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(DeﬂepaHBHBIe KIIMHUYCCKHUC PCKOMCHIAIMU I1I0 AWArHOCTUKE W JICUCHMIO

MYKOIIOJIMCaxapnuaosa | THIIa cocTaBIEHBI KOJUIEKTUBOM ABTOPOB:

I'V PIKB Poc3apasa (m.m.H. C.B.Muxaiinosa, a.Mm.H. E.B.Cxopoborarosa, k.M.H.

J1.B.banamos, k.M.H. A.A.Bonoros, npodeccop, a1.m.H. H.H.Baranos)

OI'bY «Menuko-renernueckuit HayuHblil ieHTp PAMH» (1.m.H. E.}O. 3axaposa,

k.0.H. E.}O. BockoboeBa), ®PI'BY «Mockosckuit HUU neauatpum u netckoit

xupyprun» Munzapasa Poccuu (mpodeccop I1.B.Hosukos, 1.m.H. A.H.

CemsukuHa, 1.M.H. B.}O. BonHoga),
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Metoaoaorus
MeToabl, HCIIOJIb30BAHHBIE /I COOpa/ce/IeKIMHU 10KA3aTeJILCTB

JlokazaTenbHO# 6a30ii sl pEKOMEHIAINHN SBIIIOTCS TIOMCK B DJICKTPOHHBIX
0azax namHeix PubMed wu Medline. [lanHple KIMHWYECKHWE PEKOMEHIAIMH
MOJITOTOBJICHBI HA OCHOBAaHWW MEXAYHAPOIHBIX KIMHUYECKHX PEKOMEHIAIUN O
JUArHOCTHKE M TaKTHKE BeACHHMS MyKomohucaxapumosa, Tuma | (MPSI),
pa3pabOTaHHBIX TPYNIOW IKCIEPTOB IO MyKOmoymMcaxapuaody | Tuma, a Taxke
0030pa MmyOoIuKanuid KIMHUYECKUX HUCCiIenoBaHui. [ myOnHa moucka cocTaBmia 5
JeT.

MeToapl, UCTIOJIB30BaHHBIC JIJISI OIICHKA Ka4eCTBAa M CHIIBI JOKA3aTEIbCTB:
OIICHKA 3HAYUMOCTH B COOTBETCTBUM C PEUTHMHTOBON CXEMOMW JJIsi OIEHKH CHUJIBI
pEeKOMEHIAIMi: MeTa-aHaJu3bl BBICOKOTO KadeCTBa, CHCTEMATH3WPOBAHHBIC
0030pBI PaHIOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX UCCIEIOBAHUNA C HU3KUM PUCKOM
CUCTEMATHYECKUX OIMMOOK. YpoBeHb JokazarenpHocTH 1++ -1+, Cuna
pekoMmeHaalui oreHuBasiach no Oxcdopackoit mkane - Tun A. I oueHKH
KauecTBa, CHJIBI  JIOKa3aTeIbcTB W (POPMYJIMpPOBAHUS  PEKOMEHJIAIUN
MCIIOJIb30BAJICSI KOHCEHCYC IKCIIEPTOB.

Wuaukaropsl godpokadectBeHHol npakTuku (Good Practice Points-GPPs)
0a3upoBaIUCh HAa KJIMHUYECKOM OMbITe pabodeil Tpymnmbsl 1Mo pa3paboTke
PEKOMEH TN 1.

OKOHOMUYECKMM aHaliu3 W TyOnukamuu 1o ¢GapMaKkOdKOHOMHKE HE
aHANMM3UPOBAIMCh. Banmmmusarus pexoMeHaanui Oa3upoBanach Ha BHYTPCHHEH
DKCHEPTHOM  OLICHKE. KommenTtapun, II0JIy4YE€HHBIE OT  DKCIEPTOB,
CUCTEMATU3UPOBAIUCh W OOCYXIAINCh TIpelacenaTeseM W wWieHaMu pabodeit
rpynimsl. [IpoekT pexkomeHaauii ObLT pelieH3uPOBaH HE3aBUCUMBIMU YKCIIEPTaMHU.

