATh
CaMOCTOSATENIbHO, 00XOAUTBCA 6e3 IaMIlepca M IJIaBHOE OCO3-
HaTb, YTO MOXXHO BBIP)XaTb CBOM >KE/aHM:A C/IOBAMM, UTO I

PEJKUI XKYPHAJI

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 CTIOXKHbIe cnoBa. Ho Takye IpocThle KaK IUTh U
eCTb C/IOBA He CKakeT. EC/i Ha MOpoO3e y Hee CBIUTCSI BaJIEHOK,
Tak 1 OyZeT MATY, OKA KTO-TO He 3aMeTHUT. A eC/Ii CeCTpeHKa
mnoTepsieT 6auIMaK, 3aMeTUT, IOOEXNT, IPUHECEeT caMast IepBasl.
Bor rakas ona nama Hacrs.

JIro6uUT mepenady Ipo >KUBOTHBIX, BCe YBUAECHHOE EPEHOCUT
B )K13Hb. JlednT cobax, TOBUT 3Melt, Apeccupyer 1bBoB. Jl06uT
«4YTATh» KHUTY, TOJIBKO STUM MOXXHO YIep>KaTh Ha MeCTe U CIIa-
CTU [IOM OT paspyueHnit. C MOTOPMKOI1 y HAC He OYeHb, T03TO-
MY OHa Jla’Ke [PV CBOEM MAJIOM Bece U XPYIKOCTM, KaK «CJIOH B
[IOCYAHOI MaBKe». [1o 1IyMy mafaloliux Beleil BCerma MOXKHO
orpenennTh, rae Hactackss HAXOMUTCS B JTAHHBIIT MOMEHT.

O rpyctHOM. Cebs 0co6eHHOIT OHa He omlylaeT. XodeT 06-
MJaThCs C APYTMMU [JeTKaMU, HO OHU ee OTBepraioT. Jaxke getn
OMUSKMX Hpys3eit, ObIBaeT, CMEIOTCA Hap Heil. A myapue Opar (5
neT) u cectpa (1.5roa) cauTaroT cebst CTapIINMIL.

C/to)XHO B OOI[eCTBEHHBIX MecTaX. T.K. BMECTO pedyu OHa
MHOTa TPOMKO BOKa/IM3MpyeT. Takie MecTa, Kak TeaTpbl, My3en
U TOMY IOA00OHbBIE MeCTa, Ijje M00T TULINHY, HAM [OKa He J0-
CTYITHBL

A ecrmu rOBOPUTH IIPO JI€UeHNE, KOTOPOe HaM HeOOXO[uMO,
oHo ectb! HasbiBaeTcs smornuy. be3 Hux peOGeHOK yXORUT Bce
rry6ke 1 ry6oxe B ce6s1. Cama cebe OHa MOZAPUTH MX He MOXKET,
He ymeeT. Eif Hy)XHBI JIIOAY, ¢ KOTOPBIMU MOXKHO OOIAThCs, KO-
TOpbIe OYAYT BOCIPMHUMATD ee KaK YeloBeKa, a He JUKOBUHKY.
[Toesnku B KpacuBbie Mecta. ObieHne ¢ momagkamn, cobadka-
MU, fieTbPUHAMI. DTO MOYKHO CPABHUTD C KU3HEHHDBIM VAN -
30M mau nekapctBom! bes aToro oHa cpasy oTKaTbIBaeTCs Haszan
u Het mporpecca. Ho yBbI, Takoe jledeHNe CIMIIKOM HAK/IaJZHO
HO/Ty4aeTcs fiis Haleit ceMblt. CTapaeMcst CIIPaB/IATHCS CBOUMMU
CMIaMy, MHOTO ITyTeLIeCTBYeM, IIPUIJIAIIAeM TOCTet, Ty/IsieM 110
MarasyHaM... HO S IOHVMAI0, YTO B HAIell CTpaHe, y HAC HET
[IOKA TAKMX BO3MOYKHOCTEN [0 PeabuInTaLuy ¥ COLMaTN3aInIL,
KaK HaIpyMep Y JETOK C CHHAPOMOM KpMKa KOLIKY B [epMaHum
mnn AMepuke. Iie OT TaKuX ZE€TOK He OTBOPAYMBAIOTCS, KaK OT-
BEpPHY/IICD OT HAC.

