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- BonesHb HumanHa—Tvka, Tun C (HIMNC) — peakoe nporpeccupyioLee
- HacrneacTBeHHOE ayTOCOMHO- peueCCMBHoe 3abonesaHue 13 rpynmbl |
NIM30COMHbIX GONE3HEN HaKoMneHus. MaTtoreHeTuYeckne MEXaHN3MbI 0

HacTodLwero spemMmeHn 4o KOHUa He BbIACHEHDI.
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AJMMOEMNONOIrnA, reHETUKA, OCHOBHbBIE
MEXAHU3MbI NMATOIMEHE3A

« HIC oTHOCUTCA K peaKnUM HacreacTBEHHbIM DonesHam €@
oOmeHa BeLLecTB C CyMMapHOW pacnpOCTPaHEHHOCTLHO ¢
B nonynauum 1:130 000 X1BbIX HOBOPOXXOEHHbIX.

« bonesHb HINC obycnoesneHa myTtaunsmm reHoB NPC1
nnn NPC2. MonekynsipHble MeXaHU3Mbl Pa3BUTUS
oone3Hn HINC noka ewe nonHocTbio He
pacLndpoBaHbI.

 [1pn MnKpockonn4eckom nccrnenoBaHUn BO BCEX
opraHax obHapy>XnBarT NEHUCTbIE KITETKU, NI T.H.
knetkn HnmanHa-lluka.




KIMIMHWYECKUE NPOABINEHUA

Ona 6onesHn HIMNC xapakTtepeH BblpaXXeHHbIN KITMHUYECKNU
NONMMOPdN3M C pasnnyHbIMU CpOKaMU MaHUdrecTaLmm
3aboneBaHus: OT HeoHaTarbHOro nepuoaa 4o 7-ro A4ecATUNeTnd
XU3HW.

B 3aBucumocTun ot BpemeHu Hadana HINC, BbiaenatoT HECKONbKO
doopm, pasnnyaroLLnxcsa No TUMYy Te4eHUd 1 NPOAOITKUTENBHOCTH
YXN3HU DOMNbHbIX:

HeoHaTanbHaga, Unu Taxenas MnageH4yeckas (4o 3 Mec XXU3Hu),
* paHH4a4a MnageH4veckas (oT 3 mec 00 2 ner),

* NO30HAS MnageH4vyeckas (oT 2 4o 6 neT),

* lOHoLWeckasd (oT 6 oo 15 ner),

 B3pocnas (ctapiwue 15 neTt) dopma 3aboneBaHus.




neboTUpyeT ¢ BHYTPUYTPOBHOI BOASIHKM MMoAa.
Hepegko y Taknx nauneHToB B NepBblie AHN UK
HeOern XXU3HM NosIBASATCA CUMMITOMbI
XOJIECTaTUYECKOM XKENTYXU, KOTOPble B 50% Criy4yaes
COYEeTaTCH C NPOrpeccupyroLem
renarocnsieHoMeranuen.

Y OonbLUMHCTBA OONMbHLIX OCHOBHbLIMU
HEBPOSIOrMYECKMMM CUMITOMaMN B J@HHOM
BO3PACTHOM rnepuoae sBMATCA MbllLeYHasd
rMNOTOHUSA 1N 3aepPXXKa NCUXOMOTOPHOrO
Pa3BUTUSL.
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* Begywmu KIMUHWYECKMMU CMMMNTOMaMM
MradeH4yeckou gpopmbl HINC, maHndecTupyowlen B
BO3pacTe OT 3 Mec [0 2 NeT, ABNSATCH
HEBPOSIOrMYeCcKne HapyLEHUS, TaKNe Kak MbllLeYHast
FMMNOTOHUS, 3aepPXKKa NCUXOMOTOPHOIO PpasBUTUS.