JIJisi OKOHYATEIHbHOW peakiud U KOHTPOJIA Ka4eCTBA PEKOMEHIAINH ObLTH
MOBTOPHO TMPOPEIICH3UPOBAHBI WICHAMH pabouyell TPYMNIbl, KOTOPHIE MPUIILIN K
BBOJIy, YTO BC€ 3aMCUaHWSI W KOMMCHTApHWM TPUHSATHI BO BHUMAaHHWE, DPHCK

CUCTEMATUYECKUX OITUOOK MpU pa3pad0TKe peKOMEH/IAllU CBEJIEH K MUHUMYMY.
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OCHOBHBIE PEKOMEHIAIMHA, YPOBHH JIOKA3aTEIBPHOCTHU W WHIUKATOPHI
TOOpPOKAYECTBEHHON TPAKTUKU TPHUBOMATCS TI0 XOJIy M3JOXKEHHUSI TEKCTa
PEKOMEH TAIAM.

BricokoTexHOMOTHYHAS TIOMOIIH OOJIEHBIM ¢ MYKOTIONHCAaXapu1030M Tuma |
npeaycMaTpUBaeT HaJIWM4He IMOJTOTOBIICHHOTO Bpaya B 00JacTH JUArHOCTUKH U
JedeHus OONBHBIX C JaHHBIM 3a00JieBaHHMEM, 3HaHHWE UM IMOOOYHBIX I(h(PEKTOB
TEepanmuu M METOJIOB MX KOPPEKIUH, MOATOTOBJICHHOTO CPEAHETO MEIUIIMHCKOTO
nepcoHanga, BO3MOKHOCTh BBIMIOJIHEHHS KOHTPOJIBHBIX TECTOB, TEXHOJOTHUH

BCIIOMOTATEJIbHOW TEPAIIHH.
Onpenesnenue

Myxkonoaucaxapugo3bl (MIIC) — HacneacTBeHHbIE 3a00J€BaHUs OOMEHa
BELIECTB, OTHOCSILIMECS K TPYIIE JU30COMHBIX OoJie3HEeW HakorieHus. Pazputue
MIIC oOycnoBineHo HapyuieHHeM  (YHKUUMM  JIM30COMHBIX  (DEPMEHTOB,
NPUHUMAIOLIMX Y4acTHE B Aerpajaluu rirko3aMUHOTIIMKaHOB (['AlY) — BaHBIX
CTPYKTYPHBIX KOMIIOHEHTOB BHYTPHUKJIETOYHOIO MaTpukca. Hakornienue 4acTuuHo
nerpaaupoBadHHbiXx ['Al' B 1u30coMax mpUBOAUT K MOCTENEHHON THOEIN KJIETOK U
TKaHeW, U, cieAoBaTelbHO, AUCPYHKIMM opraHoB. CoriacHO COBpPEMEHHOMU
knaccudukanmu paznuyaroT 15 pazmuunbix TtunoB MIIC. Kaxnpeii u3 HEHX
OOyCJIOBJIEH  HEJOCTATOYHOCTBIO  OJIHOTO JU30COMHOTO  (hepMeHTa,
IPUHUMAIOIIETO Y4YacTHE B KaCKaAHbIX peakuusax pacwermienus ['Al, 4yto n

o0ycioBauBaeT (GOpMUPOBAHNE OCHOBHBIX KJIMHUYECKUX MPOSBICHUH.
Kox MKB 10
E76.0
INMUAEeMHOJI0TUs

MIIC | Tuma OTHOCHUTCS K MNAHATHUYECKUM 3a00JIEBAHUSIM C 4YaCTOTOM

BcTpeuaemoctd 1 Ha 100 000 XHBBIX HOBOPOXKICHHBIX.



ITHOJIOTHUSA

Myxkonomucaxapunos | tuma (MIIC 1) - ayrocoMHO-perecCHBHOE
3a0ojeBaHue, OOYCIIOBIEHHOE MYyTallMsIMU B CTPYKTYpPHOM TI€HE JIM30COMHOIO

dbepmenTa anbda-L-urypoHuaassl.

I'en anpda-L-unyponunaser — IDUA- pacmnosioxkeH Ha KOPOTKOM ILIEUE
xpoMocomsbl 4 B jokyce 4pl6.3. K Hacrosmemy BpemeHu omnucaHo Oonee 100
pasznumuHbiXx MyTtanuii B rene IDUA. TlpeBanupytoliiee 9ucio W3BECTHBIX MYyTaIlHid

— TOYKOBBIE B pa3InuHbIX 3k30Hax reHa IDUA. Jlyis eBpornieonioB XapakTepHbI JIBE

gacteie myTarun — Q70X u W402X.

