Mykononmncaxapuaosbl
B NpakTuke neguarpa
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PacnpeneneHune OONbHbLIX C
MyKonosfimcaxapugosamm no
Tunam 3adoneBaHuA

C.l'ypnep

B C.XaHTepa

O C.CaHd ununno
O C.Mopkuo A

B C.MapoTo-Jlamu




CooTHoLWweHUe NonoB Yy ODONbHbIX
C pa3fIMYHbIMM TUNAMMU
MyKonosfnmcaxapmaoson
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C.l'ypnep

C.XaHTepa ||
C.Mopkmo A ||

B JleBOYKU
B Manbumkm

C.CaHdpununno

Ho3onornyeckana ¢ opma



KoMmnnekc metoanos
nccrnenoBaHus

[[eHeanornyeckuun
KnnHnyeckun
Brnoxnmmnyeckmun
PeHTreHO-(pyHKLUUOHANbHbLIN

MonekynapHo-reHeTu4eCKum



UCHOBHbLIE KHVIHVIKO-(gXH
nokasartenu y oon

KUMOHAJIbHbIE
bHbIX C

MykKononucaxapugosamm (n = 116)

NMopaxeHusa BeayLwnUX OPraHOB U CUCTEM

KonnyecTtBo 60nbHbLIX, %

MoMmyTHeHue poroBuLbl 89
[NomyTHeHMe poroBuubl M1 rnaykoma 10
CHMXXeHue UHTennekKkrTa 84
HopmanbHbin nHtennekt(IQ= 85-115 en) ([
YTonuweHue KnanaHoB ceppgua u 100
MUOKapAaa

BpoXxaeHHble NOPOKU cepAaua K
(cenTanbHble pedekTbl)

TyronoaABMXHOCTb KPYMHbLIX U MEFKUX 92
CcycTaBoOB

Knudockonuosbli 96
fenaTocnneHomMmeranus 91
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OcHoOBHbIe nabopaTopHblie NoKasaTenuy
OonbHbIX ¢ MyKononucaxapugosamu (n = 116)

Buoxnmmnyeckme nokasarenm

KonuyecTtBO OONBLHLIX,
%

BbiCOKMe nokasaTenu NoYe4yHOM 3KCKpeLuu 100
rMWKO3aMUHOITIKAHOB
Pe3koe CHMXeHne akTUBHOCTU NTIU30COMHbIX 100
rmgponas B neMkouutax nepudepuyeckomn
KpOBUW, B TOM 4Yucne:
a-L-naypoHuaassl, n=38 100
naypoHatcynbdarasbl, n=52 100
N-auetun-N,a-D-rnroko3amMmmnHunaasbl, n=6 100
renapaH-N-cynbdartasbl, n=2 100
aueTun-KoA:a-rnrokozammHua-N- 100
aueTunTpaHcdepasbl, N = 2
N-aueTunranakrosamMmuH—6- 100

cynbdartcynbdartasbl, n = 8




KoMnrieKkc TepaneBTYYeCKUX cpencTB onsa

NMe4YyeHNA OOJIbHbIX
MYKOMNMOJICaXapunno3avu
NMpenapaTtbl |Pa3oBble |KpatHocTb |[OnutenbHoc | KonnyecTtBO
A03bl BBeAeHus Tb Kypca KypcoB B
oJil
AnbkKap 20% 200mr(1 |[2pasasB 2-3 mecaua |3-4 Kypca B
pacTBop M) AEHb roa
Henpomynestue | 1 gpaxe 1 pa3 B|1wmecsau 4 Kypca
Ut OEeHb
KoaHsum Q, 30 Mr 2 pa3aB 1 mecsiy 3-4 Kypca
OEeHb
PnbokcuH 0,2r 1 pa3B 1 mecsay 4 Kypca
OEeHb
NMaHaHruH 1 Tabn. 1 pa3 B|1 mecsy 4 Kypca
OEeHb
JcceHuunane- 1 kKancyna | 3 pa3a B 1 mecsu 4 Kypca
¢dopTe AEHb
KaBMHTOH 0,025 2 pa3a B|1wmecsau 4 Kypca
OEeHb
| HooTponun 04r 2 pa3aB 1 mecsay 4 Kypca




PepmMeHTO3aMeCcTUTENbHaA
Tepanua 6onbHbIX ¢ MICI.

e Anbaypasum paspabdboTraH amepuKaHCKOMU
donpmon «dxxmHzanm» (GENZYME)

 [lpenapaTt 3apeructpupoBaH B Poccum
19.05.2008. PerncrpaumoHHbIn HOMeP:
JICP 003818/08.

e Anbaypasvum BBOAUTCSA BHYTPUBEHHO B
po3se 100 EQ/kr no>XXxM3HeHHO OAMH pa3 B
Hepento.



[Tob6o4Hble adhdeKTbl
AeucTteBma Anbaypasmma

Bbonu B ob6nactu cnuHbI

'Mnepemus

onoBHasa 6onb

O3HO0 1 noBbIWeHNe TeMmnepaTypbl
Cbinb

CHWXeHue Unu noBbileHue
apTepuanbHoOro

AaBrieHus

Bonu B OproWHON NONOCTU U Anapes
HepocTtaTo4yHoe HacbliWweHUue KpoBU
KUcrnopoanom



PepmMeHTO3aMeCcTUTENbHaA

Tepanua 6onbHbIX ¢ MIICIL.

e Jnanpas3a paspadbotaHa OpUTaHCKO--

amepukaHckou komnaHueu LLanep
(SHIRE)

* [Ipenapat 3aperncrpupoBaH B Poccun
06.03.2008. PernctpaumoHHbIN HOMeEP:
JICP 001413/08.

e Jnanpasa BBOAUTCA BHYTPUBEHHO B
ao3se 0,5 mr/kr noXkxnsHeHHoO oAuH pa3 B
HeAaeno.