BepTukanbHbIW cynpaHykneapHbin (HagbsaaepHbin)
odTanbmMonapes oobIYHO pa3BmMBaETCS Y NaLMEHTOB
cTaplue 2 fnieT 1 Ha nepBbix aTanax bone3Hun
OnuTenbHoOe BpeMa OCTaeTcs He3aMeyYeHHbIM.
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kas 0 Ma.6onesHV| HFIC B ¢ 0—70%
CAB  BO3pacTe ot 2 p,o 6 ne1; /\MHOTUX
\PBbIMY CUMMTOMAMM SIBIISOTCS ,
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Mo mepe nporpeccnpoBaHns 3aboneBaHUs MPOUCXOAUT NOCTENEHHas yTpaTa paHee
NPMobpeTEHHbIX ABUraTeNbHbIX U MCUXOPEYEBBLIX HABLIKOB, YXY/ALLUAeTCA NOXoaKa, NosiBNseTcs
ancdarnsa n au3apTpust, NPUCOEaUHSATCS 3NUNENTUYECcKMe NPUCTYybI.



» [lpu roHoweckou chopme 3abonieBaHUA HavarbHblE
CUMMNTOMbI PErMcCTpUpPYIOT B BO3pacTe OT 6 A0 15 nerT,
npu B3pOCIion — B Bo3pacTte ctapLule 15 ner. [lepBble
HeBponornyeckne cumntombl HINC B toHOLWECKOM K
B3pOCIIOM BO3pacTe HecneundmnyHbl, K HUM OTHOCATCS
CHUXXEHME LWKOSIbHOM yCneBaeMoCTH, HEeYCUOYNBOCTD,
yXyOLweHne noyepka, CHUXeHUe namaTn u
KOHLEHTpaLN BHUMaHUS.

XapaKkTepHbIM CUMATOMOM AJ19 AaHHbIX BO3PaCTHbLIX NepMoOoB ABMAETCA BEPTUKANbHbIV
cynpaHyKrieapHbi odoTanbMonapes, KOTOPbIX NMPOABAETCA Ha NepBbIX CTagnaX
3abonesaHus.



B GonbiinHCTBE ciiydaeB npu e3pociou popme HIIC
Ha4aJIbHBIMUA CUMITTOMaMH SIBJITFOTCSI pa3InyHbIe
NICUXWYECKHUE PACCTPONCTBA: OCTPHIE IICUXO3bI B BU/IC
3PUTENBHBIX U CIIYXOBBIX TAJUTIOIIMHAIIAN, HABI3YMBBIX
MBICJIEN U JEUCTBUM, KOTOPHIE UMEIOT
IIPOTPECCUPYIOIIEE U PEIUINBUPYIOIIEE TCUCHHE,

Hepenko Takum manueHTaM yCTaHABIMBAKOT AUATHO3bL: « bUMIOISAPHBIE PACCTPONCTBAY,
«O0cecCUBHOKOMIYIbCUBHBIN TICHX03», «IIpexoasiye 3puTe/ibHbIC TAJTIOUHALIANY U .



HecmoTps Ha pa3paboTaHHble TECTCUCTEMbI, HAOEXHbIX U

NPOCTbIX ANarHOCTUYECKMX CNocobOoB Anst NOATBEPXAEHNS

AvarHosa 10 CUX Mop He CyLLecTBYyeT.
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JIEHEHUE

[ns naHHoro 3aboneBaHua pa3paboTaHo NaToreHeTUYecKoe
neyeHmne, aPPEKTUBHOCTb KOTOPOIo HarNpsMyto cBs3aHa Co cpokamMmu
NOCTaHOBKWM NMpaBuIibHOro AnarHosa.

eHeBponornyeckne pacctTponcTaa:

TpUUMKNUYeckne aHTUAENPECCaHTbl UM CPEeACTBa, CTUMYIUPYIOLLUE LEeHTParnbHYHO
HEPBHYIO CUCTEMY,

» [lpoTmBOaNMMIenTn4ecKme cpeacrea
* AHTUXONMHEPruYeckne npenaparobl.
* MCMOJSIb30BaHMeEe MeNaToOHMHA UM NOSTOXUTENBHOIO AaBNeHUd B AblXaTeNbHbIX NYTAX.

- K peLleHnto noBeaeH4YeCKknx r|p06neM, TaKnNX Kak rinepakTtnBHOCTb, rNAJUTROLUMHaAUNN U

aXxutauusi, HeobxoanumMo NpmBneKaTb rpynny NoAaepP KKK nauumeHTa. lNokasaHa KoHCynsTauns
ncuxuarpa.



