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B cmamuve usnoncenvt obugue ceedenus o pedxux saboresanusx (3abonesanusix-cupomax). O0-
Haxo ecmpeuaiomcs 6onee uwacmo psod 3abonesanuil, nPosisienHus Komopvix naomodaiomes ¢ JIOPop-
2anax. Imu namorozuuecKue coOCMoSHUS Mozym Oblmb OMHeceHvl K YCI08HO pedkum boresnsm. Onu
MOZYM BO3HUKAMb NPU HEKOMOPBIX 0OUUX UHDEKYUSX, <IKIOMUUECKUX> U 2eHEMUUECKUX 3a00]e8a-
HUSX ABMOPBL NAAHUPYIOM NOCBAMUMD PAOY PEOKUX U YCLOBHO PEOKUX 3a00Je6aNUl Ceputo cmamell
8 UCTLSAX NOBLUUEHUS 3HAHUL NPAKMUYECKUX 8paueti 8 Imotl 00iacmi.

Knouesvte cnoea: pedkue sabonesanus, 3a001€6anus-cupomol, Opesnsis meouyuna, /Ipesnuil
Eeunem, meduvuuna /lpesnezo Puma, meduvuna /lpesneii Ipeyuu, nanupyc dbepca.

In clause the general data on rare diseases (diseases-orphans) are stated. However meet more
often a number of diseases which displays are observed in otorhynoloryngologie bodies. These
pathological conditions can be carried to conditionally rare illnesses. They can arise at some general
infections, <exotic»> and genetic diseases Authors plan to devote to a number of rare and conditionally
rare diseases a series of clauses with a view of increase of knowledge of practical doctors in this area.

Keywords: rare diseases, diseases-orphans, ancient medicine, Ancient Egypt, medicine of Ancient
Rome, medicine, the Ancient Greece, papyrus of Ebers.

C HesanmaMsATHBIX BPEMEH, MCUMCISAEMBIX TBICSYETETUIMU, YeJ0BeKa TOPakajin 3arajloqyHble
6osie3Hu. VX 3araloYHOCTH 3aKJII0YaIach B PEIKOM BOSHUKHOBEHUM U KpaiiHe HETUIMYHBIX MPO-
SIBJICHUSIX, PE3KO OTJIMYAIONINX UX OT OOIIEN3BECTHBIX JJISI TOTO BpeMeHu 3aboseBanmii. Cejie-
HUsT 00 3TUX peIKNX 3a60JI€BaHUSAX ONUCAHBI, HATIPUMEDP, B MEIUIIMHCKUX TpakTaTax /[peBHero
Erurta, nanupycel, Ha KOTOPBIX OHU M3JIOKEHbI, HE COXPAHUINCH, OJHAKO CBeIEHUs 00 X Cylie-
CTBOBaHWY OBLIIM OOHAPY/KEHBI B 3aIlMCSX Ha CTeHe rpoOHuUIbl Yari-IITaxa — TIaBHOTO apXUTEKTO-
pa erunierckoro ¢dapaona Hedepuxa-Pa (XXV B. 10 H. 3.).

B Hacrosiiee BpeMst u3BeCTHO 0oJiee [eCATH TAalUPYCHBIX CBUTKOB, KOTOPBIE YaCTHUYHO WU
MOJTHOCTBIO TIOCBSIIIIEHBbI BpayeBaHUI0. Bece oHM 3ammcanbl B IepUO/IbI Tak HasbiBaeMbiX CpenHero
u Hosoro napcrs (11 Toic. 10 H. 9.). Hau6Gosee mostbie cBeenus o meauinte JIpesnero Erumra
IPEe/ICTaBJIEHbI B HECOXPAHUBIIIMMCS TTAITUPYCe, TIOJIYYNUBIIUM HazBanue «nanupyc Ioepcas’ (119),
[PEICTABJISIONIHIT COO0N MEIUITMHCKYIO SHITUKJIONEANIO IPEBHUX ETUIITSH. B aTOM mamupyce co-
nepxutcst 6osee 900 mporviceil JIeKapeTB JIst JIeYeHrsT PA3IndHbIX 3a60JI€BaHUil BHYTPEHHUX Opra-
HOB ¥ TJIMCTHBIX MHBA3MH, a TakxKe yxa 1 3penus. 119 mmes BaxHbBIN /7151 TOTO BpeMeHU TeopeTnyec-
KU pasfiest, B KOTOPOM PacCMaTpUBAIUCh MPUYMHBI BOSHUKHOBEHUSI U TedeHust 3aboseBanuii. Bor
npumep 3anucu u3 119, noareep:xaaonuii aTo nonoxenune: «Havano taiin Bpaua — 3HaHue xoja
cep/Iiia, OT KOTOPOTO MIYT COCY/bI KO BCEM 4iieHaM, HOO BCSKWUN Bpad..., KACasiCh TOJIOBbI, 3aTHLIKA,
PYK, JIAJIOHU, HOT — Be3/le KacaeTcs Cepjilla: OT HEerO HAIPaBJIeHbl COCY/IbI K KAKAOMY UJIEHY...».