Anexceti Tezail
Haw ManeHvKutl, peokuti nayueHm

INOJTATATBCA M JKJATDb IIOMOIIN OT APYIMIX

S ycran 6bITh TaKMM, KaKoii A eCTb,

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

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

Jake 3TV CTPOKM C TPYJOM A TINIIY. ..
ITU cr1e3sl U3 I71a3 A efe CAEeP>KMUBaIo.

A ycTan Ka)K,HI)II‘/'[ pa3 nenaTb BCE HE TaK,
"n BEPHYTDb BC€ Ha3a/[ A HE B CMJIaX 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. ..
B03MO>XHO, BaM >KM/IOCh OBl JTy4lie 6e3 MeHs,
Brr y>x mpocTuTe, 4TO pogmics .
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Ocob6eHHbIN peOeHOK

npaBcTByiiTe! MeHs 30ByT Taucus, MHe 35 jIeT, 1 1 MaMa O4a-
poBarenbHOI fneBouky 1o uMenu Jlera. Jlouka popunach B
2003 ropy 1 ee COCTOsIHUE IIPY POXKZIEHMY ObIIO KpaiiHe TsKe-
nbIM (OHA He 3aKpuyasia, He II0Kasasa MOYTY HUKAKMX pedieKCcoB
u fipliasa ¢ 60mpmM Tpysom). Cpasy nocie poxxaeHnst J0UKy Ie-
peBe/M B peaHMMALMIO 1 TaM OHa poObiTa 3 Mecsia, 6e3 0co6bIx
ynyuieHnit. Jleta He I710Tana, MMTaNaCh IO 30H/Y, He MIEBeINIaCh.
B peanrManum cy4unoch 3 OCTaHOBKM JbIXaHMA U B uTOre 25 Cy-
TOK JJOYKa He JblIIIajIa 1 IpoBe/ia Ha MICKYCCTBEHHON BeHTUIALUN
NeTKMX. B 4 MecsAna Mbl BBIIMCANINCDh JOMON U BIIEpEAM HAC XKfia-
JIVI TOIbI 3aHATUI, KaK C TEJIOM, TaK M C MHTEIEKTOM. VI KaXKIbIi
Tall 3aBeplracs nobenoit! Ham oueHb II0Be3/IO CO CIIEIaTNCTOM
o peabwranyu. Ho xorenocs 6onpiiero! Tak Mbl OKasaanch B
Befyllell MOCKOBCKOJ KIMHIKE, T7ie IIOCTIE JOITUX MCCIeNOBaHMII
n KOHCyIII)TaLU/HL/'[ HaM 6])1}1 TMOCTaBJ/IEH T'eHeTUYeCKUI JAUNArHo3 -
cuHApPOM «Meb1rycay - 3TO peKuii reHeTudecKuit cuaapom. JInio
IOYKY 6O0JIbIIIe TIOXOAMIO Ha MACKY, K MBIIIIIe JINIA He paboTa,
OHa C TPYAOM IJIOTaJIa 1 C TPYAOM ropopua. B 4 roguka y Hac (110
PEeKOMeHfIallNy 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 3aboneBanne (cuHgpom Mebuyca) criopamnde-