JNHK-muarsoctuka | tuma MIIC mokazana, uro myrtamust Q70X siBisercs
caMOil 4YacToil B POCCHUUCKOW MOMyNAluH OOJNBHBIX C cuHApoMoMm ['yprep u
coctaBisieT 52,6%, 4TO CpaBHUMO C YaCTOTOM ATOW MYyTallMh B CKaHIMHABCKHUX
ctpanax — 62%. Mytamus W402X B poccHiicKoi MOMYJISIMA COCTABIISIET JIUIIh
5,3%, B TO BpeMs Kak B PsSJE€ EBPOINEUCKUX CTpaH OHa BcTpeyaercsa B 48%
CIIy4aeB.

CpaBHUTCIIBHBIN aHaIM3 KOHCTATUpoBaji, 4rto reHoTwmbl Q70X/Q70X,
Q70X/W402X, a Ttakke coueranne mytammidi Q70X m WA402X ¢ menkumu
JeNeUsIMU WM MYTallMsIMU CAUTOB CIUTAMCHHTA BJICKYT 32 cOO00M (hopMHpOBaHUE
TSIKEJIBIX KIMHUYECKUX MPOSIBIICHUN cuHapoma ['yprep.

I'enernyeckue xommayHabpl myTtamuii Q70X wmm W402X u muccenc-
MyTali, Kak TMpaBUJIO, TPUBOIAT K PA3BUTHIO MPOMEKYTOUHOH (HOPMBI
3aboneBanus — cunapomy ['ypaep-Illeiie.

IIaTorenes

®epmeHT o-L-ugyponunmaza, ydactByeT B Karabomusme naByx [AlT —
nepMarancyiab(ara u remapancyibdara, modroMy wuMeHHO 23TH [Al wu
HakaruiMBaroTcs B ju3ocomax. Hakomienue I'AIT  oTMedaeTcs NMpaKTHYECKH BO
BCEX OpraHax W TKaHAX OOJIbHBIX: B XPAIMAX, CYXOXKHIWAX, HAJIKOCTHUIIE,

SHJIOKAPJE M COCYIAUCTON CTEHKE, MEYEHU, CEJIE3CHKEe W HEpBHOW TKaHu. OTek
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MSTKOU MO3TOBOM 000JI04KH BbI3bIBACT YaCTUYHYIO OKKJIFO3UIO
cy0apaxHOUJANbHBIX MPOCTPAHCTB, UTO MPHUBOJUT K MPOrPECCUPYIOLICH
BHYTPEHHEH 1 Hapy>KHOU Tuaporedatn.

[TopakaroTcsl KJIETKH KOPBI OOJIBIIOr0 MO3ra, TajlaMyca, CTBOJIA, MEPEIHUX
poroB. TyromoJBWKHOCTh CYCTaBOB SIBJISIETCS pPe3yJbTaToM jAedopMaiuu
MeTadu30B, YTOJIIEHUE CYCTaBHOW Karcyiabl OOYCJIOBJIEHO OTJOKEHHEM B He
AT u ¢ubpozom. OOCTPyKIMSI NObIXaTEIbHBIX MyTEeH SBISETCS CJIEICTBUEM
CY>KEHHUS Tpaxeu, YTOJIIICHUS TOJIOCOBBIX CBSI30K, U30BITOYHOCTH OTECYHBIX TKAHEH
B BEPXHHUX JIbIXaTECJIbHBIX MYTX.

Knaccupuxauus
Cornacio coBpemenHoi kinaccudukanuu MIIC | Tuma Bximodaer Tpu
KJIMHUYECKUX BapuaHTa: cuHIpoMsl ['ypiep, ['ypnep-Ieiie u lleite.
Kannnuyeckue nposiienust MIIC |

N3 Tpex KIMHUYECKUX BapUaHTOB HauOosiee Tsokenas (opma- CHHIPOM
['ypnep, nns KOTOPOTO XapakTepHO OBICTPO MPOTPECCUPYIOIIEE TEUYEHUE,
IPUBOJSIIEE K CMEpPTEIbHOMY MCXOLy Ha II€PBOM JECATWICTHH KU3HHU B
pe3yapTare CepACYHO-JIETOYHBIX M HEBPOJIOTMYECKUX HapylieHuu. s nByx
apyrux ¢opMm 3a0oyieBaHUS XapakTepHa OoJyiee TO3AHSAS MaHH(ecTaIus,
BBIPQXEHHBIA KIMHUYECKUM MOIMMOPPU3M U MEUIEHHOE IPOTrpecCUpOBaHME
3a00J1€BaHUS.