Erunrsue peqviv npuauHbl GOJIE3HU HA €CTECTBEHHBIE M CBEPXbECTECTBEHHBIE, MPUUEM,
K [TOCJIETHUM OHU OTHOCHUJIU T€, KOTOPBIE BBI3bIBAJIH, [0 COBPEMEHHON TEPMUHOJIOTHH, pedKue

1 D6epc I. M. (1837-1898) — meMmenKuil erunTosor, OTKPLIBIIMI U ONMUCABIINN APEeBHUI erumeTckuii cBuTok 1872 .
Komust cButka ckieena u3 108 microB u umeer B minHy 20,5 M.
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sabonesanus (P3), TPOSIBIISIIONINECST PA3JINYHBIMU YPOJICTBAMHU MJIM HEM3BECTHBIMU MM (hOPMaMHU.
I1u 3a60J1eBaHUsT OHU OOBSICHSIM BCEJIEHMEM B OPraHU3M 3JIbIX JyXOB yMepIinux. /[l uX uarHaHus
HCIIOJTh30BAJINCH KAaK «IIMBUJIN30BaHHbBIE» CcpeicTBA (OTBAPbl U HACTOU JIEKAPCTBEHHBIX TPaB U [IP.),
Tak M pasjinuHble Marndeckue mpuémel. [loaToMy B cocTaB PUTyabHBIX CMeCel MPU MarudecKux
MIPOIIe/ypax BKJIIOYATN TaKne 9K30TUYECKUE <«ITPOAYKTbI», KAaK MBIIIUHBIE XBOCTBI, KaJl 1 MOUY JKU-
BOTHBIX, BBIICJIEHNST U3 YIIIeld CBUHBY WM Pa3HOTO pojia Macku (puc. 2), U3TOHSIONIME OOIE3H.

Puc. 1. Cmpanuya us nanupyca d6epca.

Puc. 2. Pumyanvias macka, uszonsiowas 60aesmn.

Ocoby10 pojib B Pa3BUTHM MEIUIIMHbBI ChIrpajii (GraocopcKue aciieKThl MeAUuIuHbl JIpeBHero
Kuras n mepumuna /Ipesneii Iperinm u JIpeBHero Puma. [locnennue nBe SBUAMCh BA)KHOU BEXOM
B Tlepexojie OT MEJAUIIMHBI MTOJYMUCTUYECKON K MeIUIIMHE MaTepUuaJuCTUIeCKOU, CTaBIIel mpej-
Tedyelt coBpeMeHHON MeaumuHbl. OHAKO W B Hallle BpeMs CynHOCTh MHOTUX PbB ocTaércs 3a ce-
MbIO MIEYATSIMHU, U €CJIH HEKOTOPbIE U3 HUX TOJIAI0TCS PaciIn(POBKe, TO 3TO JeNaeTcsi ¢ GOJIBIITH-
MW YCUJIMSIMU U TOJTbKO Ha WHHOBAIIMOHHOM YPOBHE.
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B pasjnyHBIX MCTOYHMKAX HA TPAHU IMOX 9TH 3ab0JIeBaHUsT (DUKCHPOBAINCH KaK TTOBTOPSIO-
IMeCsl Y OJHUX W TeX K€ POJICTBEHHUKOB M3 MOKoJeHust B mokosieHue. Tak B VII cbopHuke pumc-
Koro yuénoro-auiukioneancra [lnuaus Crapuiero?, coOpanbl cBeeHust 06 aHOMaJIUsX Pa3BU-
THS Y€JI0BEYECKOTO OPTAaHW3Ma: O MJIAJIEHIIAX-YPO/Iax, W Jlaxe Trepejiadye TPU3HAKOB MO0 HACJIEICTBY
B «4eTBEPTOM KoJieHe». Kpome Toro, Pb oTmeuanuch kak pe3ysbraT TOpa)keHUs Tesa 4eJoBeKa,
00yCJIOBJIEHHBII BHENTHUMHK MTPUYMHAM — HE3J[0POBOH THIIEH, HeOIaronmpUsATHBIMU TTOTOIHBIMU
" KIUMATUYECKUMU YCJIOBUSIMU, KyITaHUEM B TPSI3HOU BOJle, HATUYMEM KUIIEYHBIX Tapa3vTOB
(Tepomot)?, Bosee Toro, B IpeBHEN MeAUIINHE HEKOTOPbIE MO OObSICHUMBIE OOJIE3HU TPAKTOBA-
JIUCh KaK 3aBUCSIINE OT «IJIOXUX» MBICJEH WU TICUXUYECKUX TTePeKNBAHUI.

B npesneit mepuiusae npotus PB He 6bLIO CPe/CTB M3JI€UEH NS, JasKe B TIEPUOJBI OTHOCUTEIb-
HOTO ycCliexa MeJIWIIMHCKON HayKH, ¥ YacTO OHU OOBSICHSINCH MUCTHYECKUME TTPUYUHAMHU, [TOTO-
My Takue OOJIbHbIE TIOBEPTaJNCh METOaM OKKYJIbTU3Ma. [lapajioke Halllero BpeMeHHU 3aKJII0vaeT-
Cd B TOM, 4TO OJITHOBPEMEHHO C TEXHOJIOTUYECKUM IporpeccoMm uucyio Pb yBesmuuBaercs; aTo
OTYACTHU OTPEEJISIETCS] COBEPIIEHCTBOBAHNEM METOIOB [UATHOCTUKHU 9THX 3a00JIeBaHUI, HO B
GOJIbIIIEl CTETIeHN — YCUJIEHUEM BPEHOTO BO3/EHCTBUS HAa OPraHW3M aHTPOIOTEHHBIX (DaKTOPOB.
JII06OIBITHO 3aMeTUTh, 4TO skuTesin Erunra, Basuirona, Iperuy u ap. ApeBHUX HApcTB He GoJesn
OHKOJIOTHYECKUMHE 3a00JIeBAHUSIMU; 3TOT (DAKT OBLIT YCTAaHOBJIEH MPH CIEIUATBHBIX UCCIIEI0BA-
HUSIX HA MHOTOYMCJIEHHBIX MyMUSIX.