ckoe (T.e. Cy4aiiHOe) 11 OHO B HAllleM CTy4yae He Hac/IeflyeTCs, HO
BCe ITOBTOPM/IOCHh BHOBB! [IBa pasHOIO/IBIX pebeHKa C OJITHAKOBOI
K/IMHWYECKO KapTUHOM-3TO He YK/IA#bIBA/IOCh HI B KaKye PaMKI
Ha TOT MOMeHT! VI Bce MOBTOpM/IOCH CHaYasa-peaHnMalus, 30H,
ocraHoBKa mpixanua! Ho mammoch Bcero 2 mecsiial
IlepBrlit B peaHMMany, a BTOPOIi B oTAeneHnn!
W nomoii! A norom cHoBa B MOCKBY 3a IIO-
HVMMaHMNEM -YTO C HallMMIM OETbMU U C
Hamu?! VI B 2008 ropy ObLn mocTaB-
JIeH HOBBIl [MaTHO3: BPOXKIEHHas
CTPYKTYpHas Muomnatus ¢ ¢eHo-
TUIIOM cMHAipoMa Meb6uyca n I1.
Po6ena(CFZ-syndrome). 6
CllyyaeB Ha IIJIAaHETE CO CJIOB
Bpauya! Ho ren 3aboneBanmus
He M3BeCTEeH I JIOKa3aTh aHa-
JM3aMy HUYEro Henb3s!
Mbl  mpouumm  Bcex
aydmmx Bpadert Hipkue-
ro Hosropoga, MockBbl u
Cankr-Ilerepbypra. Ho mbr
HAcTO/IBKO peJKMe U XOTb
OYeHb WHTEPeCHble, HO TIO
CyT HUKOMY He HY>KHBIe, K
o4deHb pezkye! Mpl TOYTY OFHI
U HUKTO He 3HaeT, YTO C HaMI Jie-
natb! Hemenxuit ydensiit us Tro-
6unrene Aupe [lrodke (Hanvia cama
4yepes MHTEPHET, T.K. OH ICAJI CTaThIO
no-HameMy CFZ-syndrome, a nammcama
eMy, n oH orBeTm!!!) HampaBWI Hac IOMC-
KaTb OTBETOB B AMepMUKe, T.K. VX UCCIIeIOBaHMA
B 9TOJ1 00/1aCTM BO3MOYKHO JTy4llle HAIlIMX U eBPOIIeli-
ckux. OH man HaMm e-mail 2 KMMHMK- BOCTOHCKOI e TCKOI 60/b-
Hu1pl U rocnutans B Hoto-Vlopke. VI Tam Ham 611 04eHb pajibi!
Benp emje omyH peb6eHOK (HAII CBIH yMep KOrfa eMy ObIIo 2 rofia
U 2 Hefle/IM U Y HAaC OCTaJaCh TONBKO JI0Ub)-9TO OUYeHb BAXKHO IS
MCCIeTOBaHMsA, 9TO IIOBBIIIACT LIAHCHI HANTU IeH 3ab0/meBaHMA
U BO3MOXKHO 39TO MOXKET IIOMOYb PeOeHKY BBUIEYUTBCS, XOTS Obl
qacTaHo !B TO Bpems (BecHa 2013 ropa) B lerckoit BoctoHckoi
6onmpHULE TaOOpaTOPMsA JOKTOP OHIJ 3aHMMAasach M3yYeHUEM
BCEX CHMHIPOMOB U COCTOSIHMII CBSI3aHHBIX C HAPY>KHOU OTasb-
MOIUIETHEN(9TO KOTZja caMy I7Ia3Hble s0JI0KM He JBUTAIOTCS CO-
