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OpdaHHble 3aboneBaHua (0O3) B uenoM NpeacTaB/AsSiOT CpaBHUTENbHO
HOBYIO aKTyajlbHY0 NpobrneMy HEMpOXMpyprum BBMAY MX BaKHOro MeauKo-
coumanbHOro 3HavyeHus. B 0630ope ocBelleHbl OCHOBHble XapakTepucTuku O3 B
HEeNpOXUpypruun, 4aHO onpeaeneHne NoOHATUN, NpeAcTaBeHbl CTaTUCTUYECKNE
W aNMAeMnonornyeckme AaHHole 0 peakunx 3aboneBaHusx, BCTpeyalowmxcs
B NpaKkTuKe Herpoxupypra. MpoBefeH CpaBHUTENbHbIW aHaIM3 HOPMaTUBHO-
npasoBon 6a3bl Nno O3 B YKpanHe U B Mupe, COCTaB/ieH NepeyeHb peaknx
3abonesaHuii B Helpoxupyprumn. OcBeweHbl OCHOBHble nNpobnemsbl,
cBsi3aHHble ¢ obecneyeHneM AOCTyna MauMeHTOB K Cneunann3npoBaHHOM
MeAUUMHCKOM nomowm no nosody O3, B TOM UnC/e HENPOXUPYPruyecKoMy
neyeHunto, npeanoxeHol NyTn ux peweHus. O6ocHoBaHa He06Xxo0AMMOCTb
dopMMpoBaHMS HaUMOHaNbHOM cTpaTerumn 6opbbbl € peaknmMm 3aboneBaHnsaMm,
yTo B nepcnekTueBe 6yaeT cnocobCTBOBaTb YMEHbLUEHUIO NeTanbHOCTU U
WHBaNMAM3aunm NaunMeHToB, B YaCTHOCTU, HEMPOXMPYPruYecKoro npoduns.
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Orphan diseases are overall a relatively new actual problem for neurosurgery
because of their huge medico-social importance. This review illustrates the
major characteristics of orphan diseases in neurosurgery, gives the definitions
and presents statistical and epidemiological data on rare diseases encountered
in neurosurgical practice. Legal framework for orphan diseases has been
comparatively analysed and the list of rare diseases in neurosurgery has been
made. The main problems related to patients’ access to specialized medical
care, including neurosurgical treatment are discussed and their possible
solutions are proposed. Based on the presented data we emphasize the need
for developing a national strategy for rare diseases management, that may
promote the decrease in mortality and morbidity of patients, namely with
neurosurgical pathology.
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OpdaHHi 3axBoptoBaHHSA (O3) B LiIOMY CTAHOBASATbL MOPIBHAHO HOBY aKTyasibHYy
npobnemy ana Henpoxipyprii 3 ornsaay Ha iX Bax/javBe MeAMKO-coUianbHe
3Ha4yeHHsA. B ornaai BUCBIT/IEHI OCHOBHI XapakTepuctuku O3 B HENpoOXipyprii,
BWU3Ha4YeHi NOHATTS, NOAAHI CTaTUCTUYHI Ta enigeMioNoriyHi AaHi Npo piakicHi
3axXBOPIOBAHHSA, WO 3yCTpivalTbCa Yy NpakTuui Henpoxipypra. NpoeeaeHun
NOpiBHANbHWUIA aHani3 HopMaTuUBHO-NpaBoBoi 6a3u no O3 B YkpaiHi Ta CBITi,
CKNajeHun nepenik piaKiCHUX 3axBOplBaHb B Helpoxipyprii. OkpecneHi
OCHOBHi npobnemu, nos’s3aHi 3 3abe3neyeHHsSIM AOCTYNy MNaUiEHTIB A0
cneuianizosaHoi Mean4yHoi gonomorun 3 npumsoay O3, B TOMYy 4ucni Ao
HEWpPOXipypridHOro NikyBaHHSA, 3anNpoOnNOHOBaHi WASAXWN X BUPIWWEHHS.
O6rpyHTOBaHO HeobXiAHICTb (hOpMYyBaHHS HauioHaNbHOI cTpaTerii 3 60poTbbu
3 piAKICHMMW 3aXBOPIOBAHHSAMMU, WO B NEPCrNeKTUBI CNPUATUME 3MEHLUEHHIO
neTanbHOCTI Ta iHBanigmM3auii nauieHTiB, 30KpeMa, HENPOXipypriyHoOro
npo@into.

KnrouoBi cnoBa: oppaHHi 3axBOPIOBaHHS,; MOLIMPEHHS, HeApoxipypriyHe
JIiKYyBaHHS; MyJbTUANCUMNIIHAaPHWIA nigxia.
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BBepneHme. OpdaHHble (0T aHrn. orphan — cupoTta
— 03) unn peakune (P3) 3aboneBaHns — cobupaTtenb-
HblA TEPMUH, KOTOpPbIM 06beauHSAT 3aboneBaHus C
HebonbWwol pacnpocTpaHeHHOCTb (okono 0,65-1 Ha
1000 HaceneHus, no AaHHbIM BO3) B onpeaeneHHOM
reorpadunyeckoM permoHe, Ansa ux seyeHms Heobxoanmmo
NpYMeHeHne A0POroCTOAWMX TIEKAPCTBEHHbIX CPeACTB U
Hepeako cneunduyecknx metogos [1-3].

B nocnegHue roabl npobnema O3 npuobpena Bax-
HOe 3HayeHue B pa3BMTbiX CTpaHax. B 1983 r. B CLUA
NpuHAT 3akoH “Orphan Drug Act”, B KOTOPOM y3aKOHeH
«0opdaHHbI CTaTyCc» fleKapCTBEHHbIX CPeacTB, pa3pa-
6aTbiBaeMbIX U MPUMEHSIEMbIX AJIS NNeYEHUs peaKknx u
XU3Heyrpoxatwmx 3abonesanu [4]. Bcnea 3a CLUA,
noAo6Hble 3aKoHOAATEesIbHblE aKTbl MPUHATBI B ANOHUMK
(1993), KaHage (1995), CuHranype (1997), AscTpanum
(1998), cTtpaHax Eeponenckoro Cot3a (EC) (2000),
TanBaHe (2000), HOxHon Kopee (2003) [5]. CeroaHs, no
OLEeHKaM 3KCNepToB, B MUpe HacuuTbiBaT okono 300
MJIH. MauUMEeHTOB, Y KOTOpbIX AMarHOCTUpoBaHbl P3. Mo
AaHHbIM EBponenckol opraHmMsaumm peakmx sabonesaHum
(European Organization for Rare Diseases — EURORDIS),
K 3TOM KaTeropum oTHocAT okoso 7000 HO30/10rM4EeCKNX
¢dhopM, AMarHoCcTMpoBaHHbIX Y 6-8% HaceneHus (0Kono
27-36 mMnH.) cTpaH EC [1, 2].

AkTyanbHocTb O3 obycnoBneHa TPYAHOCTSAMMU
OVNArHoCTUKU, TAXKECTbIO TEeYEeHUs U UHBanuansauunen
NnaumeHToB, BbICOKOW CTOMMOCTbIO M CneumduyHOCTbIO
neyeHuns. Tak, no gaHHbiIMm EURORDIS, noutn 66% O3
NposIBASAIOTCS B paHHEM AeTCKOM Bo3pacTe, ToNbko 30%
aeten goxusalT Ao 5 net. Y 65% naumnentos O3 xa-
paKkTepusyeTcsa MHBanNMAM3MpyLWwmMm TedeHnem, y 50%
—TMPOrHO3 A1 XMU3HN HebnaronpusTHbIi [6]. Takxe, No
OLEeHKaM eBpOMeNCKMX 3KCNepTOB, CTOMMOCTb NleYeHuns
npu pernctpaumn 10 TeiCc. nauneHTos no nosogy O3
cocTtaBuT 20 000 eBpo Ha 1 naumeHTa B rog [7]. Mo npu-
61m3uTenbHbIM oueHkaM, neyeHue O3 € UCNob30BaHMEM
«opdaHHbIX» NMpenapaToB, U3rOTOBJIEHHbIX C NMpUMeEHe-
HMeM bnoTexHoNornn Ans 4 Tak HasbiBaeMbIX «ysbTpa-
opdaHHbIX» 3aboneBaHuii B BennkobputaHum coctaBuna
6onee 58 000 dyHTOB B rog Ha 1 naumeHTa [8].

BonbwnHcteo (okono 80%) O3 reHeTnyeckn obyc-
JIOBfIEHbI, MPOSABASAIOTCA B PpAHHEM BO3pacTe, UMeT Xpo-
HMYeCcKoe TeYeHne M YacTo HebnaronpuaTHbIA NPOrHo3.
Ons 6onee yem 2000 O3 naeHTUOULMPOBAHbI OAUH UK
6onee accoummpoBaHHbIx reHos (http://www.rdplatform.
org). OctanbHble O3 npeacTaBieHbl TOKCUYECKUMU, UH-
deKUMOHHbIMK, MeTaboNMYeCcKNMn, OHKOOrMYECKNMH,
ayTOMMMYHHbIMWU N AereHepaTuBHbIMKW 3aboneBaHnAMM.
Ons 6onbwnHcTBa O3, yunTbiBas UX HacNeACTBEHHYIO
npupoAy, XapakTepHa MO/IMOPraHHOCTb MOpaxeHus, B
TOM 4ncne, BOBJIEYEHWE HEPBHOW cuUCTeMbl, o6onoyek
rOJIOBHOTO M CMMHHOIO MO3ra, KOCTel yepena u Nno3Bo-
HOYHUWKA. TakMe MauueHTbl MonagatT B Nose 3peHus
HEeNpOXUpypros, UM MOKas3aHo CneuuManm3mpoBaHHOE
neyeHue. B To e BpeMs, MHOrme 3aboneBaHus, BCTpe-
yawuimecss B NpakTUKe HENpPOXUPYProB, TaKXe UMelT
CcTaTyc opdaHHbIX. B cBA3M € 3TUM BO3HMKaeT Heobxoan-
MOCTb 03HAaKOMJIEHNS HEMPOXUPYPrOB U LLMPOKOIo Kpyra
MeANUMHCKUX PabOTHMKOB, Y4YacCTBYIOWNX B JIeYEHUN
naumMeHTOB HENPOXUPYPruyYecKoro Npodus, C MOHATUEM
03, oTAeIbHbIMM HO30/10rMYeCcKUMKN popMamMm, X ocobeH-
HOCTSIMM, @ TaKXe CyLLecTBYoLLell HOpMaTUBHO-NPaBOBOW
6aszon nx neyeHns B Mupe u B YKpauHe.