Pexnkue 6osesnn (obiuue moaoxeHus )

Kak 6b110 OTMEYeHO B TIpeIbIIyIieM paszese, PB m3BecTHBI ¢ He3amaMsITHBIX BPEMEH, OIHAKO JIUTITH
B XX CTOJIETHM VM CTaJIN Y/IETSATh BCé GoJIbIiee 1 OOJIbIiee BHUMAHKE, U HE TOJIBKO [TOTOMY, YTO MPAKTH-
YeCKU BCe OHM B TOM MJIM MHO¥ CTENeHN KacatoTcsi OOJIBIIIMHCTBA OPraHOB M CHCTEM YEJIOBEYECKOTO TEIa,
HO ¥ TIOTOMY, YTO COBPEMEHHbIE TEXHOJIOTHHI TIO3BOJISIIOT TIPOBOIUTD TJIyOMHHbIE TUarHOCTUYECKIE BME-
aTeIbCTBA, TOBBIMIAIONIME 3(PHEKTUBHOCTD AMATHOCTHUECKUX NTPUEMOB. OIHAKO, HECMOTPSI HA TO,
YTO B MOCJIEHUE TO/IBI TIPUCTa/IbHOE BHUMaHue K PB B MUPOBOM MEIMIIMHCKOM COOOIIECTBE 3HAUMTE]b-
HO YCUJIMBAETCSI, 9THOJIOTHST, TIATOTEHE3, JiedeHre 1 MPO(UIAKTHKA MHOTUX U3 9THX 3a00JIeBaHU U3yyJe-
HbI 1200, a 3aKOHOATE bHas (Ga3a, 00eCIIeYrBaroIIast OTlePaTUBHbIE ICHCTBUST B OTHOIIEHUH JIVII, CTpa-
JIATOIINX TUMU 3a00JI€BaHUSIMI, HAXOIUTCSI JIUIIh B CTAIANN Pa3padOTKH.

Tepmun «opdannbie 6ose3uns (6omesnn-cuporsl) nosisusicst 8 CIITA B 1983 1. npu npussTHI
3aKOHO/IATEJIPHOTO aKTa, PETJIAMEHTUPYIOIIETO TOCy/IapCTBEHHbIE MEPOIIPUSTHS B OTHOIIIEHUHN JINII,
CTpaflaoluX 3TUMK 3a00JIeBaHUAMU. ITUM aKToOM ObLI0 ompeaenero 1600 peakux GosesHei.
Metacdopa «CUpOThI» BO3HUKJIA, C OJTHON CTOPOHBI, IOTOMY, YTO TTPUYMHBI(«POIUTENN» ) BOZHUK-
HOBEHUsT 3THX 0oJie3Hel ObLIM HEM3BECTHBI, C JIPYTOH CTOPOHBI, — JIMIA, CTPAAAfole 3TUMU 60-
JIE3HSIMU, HYKIAIOTCSI B TOCYJaPCTBEHHOM 3a00Te KakK J€TH-CHPOTHI.

B Espormie ¢ 1997 1. cymectByer Opranusanust s peakux 3abonesanuiit (EURORDIS —
European Organization for Rare Diseases), — HenpaButenbcTBeHHbIN C0103 aKTUBHBIX TTAIMEHTOB
C peAKuMU GOJIE3HSIMU, 3aHUMATOIINICS OpraHu3aIMell NCCIIe0BaHIIT B 9TOM 06J1aCTH, JT€KapCTBEH-
HBIM obecriedeHneM GOJBHBIX U yiydiieHneM kadectBa ux xkusHu. Oummaast EURORDIS naxo-
nIsTes B 43 crpaHax, 24 u3 kKotopblx HaxoxsaTcs B ctpaHax EC. B crpanax Espomeiickoro Coioza
pa3paboTaHo CIIeIaJbHOE PEIeHre 10 BEJIEHNIO B JieiicTBre TporpaMMbl 110 mipobieme PbB: «Pej-
Koe 3a00JIeBaHNEe — HTO YrPOsKarolliee JKU3HN 1 37I0POBBI0 XPOHWYECKOe 3ab0JieBaHIe, KOTOPOE MMe-
€T HACTOJIbKO HU3KYI0 BCTPEYAEMOCTh, YTO HEOOXOANMO MPUMEHEHHUE CHENUaIbHBIX YCUIUN s
peoTBpalieHust 3a60J1eBaeMOCTH, PaHHEH CMEPTHOCTH M CHYKEHMS] KaueCTBa JKU3HU OOJBHBIX»®.

B 1993 r. B dnonun x «3aboseBaHusIM—CHPOTaM» OTHeceHO 170 maToJornyecKux COCTOSHUI
u emé 100 cramm paccMaTpuBaThCS KaK BO3MOKHBIE opdaHHbie 601e3HI’.

B P® pexnkum 3abojieBaHUSIM W COOTBETCTBYIONIEMY JIEKAPCTBEHHOMY 00ECIIEYEHHIO CTaJIH
YIEJISITh BHUMaHUE TI0CJIe BHEAPEHUST TPOrPaMMBbl JIOMOJHUTENBHOTO JIEKAPCTBEHHOTO o0ecieye-
HUsI, OJJHAKO TIOHSTHE «pelKoe 3aboJieBaHne U 4ETKOe olpejesieHust op(haHHBIX TIpermapaToB
B POCCUIICKOM 3aKOHOIATE/ILCTBE OTCYTCTBYeET’, X0T4 enié B saBaps 2010 1. ctaso u3BecTHO, YTO B 3aKOH
«O6 obpalleHnH JIEKAPCTBEHHBIX CPEJICTBY OY/IET BKIIOUEHO TOHSITHE «OphaHHbIE ITPerapaThls.