A PeKTUBHOCTL fle4yeHuUs
dbepmMeHTO3aMeLlaloLWmmMm npenaparamm
«Anbaypasmm» U «dnanpasa»

YnyJdweHune oduero cocTtossHUsA OONbHbIX:

- HapacTaHue ABUraTesibHON aKTUBHOCTU

- yBenu4yeHue AnuvHbl Tena

- YMEeHbLUeHUue TYyronoaBMXHrcTm cCyctaBoB

- COKpalleHue pasmepoB cepaua, NevYeHU N cerne3eHKu

- NOBbILLEHUEe KOHUEeHTpauum BHUMaHUSA

- yBernin4eHue cnoBapHOro 3anaca

- NpeKpaiwjeHme anHo3

- ynyJdleHue nokasaresnen oyHKUNN BHELUHEro
AblXaHUA

- CHWXKeHMe nokKasaTeneun no4ye4yHou 3KCcKpeLumu
rmuko3ammHornukaHosB (Al



WYIOVIVI LV pAITIVDIVITVuivvIb TTYVLLVa Yy YD VI

npoyiuve sBnabi Teparnmmm, Bxoasiuiue B
KOMMJMEeKC ne4vyeHus npu
MYKoMnoJincaxapmaosax

JneKkTpodopes nmaasbl Ha o6NnacTb
nopaxeHHbIX CyCTaBOB

MarHutoTtepanus

[MapacduHoBbLIEe annnuKauuu

JlazepHada nyHKTypa

JI®K ¢ npenmyLiectBeHHbIM BO34EUCTBUEM Ha
NO3BOHOYHUK U CYCTaBbl

Oowun maccax

CaHauuna XpoHN4YeCKnx o4yaroB nHdeKkunumn
HOCOITIOTKM U NOJIOCTU pTa



OnepaTtTuBHOEe nevyeHue,
npuMeHsiemoe npu
MyKonorincaxapupgo3sax

 AHTUrNaykomaTto3Hble onepauumu

 ['pbhKece4yeHus

e AOEHOTOH3UNN3KTOMUU

e TpaxeocTtomuu

 UlyHTpoBaHue rmapouecdanmu

e Onepauuu no noBoAy KapnanbHOro
TYHHEJIbHOro cMHapoma

 [lpoTe3upoBaHue KnanaHoB cepAaua

* [lpoTe3anpoBaHue TazobeapeHHOro
cycTaBa



voLadlibRdnAa dfdalliaulmina v
npocdopmeHTauma 45 60nbHbIX
LLKONMbHOIro Bo3pacTa U B3POCHbIX UL, C
MyKonosnucaxapuaosamu

* 25 geTten — y4EeHUKMU
oOLeobpa3oBaTesnibHbIX

LUKOM U ’MMHa3uun

e 20 — B3poOCHbIX OONbHbIX, U3 HUX:

15 — uMeroT N nony4vyaroT BbiCcLUee
obpa3oBaHMe NpenmyLecTBeHHO
rymaHutapHoe

e 5 —3aKOHUYNNUN TEXHUKYMbI UNN KOSIeOXu,
NnpeumMyLecTBeHHO TaKXXe rymaHUTapHble



Xo606u 60ONbHLIX C pa3fIMYHbIMU
TUNaMu MyKononucaxapupnoson

buceponneteHue

[Mlogenku U3 cnuyek

YyacTue B gpamMaTU4YeCcKUX KpyxKax
KynuHapus

XyaoxecTtBeHHoe poTo



IIpodeccuu 00JbHBIX €
MYKOIIOJIUCAXaAPUA03aMHU

ConuoJor

Ilemarorn

IKOHOMHUCTHI

HOpucrol

I'eosior

JTOKYMEHTOBE/

I1cuxosior

[y1aBHBIN peKuccep peKJIaMbl HA

TeJEeBUACHUH



CeMenHoe 1MoJoxeHue 00JIbHBIX C
MYKOIIOJIMCAXapHI03aMH

1 XXeHwWwMHa ¢ cuHgpomom Llewne

3 MYX4MH C nerkou chopmou cuHapoma XaHTtepa

XeHwmHa ¢ cuHapomom Llene wumeer 2-x

300pPOBbIX

aeTen —cbliHa U go4b 6 N 2-X neT, COOTBeTCTBEHHO

1 MyXX4YnHa nmeert 2-x godyepen 15 u 17 ner —
oonuraTHbIX HOCUTENbHUL, FeHa cuHapoma

XaHTepa

;Bmy)l(twma nMeeT 2-X B3pOCnbIX go4vyepen — 34 um

ner.

gTapLua;l AO4Yb BOCNUTbLIBAET 2-X Manb4YukoB 12 u

neT, TaKXe CTpagalowmx rnerkon dopmoun
CUHOpoma