Myxkonoaucaxapuao3 IH tuna - cungpom I'ypaep.

W3 Tpex KIMHUYECKHX BapHaHTOB maroyioruu cuuapomy ['ypraep (IH)
CBOMCTBEHHBI ~ camasl  BbIcOKass  4vacTota  Bcrpewaemoctd  (1:40 000
HOBOPOJXKJICHHBIX ), paHHSIs MaHudecTanus O0Je3HH, HanboJIee TsoKellas KIMHUKA
3a00J1eBaHUsl ¥ MEHbIIAs NPOAOKUTEIBHOCTD XKU3HH.

VY OoapHBIX € cuHApoMOM ['yprep  mepBble KIMHUYECKHE INPU3HAKH
3a00JieBaHUsl TIOABIISIIOTCA HA IMEPBOM IOy >KM3HU. B psAne ciydaeB, yxe ¢
POXKJIeHUs HAOJIOAAIOTCS HE3HAYMTENIbHOE YBEIMYEHUE MEUEHU, MYMOYHbIE WU
MaxO0BO-MOIIIOHOYHBIE TPbIKU. XapaKTEpPHbIE W3MEHEHHUsI 4YepT JIMla 1O THUIY

«raprovjimsmMa» CTaHOBATCS OYCBU/IHBIMH K KOHITY IICPBOTO I'OJia KU3HU. I[pyFI/IMI/I
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HanOoJiee YacThIMA MaHU(DECTHBIMA CHUMIITOMAMU SIBIISIOTCSI TYTOIMOABUKHOCTD
MEJIKUX M KPYMHBIX CYCTaBOB, KH(O3 MOSCHUYHOTO OTHAeNa IMO3BOHOYHUKA
(MOSICHUYHBIN ~ «TUOYC»), XPOHUYECKHE OTUThI M YacTble HWHOEKIMOHHbIC
3a00eBaHUSl BEPXHUX JbIXaTelbHBIX myTed. [lo mMepe mporpeccupoBanHwms
3a00J1eBaHUSI IPUCOSIUHSIOTCS] CUMIITOMBI, CBUJIETEILCTBYIONIUE O BOBJICUCHUH B
MATOJIOTMYECKUI  MpollecC  BHYTPEHHUX  OpPraHoB,  CEpPJIEYHO-JIETOYHOM,
LEHTPAIbHOU u nepudepruIecKom HEPBHOU CHUCTEM. Benymmumu
HEBPOJIOTHYECKUMHU CUMITOMAMU SIBJISIOTCS CHW)KCHHE HMHTEIUICKTa, 3ajepKKa
pPEYEBOTO Pa3BUTHS, U3MEHEHHUS MBIIIEYHOTO TOHYCA, CYXOKUIBHBIX PEQIICKCOB,
MOPAKEHUST  YEPCMHBIX  HEPBOB, KOMOMHUPOBAHHAS  KOHAYKTHBHAs W
HEHPOCEHCOpHAasi TYrOyXOCTb. Yacto wHabmomaercs MpoOrpeccupyromiee
NOMYTHEHHE poroBullbl.  bosbHbIe morudaroT o0bIYHO B Bo3pacte 10 10 ser ot
OOCTPYKIIMU JIbIXaTEJIbHBIX IMyTEH, PECHUPaTOPHBIX UHQPEKUIUNA, CepaeUHON
HEJI0OCTAaTOYHOCTH.

Myxkonoaucaxapuao3 |H/S tuna (Cuaapom I'ypaep- Lleiie).

Yactora  BcTpewaemoctd  cuHapoma  ['ypuep-Llesie  (IH/S  Tunm
mykomnonmcaxapumosa) cocraBmsger 1: 80 000-1: 100 000 HOBOPOXICHHBIX;
3a0oeBaHue xapakrepuszyeT Oosiee mo3aHee (1-2 TOAbl KU3HMU) TPOSBIICHUE
0oJne3HHU, MEHee TsbKenash KIMHMKA 3a00JieBaHus, OOJbINasi MPOIOJKATEILHOCTD
YKU3HHW ¥ HOPMAJTBHBIN WJIM HE3HAYUTEIIBHO CHUKCHHBIA HHTCIUICKT.