TTox sTum umeneM ussected Tail Tlnunuii Cexyun (aar. G. Plinius Secundus (23-79 rr. H. 2.).

Teponor (rpeu. Herydotos (poa. mexay 490 u 480 — ym. ok. 425 r. 10 H. 3.) — JAPEBHEIPEYECKUN MCTOPHUK.
M3/10/KeHHbBIE HUKE CBEJICHVSI OCHOBAHbI HA MaTepuasiax psfa myOJIuKaluil B MHTEPHETE U TEYaTHBIX M3IaHMIX.
IluTara U3 TekcTa JaHHON IIPOrPAMMBL.

http/www.pharmateca.ru

http://www.newsland.ru
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Kpurepuewm, onpeaessiionium 60J1e3Hb KaK PEAKYIO, SIBJISIETCSI BCTPEYAEMOCTh 3TOTO 3ab0JieBa-
Hus B cpeareM 5 Ha 10 Toic. e (manusie EMEA)S. B CIITA 6osie3Hb cunTaercst peikoii, eCiu et
crpaznaet meree 200 Toic. yeu. °.. [To nanubiM Dopmyssiproro komutera PAMH B P@ nacuntbiBa-
ercst 0k0J10 300 ThIC. GONBHBIX, CTPAMAIOIINX PEAKUME 3ab0eBanusAMU. [1o IpyruM JaHHBIM, OMy0-
JINKOBAHHBIM B MHTEPHET-UCTOYHUKAX, UX HACUUTBhIBaeTcs ot 1,5 1o 5 muH. skutesneit Poccun,
B [lerepOypre — 45 ThIC., IPUYEM, TIO KPUTEPHUIO PACITPOCTPAHEHHOCTH, K 9TUM 3a00JI€BAHUSIM OTHOCSIT-
cst, TeMOOJIacTO3bl, OIYXOJIH TIOYKH, HAIIOYEYHUKOB, TIUIIIEBO/IA, a TAKJKE HAC/IE/CTBEHHBIE 3a00eBa-
Hust oomena BemtectB 1 [THC. OpHako He CyIiecTBYeT paBHOMEPHON PacpeNeJEHHOCTH B TIOITYJist-
1K Tol wim uHoit PB, 4ro6br cuntaTh ero peaknm. 3abosieBaHe MOKET CUUTATHCS PEKUM B OTHOM
PETHOHE WJIA CPeIU ONPEIEIEHHON IPYIIIBI JIFOIEH, HO ObITh PaCIPOCTPAHEHHBIM B JAPYTHX PETHOHAX.

Kax yxe ormevasoch Bbiliie, MHOTHE PDB gBSIOTCS reHeTHYECKUMU, U, CJI€I0BATENBHO, COTIPO-
BOJK/IAIOT YEJIOBEKA B TeUEHMe BCell JKU3HU, Jake ecyid MPU3HaKu 3a060JIeBaHUsST He MPOSIBJISTIOTCS
cpasy tocJie posxkaerusi. Muorue PB BosHukaror B mercrBe, n okosio 30% jereit ¢ atumu 3aboJieBa-
HUSMU He JI0KUBAIOT JI0 TATUIETHETO BO3PACTa.

YacTHbIE BOTIPOCHI

PasHoobpasue peaknx 3a00/ieBaHtil, MX HEPEIKO 9K30THYECKHE (DOPMBI 1 HESICHOE TTPOUCXOJKIIE-
HIie 00YCJIOBJIMBAIOT 3HAYUTEILHBIE TPYAHOCTH B WX IMATHOCTHKE M JIEICHUH CTPAIAIONIIX MU JIOJEH.
Hepenko oan u3 aTrx 3a60I€BaHUI TIPOSIBJISIIOTCS] TeHEPATN30BAHHBIMU TTATOJIOTMIECKUMU U3MeHe-
HUSIMH, JIPyTHE — JIOKAJIBHBIMU JUCMOP(USMU, HAIIPUMEDP, B OTOPUHOJIAPUHTOJIOTUN WJIN XUPYPrryec-
Koii ctomarosioruu (puc. 3, 4, 5), Win OPayKEHUSIMU JIbIXaTeTbHbIX TTyTeit. Orrcanie KOHKPETHBIX Pefl-
KUX 3a00JI€BaHUI MOJKHO HATH B PsIJIe CIIEIUATbHBIX PYKOBOJICTB U SHIMKJIOEIMYECKON JINTEPaType,
a TakKe Ha CIeIMaJIbHBIX caiitax VIHTepHeTa. 3/1eCh MBI JIMIITH IPUBEIEM HEKOTOPBIE TIPUMEPBI 9TUX
3ab0sIeBaHUT € 11eJIbI0 (DOPMUPOBAHMST MTPEICTABIECHUI O HUX Y YMTATENIEH HAIIETO JKypHAJIA.

Puc. 4. Mnoscecmeo ceepxxomniexmmusix 3y606 npu ducmopdozenese uesocmmo-1uyesoi 061acmu.

8 EMEA (Eurupe the Midle East and Africa) — ab6pesuarypa, obo3Hauaromas peruot, ratodaonmii Espomy, Banwkuuit Boctok
u Adpuxky: ru.wikipedia.org/wiki/EMEA http://www.ema.curupa.eu/pdfs/human/comp
9 http:www. fda. gov/Forlndustry/DevelopingProducisforRareDiseasesConditions
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Puc. 5. Opmonanmomozpamma npu Oucmophozenese uesocmmuo-Iuuesot 001acmu.