OnpeaneneHne NOHATUA M XapakTepucTtuka 03.
EavHoOro obuenpuHATOro onpefeneHns TepMUHa «op-
¢daHHble 3aboneBaHns» He cylecTByeT. YacTo TepMUHbI
«opdaHHble 3abonesaHua» (03) n «peakune 3abonesa-
Hua» (P3) ynotpebnstoT kak cMHOHMMBI. B CLUA n EC
TepMUH «op@daHHble 3aboneBaHna» NMeeT puamyeckoe

onpeaeneHve, KOTOpPOe Hepa3pbIBHO CBSA3@HO C MOHATUEM
«opaHHOe NekapCcTBEHHOE CpeACcTBO» (aHrn. orphan drug
— «rnpenapaT-cMpoTa») — «JieKapCTBeHHOe CpeAaCTBO,
nucnonb3yemoe AN neveHus peakoro 3aboneeBaHus vuam
6onee pacnpocTpaHeHHoOro 3aboneBaHus, ecnm Nponsso-
ANTeNb HEe MOXeT 0XWAaTb BbIrody OT ero NpuMeHeHUs»
[4, 6]. Mo paHHbIM “Orphan Drug Act” (1983), TepMuH
«opgaHHble 3abosieBaHns» 06beanHAEeT Kak peKue, Tak n
nobble Hepeakue 3aboneBaHus, 4N KOTOPbIX He CyLecT-
ByeT 06 BbEKTMBHbIX OXXWAAHWUIA, YTO CTOMMOCTb pa3paboTku
n obecneveHuns pgoctynHoctn B CLUA nekapCTBEHHOro
cpeacTBa AN15 Takoro 3aboneBaHns UM COCTOSIHUSE MOXeT
6bITb BO3MeLleHa oT ero npoaax B CLUA» [4].

HekoTopble onpeaeneHns P3 oCHOBaHbI Ha KonM4yec-
TBEHHbIX MOKa3aTeNsX 4acToThbl BbiABNIeHUS 3aboneBaHns
(CLWA, BenukobputaHus, ABCTpanus), Apyrme — yuuThbl-
BalOT Takune haKTopbl, KaK HasiMyme afeKkBaTHOrO IieYeHns
W TSXXECTb TeueHuns 3abonesanus (EC, AnoHus, KOxHas
Kopes). Tak, B CLLUA, B cooTBeTCTBMM C 3aKOHOM “Rare
Diseases Act” (2002), peakmm cumTatoT «noboe 3abone-
BaHWEe UM COCTOSIHNE, KOTOpPOEe BbISIB/IEHO MEHEe YeM y
200 000 nauneHToB B CLLIA», nnm c yactoTom okono 1 Ha
1500 yenosek HaceneHus [3, 9]. B ABcTpanuun peaknmm
Ha3bIBaloT 3aboneBaHus, BbisiBNIeHHble MeHee yeM y 2000
HaceneHus. B inoHun oduumanbHbIn CTaTyCc peaKkoro
npuceamBaloT 3ab60NE€BaAHUNIO «HESICHOW 3TMONOTUK», B
oTcyTcTBUE 3DPEeKTUBHOro nevyeHuns, HeobxoanmmMocTun
60nbWwoON PUHAHCOBOM M MCUXONOrMYECKOW Harpysku
ONa ero neyeHus, BbiBNsSiEMOMY MeHee yeMm y 50 000
nauneHToB B ANOHUM», UK C YacToTol okoso 1 Ha 2500
yenosek HaceneHus. Moxoxee onpeaeneHHee nmett 03
B lOxHol Kopee, Ha TaliBaHe [5].

B 10 xe Bpems, EBponeiickas kKomMmccms obLecTBeH-
HOro 340p0Bbs onpeaenseT P3 Kak «xXusHeyrpoxatouime
WU XpOHMYECKNEe MHBaNuamsupywwmne 3abonesaHusa c
HU3KOM pacripoCTpaHeHHOCTbIO, MNP KOTOPOW ANt 60pb6bi
C HMMM HeobXxoanMbl cneunanbHble 06beANHEHHbIE YyCH-
nus» [10]. No3xe TepMUH HM3Kasi pacripocTpaHeHHOCTb
6blN1 YTOYHEH KaK YacToTa BbisiBieHMs1 MeHee 1 Ha 2000
yenoBek HaceneHus. OgHako 3aboneBaHuns, KOTOpbIe,
XOTS U ABMAKOTCSA CTAaTUCTUYECKU PeAKMMU, HO He Yyrpo-
XKalT XU3HU, He 06yCNOBNMBAIOT MHBAMAN3ALMIO NN He
SABNAIOTCS TaKMMK, ANS KOTOPbIX He CyLIeCcTByeT afeKBaT-
HOTO JIeYEHUS, UCKJIIOUYEHbI U3 3TOro onpeaesnieHuns.

Taknm 06pa3om, UCXOAS N3 U3NIOXKEHHOIO, MOPOroBOW
pacnpocTpaHeHHOCTU Ans onpeaeneHns P3 He cyulecT-
ByeT (Tabn. 1).

BapnabenbHOoCTb TakMx nokaslaTefnen, Kak pac-
npocTpaHeHHOCTb 3aboneBaHusa (0T 1 Ha 1000 go 1 Ha
200 000 HaceneHus) U yucno bonewowmnx obycnosneHa
reorpaduyeckMMmn M 3THUYeCKMMK dhakTopamn, B 4acT-

Tab6nuya 1. PacnpoCTpaHeHHOCTb P3 B HEKOTOPbIX
cTpaHax mupa [3, 5, 6, 11, 12].

Pacnpo-
crpana palueno | ocre, Ha
10 TbIC.
HaceneHus
CLIA mMeHee 200 000 7,5
KaHapa - 5,0
ANOHMA MeHee 50 000 4,0
ABCTpanus MeHee 2 000 1,1
CtpaHbl EC 215 000 5,0
2?;}11':;2%3;:: ble») 1000 0,18
lOxHas Kopes MeHee 20 000 4,0
KuTtan - 0,02
Poccus 10 000 1,0
YKpauHa — 5,0
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HOCTM, NJIOTHOCTbIO HaceNeHUs TOro UM MHOTro PermoHa,
HanMumMeM sHAeMuyeckmnx 3aboneBaHWin, TPYAHOCTSMU
onpeaefnieHns 4acTtoTbl U3-3a OTCYTCTBMSA MacCOBOro
CKpWHMHra MHorux P3. 3abonesaHue, peakoe B OAHOM
nonynaumm, MoXeT BbiTb 06bl4HbIM B Apyron. OcobeHHOo
3TO KacaeTCsl HacneACTBEHHbIX M MHPEKUNOHHbIX 3a60-
nesaHui. Hanpumep, Takoe reHetunyeckoe 3abonesa-
HWE, KaK KMCTO3HbI ¢pnbpo3, peako BbISABNAOT B A3uu,
HO OTHOCUTENbHO pacnpocTpaHeHo B EBpone. MHorue
MHdeKuMoHHble 60ne3Hn ABASITCA TUMNYHBIMKU B OMnpe-
AeNeHHbIX reorpadunyeckmx permoHax, Ho NpakTUyecKku
He BCTpeyaloTcs B ocTalNbHbIX. Okono 40 P3 xapakTepu-
3ylTCS HaMHOro 60s1ee BbICOKOM YacToTOM B PUHASHAWN,
M3BECTHble Kak 3aboneeBaHusa C «UHCKOM» Hacneac-
TBEHHOCTbI0. [pyrune 3aboneBaHuns, B 4aCTHOCTU, MHOIMe
peakue popMbl ONyXONeW, He MMEKT OonpeAeneHHbIX
0cob6eHHOCTEN pacnpoCTpaHEHUS, HO SBASIOTCS peaKMMU
B uesnoMm. OTHeceHue Apyrux Ho3o0s0rnyecknx Gopm kK
P3 3aBUCKT Takxxe OT BO3pacTHOro dakTopa: HanpuMep,
BCE BUAbl 3/T0KAQYEeCTBEHHbIX ONyXO0sieN y AeTel CUNTaloT
peaKkMMn, XoTa 3TU HOBOO6pa3oBaHUS OTHOCUTESIbHO
4acTo BbIABMASOT BO B3POC/IOM NONYASLUUN.

HecMmoTps Ha pasnuuus B onpefeneHuu u npupoae
03, Bce OHM MMeloT obLme xapakTepuUCTUKU, KOTOpble
Heo6Xx0ANMO 3HaTb MEANLMHCKUM paboTHUKaM ANs yniyud-
LeHMS KavyecTBa OKasaHWs MOMOLUM NauneHTam:

- peakas sctpevaemocTb O3 1 cMHAPOMOB;

-4acTo — reHeTuyeckas 06ycnoBNEHHOCTb U XPOHU-
Yeckoe TeyeHue;

- MHOXXEeCTBEHHOCTb NOpa)eHUsi OpraHoB U CUCTEM;

-BbICOKME MNnokKa3aTeNnunm neTanbHOCTWU U
MHBanuamnsauuu;

- TPYAHOCTU ANArHOCTUKM, OTCYTCTBME MW HEAOCTYN-
HOCTb Bepudukaunm 3abonesaHus;

-0TCcyTCTBUE 3D DEKTUBHBLIX METOAOB JIEYEHUS WU
ero HeOCTYMHOCTb;

- HU3Kas MHOOPMMPOBAHHOCTL obLuecTBeHHOCTM 06 O3.

HopmaTtuBHO-npaBoBasa 6a3a u ocBefgoMieH-
HOCTb 06LeCTBEHHOCTH. TSXXeCTb Te4eHusl, HegocTa-
TOYHO M3YYEHHbIA NaToreHes u OTCYTCTBUE afeKBATHbIX
MeTonoB nevyeHus O3 cTuMynupoBann pa3paboTky 3a-
KOHOAAaTeNbHbIX UHULUMATUB N CO3A4aHMe OpraHusaumn un
perynsTopHbIX MexXaHM3MOB, HanpaBJIEHHbIX Ha uccne-
[OBaHWe U BHeApPEHWEe HOBbIX N1IeKapCTBEHHbIX CPeaCTB
M MeANMUMHCKUX NpOoAYKTOB Ans naumeHTos ¢ O3. Tak, 3a
nocnegHve 30 net opdaHHbIi cTaTyc B CLLUA npucsoeH
6onee uem 3 000 npenapaTtoB, U3 HUX 448 — BbINyLUEHbI
Ha pbIHOK, B cTpaHax EC — cooTBeTcTBEHHO 1219 1 78
[9, 13]. Cneaytownm warom nocne 3akoHogaTeNbHOro 3a-
KpenneHus ctaTyca O3 n nekapCTBEHHbIX CpeacTB 6bls10
co3aHue WNpoKo MHMPaCcTPyKTYpbl MOMOLLM NauneHTam
no nosay O3 B cTpaHax CeBepHON AMeEpUKKU 1 3anagHomn
EBponbl, ABCTpanum n BocTouHo A31n, KOTOPbIE BKJIHO-
4YalT aAMUHUCTPATMBHbIE OPraHbl, KOOPAMHALMOHHbIE
LIeHTPbl, HAaY4YHO-UCCNeaoBaTeNbCKkMe U obLecTBeHHbIe
opraHusauumu (Tabn. 2). Ha ocHoBaHuMK psiga npasu-
TEeNbCTBEHHbIX U YaCTHbIX MHULMATUB B CTpaHax EBponbl
co3aaHbl pernctpbl 03, obwee ymucno kotopbix B 2015
r. coctaBuio 651 [1, 14]. I3 HMX Tonbko 1 cocTasrieH
B YKpanHe — «HauWOHanbHbIN perncTp nauuMeHToB CO
CNUHaNbHOM MblWweYyHol aTpoduein» [1].