BCEM) U OHM OYeHb XOTe/IM BUJETh HAacC y cebsl, HO BCe YIIEepIoch
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B JleHbru. VI moka MblI MCKau, fiyMau, cobupami, oOpalianuch B
bOH/BI -OHM caMu BBICTA/M HaM 3 MPOOMPKM ¥ HOIPOCUIIN CO-
OpaTh [0 HECKOIBKO MUIMIATPOB CIIOHBI OT KaXX0ro 13 Hac (4,
Io4b, My ). Tak Hauasicsl pVHAIBHBII 1 CAMbIil CYACT/IMBBII TAI
B [IOCTAHOBKe IIPaBIU/IbHOTO Ayarnosal 3aberas Briepef CKaxy, 4To
y>xe BecHOII 2015 roga Mbl 6ymeM >XUTDb B Ipyroii peanbHocTu! B
Halei Hactosmen! A moka Mbl MCKanm 13 Bcex cut! Bam moskeT
II0Ka3aTbCsl YTO 51 He COIVIAIIA/IACh C AMArHO3aMy, KOTOpbIe ObUIN
HaM TIOCTaB/IeHbl paHee?! Bo3MOXXHO fa, HO BHyTpeHHe! MHe Xo-
TEIOCh JOKAa3aTe/IbCTB 1 YeTKOIO MOHVMAHUA 4TO U KaK Jle/laTh?!
S neunna pebeHKa B COOTBETCTBUY C PeKOMEHAALVISIMHU, KOTOPbIE
AaBajiyi HaM BpadM MICXOIA 13 TeKymero AVAarHo3a, HO MHE TaK XO-
TENOCh, YT0O AMarHo3 ObplT noATBepKAeH aHanusom! [ToaTomy Mb
CIaBajIM BCE YTO MOITIM, €C/IM BAPYT MOABJIAICA KAaKOW-TO HOBBII
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 JIeYeHMsI ¥ BBIXOfA U3
CUTyaLMy, Mbl IIOTPYSWINCh B JEIPECCUIO), HO IIPU 9TOM 4epes
II0/ITOa MbI pI/ICKHyHI/I OTOaThb CBeTy B 06I)I‘-IHYIO IHKO}IY, T.K. Ha-
LTV XOPOIIIETO ¥ CMEJIOTO TIperofaBarens. VI Bce Kak-TO CIydu-
noce Grmaronony4dro. CBeTy NPUHSIN B K/Iacce, a 51 3aHs/Ia OYeHb
aKTI/IBHyIO IOV B IIKOJ/IE (3TO IIOMOT'aJI0 MHE II€PEXMBATDH
rope). VI MbI HACTO/IBKO YB/IEK/IUCD "OOBIYHOI " SKUSHBIO, YTO IIPO-
cTo no3abpumt 4yTo CBeTa He3OPOBO (HY MM HOYTY 103a0bUIN).
MbI Kak-TO CMUPUINCDH C ee cocTosiHueM. V ydyeba B 0OBIYHON
IIKO/Ie MIMeJIa CepbesHblil TepameBTideckuit apdexr! Obienne,
npy>x6a, ycriexu B yuebe -9T0 BCe GecrieHHO! Bee BHUKIN B Halny
po6ieMy 1 B LIKOJIEe OBUIM CO3[aHBI BCE YCIOBMS JiIsl YCIIELIHOM
cormam3anyu Jleter. Kak MTOr-foYKa OTAMYHO YYINUTCH, MUIIET