Harmpumep, k rpyiimne pekux 3a00JieBaHIIl IBIXaTETbHBIX ITyTE OTHOCSATCS CAPKOUI03, TEMOCH-
JIEPO3 JIETKUX, U3MEHEHUS B JIETKUX IPU CHCTEMHBIX 3a00/1eBaHKAX (KOJLIAr€HO3bI, JIEHKO3bI, TUMQO-
MbI, JIUM(OTPAHYJIOMATO3), AllUI03 Y JIeTeli, MHOPOHbIE TeJIa IbIXaTeTbHbIX IyTeil U HEKOTOPBIE JIPY-
rue. OnHAKO 9TH 3a00JIEBAHUS HE CTOJIb PEIKH TI0 CPABHEHWIO C TaK HA3BIBAEMBIMU CAMbIMU PEOKUMU
GOJIE3HSAMMY, 3HAHUSIME O CYIIECTBOBAHMM U OCHOBHBIX MPOSIBJICHUSIX KOTOPBIX JOJKEH BJIAJIETh Bpad
JOGOH CIIEIMATBHOCTH, TIOCKOJIbKY €0 BCTPeYa ¢ TaKKM OOJIbHBIM HUKOT/Ia He MCKJIF0YEHA.

Hampumep, cundpom Cmendans, ONUCAHHBIN STUM TIHCATETEM B OJHOM M3 CBOUX IIPOU3BEJE-
HUI Ha OCHOBAaHWM COOCTBEHHBIX OMIYIIEHWUI, BOSHUKINNX y HETO MPU TOCENeHnn T. Pekno B
Wranuu (1817): y yesoBeka, B MOMENIEHUN ¢ GOJIBIIAM KOJTMYECTBOM TIPOU3BEICHUN 1M300pasu-
TEJTbHOTO UCKYCCTBAa BO3HUKAET TOJIOBOKPY’KEHUE, BereTaTUBHbIEe HAPYIIEHUs W JlaXKe TaJlTIo1-
Haruu. OTOHEBPOJIOTH JIOJIKHBI OBITH OCBEIOMJIEHBI O CYIIECTBOBAHKS HTOTO CHHAPOMA, KOTOPbIiA
JetaabHo ObLT ormucad B 1979 r. utanbgHcKuM ncuxuaTpom Marepunu, uccaegosasineii 6osee 100
OJIUHAKOBBIX CJIYUYaEeB.

Jpyroit mpumep PB, Moryrmmii mpeacTaBuTh HHTEPEC IS CYPAOJIOTOB, SIBJISIETCSI CUHOPOM B3PbL-
sarweticst 207106vL. Jiomu ¢ TakuM 3a00I€eBaHUEM TIEPE]T 3aChITTAHNEM WA BO BPEMsI CHA CJIBIIIAT B
TOJIOBE PA3JINYHbIE IIYMbI U JIa)Ke B3PbIBbL. DTH IIYMbI COIMPOBOK/AIOTCS TPEBOTOM, TIOBBINIEHIEM
YACTOTHI TYJIbCA, TOJOBHOM GOJBIO.

bonesnv eamnupa (oppupus). Iloa BIusSHIEM COTHEUHBIX JIydel KO)Ka MMOKPBIBAETCS 0KOTa-
mu 1 BoaasipsimMu. O6smydenne YO npurocut HectepnuMyio 60Jb. KoKHBIN TOKPOB mproOpeTaeTt
KOPUYHEBBII OTTEHOK, MCTOHYASCh U JIoNasch. BosHuKaromume pyoibl MOBPEKIAIOT XPSIINA TTHpa-
MI/IBI HOCA ¥ YHIHBIX pakoBuH. Ciusncrass 000I04Ka BOKPYT AECEH M KOKa Ha rybaxX BBICBHIXAET,
KaiiMa ry6 medopmupyercst, 3yObl 00HAKAIOTCSI, HOTTH 00€300pakMBaOTCsI, TIPUOOPETAst BUJ KOT-
teil. /[HéM Takue OOJIbHbIE OIIYIIAIOT YIAI0K CHJI, IPEMIIOT, & HOYBIO B OTCYTCTBUE YJIbTpaduoe-
TOBBIX JIyueil 3aMeTHO OKUBJIAIOTCS. JIMIO TakuX OOJIbHBIX HAIOMUHAET 00pa3 BaMITUpa.

Cundpom obopomus (rurnepTpuxo3) HaOIIOMAETCS Y MATEHBKUX JIETEN M B3POCJBIX: XapaKTe-
pHU3yeTcsl HaTMureM TIOBBIIIIEHHOTO OBoJioceHus jmta (puc. 6) n apyrux vacreii Tena. Kopuu ato-
r0 3a00JIEBAHST JIEKAT B TEHETUUECKON MYTAIMH, KOTOPasi, 10 JaHHBIM KUTANCKUX YYEHDBIX, HECET
B cebe 17-g XpoMocoMma, K TOMY Ke y TaKuX GOJIbHBIX OTCyTCTBYeT amuHHbI dparment JTHK ¢
KOTIMSIME I'€HOB; XPOMOCOMa PEOPTaHU30BBIBAETCS TAaKUM 0OPa30M, UTO TOJIyYaeT BO3MOKHOCTD
CUMTHIBATH COCEIHUI T'eH, KOTOPBI KaK Pa3 U OTBEYAET 32 POCT BoJIOC. B pe3ysibrate HauMHAIOT
YCUJIEHHO BbIpabaThiBaThCs OEJIKU, KOTOPbIE W AT TaKOH BHENTHUHA BWIL.