Bonbwylo ponb B 0CBeAOMJIEHMU 06LLECTBEHHOCTH
06 O3 urpatoT MHOpPMaLUMNOHHbIE BEB-pecypcChl U neyaT-
Hble n3gaHus. Bo MHorux ctpaHax EBponbl paspaboTaHbl
HaumoHanbHble naaHbl No 6opbbe ¢ O3 B COOTBETCTBUMU
c pekoMeHpaumammn EURORDIS, aganTMpoBaHHble K
cuctemMaM 34paBOOXPaHEHMs 3TUX CTpaH U NMO3BOSIO-
wmre obecneymTb NOSHOLEHHbIA AOCTYN MauueHTOB C
O3 K peiKUM NleKapCTBEHHbIM CPeACTBaM, YNpoCTUTb UX
perucTpaumio 1 3aKynky, a Takxe obecneunTb paHHO0

anarHoctuky O3 [14, 17]. CoBMECTHbIMW YCUNUSIMU €B-
pOMNencKnx 3KCNepToB U3haeTcs XypHan peakux 3abo-
nesaHuii Orphanet Journal of Rare Diseases, aHanorammu
koToporo B Poccun asnsitotcst «RARUS: Peakune 6onesxmn
B Poccuun» n «Pegkunin xypHan» [2, 3].

B YkpanHe O3 npuBneknu BHUMaHue MeANLUHC-
KMX paboTHMKOB pa3nM4YHbIX CNeunanbHOCTEN NUWb
B nocsiegHue roabl, 4To 06ycnoBneHO TeHAEeHUMeN K
yBE/IMYEHUID 4YacTOTbl UX BbIABNIEHUS, OTCYTCTBUEM
COBpEMEHHbIX MeTOA0B AMAarHOCTUKM U NIeYeHUs Jaxe B
BblCOKOCMeLUnanm3mpoBaHHbIX LleHTpax. B asrycTte 2014
r. co3aaH ObwecTBeHHbIN cot3 «OpdaHHi 3aXBOPIOBAHHSA
B YKpaiHi», koTopbln BXxoaAnT B cocTaB EURORDIS 1 oka-
3blBAET BCECTOPOHHIOKO MPaBoBY0, NHPOPMALMOHHYIO 1
(dunHaHCOBYO NoaaepXKy nauneHTam ¢ O3 u nx cembam,
MHULMWPYET AanbHellee paclumpeHne 3aKkoHoAaTebHOM
6a3bl O3 B YkpauHe. Ero uneHbl cnocobcTBoBanu paspa-
60Tke ocHoBoOMNoNarawwmx 4okymMeHToB 06 O3 B YkpauHe.
Tak, B cooTBeTCcTBUU C 3akoHOM N91213-VII «/Ipo BHeceH-
HS1 3MiH 40 OCHOB 3aKOHOAaBCTBa YKpaiHu rpo OXOpoHy
340poB’a LoA0 3abe3rneyeHHs NPoginaKTUKu Ta JiKyBaHHS
piakicHnx (opgaHHnX) 3axBoproBaHb» 0T 15.04.14 «op-
¢daHHbIM cuyMTaeTcs 3aboneBaHue, KOTOpoe yrpoxaeTt
XM3HU YenoBeKa NN XPOHUYECKN NpOrpeccmpyeT, npu-
BOAWUT K COKPALLEHMIO ANTNTENBHOCTU XU3HW FPaxaaHUHa
WK ero MHBaNMAHOCTW, pacnpoOCTPAHEHHOCTb KOTOPOro
cpeaun HaceneHus He vaue 1:2000» [11]. B cooTBeTcTBUM
c noctaHoBneHneM KabuHeta MnHucTpoB YkpanHbl N2160
ot 31.03.15, naumeHTbl ¢ O3 nMetoT NpaBo Ha 6ecnepe-
6onHoe 1 becnnaTtHoe obecnevyeHne nekapCTBEHHbIMU
cpeacTBaMM U AMETUYECKMMU MULLEBLIMU NMPOAYKTaMu
[18]. MaBHbIM yupexaeHneM No AUarHoCTUKE U JIEYEHUIO
03 B YkpauHe gaBnsietcs LleHTp meTabonmyeckmx 3abo-
neBaHWin HaunoHanbHOM AETCKOW cneunanmanpoBaHHOM
60onbHMUbl «OXMATAET>.

B YkpauHe k O3 oTHeceHbl Ho3os10rnyeckmne popmel,
ONA KOTOPbIX CYLECTBYOT «MpU3HaHHble MeTOoAbl fleye-
Hua» [15]. MepeyeHb HacuuTbiBaeT 171 3abonesaHue,
N3 KOTOPbIX, KaK MUHUMYM, 12 BCTpeYaloTCs B NpaKTuKe
Helipoxunpypros. [lna cpaBHeHusi, B P® nepeyeHb O3,
yTBepxaeHHbin M3 PO ot 07.05.14, HacuuTbiBaeT 216
Ho3o0Mormyeckmnx opmM, n3 KoTopbix 31 OTHeCeHa K Hell-
poxupypruu [12]. B TO e BpeMs, KpynHenwnn nopran
www.orpha.net, Ha KOTOpOM npeAcTaBfeHbl AaHHble O
pacnpocTpaHeHHocTn O3 B cTpaHax EBponbl, HacuYnTbI-
BaeT 6onee 3500 HO30/10rMYECKUX POPM, U3 KOTOPbIX 282
OTHECEHbI K HeMpoxupypruyeckum [3].

Bonpoc o knaccnpukaunm O3 B HEMpOXMpyprum
obcyxpnaetcsa. B nepByto oyepeab, 3TO 06ycnoBneHo
OTCYTCTBMEM €AMHOro perucrtpa nauueHTtos ¢ O3 B
YKpanHe, a Takxe oduUManbHbIX AAHHbIX CTAaTUCTUKMU
06 3NnMAeMnonorMn OTAENbHbIX HENPOXUPYPruyecKkmx
3aboneBaHunii n coctossHuin. OQHUM N3 NPEnATCTBUN K
npucBOeHUto 3aboneBaHunio ctatyca «opdaHHOro» aBns-
I0TCA HeYeTKMe KpUTepumn onpeaeneHus 3abonesaHns Kak
opdaHHoro [19]. YuuTbiBas peakyto BcTpevaemoctb O3,
AN MHOTUX U3 HUX He pa3paboTaHbl eaAnHble CTaHAapThl
neyveHus. Kpome Toro, Ans MHOrmx HacneacTeseHHbix O3 ¢
nopaxeHneM HEpPBHOM CUCTeMbl HET opdaHHbIX Npenapa-
TOB, U NleYeHne HanpaBieHO Ha YCTpaHeHne CUMNTOMOB
W npeaynpexaeHne vHeanuansauum naumeHtoB [20].
Bonee TOro, HeT KOHCEHCYCa OTHOCUTENIbHO NleYeHns Ta-
Knx 3aboneBaHui, Kak TeneaHrMakTaTMyeckas atakcus,
CNWHanbHas MblleyHas aTpodus, BKIKOYEHHbIX B CMUCOK
odunumanbHo yTBepxaeHHbIX O3 B YkpaunHe. He peleH
BOMpoc o HoMeHkNaType 03. NepeyeHb P3 B YkpanHe n PO
npueeneH c yyetom MKB-10 n BKAOYaET Kak OTAE bHbIE
Ho30n0rndyeckne Gopmbl, Tak U X rpynnbl. B ykpanHckom
nepeyHe rnpueeAeHbl Takxe KNacCudmrKaunoHHbIe HoMepa
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Ta6bsinya 2. HOpMaTMBHO-I‘IpaBOBaﬂ 6asa n cuctembl okazaHus nomMowm naymeHtTam c O3 B Pa3HbIX CTpaHax

[2, 3, 5, 13 c pononHeHusaMu].

O6wecTBEeHHbIE U o
CtpaHa T::::I':V:;rrgi'bl HopmaTtnBHO-npaBoBas 6a3sa HerocyaapcTBeHHble MHd)OI;l;g;I:gHHHM
opraHusauuvm

CLLA AAMUHUCTpaums 3akoH 06 opdaHHbIX cpeacTBax HauuoHanbHasa http://rarediseases.org
nuweBbIX (Orphan Drug Act, 1983), 3akoH opraHusaums peakux https://rarediseases.
npoAyKTOB U 06 opdaHHbIX 3abofeBaHUSAX 3aboneBaHui info.nih.gov
nekapcts (FDA) / (Rare Diseases Act, 2002) (NORD), Oduc http://www.

Oduc opdaHHbIX peakux 3aboneBaHum rarediseasesnetwork.
NpoAYKTOB U HaunoHanbHoro org
passutmnsa (OOPD) VHCTUTYTa 340pOBbS http://www.ojrd.com
CLUA (ORD NIH),
Oduc nccnepoBaHuns
peakunx 3abonesaHum
HauunoHanbHoro
LeHTpa NpoABMXEHNS
TPaHCASUMOHHBIX HayK
(ORDR NCATS)

EC EBponelickoe AvpekTtnea Regulation EC EURORDIS http://www.orpha.net
MeanLnHCKoe N2141/2000 (1999) JkcnepTHas rpynna no http://www.eurordis.
areHTCcTBO peakum 3abonesanHnsim EC | org
(EMA)/ Komutet http://ec.europa.eu/
opdaHHbIX health/rare_diseases/
MeaULNHCKNX expert_group/index_
NnpoAyKTOB en.htm
(COMP) http://www.rarecare.eu

http://www.eurocat-
network.eu

AscTpanus | AAMUHUCTpaums Monutuka opdaHHbIX NpenapaTos | Accounauns https://www.
TepaneBTUYECKMX (Orphan Drug Policy, 1997) reHeTuyeckon noaAepxKu | rarevoices.org.au
npoaykTtos (TGA) AscTpanansunmn (AGSA) http://www.

geneticalliance.org.au

AnoHuns MuHUcTEpCTBO MepecMoTpeHHble ANOHCKNI http://www.nanbyou.
340poBbs, TpyAa 3aKoHojaTeslbHble aKTbl 06 WHPOPMaLMOHHbIW or.jp
n 6narococtosiHua | opdaHHbix npenapaTtax (1993) LeHTP HEM3MEYNMBbIX
(MHLW) 3abonesaHuin (IDIC)

lOxHas Koperickas PykoBoAcTBO 06 opdaHHbIX Kopelickaa opraHusaums Het

Kopes aaMUHUCTpaumsa npenapatax (Orphan Drugs peakunx 3abonesaHui
nuweBbIX Guideline, 2003) (KORD), Kopelickas
NpOAYKTOB U MHdpopMaLmoHHas
nekapcts (KFDA) 6a3a AaHHbIX peaKknx

3aboneBaHui (KRDID)

TalBaHb [enapTameHT 3aKOoH O KOHTpoOfie Haj peaKuMu TaBaHbckas dyHAauMA http://www.tfrd.org.tw
3a0poBbs (DOH) 3aboneBaHnssMM N 06 opdaHHbIX peaknx 6onesHent (TFRD)

npenapatax (Rare Disease
Control and Orphan Drug Act,
2000)

Kutan focynapcTtBeHHas Het KuTtanckas opraHusaums http://www.
aaMUHUCTpauns peakux 3aboneBaHum, hanjianbing.org
NULLEBbIX Kutanckmin KoHcopumym
NpoOAYKTOB U vuccnenoBaHns peakux
nekapcts (SFDA) 3aboneBaHum

P® MuHucTEepcTBO ®depepanbHbIil 3akoH «06 Bcepoccuiickoe obuwectso | http://www.orphamir.
3/ paBOOXPaHEHNA | OCHOBax OXpaHbl 340pOBbS opdaHHbIX 3abonesaHnin ru
PO rpaxaaH B Poccuiickon http://www.rare-

denepauunm», cT. 40, diseases.ru
«MeanunHCKas NOMOLLb http://raremagazine.ru
rpaxpaHam, cTpajatolmm