pacckasbl U y4acTBYeT C HUMU B Pa3HOOOPA3HBIX KOHKypCax
n decruBamax. AToT rof 66U 0COOEHHO OGOraThIM
Ha no6eppr. IT0 n «Jonoc peberkar» u «IlyTp k
ycnexy» 1 IpoeKT «Xouy unTarbl». A eme
MblI To6bIBanu B Kasaunu, rme Csera 1o-
Oenna B MEXIyHAPOLZHOM KOHKYpCe
«OTkppITe» B HoMuHanun «FOHbI
nucarenpb». Kcraru, B aTOM rogy
BBHIIIIA ee BTOpas KHura (aro
KOHEYHO T'POMKO CKa3aHO, HO
TeM He MeHee). B Hee Bowm
COYMHEHNA- Ppa3MbIIIEHNA
Ha TeMy JpyXObI, ILIKO-
JIBI, TIOLIIOro, OyAyliero u
cynbObl Hamreit crpanbl! A
paccka3 «MHoroBaTo!» 1O-
JIYYWI TIOJIOXKVUTENIBHBIN OT-
3piB JleHnca BuxropoBmua
JlparyHckoro, TOTO CaMOro
Hennckn Kopabnesa n3 «[le-
HUCKMHBIX pacckazoB». Cpera
ero mpocto oboxaer! A eme B
IPOLIIOM TOAY OHAa HAayywIach
TIaBaTh I1O7{ BOJON, @ B STOM PICO- f
BaTb COOCTBEHHbIE MY/IbIPUABMbI U
e3INTh Ha ABYXKOTECHOM Be/ocuere!
ITpaBjga Mbl HMYErQ TaKOTO M IOAYyMAaTh
He Moray, korpa Jlera ((GBera) Haxomuiach
B peaHMMAI[NM, TOT/A, Cpasy MOCHe POK/eHvs!
Y4eba BblllUTa HAa IEPBbI IUIAH, @ BOT MEAUIIHCKIIE
Ipo6/IeMBl YLUIM Ha BTOPOIL. Bpadlt MOCTOAHHO HaM 00BACHANN,
YTO JICIPABUTh HUYEro He/Mb3sl 1 IeH 3abojieBaHNs He HailfieH,
MIO3TOMY JJUaTHOCTUPOBATh HeBO3MOXXHO. HO ecTh BapuaHT uTO y
HAac BCe JKe He CTPYKTypHasl MUOIATIA, 8 COCTOSHNE, CBA3AHHOE C
U3MeHeHMeM B AfiepHOI muToxoHapuanbHon JHK. B Men. mute-
parype OMUCAHBI CTyyau, KOT/[a 3a60/IeBaHme PACHPOCTPAHANOCH
10 TOPM30HTAIN Ha PAasHOIIONBIX fieTell (T.e. HE OT PORUTENEN K
[eTsIM, 4 B Halllell ceMbe HIYEro MOFOOHOT0 paHee He CIy4anoch, a
TOJIBKO Ha JIeTell OfHOTO IOKOJIEHM, KaK B HalleM ciaydae). M BoT
TYT, €C/IV 9TO TOATBEPAUTCS, BO3MOXKHO JiedeHne. [leo B ToM, 4TO
MBIIIIBI HAIIUX JIeTeil MPOCTO OYeHb-O04YeHb TOHKMe! VI A4 ToyHO
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COIIVAJIbHBIN PAKYPC