Cronosas 6onesnv (puc. 3) — 3abojieBaHue, XapaKTePU3YIOIIeeCst 3HAUNTENbHBIM YBeJIMYeHH-
€M pPa3JIMIHBIX YacTel Tesa, MOPaKEHHBIX JUUMHKAMH YePBEU-TIapa3nuToB, IEPEHOCYNKAMU KOTO-
PbIX SIBJISIOTCS. MOCKHMTBL JTUM 3a00jieBaHreM cTpazgaer 6ojee 120 MJIH. YeOBEK, IIPU 9TOM TPETh
U3 9TUX OOJIBHBIX HAXOAUTCS B TSIKETIOM COCTOSTHUM.

IIpozepus. Tenetndeckast 60JIE3HD, 3aKIIOYAOIIASACA B YCKOPEHHOM TIPOIECCE CTAPEHUs Opra-
HusMa. [IpakTuyecku Bce eTH YMUPAIOT TIPEXAeBpeMeHHo, He noxuBas 10 13—15 set. IIposiBis-
eTcst paHHUMU TIPU3HAKaMK MpeKaeBpeMeHHoro crapeHui. K 2—3 rogam Bo3HMKAOT paHHee 00-
JIBICEHWE, apTPUT, 3ab0sieBaHus cepiia, Poct peGEHKA Pe3KO 3aMeIsIeTcsl, HICTOHYAeTCs KOKa,
PE3KO YBEJUYUBAETCS TOJOBA, IPU 3TOM HAIOOHAS YaCTh HABMCAET HAJl MAJIEHBKUM JIUIIOM. 3a-
GoJsieBaHUE MOKET BOSHUKHYTH U B Bo3pacte 30—40 Jer.
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Puc. 7. Jlemu, cmpadaiouwue npozepueii, B mupe nacuumuvieaemcs oxono 50 marvuueti c maxum 3a601e6anuem.

Cunodpom zony6oii xoscu. JIrOIM ¢ TAKUM TUATHO30M 00JIaIaloT KOKeil HeOOBIYHOTO CHHETO I[BE-
Ta, BO3MOKHBI (DUOJIETOBBIE WJIM JIPYTHE OTTEHKU CUHerTO 1iBeTa. V3Becten ciyuait, korna B CIITA
JKIJIO 1I€JI0€ CEMEMCTBO TaKMX «CHUHUX» JIIOJel, KOTOpble A0KUBAJIU 0 MPEKJOHHOTO Bo3pacta
6e3 Kaknx-gm60 mpobiieM co 310poBbeM. Takast yHUKaIbHAst 0COGEHHOCTh OKPACKK KOKU TIepe/a-
ercs U3 IOKOJIEHUS B IIOKOJIEHUE.

Puc. 8. Cundpom zoay6oti xoxcu.



f— Hayuubte cmamovu

[Tpo6sieMbl TUATHOCTUKK U JIEYeHUsT PeKUX 3a60/1eBaHUI

B CIIIA n EC anarrocTtuka u jieueHue Pb HaxopuTcess Ha yOBJIETBOPUTENBHOM YPOBHE, OJTHAKO
U B 3TUX CTPAHAX, XOTS 3TU COCTABJISTIONINE W HAXO/SATCS B CTA/IMU TTEPMAHEHTHOTO PA3BUTHS, TIO PALY
MIPUYMH, 9TO Pa3BUTHE BCTpedaeT cBou TpymaHocTu. Uto kacaercss PD, To dhakTuueckn Mbl TOJBKO TIPHU-
CTyIIaeM K PeIeHrIo 9Toi BecbMa TpyaHON 3a1aun. Tak, B Mockse n Cankr-IlerepOypre yske UMerOTCst
COBPEMEHHbIE TUATHOCTUYECKUE TIEHTPbI, B KOTOPBIX MTPOBOAUTCS KOMILIEKCHOE 0OCIeI0BaHuUe JINI,
cTpajialonux pasanyabiMu PB, ofiHako B APYTMX Topoax ¢ Pa3BUTHIM MEIUIIMHCKIM O0ecTieueHneM
Hacesienust (Apxazna Hresibek, Exarepunoypr, HoBocubupck, Spociasib) MMeoInecst aHaJIOTHIHbIE
HEHTPBI CIIOCOOHBI BBISIBJISTH JINIIL OT/AENbHbIE peikue 3abosneBanus. [lo cioBam mpodeccopa
I1. A. Bopo6béBa'®, MHOTHE JIIO/M B Pa3HBIX PerMoHax Poccuut JKUBYT CO CBOMMU 3a00JI€BaHUSIMK M HE
3HAIOT, YeM OHU OOJIEIOT U Kak 3TO JieunTh». [enernk I1. B. HoBukos!! orMeuaer, 4to mpu cBOEBpEMEHHO
MOCTABJIEHHOM JIMarHO3e MOKHO U30aBUTh OOJIBHOTO OT JAJbHEHIINX CePhE3HBIX MocaeAcTBUi, Tak,
€cJI B TIEPBBIN MECSI] TI0C/IE POKIEHHS PeOEHKA BBISIBUTH Y HETO (DEHUJIKETOHYPHIO M HAYaTh JIEYeHHE,
TO MOJKHO MTPEYTIPEAUTD Y HETO PasBUTHE YMCTBEHHOW OTCTATIOCTH. AKTYaJbHOCTD TTPOOJIEMBI THAarHO-
cruku PB moarsepikiaer coBeTHuk npezacrasuresberBa Espokomuccun B PD Anbbepr Bosbiaro, Ko-
TOpBIi oT™MedaeT, uto !/, 6ombHbx ¢ PB 10 ycTaHOB/IEHNA OKOHYATETLHOTO AMArHO3a MPOXOIUT BPeMs
ot 5 110 30 Jiet, a 40% OOJIBHBIX TIO MPUYMHE HEBEPHOTO JNATHO3A TOIYYaeT HEMPABUIBLHOE JIEYCHUE.