OTAENbHbIMU rpynnamm

3aboneBaHNn U COCTOSHUIN»

(2011); NepeyeHb opdaHHbIX

3aboneBaHunin, yTBEpPXAEHHbIN

M3 P® 07.05.14; NocTaHoBNeHNe

Mpasutenbctea P® N2403 «O

nopsiake BeAeHUs perncrpa

nauMeHToB C opdaHHbIMU

3aboneBaHnMAMK>»

YKpauHa MUHUCTEPCTBO 3akoH N21213-VII «O BHECEHUN O6WWecTBEHHbI COO3 http://rarediseases.
34paBoOOXpaHeHUs n3MeHeHnn B OCHOBbI «Op@aHHble 3aboneBaHns | org.ua
YKkpawvHbl / LieHTp 3aKoHoAaTeNbCTBa YKpauHbl 0 YKpauHbI»

MeTabonnyeckmx 3/1paBOOXpPaHEHNN OTHOCUTENBbHO
3aboneBaHuit obecneyeHns NpoduNakTUKn
HauunoHanbHoOM W nevyeHuns peakmx
AeTcKon (opdaHHbIX) 3aboneBaHnin» ot
crneunannsnpo- 15.04.2014 (pa3pen V, c1.53);
BaHHOM 60/1bHULbI MNocTtaHoBneHne KabuHeTta
«OXMATAET» MuHucTpoB YkpauHbl N2160 oT
31.03.15 «06 yTBEpPXAEHUMN
Mopsiaka obecneveHuns
rpaxaaH, cTpajaloLwmx peakmmm
(opdaHHbIMK) 3aboneBaHUsIMU,
NleKapCcTBEHHbIMU CpeACcTBaMU U
COOTBETCTBYHOLMMN NPOAYKTaMM
ANS cneunanbHOro AMeTUYecKoro
notpebnexHns»
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ORPHA, pa3zpaboTaHHble eBPONENCKUMM 3KCMNepTaMm, Ha
noptane www.orpha.net. [15].

B oTiMume OT NpUHSATBIX B pa3BUTbIX CTpaHaX 3akoHO-
AaTenbHbIX aKkToB 06 opdaHHbIX fleKapCTBEHHbIX Cpeac-
TBax, B YKpauvHe He pelleH BOMpoC O XUPYpPruyeckom u
MeANKaMEHTO3HOM JleYeHNN NauneHToB € P3, KOTOPbIM He
rnokas3aHo Ha3HadeHue opdaHHbIX npenapaTtos [21]. Mo
HalweMy MHeHuto, Bcex nauneHTos ¢ O3, He3aBUCUMO OT
TOro, Heo6Xo0ANMbI NN ANSA X NNeYeHNs cneunanbHO pas-
paboTaHHble opdaHHbIe NpenapaTol, cneayeTt 6ecnnaTHo
obecneunBaTtb APYrMMMN NEeKApCTBEHHbIMU CPEACTBaMU U
pacxoAHbIMM MaTtepuanaMmn ANs XMpypruyeckoro neve-
HMA. BonbluMe TpyAHOCTM NpeAacTaBfAseT onpeaeneHve
cdhepbl KOMNETEHL MM CNeLManmcToB, KOTOpbIE YYacTBYOT
B JleyeHMu naumeHToB no nosody O3, MOCKONbKY ANS
60NbWNHCTBA U3 HUX HEOBXOAUM MYNBTUAUCLMMIMHAP-
HbIl noaxoa.

B cooTBeTcTBUM C onpeneneHneMm AMepuKaHCKOro
coBeTa HeBposormyeckmnx xupypros (The American
Board of Neurological Surgery — ABNS) — OCHOBHOro
opraHa ceptudwukauunm Heripoxmpypros B CLLUA — Helipo-
XVUPYPrus NpeactaBnseT «MegUUMHCKYIO ANCUNIINHY U
XUPYPruyeckyro crieynaabHoCTb, KoTopas obecrieynsaet
rmoMoLub B3pOC/bIM fauyneHTaMm u AeTsaM rpu J1e4eHun
6011 MM NaToOOrMYECKUX MPOLECCOB, KOTOPbIE MOryT
U3MEHSITb PYHKLUMIO MM aKTUBHOCTb LIEHTPAabHOM He-

PBHOW cucTeMbl (r0/1I0BHOro Mo3ra, rurnogusa, CriMHHOro
mo3ra), nepugepnyeckKori HepBHON CUCTEMbI (YEPETHbIX,
CMUMHHOMO3rOBbIX M repupepnyeckux HepBoB), Bereta-
TUBHOM HEPBHOM CUCTEMbI, MOAAEPXKUBAIOLUNX CTPYKTYP
aTUX cuctem (obosiouek, Yyeperia U OCHOBaHWUs 4depera,
MO3BOHOYHOIro CcTos/16a@) U NX KPOBOCHabXXeHus1 (BHyTpu-
yeperiHbiX, BHeYepernHbIX, CIMHHOMO3roBbiX COCYAOB).
JleyeHune BKIKOYAET Kak HeornepaTnaHoe (MpodunakTuky,
ANarHOCTUKY, BK/IO4as MHTEepripeTaymio AaHHbIX BU3ya-
m3aumnmn, n 1e4eHne Kak TaKkoBoe, He OrpaHun4yuBaroLye-
ecsi HEMPONHTEHCUBHOM Tepanuen u peabunutaymei),
TaK v ornepaTtuBHOE, BMECTE C UCIMO/Ib30BaHNEM AaHHbIX
BU3yann3aumm n nx nHTeprnpetaymes (3H40BacKy/isipHasi
Xnpyprusi, QyHKLUMOHAIbHas U BOCCTaHOBUTEIbHAS XUpyp-
rvsi, cTepeoTakcuyeckasi paanoxnpyprus, crabmnunsayms
r03BOHOYHMKA, BK/ItOHYas ero nHCTpymeHtaymo» (http://
www.abns.org/en/About%20ABNS/Definition%200f%?20
Neurological%20Surgery.aspx).

Ha ocHoBaHWMW WM3N0XEHHOro onpeaeneHus, npea-
cTaBnsiem nepedeHb O3 (Tabs. 3), KOTOpble, NO HaweMy
MHEHMIO, MOTYT BCTPEYaTbCs B NPaKTUKE Helpoxupypra.
K HMM OTHeceHbl kak 3abonieBaHusi, 0b6blyHble B HeM-
pOXMpYpPruyeckon npaktuke, Tak u P3, Haxoaswmwmecs
nepBMYHO B Chepe KOMMETEHLMU APYTrUX CneumanncTos
(HeBpoONOros, opTONEAOB-TPABMATO/IONOB, OHKOremMaTo-
JI0roB, SHAOKPUHOMOrOB U Ap.).

Ta6smya 3. NepeyeHb O3, KOTOpbIE BCTpeYalTCs B NpakTuke Henpoxupypra [1, 12, 15, 16].

CUHOHMMBbI U Ha3BaHUA o
3a6oneBaHue / P3, npuHaTbie B pyccko- Knacc x::fpbrluﬂqeeb::i%-r ° H aqlvg:)"o%o Kop no
rpynna no MKB-10 U YKPaNHOA3bIYHOU no MKB-10 neyeHus HaceneHus MKB-10
nurepaTtype

Peakune cocyaucTtbie 3a60sieBaHUs HEPBHOW CUCTEMbI
lMpnobpeTeHHoe CrnoHTaHHOe cybapaxHou- BonesHu cuctembl | MUKpoxupypruyeckoe, 10 4" 160.0-
aHespu3amaTmyec- AanbHOE KPOBOU3NUSHKE, kpoBoobpalleHnss | 3HAO0BACKYNSIPHOE Bbl- 160.9
Koe cybapaxHou- pa3pbiB BHYTpUYEpenHowm KJto4eHne aHeBPU3MbI
AasbHOEe KpOBOU3- aHeBpU3MbI
JINSIHUE
HerHonHbIA TpOM- Tpom603 BeH n cnHycos 'M Onepaunun Ha BEHO3HbIX 0,35 3" 167.6
603 BHyTpuyepen- CUHyCax, 3HA0BACKy-
HbIX BEH NSIPHBIN TpOMBONM3NUC,

TpOMb3KTOMMUSA
Bone3Hb Mosa-Mos SKcTpa-uHTpakpaHuane- | 0,035 3" 167.5

Hble MUKPOCOCYAUCTbIE

aHacToMo3bl, sHUeda-

NOAYPOCUHAHIMO3
HacneacrtBeHHas CuHapom Penaw-Ocnepa- Mukpoxupyprudeckoe, 16,0 Y~ 178.0
remopparuyeckas Bebepa 3HA0BACKYNspHoe,
TeneaHrnsKrasns paanoxumpypruyeckoe n

KOMMJIEKCHOE NleveHmne

ABM I'M n CM, ynaneHue

KaBepHoM M n CM
ApTepuo-BeHO3HbIli | ABM TM BpoxaeHHble Mukpoxupypru4yeckoe, 6,0 Y* Q 28.2
NOpPOK pa3BUTUS aHomanuu (no- 3HAO0BACKYNAPHOE,
cocynos 'M pOKW pasBuTUS), paanoxupypruyeckoe,

Aedopmaumns, KOMMJIEKCHOE NleveHmne
XPOMOCOMHblE

Apyrve nopoku AHeBpu3Ma BeHbl ManeHa aHoManum DHAoBacKynsapHoe ne- OnucaHo Q 28.3
pa3BuUTUSA COCYAOB yeHune 6onee 800
™ HabnwoaeHni
ApTEPUO-CUHYCHbIE | APTEPUO-CUHYCHbIE AY- SHAOBacKynspHoe, 0,1 4% (2010) | I 77.0
coobuyeHuns cocynos | panbHble coycTbsi, JAB® MUKPOXUpPYpruyeckoe Q 28.0
™ BbIK/IlOYEHMNE
Apyrue manbdop- CeMeiHble KaBepHO3Hble Mukpoxupypruyeckoe 15,0 Y~ Q 28.3
Mauum cocypos 'M Manbdopmaumn 'M yAaneHue
CnuHanbHbI MeTa- | MHOXeCTBeHHble apTepuo- Mukpoxupypruyeckoe, 35 Habnoge- | Q 27.3
MEPHbIA CUHAPOM BEHO3Hble MOPOKMN pasBu- 3HA0BACKYNspHOe, HUW
Ko66a T1a CM u ero obonouek paavoxupypruyeckoe,

KOMMJIEKCHOE NleveHmne

ABM, CM n JAB®
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lpogomxeHne T1abn. 3