QOLIUHAS HUNCE20POOCKAS
beeomca ¢ He0ObIUHOU cYObOOil

IOJDKHA 3HATB, UTO CJie/lajia Bce OT MeHs 3aBJCsllee, BOCIIONb30Ba-
JIaCh BCEM BO3MOXKHOCTSIMM YTOOBI MAKCHMaJIbHO IIOMOYb JJOUKeE 1
HOHATD B YeM CYTb HAlllero COCTOSIHMA U B 4eM npobiema?! [Ina-
rHO3 B uTore 65U Haitier! V 3T0 6BUTO TPaHANO3HO IO CBOENT 3Ha-
yuMocTy! B TOT meHb A Hammcana Ha JleTMHON CTpaHMYKe B COII.
CeTsIX BOT Takoe coobreHne: «CeropHs camblii nyqimii geus! Ha-
3oBeM ero 3-JI-"lonroxanusiit lenp [Juarnosa"! 3By4ur oH Tax:
BPOXKJI€HHAsI MUaCTeHMs1 CuHApoM "OpicTporo Kanama'! Bee mop-
TBEPX/IEHO U TOKYMEHT, COOTBeTCTByIommit nmeerca! f He 3Haro,
KaK BaM OO'BACHUTD MOY 4yBCTBa! DTO KOI/ja MILENIb YTO-TO JO/ITO
U YIIOPHO ¥ He IOJIy4YaeTcsi JOJITHe TOfBI 1 eCTb Bpoje Obl fake
3aMeHa 9TOMY BCEMY ¥ JOCTATOYHO IIPaBLOIO00HAs, HO ThI 4yB-
CTBYeLb, 4T0 HYXKHO JicKaTb BCe-paBHO! VI B nTOre THI 9TO HaXO-
nuie! buuro! 9to ¢punan! @uuan 11 et moncka! Y ogHOBpeMeH-
HO Hava/10 HOBOU Urpbi! VM ato 6ymopaxut cosxaume! S He 3Halo,
YTO TaM BIEPeAy, HACKOIBKO O/1M3KO, JOCTYIIHO M BO3MOXHO Jie-
JyeHMe ¥ KakuM OyzeT ero pesynbrar?! Ho Tom 1 Haureit moBecTu
3aBeplleH I MO)KHO IIOCTaBUTD ero Ha nonky! VM cautbcs 3a ToM
2! Crracn60 4t0 BBI BMecTe ¢ HAMM BCe 9TO BpeMsI U Tellepb pas-
Ienuan ¢ Hamu 9Ty pagocts!!!" Hac odeHb cuibHO HOiep>KuBan
BCe, KTO IIPO HaC 3HAJL, 1 51 y6e)x/ieHa, YTO TONbKO 61arofaps Takoii
0€e3yCIOBHOII TIOAIePXKKe MbI CMOITIN TTO0EANTD B 3TOI OUTBE IO
HasBaHMeM «/{marHo3". 910 monmHsiil Boctopr! He cnHppom Me-
Ouyca, He MyonaTus, a MuacTeHus1! BpokieHHAs MUACTEHNs CUH-
apom "OpicTporo kaHaaa'! Hall HepBHBI MMITY/IbC He yClieBaeT
BBIIITY Ha MBIIIILY, K HallleMy KaHa/Iy, Yepe3 KOTOPbIil CUTHAII FOJI-
JKeH HPOIITH, 049eHb ObIcTpo 3akpbiBaeTcs! U Bcero-to! Bosmox-
HO 51 OYeHb IMPUMUTUBHO 9TO TPAKTYIO, HO CYTh IMEHHO B 9TOM!
A MBI ¢ My>XeM VIMeeM OfVHAKOBbIe ITOJIOBMHKY B OJHOM TeHe, I
IpUYMHA KPOETCsl MMEHHO B 9ToM! MBI IPOCTO O4YeHb "yaadHO"
BCTPETIINCD, ¥ Mbl HACTOAIYE "BTOPbIE MOIOBUHKM IPYT ApyTa.
ITpu HOpMeE OT 2 10 8 C/TOMAHHBIX ITOJIOBUHY HAC 0Ka3a/10Ch I10 Off-
HOJI IOTIOBMHKE B OJHOM 1 TOM e reHe! BoT Tak 6piBaet! Tereps 5
3Hal0, 4TO 3a 3aboneBanue orsedaet reH CHRND, Mos mooB1nHKa
B 9 9K30He, IOIOBMHKA My»Xe B 3-M! A y Joukn 06e 3TV HOTOBUHKM
Uy CbIHA TOXKE BUIMMO UX 66110 2! Bce moaTBepK/IeHO aHAIM3aMNU
U HEOITPOBEP>KMMO JIOKa3aHO. ITO TaK BaXXHO! DTO caMoe BakHOe
YTO C HaMy npomsouuio. Ilepen HaMy 4eTKMil IIyTh 1 SICHBIE 3a-
Iauy 1 Mbl uaeM Bliepen! BMecTte ¢ 1arHo3oM Mbl IOTYYIIN Me-
IVMKaMEHTO3HOe JjledeHye (YacTMYHAs KOMIIEHCAIMs COCTOSHMA
y>Ke IIPOM30IIIA, U 51 YBEpeHa, YTO BO3MOXKHO ellle Oorbliee) I IIe-
pUMHATa/IbHYIO AUAarHOCTHKY! PUCK poxjeHMs pebeHKa ¢ JaHHBIM
3aborneBaHmeM 25%. ITO Ha TOT CIy4ail eC/V s PELIyCh UCIIBITATD
pagocte 06bruHOro Matepuucrsal Ho moxa st mepenonHeHa pajo-
CTBIO HEOOBIYHOTO, HO TAKOTO CYaCcT/IMBOro MatepuHcrsal Miure
u Hannete! He cmaBairecs! Yoaun!
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s Oforae Ffcaanai