CoBepIlleHHO 0YEBU/IHO, UTO TTOCTAHOBKA MPABUJIBHOTO JIMArHO3a CO3/AET JIUIIb MPEATIOCHLIKY
K 3(pheKTUBHOMY JIeUeHUIO, KOTOPOE OTIPE/IENSIETCST COOTBETCTBEHHBIM TIPETIAPATOM WJT METOZIOM Jie-
yenust. /[yist evernst muorne PB TpebytoTest 0co00 CJI0KHBIE U IOPOTOCTOSIIINE TIpenapathl. 1o ciio-
Bam I1. A. Bopo6wéBa, ceroitisi B PO OCTUTHYTHI CYIECTBEHHBIE YCIIEXW B 00JIaCTH OMOTEXHOJIOTHII,
MTO3BOJISTIONE CHHTE3WPOBATh COOTBETCTBYIOIINE JieKapCTBEeHHbIe Tiperapatel Ay PB., ograko Bot-
POC CO3/IaHWST HTUX TIPENapaToOB M UX MPAKTUYECKOTO TTPUMEHEHUST He PENIEH OKOHYATEJNbHO, U 3TH
npernaparbl IPUXOAUTCS 3aKyTaTh 3a pydexkom. Ho 1 3/1ech BO3HUKAIOT TIOPOI HEITPEOIOIMMBIE TIPe-
ngarcrBus. [lo 1arHBIM KOMHUTETA 110 PEIKUM MEANIIMHCKUM TPOyKTaM EBporielickoro MexmayHapo/I-
HOTO areHTCTBa, CETOMHS B Mupe cyiiectByeT okosio 700 opdaHHBIX MpernapaToB, OMHAKO JIUITH He-
6outbIiast yacTh U3 HUX nomagaer B Poccuio. Kak ormeuaer I1. B. HoBukoB, MHOTHE (hapMKOMITaHUN
OTKa3bIBAIOTCST PETUCTPUPOBATH 9TH TpernapaThl B PA, Tak Kak MM 9TO HE BBITOIHO, TIOCKOJIbKY 3aTPaTh
Ha TIPOM3BOJICTBO M JIOCTABKY TaKWX JIEKAPCTB 4acTO He OKymatoTcst. [IpuBoanM muraty m3 BICTYILTE-
aust I1. B. HoBukoBa Ha oiHoM 13 (hOPYMOB, MOCBSIIIEHHOM PEKIM 3a00IeBaHISIM: « Ecii jiekapcTBO
He TIPOIILJIO PETUCTPAITNIO, MBI ITPOCTO HE MOYKEM BBECTHU €TO Ha TeppuTopuio Poccuu, u Korja yesioBexy
HEeOoOXO/IMM 3TOT IPerapar, MPUXOAUTCS JeJIaTh 3alpoCchl B MUH3IPABCOIPA3BUTHS, 3aTEM MIUHUCTEP-
CTBO M3/IaéT CIIEIMAIbHbII TIPUKa3 Ha BBO3 9TOTO JIEKAPCTBa, A Ha 3TO TpebyeTcst BpeMsi, KOTOPOTO
y 4eJioBeKa MHOT/A 1pocto HeT» 2, Tlo MHeHuro mpecenaresisi KOMUTETA 110 PEIKUM MEAUIIMHCKAM TIPO-
nykTam EBporieiickoro MeskyHapoHOTO areHTcTBa T-ku Kpucren Bectmapk, ist TOTo, 4TOOBI TTOBBI-
cuTh MHTEepec (hapMIpou3BouTeiell K OphaHHbBIM ITpernaparaM, rOCyIapCTBO JOJLKHO MPEJIOKUTD UM
PSIZl CTUMYJIOB (CHUKEHME HAJIOTOB, 9KCKJIIO3MBHBIE TIPAaBa Ha MPOJIAKy, TIOOIIpsiolie mpedhepeHiimn
Juist 6usHeca). B aT0ii cBsisu Buie-nipesuieHnT HarmoHaapbHOI accoluaiy Opranmusu aiuii G0JIbHBIX
penkumu 3aboseBanusimu «leHerrka» A. COKOJIOB TOBOPHT, 4TO cerofaHs B [leTepOypre BBIAEISIOTCS
JIEHBTH Ha JIeYeHHe BCETo JBYX PEIKUX 3a00IeBaHMi, a 4TOOBI TOMOYb OCTATLHBIM GOTBHBIM, TIPUXO/IHT-
cst «cobuparhb He O[fHY Oymary ¥ TPOMTHCH He 110 OJHOMY KaOWHETY YMHOBHUKOB». «TeM He MeHee, —
OTMeYaeT OH, — KOMUTET TI0 3/[paBooxpanetuio [lerepOypra wiaér Ham HaBcTpeyy.... OHAKO, YTOOBI TO/I-
JepKKa OblJIa KOMIJIEKCHON U MTOCTOSTHHOM, HEOOXOAMMBI COOTBETCTBYIOIIME PEIeHNsT Ha (eepaib-
HOM ypoBHe». [10 CyIIecTBYIONMM CBeJIEHUSIM, TaKUe PEIeHUsT celiuac pa3padaThIBarOTCs.