CUMHOHMMbI M Ha3BaHuA o
3a6oneBaHue / P3, NnpuHATbIE B pyCcCKO- Knacc x::fpbrluﬂqeev::i%-r ° Haqfc')':)"o?éo Kopa no
rpynna no MKb-10 U YKPanHOSA3bI4YHOMN no MKB-10 nevyenus Hacenenus MKB-10
nutepartype
Penkune HoBoo6pa3oBaHuUA u onyxosienofo6Hoe Nopa>xeHue roJIoBHOro U CNMHHOro Mo3ra, nepudgepmnyecknx
HEpPBOB, Yepena u N0O3BOHOYHMKA
JobpokayecTBeH- MeHuHrnoma HoBoo6pa3oBaHusa | MUKpoxupypruyeckoe 0,15 3* 0 32.0
Hble HoBOO6pa3oBa- yAaneHuwe, pagnoxumpyp- 0 32.10
Hnss TM n CM rmsa, nyyesas Tepanus, 32.9
KOMMNJEeKCHoe NieveHmne
3n0Ka4YecTeHHble [nuobnactoma, rnvoma, ac- Munkpoxupypruyeckoe 5,4 4* (2014) | C 70
HoBOOb6pasoBaHus TpounTOoMa, ONNroAeHAPOr- yAaneHue, paamoxumpyp- 10,9-12,8 3¢ c71
obonoyek 'M, CM, nvoma, meaynnobnacroma rmsa, nyyesas Tepanus, (2007) c72
yepenHbIX HEPBOB U XUMUoTepanus, KoMmn- 0,278 3* M
APYrUX YacTen ueH- NleKcHoe nevyeHune n1lsM
TpasibHO HEPBHOW
CcUCTEMbI
3/10KaYeCcTBEHHblE 3n0KayecTBEHHas HeNpo- N C 47
HOBoob6pa3oBaHus dunbpoma, 3n0KayecTBeH-
nepudepunyeckunx Has WBaHHOMa, HeNpo6-
HEepBOB 1 BereTta- nacrtoma
TUBHOW HEPBHOWN
cucTembl
Akpomeranuvs u ComaToTponuHoMa, 30- BonesHun sHAoK- Munkpoxupypruyeckoe 554" E 22.0
rmnodusapHsbIni 3MHO(dUNbHaA ajeHOMa PUHHOW CcUcTe- yAaneHue, nyvyeBas Te- 0,35 3"
CUraHTU3M runodwusa (B T.4. B COCTaBe | Mbl, HapyLleHns panusi, ropMoHoTepanus
HacneACTBEHHbIX CUHAPO- nuTaHus n obmeHa
MOB) BELLECTB
BonesHb NeHKO- BasodunbHasa ageHoma 4,0 4" E 24.0
KylinHra ueHTpanb- | runodusa (KOPpTMKOTPONU- 0,23
HOrO MPOUCXOX-~ HOMa)
OHUA
MnepnponakTu- MponakTuHoMa (MMKpPO- 1 E 22.1
HeMus MakpoaaeHoMa runodusa)
KpaHunodapuHru- HoBoo6pa3oBaHusa | MUKpoxupypruyeckoe 2,04 D 44.4
oMa yAaneHuwe, pagnoxumpyp- 1,0 3"
rus, nyyesas Tepanus,
KOMMNJEeKCHOoe fieyeHmne
Onyxo/11 no3BOHOY- Xupypruyeckoe nevyenue, | 0.317 3¥ C41.2,
HUKa BKJlOYasa ctabunusupyto- | (2005) C41.4
wme onepauunmn, nyvyesas D 16.6,
Tepanusa, XummoTepanus, D 18
BepTtebponnacTuka
JlumdoMbl LEeHT- Mukpoxupypruyeckoe 0.47 3* Cc82,
panbHOW HEPBHOM yaaneHue, nyvesas C83,
CUCTEMbI (HEXOAX- Tepanusa, xmMumoTepanus, c84,
KWHCKUE) KOMMJIEKCHOE N1eYeHune C85, C86
BectnbynspHas Munkpoxupypruyeckoe 6,0 Y* D 33.3
wBaHHoOMa yAaneHue, paamoxmpyp-
rmsa, nyyesas Tepanus,
KOMMNJEeKCHOe fleveHmne
310KayYyecTBeHHbIE CapKoMbl KOCTEW 1 cycTaB- Xupypruyeckoe yaane- 1,1 3%(2013) | C41
HOBOob6pasoBaHus HbIX XpsiLLen HWe, BK/ItoYas nnacTtuky 0,24 3"
KOCTeW, CyCcTaBHbIX | XOHApOCapkoMma KocTell yepena, ctabunum- | 0,23 3*
Xpsulen n Apyroun OcTeocapkoma 3Mpylolwmne onepaumun Ha
HEeYTOYHEHHOW NO3BOHOYHMKE, NlyyeBas
nokanusauunmn Tepanus, xMMmuoTepanus,
KOMMNJEKCHOe fleyeHmne
310KayecTBeHblE CapkoMa MArKnx TKaHewn Xupypruyeckoe yaane- 0,19 Y~ C 49
HoBoO6pa3oBa- rosloBbl C UHTpaKpaHuanb- HUe, BKAtOYasa nnac-
HUA CUX TUNOB HbIM POCTOM TUKY KOCTEN U MAFKMUX
COeNHUTENIbHON U TKaHew yepena, ny4yesas
MSACKUX TKaHen Tepanus, XxMMmuoTepanus,
KOMMJIEKCHOE NlevyeHne
BTOpu4Hble 3/10- MeTacTtaTmyeckme onyxonu Xupypruyeckoe yaane- N C79
KayecTBeHHble 'M n CM, no3BOHOYHMKA HWe, BKAYas NnacTuky C 80
HOBOOGpasoBaHus KoCTel yepena, cTabu-
APYron yTOYHEeH- nusupytolme onepauunm
HOW nokanusauumn, Ha NO3BOHOYHUKE, BK/IO-
3/10Ka4yeCcTBEHHble Yyas sepTebponnacTuky,
HOBOObGpasoBaHus nyyesas Tepanus, 6pa-
6e3 yTouHeHus XuTepanus, KOHTakTHas
nokanusauuu paanoTepanunsa onyxonewn
M, xummnoTepanus, Kom-
NneKcHoe neyexHve
femaHrnoma, num- lemaHrnoma kocrten yepena KpaHunonnactuka. Bep- N D 18
daHrnoma nobom M NO3BOHOYHMKA Tebponnactuka
JNioKanusauumn
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lpogomxeHne T1abn. 3