CTHUPKA MJIN KAIIIA B MAIIIMHE

Ognaxcgol Kons u @ega ocmanuco goma ogu.
Vmpom Qegsa cnan, a Koas pewun nocmupanto.
Hanuxan on nopowka 8 MAWUHKY 1 Ke, N0J0MUN
6eavé, nocmasun 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 aumonom!!!

- Kax? - sabecnoxouncs Koas.

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

[lana xax yeugen mope netvl, ygueuica. A a cma-
a Xo0gumbv 8 newe. Toavko 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
nana.

- Nla, - ckasaaa A - He 2op10171! Buguwv xax eeceno!
Aaaaal!!

- Cgema npaea, - ckazan CDegﬂ, - max eecesio cmao!!!
- Bee npaeul,- ckazan nana, - Hy-xa gemu, gasaii
geceelt, 6epume weadbpuwi!!!

- Tax mouno! - ckazan Pega.

- [la nana, - po6xo cxasan Koas.

- Vpaaaaaaaa, nana! - saxpuuana s.

M mvl cmanu youpamo neny ece emecnie.



JIPY)KBA - 3TO YYJO!

V mens ecmov Mol camvlit ayumuii gpye - Ané-
Ha. Ona ouenv gobpas, 6ecénas, cMends u ymuas.
U camo 2nasnoe - oHa oueHv xopoutuii gpye! Ona
pulXCeHbKASL, 3e1eH0271a3d5 U Y Hee MHO20 6ec-
HYuleK - 3HAuUUm ee A06UM CoNHYe, d emecme C
conHyem u A ee 1106.110. Mol ¢ Hell oueHv gpyncHol.
Ona scezga mne nomozaem, geaumcs 4em-Hubygo
u noggepxcusaem meHa. A cmapaioce geramo gasa
Hee mo xce camoe. Mol sceega emecme - emecme
uzpaem, pucyem, yuumcsa u pacmem. Booéwe npocmo
gpyxreum.

Hawa gpyxc6a kpenka u 6epua, Mvl He npegaem
grye 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 noso8utvl 60CbM020, U
Bums ocmancs ogun.

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

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

M oH nowen 80 geop uepamow ¢ gpy3vamu, HO
mak 3auzpajcs, ¥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 go2060pUacs 3anycKamo

3mes u no6excan 6o geop!

Bepuyaca. Cuosa cen 3a ypoku u 8gpye 208opum:
- « A ywce nag 3aga14e11 cuxcy 6 uacos! Ja..........
MHoz2oeamo 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 CMaA UCNONb30BANTb BCE
namo uyecme.
Inasa. Onu eugam, Kakas oHa cnenas.
Hoc. On uyem ,kaxas ona apomamuas.
Pom. On owymum exyc epywiu, Ko2gad OH ee Cbecm.
Koxca. Ona uyecmesyem, Kakdas ond 21agKas.
Ywu. Ouu cavimmam, nem au Koeo-Hu6ygb
pAgom , umob omobpamy eé!
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JHOXK/b

Oguaxcgol Kons nowen
eyaamo. Ho gepuyacs 6vicmpo.

- A nouemy max 6vicmpo? -
cnpocuna Ceema.

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

- A..., acno! 3axogu!

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

Bowen Qega.