[TocrnecnoBue

[lespto aHHOM cTaThU OBLIO 0O3HAKOMUTH YMTATENIEN JKyPHAI, a UMEHHO OTOPUHOJIAPUHTO-
JIOTOB C Pa3JIMYHBIMKA CTOPOHAMY MPOOJIEMBI peAKuX 3aboseBanuii. [IpoBenéHHbINT HaMy HeodU-
[UATBHBIN OIPOC TIOKa3aJl, YTO TOAABJIsIoNIee OOJMBIMMHCTBO MPAKTHYECKUX Bpadei cirabo opueH-
TUPYIOTCS B 9TOMN TIpoOJsieMe U XOTeJ i Obl Y3HATh O HEll KaK MOKHO 0OJIblile. ABTOPBI HAJICIOTCSI, 4TO
9Ta CTaThsl, XOTSI JAJIEKO HE MCUYEPIBIBAET BCEX 3HAHMIT 00 9TOi mMpobiemMe, OHA BCE JKe BHI30BET
HUHTEPEC Y OTOPUHOJAPUHTOJIOTUIECKON 0OINEeCTBEHHOCTH.

10 Bopo6wés 1. A. — 3aB. kadenpoit remarosoruu repuarpuu GIIIIOB MMA um. 1. M. MeuynukoBa

Hosukos B. II. — a. M. 1., 3aB. otnenennem MockoBckoro HUU nepnatpun u perckoit xupyprun M3 PO, [nasusiit gerckuit
reaetuk M3 u CP PO

12 Wurepuer:invak. info/content/view/10898/30 37>
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METO/1 O,Z[HOMOMEHTHOVI (I)yHKL[I/IOHAJIbHOﬁ PEKOHCTPYRKIINUU
HUKHEN CTEHKUA I'TASHUIIbI
B. B. bapsimies, B. I. Augpeen

THE METHOD OF SINGLE-STAGE RECONSTRUCTION OF LOWER WALL
OF THE ORBIT
V. V. Barysheyv, V. G. Andreev

Meoduvyuncrkuii paduorozuveckuil nayunolii yenmp Munsopascoupaszeumus Poccuu,
2. Obnunck, Kanyaccxas obnacmo
(Uupexmop — axademux PAMH, npogh. A. @. I[vi6)

Paspaboman u npumenen memoo 00HOMOMEHMHOU DYHKUUOHATLHOU PEKOHCMPYKUUU HUNCHET
CMEHKU 2LA3HULbL C NOMOULHIO NOTUMEPHOZ0 cemuamozo umnianma. CyuHocms Memooa 3aKuiouaemcst
8 MOM, YUMo NOCe YOAICHUS BEPXHEL UeTIOCTNU C NOJHOU Pe3eKUUel HUNCHETE CMEHKU OpOUMbL, 8bIKPA-
usaiom gpazmenm cemuamozo NOIUMEPHOZO UMNIAHMA, COOMBEMCMBYUE20 No Gopme depexmy.
3amem umnianm ykiaovieaiom nood Kiemuamxy 21asnozo s010Ka U QUKCUPYIOM PAccachl8aOuuMcst
wosHvlm mamepuaiom. [lnacmuka opbumol svinonnena y 6 6oavHvix. Y 5 nayuenmos ommeuanocy
coxpanenue OUHOKYIAPHOZ0 3PeHUS, ObICMPast INUMETUSAUUSL NOCIEONEPAUUOHHOU NOJOCTNU U XOPO-
uLee NpuACUBIIEHUE UMNIAHMA.

Knoueevie cnosa: onyxonn éepxuetl uesocmu, nAACmuka opoumot, Cemuamolii nNoJUMEPHbLIL
UMnIanm.

Bubnuoepadus: 11 ucmounuxos

The method of single-stage functional reconstruction of lower wall of the orbit using the polymer
mesh implant has been devised and applied. After the removal of the maxilla with the complete resection
of the lower wall of the orbit, the fragment of defect-matched implant is cut out. The implant is then
placed under the orbital fat and fixed with resorbable suture material. The orbital reconstruction was
performed in 6 patients. 5 patients had fast epithelization of postoperative wound and good engraftment.
Binocular vision was mantained.

Key words: maxillary tumor, reconstruction of the orbit, mesh polymer implant.

Bibliography: 11 sources.

BepxHsist 4esocTh ¥ MSITKHE TKaHW JIMIA SIBJSIOTCS 00J1aCThIO TOJIOBBI, KOTOPbIE B OOJIbIIEN
CTeNeH!, YeM JIpyTHe, XapaKTepu3yloT BHEITHUH Buj yesoBeka. /ledexT BepxHell yemocTu, Msr-
KUX TKaHell Juia, Kpome 00e300paskuBaHust, COMPOBOKIAETCS (DYHKIIMOHAIbHBIMEI HAPYIIEHUsI-
MU OpraHu3Ma: 3ByKOOOPa30BaHUs, JKeBaHVs], PEUM, 3PEHUs], IbIXaHUsI, TUIEBAPEHIS U KaK CJIe/-
CTBUE COIMAJIBHON HEMOJHOIIEHHOCTHI0 GobHOTO [2].

OCHOBHBIM CIIOCOOOM JIeUEHUST 3JIOKAYeCTBEHHBIX OIYXOJIel BEPXHE YeJIOCTH SIBJISIETCS] KOM-
OUHUPOBAHHBIN, KOTOPBIN BKJIIOYAET JIyU4EBYIO TEPAIHMIO M XUPYPrUIeCKOe BMEIIATEIbCTBO. [1pu-
MEPHO Y TIOJIOBUHBI GOJIBHBIX 3JI0KAYECTBEHHBIN TIPOIECC COMPOBOKAAETCS WHTPAOPOUTATIHHBIM
pacnpocTpaneHueM ommyxoJsu [8]. BeiosHsas Xupypruueckuii atai JiedeHusl, 4acTO TPUXOIUTCS
HOJTHOCTBIO Y/IAJISAITh BEPXHIOI Y€IOCTD, JIUIIAs IPU 3TOM OIOPBI riazHoe s16J10Kk0. CMelenne co-
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