CUHOHMMBbI U Ha3BaHUS o
3a6oneBaHue / P3, npuHaTbie B pyccko- Knacc x::fpbrluﬂqeev::i%-r ° Haqfc')':)"o?éo Kopa no
rpynna no MKb-10 U YKPaNHOA3bIYHOM no MKB-10 nevyenus Hacenenus MKB-10
nutepartype
HenpodunbpomaTos Bone3Hb PeknuHrxayseHa BpoxaeHHble Xupypruyeckoe yaane- 21,3 4" Q 85.0
1 Tuna aHomanuu (no- HWe, BK/toYas nnacTtuky 33,3 4pP”
HelpodunbpomaTtos pOKW pasBuTus), KoCTel yepena, cTabu- 1,7 4
2 Tvna nedopmaums, nu3npytolme onepaunm
Ty6epo3Hbiii ckne- | bonesHb BypHeBunns XPOMOCOMHbIE Ha NO3BOHOYHMKE, BKJIO- | 8 8 Y* Q85.1
po3 aHoManumn Yas sepTebponnacTuky, 10,0 YP*
[Opyrve dhopmbl CunapoMmsl LWTypre-Be6e- nyyesas Tepanus, 6pa- 3,5 4p* Q 85.8
dakomaTo3a, He pa, doH MMnnensa-SlaHaay, MUNTEIZEINIR,; [OFERTRER | 205 © &
Knaccupuumnpo- KoyneHa, Tiopko, JlepMuT- [PERLAQUEREIIAL] @NE2@NER || 65 G
BaHHbIE B APYrux Ta-Aokno, Jin-dpaymeHu, M, xummnoTepanus, 220 Habnto-
py6purKax Top/inHa, NpeApacnono- SO EIRIOE MIEIERAE LEHWI
XEHHOCTb K pabaouaHbIM femucdepakTOMMUS Npu 6,0 Y*
onyXonsAM cuHapome WTypre-Be- 1,84
6epa 500 Habnto-
OEHUN
MHoxecTBeH- MHoxecTBeHHas Muenoma, | HoBoobpasoBaHusi | Xupypruyeckoe nevyenue, | 11,9 Y- Cc 90
Haa Muenoma u nnasmounToma BKJItovas ctabunusupyto- | 6,0 3° (C 90.0-
3/10KaYeCTBEHHbIE wme onepauunm, nydyesas C90.2)
naasMoKNeTOYHble Tepanus, xumMmmoTtepanus,
HOBOO6pa3oBaHus BepTebponnacTuka
MopaxeHue 6onee CVHAPOM MHOXECTBEHHOW Mukpoxupyprmyeckoe 3,34 D 44.8
4YeM OAHOM 3HAOK- 3HAOKPUHHON Heonnasuu 1 yAaneHvue afeHOoMbI
PUHHOW Xenesbl Tuna (M3H 1) runodwusa, nyyesas Te-
panus, ropMoHoTepanus
McTuounTos ms D03uMHOMDUNbHAs rpaHyne- BonesHu KpoBwu, Pesekumnsa koctel yepena | 1,5 4* D 76.0
KneTok JlaHrep- Ma yepena KPOBETBOPHbIX C nocneaytoLlet KpaHu-
raHca opraHos, oTae- OnnacTUKowu
Apyrue ructmoun- CuHapoM Pozaun-AopdmMaHa | /IbHblE HapyLie- Munkpoxupypruyeckoe OnucaHo D 76.3
TO3Hble CUHAPOMbI (rMcTMOUMTO3 C MacCMBHOW | HUS, BOBJIEKato- ynaneHve, paamoxmpyp- 1000 Habnto-
numdoaaeHonaTnemn) WMe NMMYHHBbIN rvs, nydyesas Tepanus, AeHnin
MeXaHu3M KOMMJIEKCHOE levyeHne
KaK npu MeHnHrumome 'M
v CM
OcTeoneTpos MpamopHas 6onesHb BpoxaeHHble Pesekuuns c nocnepyto- 1,0 3" Q 78.2
aHomanuu (no- wern KpaHMonaacTukon
pPOKM pasBuTus), npu NoOpa>xeHnn KoCcTewn
pedopmaums, yepena
XPOMOCOMHblE Ctabunusnpytowme
aHoManumm onepauuun Ha NO3BOHOY-
AHeBpu3MaTHyec- BonesHun KoCTHO- HWKE Npu KoMnpeccuu <0,1 4" M 85.5
Kasi KOCTHas Kucrta MbILLEYHOW cuc- COAEP>XNMOr0 MO3BOHOY-
TeMbl U COeAUNHN- HOro KaHana
MnepocTo3 yepena | BHyTpeHHWI NOBHbLIN rune- | TeNbHOM TKaHU Pesekuunsa kocTtel yepena | N M 85.2
pocTo3 C nocneaytuLeln KpaHun-
onnacTukomn
Peakune BpoXkAeHHblIE aHOMaJ/IMM U NOPOKU Pa3BUTUS HEPBHOW CMCTEMbI, Yepena u NO3BOHOYHUKaA
KpaHMoCcMHOCTO3 BpoxAeHHble aHO- | PEKOHCTPYKTMBHbIe one- | 45 YP* Q 75.0
KpaHunodaunans- CVMHAPOMHBIA KpaHNoCH- Manum (Nopokm paunn Ha KocTax csoaa 0,9 YP* Q75.1
HbI AN30CTO3 U HocTo3 AnepTa, Kpy3soHa, pasBuTus, AedOop- | U OCHOBaHWs Yepena,
ApYrue yToUuHeH- MKJHKe, ndjeﬁcbcbepa, Mauunsd, XxpomMocoMm- | NMLUEBOro ckeneta
Hble nopoku pa3sn- | Catpe-loTueHa, Oxek- Hble aHoMasnm)
TUA KOCTel Yepena | coHa-Baiicca, LUnpuHTUe-
M nuua Ha-Tonbabepra, AHTIN-
Bukcnepa, KapneHTtepa,
Bannepa-reponbaa,
Beape-CTuBeHCOHa,
KpaHNOMpPOHTOHA3aNbHbIN
CUHAPOM, KPaHMOCUHOCTO3
Tnna bocTtoH
CUHAPOMBI BPOX- CuHapoMmebl fonbaeHxapa, 2,8 YP*300 Q 87.0
AEHHbIX aHOManui, Mebuyca, opodaumanbHO- HabnwoaeHnmn
BAINAIOLNX Npe- AUrnTanbHbIA, PobeHa, 1,2 Yp*
MMYLLECTEHHO Ha Tpeuepa-KonnuHsa, Beit-
BHELWHWIA BMUA Nvua | ns-MapkesaHu
[Opyrve yTo4yHeH- KnenpgokpaHuanbHas auc- 0,14 Q 75.8
Hble MOPOKW pa3Bu- | nnasusa 0,4 YP*
TUA KOCTeW Yyepena
n nnua
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CUMHOHMMbI M Ha3BaHuA o
3a6oneBaHue / P3, NnpuHATbIE B pyCcCKO- Knacc x::fpbrluﬂqeev::i%-r ° Haqfc')':)"o?éo Kopa no
rpynna no MKb-10 U YKPanHOSA3bI4YHOMN no MKB-10 nevyenus Hacenenus MKB-10
nutepartype
CMHAPOMBI BPOX- CuHapoMmbl KHucTa, BpoxaeHHble aHo- | [lekoMnpeccus KpaHno- 0,4 4YP* Q87.1
AEeHHbIX aHoManuii, | JlapceHa, Aapckora, Kok- Manun (Mopoku BepTebpanbHOro nepe- 0,27 YP*
NposABNAOLWMXCA kerHa, e NaHre, y6oBu- pa3sutus, gedop- | xoga. Crabunusumpytowme | 25,0 3*
npevMyLLecTBEHHO ua, HyHaH, MNpaaepa-Bun- Mauus, XpoMOCOM- | ornepauuun npu KoMmnmn-
KapJIMKOBOCTbIO nn, PobnHoBa-CunbBepMe- | Hble aHOManun) peccum coaep>XxnumMoro
Ha-Cmuta, Paccena-Cunb- NO3BOHOYHOr0O KaHana
sepa, Cmuta-Slemnmn-Onuua Xupypruuyeckas Kop-
pekuns agedopmaumm
NO3BOHOYHMWKA
CuHgpom Knunne- CunHapom Knunnens-®eiins [ekomnpeccus KpaHuo- 2,14 Q76.1
na-®enna I-IV TMna n accoumMnpoBaH- BepTebpanbHOro nepe- 1,0 Yp*
Hble COCTOSIHUSA (CMHAPOM xopa. Ctabunusmpyouwmne
BunbaepsaHka, WekHO- onepauuun npu KoMmnm-
OKY10-aKyCTUYECKUi peccumn coaepXxunmMoro
CUHAPOM) NO3BOHOYHOr0 KaHana
AxoHaponnasus [ekomnpeccus Kpa- 4,0 Yp* Q774
MnoxoH naasua HuosepTebpanbHOro 3,3 YpP*
nepexopa
Crabunusupytowue one-
pauun npu KoMnpeccumn
COAEP>XMMOr0 MO3BOHOY-
HOro KaHana
Xupypruyeckasa Kop-
pekuns gedopmaumm
No3BOHOYHMKa, JILLO
He3zaBeplueHHbIN HecoBepLueHHbIN ocTeo- [ekomnpeccusa kpa- 7,5 4P* Q 78.0
ocTeoreHes reHes, BT.M. TUNA@2un 5, B HuoBepTebpanbHOro
coyeTaHun C peTuHonaTun- nepexopa
e, cyaoporamMu u oTcrtasa- Crabunusupyiowme
HWEM B MHTENNIeKTYyalbHOM onepauuun Npu aTnaHTo-
pasBuTUMK aKcuanbHoOM HecTabunb-
HOCTU
CuHapom MapdaHa Mukpoxupyprmuunyeckoe, 15,0 Y* Q 87.4
3HAOBACKYJ/ISIPHOE Bbl- 25,0 3"
CuHapom dnepca- CuHapoM dnepca-faHno- Ko4YeHne aHespusm 'M 0,5 YpP* Q 79.6
[aHnoca ca: Knaccuyeckuii Tmn; CTeHTUpOBaHWe nneye- 5,0 4"
rmnepMobunbHbIA TUM; ro/I0BHOrO CTBO/MA Mpw 12,54
KNG OCKOIMOTUYECKINIA TUM; OKKJ/TI03MOHHO-CTEHOTH- 1,0 Yp*
COCYAUCTBIN TUN U Ap. YEeCKOM ANCCEKLMOHHOM 1,04
nopaxeHun
Crabunusupytowme
onepauuun nNpu aTiaHTo-
aKcuanbHOW HecTabunb-
HOCTK
Xupypruyeckas Kop-
pekums aecbopmaunm
NO3BOHOYHMKA
CrnoHannoanndm- CnoHannoanumeTa- Crabunusupyiolme one- 1,0 YpP* Q777
3apHas aucnnasus ¢usapHas aucnnasus, pauumn nNpu KomMnpeccum
cnoHaunoanudnsapHas COAEP>XMMOro MO3BOHOY-
AUcnnasus, cnoHamnome- HOro KaHana
TadusapHasa aucnnasus, B Xupypruyeckas Kop-
T.4. B COYETaHUN C APYrUMH pekuns aedopmaumii
NopoKaMu pa3BuTus No3BOHOYHMKA
Apyrue Buabl octe- | CuHapombl xyHa (ac- 0,6 4YP* Q 77.8.
oxoHAapoAaucnnasum | ukTuyeckas rpyaHas
c AedekTamu pocta | aucnnasus), KoHpaau-
AJIMHHBIX KOCTEWN XioHHepMaHHa (ToyeyHas
1N NO3BOHOYHOTO 0CTEOXOHAPOAUCHNA3UNSA)
ctonba
ATpe3us oTBepcTuii | AHoManua leHan-Yokepa nwo 2,14 Q03.1
MaxaHau v Jlrowka 0,6 YP*
SHuedanouene Xupypruyeckasa nnactuka | 0,8-4 YP* Qo1
N0 npu conyTcTBYtO-
wen rmapouedanum
BpoxaeHHble KUCTbl | ApaxHounaasibHble KUCTbI YpnaneHwue, peHecTpaums, | 20 Y* Q 04.6
™ Mapcynuanusauus, WyH-
TUpoBaHWe KUcT
Spina bifida n Xupypruyeckasa nnactuka | 18,6 YP* Q 05.0-
accounmpoBaHHble N0 npw conyTcTBYtO- Q059
COCTOSIHUS wen rugpouedanmm
BpoxaeHHble Xupypruyeckasa Koppek- 34 4* Q 00-
MOPOKU pa3BuTns ums gedopmaunm nos3so- Q 07
HEpPBHOU TpybKu HOYHMKA
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CUMHOHMMbI M Ha3BaHuA o
3a6oneBaHue / P3, NnpuHATbIE B pyCcCKO- Knacc x::fpbrluﬂqeev::i%-r ° Haqfc')%"o?&o Kopa no
rpynna no MKb-10 U YKPanHOSA3bI4YHOMN no MKB-10 nevyenus Hacenenus MKB-10
nutepartype
Mukpouedanus Mukpouedanus n accounmn- | BpoxzaeHHble aHo- | Pe3ekuUMOHHble onepa- N Q 02
pOBaHHblE COCTOSIHUS Manuun (Nopoku umn npu pecdpakTepHon
pasBuTus, Aedop- | anunencumn
BpoxaeHHbI nopok | MMapouedannsa co cTeHo- Mauua, XpoMocoM- | LlyHTupytowmne onepa- 1,74 Q 03.0
pa3Butns CunbBu- 30M BOoAoNpoBoAa cpeaHe- Hble aHoManum) unm npu ruapouedanvn 1,7 YP*
eBa BoAonposoaa ro mMosra W CUpUHIrOMUEnun
(L1-cuHapom) TpUBEHTPUKYIOCTOMUSA
Anactematomunenuns Xupypruyeckas nnactu- N Q 06.2
Ka, MEHWHroMUenonms
CUpUHroMuenumu
Mopok pa3sutus MepuHeBpanbHble KUCTbI Ynanexwue, deHecTpaums, | 50 3° Q 079
HEpPBHOI CUCTEMBI (kncTbl Tapnosa) Mapcynuanumsaums KucT
HEYTOYHEHHbIN
Apyrve Buabl AyTOCOMHO-peLeccmBHas Pe3ekunoHHbIE ONepa- N Q 04.3
peayKUMOHHOW NepuBEHTPUKYISpHas unm npu pedpakTepHoin 1,0 4p*
pedopmauum 'M reteportonus anunencum 1,0 Yp*
M30nmMpoBaHHasa NMccaHue- 0,68-2,5 4p*
danus 1,65 4p*
leTepoTonusa cybkopTu- N
KanbHbIX CloeB
CuHgpoM Munnepa-ukepa
NnccaHuedanus c runon-
nasuein Mo3xeuka
BonesHb «Mbiwua-rnas-
MO3r»
X-cBsi3aHHasa nuccaHueda-
IS C aHOManuei NonoBbIX
opraHos
CuHapoM Yokepa-Bapbypra
[BYXCTOPOHHSISI HPOHTO-
napuveTanbHas NoMMUKPO-
rmpusa, AByXCTOPOHHSASA ne-
pucunbBMEBA MUKPOrMpUs,
ABYXCTOPOHHSA NEPUBEH-
TpUKynsipHas ysenkosas
reteporonus
Peakune BocnanurtesibHbie 3a601€eBaHU HEPBHOW CUCTEMbI, KOCTEN Yepena U NO3BOHOYHUKA
AHKN03MPYIOLWNIA BonesHu kocT- Ctabunusnpytowme one- 27 4 (2014) M 45
CNOHANANT HO-MbILLIEYHOM pauun npu KoMnpeccumn
CUCTEMBI COAEP>XMMOr0 MO3BOHOY-
HOro KaHana
Xupypruyeckas Kop-
pekuus aecbopmaunm
NO3BOHOYHMKA
Penkune nHdeKLUNOHHbIE U Napa3uTapHblie 3a6os1eBaHNA HEPBHOW CUCTEMbI
BHyTpuuepenHow Ab6cuecc 'M BonesHu HepBHOW | YaaneHue, nyHKUus, 14 G 06.0
abcuecc n rpaHy- CUCTEMBI ApeHupoBaHue abcuecca
nema
LUncTtnuepkos ueH- HewpouuncTtuuepkos HekoTopble YnaneHue napa3utapHbix | N B 69.0
TpanbHON HEPBHOM MHMEKUNOHHbIE KncT
CUCTEMBI 1 napasunTapHble
NHBa3us apyron DXMHOKOKOKKO3 60ne3Hn 1,0 3" B 67.3
nokanusauum, MHo-
XKECTBEHHbIN 3XM-
HOKOKKO3, Bbl3BaH-
HbIi Echinococcus
granulosus
NHBa3us apyron ANbBEOKOKKO3 0,16 3* B 67.6
nokanusauuu, MHo-
XKECTBEHHbIN 3XN-
HOKOKKO3, Bbl3BaH-
HbIi Echinococcus
multilocularis
Peakue HapyuweHus o6MeHa BelecTB U HacNeACTBEHHbIe 3a60/1€eBaHUA COEANHUTENbHOW U MbILLEYHOW TKaHU
[Opyruve Bnabl MyKo- | Mykononuncaxapuaos IV BonesHu sHaok- Crabunusupytowme one- | 2,5 4" E 76.2
nonncaxapwu wn WH M Mopku PUHHOW cucTe- paumun npu KoMnpeccumn
Mbl, HapyLleHuns COAEPXMMOrO MO3BOHOY-
nuTaHus n obMeHa | HOro KaHana
BellecTs Xupypruyeckasa Kop-
pekuns gedopmaumm
NO3BOHOYHMWKA
Cunapowm Jlewa- CM 0,34 4YP” E 79.1
HuxaHa
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CUHOHMMBbI U Ha3BaHUS o
3a6oneBaHue / P3, npuHaTbie B pyccko- Knacc x::fpbrluﬂqeev::i%-r ° Haqfc')':)"o?éo Kopa no
rpynna no MKb-10 U YKPaNHOA3bIYHOM no MKB-10 nevyenus Hacenenus MKB-10
nutepartype