- Ymo mym npoucxogum? - ITPUKJIOYEHNE
CNPOCUN OH, NOMUPAACD.
OH moabKo umo evlwen U3 Ognaxcgot Mol 6ce emecme
cnanvu (mam 6vl10 X010gHO). pemuiu ommnpasumeCi Houvio 6
- Ha yauue goxeg! - ckasaia noxog. Mol 831U egy, cnuuxu,
Ceema — u smo 3goposo!!! sogy u ogesno. 5 631.1a 6apan-
- Hem!!! Cvipo u xon0gHo! KY. /M Mol nowtu.
- 6ypruya Koaa. Muvt winu, wu, wau, u 8gpye
- Mgem npvieams no ayxcam! Mol ynaau 6 amy! Mol cmanu
- kpuxHyaa Ceema, 0gesdsco. KapabKamocs 8gepx, HO GblLIO
- Heeeem!!! Tam colpo! becnonesHo!
U xonogno! - ckasan degop. - Hago xonamy! — gogymancs
Ceema nobexcana uzpamo Ha Koaa.
yauuy, Pega nowen cnamo, a M on cman xonamo pyxa-
Koas npuzpencs y neuxu. Mmu. Ceema npucoeguHuIach K
Mm 6vL0 xopouio. Hemy. Pega 63goxnya, enga

HA HAC, U MOXCe CMAJl KONAb.
Ckopo Mol goxonaaucwv go
KAK020-1o 3a1d C 1eCmHuuyetl,
Ko-mopas eena Hapyicy. Mol
8bLIe3NU U CMAAU OCMAMpPU-
gamp mecmtuocmo. Bgpye Pegs
saxpuuan: « BOJIKIU»!

U npasga, npamo nepeg
Hamu 6vL10 mpu 60axa! Mol
6vicmpo 3a1e31u Ha cOCHY!

- Bpocum um 2onosxu?!

- ckasana Ceema.

-HAIIIN? — ucnyeancsa Koas.

- Hem! CBbIPA! — cxasana
Ceema.

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

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

U3 obpawenusa Ceemvl Kyxaumnoil x 2arase Agmunucmpayuu 20poga
H.Hoszopoga na omxpvimom cogewianuu no npob.aemam 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,nomo2anv UM 4moo ux 60,1e3Hb Yxoguad, 4unoo um
cmano ezue,umo6 OHU MO2AU NPOAGUMDb Ce0A U UM006 MO2U JOKA3ANb, 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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- UHOOPMATUBHO, NMPOCTO, YAOBHO!

OpdaHet (www.orpha.net) - MeXXAyHapoA-
HbI/i MOPTAA O peAKMX 3a60AE€B3HUAX U
Op¢$aHHbIX A€KapCTBaX.

* MOAHbBIV KaTaAOr M SHUMKAOMEAUS 0 6oaee
4500 pepkunx 3a60AeBaHUM, ONUC3HHbIX
BCEMUPHO U3BECTHbIMM YYEHbIMU U SKCNep-
Tamu;

 KaTanor opgaHHbIX NpenapaTos;

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

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

)

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

* PeryasipHble oTyeTbl;

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

OpdaHerT - 3TO pe3yAbTaT COBMECTHOW pa-
60Tbl Bpayen, y4eHblX, 3AMUHUCTPATOPOB
CUCTeMbl 3APaBOOXPaHEHUS N NALMEHTOB
13 38 cTpaH Mupa.

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

SHUMKAONEAUS NO PeAKUM 3a60AeBaHNAM
Tenepb Ha KOMMbOTEpE, NAAHLWETe, TenedoHe.

MEXPETVIOHAJIBHASA BJIATOTBOPUTEJIBHAS OBINECTBEHHAS OPTAHM3AIIVA NHBAJIN]IOB

«COI3 MAOWEHTOB M MAOUEHTCKHUX

D OPTAHU3AIMY 110 PEJKUM 3ABOJIEBAHUAM»