JNIEHEHUE

eJleyeHne CUCTEMHbIX MPOSABIIEHNN.

[Mpu HapacTaHun gucarnm y naumeHToB ¢ 6onesHbto HIN-C HapyliaeTca nutanme.
Heobxoanumo KOHTponnpoBaTb CNIOCOOHOCTb BOMBHLIX MOTaTb NULLY, YYUTbIBasi PUCK
Pa3BUTUS CKPbITOMN acnmpaumu.

C uenbio Koppekumn rmnepcanmeaumm NPUMEHSIETCSA aTpornumH BHYTPb B HEGOMbLUMX J03aX
nnn cyomMaHanbynsapHble MHBEKUUN BOTYNMHNYECKOrO TOKCUHA.

[MpmMmeHeHne aHTMBNOTUKOB.

Bcem naumeHTam 1 nx cemMbsiM Nocre NocCTaHOBKM AMarHo3a AormkHa bbiTb obecneveHa
nogaepXkka u ncuxosniorndyeckas NoaroToBka Kak anst Henanevymmo 60nbHoro.




CINEUNPNHECKAA TEPATNA

MwurnycTat (N-OyTnn-4eoKCUHONMPUMULINH) SABNSIETCA HEDONbLLLOW MOMEKYITON
MMUHOCaxapa, KoTopasi AEUCTBYET Kak KOHKYPEHTHbIN UHIMOUTOP pepmMmeHTa
[IIFOKO3MpLUEpPaMUOCUHTA3bl 1 KaTanusnpyeT nepBbivi PUKCUPOBAHHLIN 3Tamn CUHTE3a
rmukocduHronunuaos (I'CI).

MwurnyctaTt MOXET NPOXOANTb Yepes remaToaHUedanmyeckui dapbep.

BbINno nokasaHo, YTO OH YMeHbLUaeT HakonneHue CJ1 B
rOSfIOBHOM MO3re, 3amMeasisieT pa3BUTUE HEBPOMNMOrMYECKON
CUMMTOMATUKK, CNOCODCTBYET YBENUYEHUIO
NPOAOIMKUTESNTIBHOCTN XXN3HN BOSbHBIX NPU AOKIMUHUYECKNX
nccnegoBaHUaX.

Voie orale




BO3MOXHOE JIEHEHUE B bBYAYLWEM

Bbin nccnepoBaH 1 4o CuUx NOp U3yvaeTcs psaa SKCnepuMeHTanbHbIX cTpaTerun ans nx
NOTEHUMaNbHOro NPUMeHeHns npu nedveHmn 6onesxm HINC:

KoMOMHaLUum runoxonectepMHeMUYecknx npenapaTos;
-
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TpaHCI'IJ'IaHTaLI,I/IFI reMornoaTn4eCckKmnx CTBOJ10BbIX KITETOK.
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3AKJITIOMEHUE

BonesHb HINC TpebyeT BbinonHeHUS TwaTenbHon AndpdepeHumanbHON AMarHoCTUKN C
OOonbLIMM YUCITOM U HAacnNeaACTBEHHbIX, U HEHACNeACTBEHHbIX 3aboneBaHun.

[1lporHo3 3aboneBaHns He3aBMCUMO OT Bo3pacTa MaHudgectaunm HINC HeyTelunTeneH.

Ha cerogHsaLWHNN OeHb YXXe CyLeCcTBYeT BO3MOXHOCTb He TOSIbKO MPUOCTAaHOBUTDL
nporpeccupoBaHne 60Me3Hn, HO N 4OCTUTHYTb OBpPaTHOro PasBUTUSA OTAENLHbIX €€
KITMHUYECKUX MPOABIIEHUN N YNYYLLUNTb KAYE€CTBO XM3HWN nauueHTa. B cBA3u ¢ aTum
TPYAHO NEPEOLEHUTb 3HAYMMOCTb paHHen anarHoctmukn HINC, Heobxognmon ans
CBOEBPEMEHHOI0 Ha3Ha4YeHnsa Tepanuu.