[Opyrve snabl X-accouunmpoBaHHas BonesHu sHaok- Pe3ekuMOHHbIE ONepa- 5,0 YP* E 75.2
chuHronMnuaosa aapeHonenkoancTpodus, PUHHOW CUCTEMbI, | UUKW Npu pedpakTepHOi 0,25 4" E 75.3
CduHronunuaos 6onesHb Menunueyca-Mep- HapyLweHus anunencum OTaenbHble
HEYTOYHEHHbIN ubaxepa, 4 H-cuHapom, nuTaHus 1 obMeHa | T[CM npu NnapKMHCOHM3Me | HebntoaeHus

nenkosHuedanonaTuun c ak- | BeWecTB WHTpaTekanbHasa MH-

COHaNbHbIMK cheponaamm un dy3usa 6aknodeHa ¢

NUIrMEHTUPOBaHHOW rvnen NOMOLLbIO UMMNaHTUpye-
Opyrune Hapyuwe- Llepe6bpoTeHANHO3HbIN MOM nomnbl npu cnactmy- | N E 75.5
HUS HaKoNneHus KcaHToMaTo3 (uepebpo- HOCTM
amnuaose TEHAWHO3HbII X0NnecTepo3s

BaH borapTa-Ulepepa-2n-

WwTerHa)
CnuHanbHas Mbl- CnuHanbHas MbllweYyHasa aT- | bone3sHu HepBHOWM | Xupypruyeckas Kop- 1-9 4* G 12
weyHas atpodus n | podwus I tuna (Bepaxura- cucTembl pekuuns aedopmaumm
accouMmMpoBaHHble loddmana), II n III Tvna NO3BOHOYHMKA
CUHADPOMbI
MbllweyHas ancT- MblweyHas auctpodus 2,04 G71.0
podusa BpOXAEHHas 2,2 YpP*

MblweyHasa auctpodusa: 0,3 4"

® ayTOCOMHas peueccumBHas 504"

JeTCKOro TMna, HanoMuHa- 14,3 4Yp*

towas auctpoduto JoweH-

Ha unu bekkepa;

* nobpokayvecTseHHas

(Bekkepa);

e fo6pokayecTBeHHas

flonaTo4yHo-nepoHeanbHas

c obpasoBaHneM paHHen

KOHTpPaKTypbl (IMepu-

Apeiidyca);

e 3710kayvecTBeHHas ([to-

LeHHa)
BpoxaeHHas BpoxaeHHas MbllieyHas 1-9 Y- G71.2
MuonaTtunsa Bpox- anctpodus:
AeHHasa MbllleYyHas ® CO cneundnyecknum Mmop-
anctpodusa PONOrnYecKnM nopaxeHu-

€M MbILIEYHOro BONOKHa

BonesHb:

® LleHTpasbHOro a4pa

* MUHUAAepHas

* MynbTUSAEpHas

[Auvcnponopuus TUNOB

BOJIOKOH

MwunonaTtus:

* MMOTYbynsipHas (LeHTpo-

anepHas)
Peakue gereHepatuBHble 3a601€BaHUA U ABUraTesibHble pacCTPOUCTBA
CuvpuHromMmenms un mapomnenuns BonesHu HepBHOW | LLyHTUpoBaHwWe cupuHro- | 8,4 Y* Q 06.4
CUPUHrobynb6Msa CUPUHIOMUENNSA U CUPUH- CUCTEMBI MUENNTUYECKNX KUCT G 95.0

robynbbus
MNonncucremHas MHOXecTBEeHHasa cuc- CM 3,54 G 90.3
pereHepauus TeMHas atpodus, MHO- 1,8 YpP*

XeCTBeHHasa CUCTeMHas 2,44

aTpodusa napKUHCoOHUYec-

KOro tuna
MNporpeccupytoulaa | MNporpeccupytouinii 6,0 Y* G 23.1
HaabagepHasa od- HaAbaLepHbIA Napanuny 2,83
TanbMmonnernsa (cunapom Ctunna-Puyapa-

COHa-OnbXeBCKK)
CTpuaToHurpanb- KopTukobazanbHas aere- 4,0 4" G 239
Has fereHepauus Hepauwus
BonesHb Mannep- BonesHb MannepsopaeHa- F'CM, uHTpatekanbHas 0,15 4~ G 23.0
BopAeHa-LUnaTua LnaTua, nUrMeHTHas nan- MHdY3mna baknodeHa c

nupapHasa aereHepauus, NOMOLLbIO UMMIaHTUpYe-

NaHTOTEHaTKMHa3aaccoLn- MOV MOMNbI NPW CNacTUY-

MpoBaHHas AereHepaums HOCTU
Apyrve yTouyHeH- HacneactBeHHble Helipoae- N G 23.8
Hble AereHepaTuB- reHepauun ¢ HakonaeHnem
Hble 6one3Hu 6a- xenesa
3a/ibHbIX raHraves
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CUHOHMMBI U Ha3BaHUs o
3a6oneBaHue / P3, npuHaTbie B pyccko- Knacc x::fpbrluﬂqeev::i%-ro Haqfc')':)"o?&o Kopa no
rpynna no MKB-10 U YKPaNHOA3bIYHOM no MKB-10 nevyenus Hacenenus MKB-10
nutepartype
BonesHb [eHTUH- Xopes [eHTUHITOHa BonesHu HepsHoW | TCM 2,7 4" G 10
rToHa cucTeMmbl 0,38 3°
PaHHASA M0O3)XeyKo- Atakcuna ®puaparixa, NHTpaTekanbHas UH- 1,74 G11.1
Baga aTtakcus X-cBsi3aHHas peueccus- dy3us 6aknodeHa ¢
Has cnuHouepebennspHas NOMOLLbIO UMMaHTUpye-
aTakcums, X-cuenneHHas MOV MOMMbI NPW CNacTUY-
cnuHouepebennsipHas HOCTU
aTakcus, ayToCOMHOpe-
LLeccuBHas cnuHouepeben-
NSipHas aTakcus, Heao-
CTaTOYHOCTb BUTaMuHa E
HacneACTBEHHas
Maovnonatnyeckas TopcMOHHasa AUCTOHUSA U c™Mm 11,7 4 G 24.1
ceMeiiHasi ANCTOHUS | Apyrue popMbl Hacneac- CenekTuBHas HeMpomm- 2,03
TBEHHOW ANCTOHUK OTOMMWS MPU NTIOKaJIbHbIX
CnacTuyeckas topmax 16,43 Y* G 24.3
KpusoLles
HacneacrtBeHHas BonesHb LWTpromnensa-Jiop- NHTpaTekanbHas UHQy- 504" G1l1.4
cnacTtuyeckas na- peiiHa 3usi 6aknogeHa c nomo-
pannerus LWbO UMMIAHTUPYEMOM
noMmmMbl NPy CNacTUYHOCTH
MnavnonaTtuueckas CuHapoM Menpxe CM 0,1-0,9 4" G 24.4
poTo-nMueBas auc-
KnHesns
[JereHepaTuBHas NerikoancTpodus, He MHTpaTekasnbHasa UH- N G 31.9
60n1e3Hb HEPBHOW KnaccuduunpoBaHHas B dy3una 6aknodeHa c 1,0 YpP*
CUCTEMbI HEYTOY- Apyrux pybpukax, B ToM MOMOLLbIO UMANIAHTUpPye-
HeHHas yuncne 6onesHb AnekcaHae- MOW MOMMbI MPWU CNacTUY-
pa, nerikoaHuedanonaTms HOCTH
C cy6KOpPTUKANbHbIMU KUC-
Tamu, nevikosHuedanona-
TUS C NOpaxKeHweM cTeoNa
1 BbICOKWM YPOBHEM NakTa-
Ta npn MP-cnekTpockonuu,
6onesHb KaHaBaHa
Apyrue aereHepa- XopeoakaHTOLNTO3 rcm Okono 1000 G 31.9
TUBHbIE 3abone- CuHapom Mak-Jleoaa MNHTpaTekanbHas UH- HabnwoaeHnmn
BaHMsA 6a3anbHbIX TeHTUHIr TOHONOAO6HbIN dy3usa 6aknodeHa ¢ 150 Habnto-
raHrnves CUHAPOM 2 TUNa NOMOLLbIO UMMIAaHTUPYe- | AEHWUN
MOV moMnbl Npu cnactuy- | N
HOCTU
Kom6uHupoBaHue | CuHapom Xuna ge na Mcuxmyeckume rcm 100 Y* F 95.2
BOKaJIN3MOB U1 TypertTa pacTpoicTsa u
MHO>KEeCTBEHHbIX paccTpoincTBa
MOTOPHbIX TUKOB noseneHuns
CuHapom PetTa MHTpaTekanbHasa UH- 4,0 4" F 84.2
dy3us baknodeHa ¢ 5,0 YP*
NOMOLLbIO UMMaHTUpye-
MOV MOMMbI NPW CNacTUy-
HOCTU
Penkune ¢bopMbl 3NNENCUN U INUAENTUYECKUX CUHAPOMOB
CunHapoMm JlaHpay- MpuobpeTteHHasa anunenTtu- | Ncnxumueckune Pe3zekuunoHHbIE ONepa- OnucaHo F 80.3
KneddHepa yeckas adasus pacTponcTea u uMn Npu pedpakTepHon 6onee 200
paccTpoiicTBa anunencum HabnwoaeHumn
nosejeHuns lemmncdepakTomMms
Opyrue Buabl CuHAapoMmbl JleHHokca-lac- BonesHu HepBHOW 15,0 4" G 40.4
reHepann3oBaH- 10, ¥acTa, Aipase, sHueda- | cucremsl 0,13
HOl anunencum u nuT PacMycceHa 8,04
anuaenTuYecKmnx KOBeHUIbHAsA MMOKTOHN- 3,7 4YP*
CUHADPOMOB yeckas anunencus 2,5 4pP*
onuncaHo 100
HabnwaeHnin
7,53

MpumeyaHus. Hozonornyeckme GopmMbl U rpynnbl 3a6oneBaHnii, KOTOpble BXOAAT B oML ManbHO YTBEPXAEHHbI M3 YKpauHbl
cnucok O3, BblAeeHbl CBET0-CEPbIM, B YTBEPXAEHHbI M3 PO cnucok O3 — TeMHO-cepbiM; 3aboneBaHns, YacToTa KOTOPbIX
He COOTBETCTBYET NPUHATOMY B YKpauHe n EBpone onpegenerHnio O3, BblAeNEHbI XXUPHbIM; Ha3BaHnsa 3abonesaHunii n rpynn
3aboneBaHuin, He cooTBeTcTBYlOWMe MKB-10, BblAeneHbl KYpCUBOM; 3aboneBaHus, AN KOTOpPbIX pa3dpaboTaHbl opdaHHble
npenapaThbl, BblAeNeHbl NogYyepkuBaHueM; * — cpefHss yactoTa 3aboneBaHus B EBpone; ¥ — yacToTa B YKpauHe ,Mo AaH-
HbIM NMUTepaTypbl (B ckobKax ykasaH roa, B KOTOpOM nNpuseAeHa MHGOpMaLmsa O pacnpoCcTpaHEeHHOCTM 1 3abonesaemMocTn);

N — TOYHOe KONMYeCcTBO c/lyyaeB HeEN3BeCcTHO; M — ronosHoM Mo3r; CM — cnnHHOM MO3r; Y4 — yacToTa BbisiB/IeHUs 3abone-
BaHuA; YP - yacToTa BbisiBNieHNsa 3aboneBaHus Npu poxaeHun; 3 — 3abonesaeMocTb; UM — uHTpameaynnsipHble onyxonu;
OM — akcTpameaynnapHble onyxonun; ABM — apTtepuno-BeHo3Has manbdopmauunsa; JAB® — aypanbHble apTepuo-BeHO3Hble
ductynsbl; JILO — nukBopowyHTUpYoWwmMe onepaumn; FTCM — rnybuHHas ctumynsums M.



16 ISSN 1810-3154 (Print). Ukrainian Neurosurgical Journal, 2016, No2

MpuBeAEeHHbIV CMNCOK He ABNAETCS NCYEpPMbIBaoLWMM
1 oTobpaxaeT nuwb Hanbonee yacTo BCTpeyawLlmecs
Ho3o0n0rM4yeckme dopMbl, MHOFME M3 KOTOPbIX Npea-
CTaBNSAT HENOCPEACTBEHHbIA NpeaMeT nHTepeca AN
Helripoxupypra, Hanpumep, onyxonun UHC n no3BoHOYHM-
Ka, B TOM Yncsie MeTacTaTU4YeCKOro reHesa, aHeBpu3Mbl
M cocyaucTble Manbdopmaumnm, abcueccbl ronoBHOr0O
MO3ra, BpOXAeHHbIe MOPOKM Pa3BUTUSA HEPBHOWN TPy6KH,
KPaHWOCUHOCTO3, TOPCUOHHAsA ANCTOHMNSA. O HEKOTOPbIX
BPOXAEHHbIX COCTOSIHUSIX, HAaNpUMep, aHeBPU3Ma BeHbl
FaneHa nnn 6onesHb Mosi-Mosi, HEMPOXMPYPIM XOPOLLO
ocCBeZlOM/IeHbl, OAHAKO M3-3a UX HebOoNbLON YacToThl,
Kak npaBuio, He CTa/IKMBAKOTCS B CBOEW npakTuke. B
cnucok O3 orpha.net BkOUeHbl Takxe ocTpas Tpasma
CMWHHOrO MO3ra M YepenHo-MO3roeas TpaBMa cpeaHen
TAXECTU U Taxenas, ANa KOTOpblX pa3paboTaHbl u
oao6peHbl EBponeiickoi KoMUccuen oTaenbHble opdaH-
Hble npenapaTbl [16]. B TOo xe BpeMs, ocTanbHble O3
nonagarT B NoJie 3peHNs HEWPOXMPYProB TOMbKO Npu
BO3HUKHOBEHMUW OCJIOXHEHUW MU MHBANUAU3UPYIOLLUX
nocneacTBuii. Tak, NauMeHToOB Npu cMHApoMe Mopkuno
HabnoaaT 3HAOKPUHONOMM U NeanaTpbl, OAHAKO Mpwu
BO3HWKHOBEHWN CUMNTOMHOW 6a3MASPHON MMMPEeccun um
MOKasaHo XMpypruyeckoe BMeLWaTenbCTBO AN AEKOM-
npeccum KkpaHvosepTebpanbHoro nepexoga. MNpu aTom
XUPYPru4yecKkyr Koppekuuto rpybon kmdockonmotum-
yeckon aedopMaunm, BO3HMKaOLWEN NpU HEKOTOpbIX P3
(cnVHanbHOM MblWeYHOW aTpodun), MOTryT OCYLLECTBUTDL
Kak HEMpoxXupypru, Tak n (NpenMyLLecTBEHHO B YKpanHe)
XVUpypru-optoneasl.

B neyeHnn NnauneHTOB Mo NOBOAY HEKOTOPbIX PeAKUX
onyxonen (cekpeTupytowen MmakpoageHoMbl runogusa,
arpeccMBHOM reMaHrmoMbl MO3BOHOYHMKA) HENWPOXMU-
pyprvu vrpaioT BeAyLllyl pofb, TOFAa Kak npu Apyrux
onyxonax (nMMMdoMe ronoBHOro Mo3ra, MHOXeCTBEHHON
MuenoMe C NopaxeHnem No3BOHOYHWKA) UX POJib HacTO
orpaHuyeHa AMarHoCTUKON, B YaCcTHOCTK, Buoncuei.

K coxaneHuto, 60NbLUIMHCTBO «HEMPOXMpYypruyec-
knx» O3 nHKypabenbHbl. X neyeHne npegycMatpmBaeT
B OCHOBHOM CMMMNTOMaTU4ecKyl Tepanui. Tak, npu
HacneaCTBEHHOM Mopa)eHuu 6asanbHbiX FraHrnves,
HEKOTOPbIX BMAax nenkoagncTtpodun, KopTUKaabHOWN
reTepoTonuMm HEMPOXUpPypruyeckoe ie4eHne BKayaeT
KOppeKUM1Io OTAeNbHbIX UHBANNAN3UPYIOLLUMX CUMNTOMOB
M CMHAPOMOB 3abos1eBaHNs, B TOM YUMCSe, CNAaCTUYHOCTH,
pedpakTepHbIx cygopor v np. MNpu agereHepaTUBHbIX
3aboneBaHnaX U peakuX ABUraTeNibHbIX HapyLUeHUAX
nepcnekTMBHbI MeToAbl (PYHKLMOHaNIbHON U CTepeo-
TaKCUYeCKon Henpoxupypruun. MybuHHas cTumynauus
rosIOBHOIO MO3ra, MHTpaTeKkanbHasa MHPyY3ua 6aknodeHa
C NMOMOLLbIO MMMNAAHTUPOBAHHOM NOMMbI U APYyrue METOAbI
HelpoMOoAyNsLUUM NO3BONSAIOT CYLUECTBEHHO YNy4lUnTb
KayecTBO XMU3HU U YMEHbLUUTb TAXECTb MHBaNMAN3aLNMN
naumMeHToB Npun P3 HepBHOWM CUCTEMbI, NPOSIBASIOWMXCS
ABUraTeNbHbIMW PaccTPOMCTBAMU U CMACTUYHOCTHIO.
OAHaKo BbICOKasi CTOMMOCTb NpM60OpOB 1 AOMNONHUTENb-
HbIX pPacXxoAHblX MaTepuanos AefnaeT MX NpakTU4Yecku
HEeAOCTYMHbIMW AS1 MHOFUX NauueHTOB, @ 60/bLUMHCTBO
AoporocToswwmx opdaHHbIX NpenapaToB He 3aperncTpu-
poBaHbl B YKpauHe.

MopBoas utorn, cnepyetr OTMETUTb, YTO CUCTEMA
OKasaHus nomowm naumeHTam no nosoay O3 B YkpauHe
oCTaeTCcs Ha ypoBHe Aeknapauui U AOKYMeHTOB. Ans
npoBeAeHNs CBOEBPEMEHHOW AWArHOCTUKN U fleYeHuns
nauuneHTos no nosofy O3 HeobxoAWMbI:

- NPM3HaHWe Ha rocyAapCTBEHHOM YPOBHE BaX>HOC-
Tn npobnembl O3 1 pa3paboTka HauMOHaNbLHOro njaHa
AeWcTBMI B OTHOWEHNN O3 B COOTBETCTBUN C PEKOMEH-
aaumamm EURORDIS;

- COCTaBneHne pacwmpeHHoro nepeyHs O3 c yueTom
AaHHbIX orpha.net;

- pa3paboTka eamMHoro peectpa naumneHtos c 03;

- CcO34aHue eanHOro opraHa npum M3 YKpauHbl, OT-
BETCTBEHHOIro 3a HOPMaTMBHO-MPABOBYIO MOAAEPXKKY,
B3aMMoencTeme C papMaueBTMYECKMMU KOMMNAHUSMU
W ApYrMMu opraHm3aumnamm, a Takxe duHaHcMpoBaHue
nomowm naymenTtam c 03;

-BHeCeHWe M3MEHEeHUN B 3aKOHOAATEeNbCTBO
YKpauHbl B uensx obecneyeHns naumeHtoB c O3 He
TONbKO OpdaHHbIMW MpenapaTtamMn, HO U APYrMMUK pac-
XOAHBIMW MaTepuanamu ANs eYeHusi, B TOM 4yucine,
XUPYPruyeckoro, n peabunurtaunu;

- 3aKoHoAaTeNbHOE 3aKpensieHne NoHATUSA «opdaH-
HbI MEAULMHCKUIA NPOAYKT>.

BbiBoabl. OpdaHHbie (peakne) 3abonesaHns npea-
cTaBnaT cobon MynbTMAMCUMNANHApHYO npobnemy
n3-3a HacNeACTBEHHOro akTopa, My/JbTUCUCTEMHOCTMU
nopa)xeHnsa n 60abLWOoN pacnpoCTPaHEHHOCTU B LIe/IOM.
Bbicokas neTtanbHOCTb M TAXeN0e UHBanuansmpytollee
TeyeHne O3 obycnosnmBatloT HeoH6XoAMMOCTb paspa-
60TKN HauMOHaNbHOW CTpaTernm UX AMArHOCTUKU U
nedyeHus. Bbicokas yacToTa nmopaxeHus HEPBHOW CUC-
Tembl Npn O3 06ycnoBAMBaET yrpo3y XU3HN NauneHToB
n TpebyeT Xxupypruyeckoro nedeHus. Mpu 3TOM posnb
Henpoxupypra 3akat4aeTcs B npeaynpexaeHnn paHHemn
WHBaNMAM3aUNM N yNyULLEeHUN KayecTBa XM3HM nauu-
eHToB € O3 NyTeM BbIMOSIHEHWNS BbICOKOTEXHONOMMYHbIX
onepaTuBHbIX BMewaTenbcTB. KOOpAMHUPOBAHHbIE
ycunus obwecTBa, NaunMeHTCKUX U 6,1aroTBOPUTENbHbIX
opraHusauui, rocyaapCcTBEHHbIX CTPYKTYyp, OpraHoB
3paBOOXpaHeHNs, Hay4YHO-UccneaoBaTeNbCKUX y4-
pexaeHun n papMaueBTMYECKON MHAYCTPUM NO3BONSAT
obecrneunTb CBOEBPEMEHHYIO AMArHOCTUKY, agekBaTHOe
nedyeHuve n peabunutaumio naumeHTos c O3.
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