OCHOBHBIMH KJIIMHUYECKUMU HAPYIIEHUSAMH SIBIISIOTCS TTIOPAXKEHUS Cep/Ilia U
pa3BUTHE OOCTPYKTHMBHOTO CHHIpPOMAa BEPXHUX JIBIXaTCIbHBIX TyTeH. Y
HEKOTOPBIX TMAIlMEHTOB HAOJI0IaeTCS TOTAIBHBIA CIIOHIUJIOIUCTE3, YTO MOIKET
MPUBOJUTh K KOMIIPECCHH CIIMHHOTO MO3ra. bojbHBIE, Kak MpaBuio, aeKBaTHO
COIMAJIBHO aJanTUPOBAHBI, YCIEIIHO y4aTcs B 0OIIE00pa30oBaTEIbHBIX IITKOJIAX,
YacTO UMEIOT X000U U MOTyJaroT CPEeIHEE CIICIMATIbHOE WIIH BBICIIIEE 00pa30BaHUE
(Jaille ryMaHUTApPHOE).

BOBIIMHCTBO TMANMEHTOB JOXHUBAKOT 10 3-5-TO ACCATHICTHH KU3HHU.
[lpyurHOW  JT€TaTBbHOTO HCXOJA SIBISIETCS OCTpas CepACYHO-COCYAUCTas W

JEroy”Has HEAOCTAaTOYHOCThD.



Myxkonoaucaxapuno3 IS tuna (Cungpom Lleiie).

Yacrora cunapoma llleiie (IS Tun mykomommcaxapumaosza) cocTtaBisier 1:
500 000 HoBopoxaeHHBIX. EMy CBOWCTBEHHBI eIie Oojiee JIerkoe TEUCHHE
OONe3HU, MATKHE TMPOSBICHUS KpaHHO(aIuaibHOr0 JaucMopdu3Ma 1o THILY
rapromjanu3Ma, aopTajbHbIe MOPOKHU CepAlla, HOpMaTbHBIN HHTEIICKT.

BenaymyMmu  KIMHUYECKMMHM ~ CUMIITOMAaMH  SIBJISIFOTCS  CKEJICTHBIC
HapyIIeHUs B BHJEC TYTOMOJBI)KHOCTH CYCTaBOB C Pa3BUTHEM  KapHaJbHOTO
TyHHEJIBbHOTO cuHApoMa. OQTalIbMOJIOrMYECKUE PACCTPOMCTBA  BKIIOYAIOT
MOMYTHCHHE POTOBUIIBI, TJIAYKOMY H THUTMEHTHYIO JIETEHEpaIui0 CETYATKH.
Muenomatusi MEHHOTO OTAENa CIMHHOTO MO3ra BCTPEYACTCS peXke, 4eM IIpH
cuaapome ['ypaep-Illeite.

BonbpHBIC, Kak TpaBWiIO, MPEKPACHO HMHTETPHPOBAHBI B OOIIECTBO, MOTYT
MMETh Y4YEHBIC 3BaHMs, 3aHUMaThb PYKOBOISAIIME IOCTHI, a TAaKXKE€  BCTYIAaTh B
Opak U UMETh 37I0POBOEC MMIOTOMCTBO.

Kaununyeckas AUATHOCTHKA

B pspge ciydaeB, BbIpakeHHBIM KiauHUYeckud moiaumopdusm  MIIC |
NPUBOJUT K OIIMOOYHOM JUAarHOCTHUKE, YTO B CBOIO OYepeab, OOYCIOBJIMBAET
3a/Iep’)KKYy YCTAHOBJICHHMSI MCTUHHOTO JuarHo3a. Tak, TalUeHTbl C MO3JHEH
MaHu(decTanueit 3a00JeBaHMUs YaCTO OCTAIOTCS HE JMAarHOCTUPOBAHHBIMU B
TEUEHHE MHOTHX JIET. B HEKOTOpBIX ciydasx cuHapom ['ypiep ycTaHaBiIuMBaroT
TONBKO depe3 12-18 mecsieB OT MOABIEHUS MEPBBIX KIMHUYECKUX CUMIITOMOB
3aboneBanusi. Hepenko — manudectanuss OOJE3HM C€ TaKUX  KIMHUYECKHUX
CUMIITOMOB  KakK KapJIMOMUONIATHSI, TPBDKBI, BBIPAKEHHBIN KU(DOCKOIHNO3,
3aTPyAHSIOT PAHHIOK IUarHOCTHKY, M 3TH JIETU MOTYT JUIUTEILHO HAOIIOAAThCS Y
Bpauei pPa3IMUHBIX CHEIUATBHOCTEH C M30JIMPOBAHHBIMU  JTUArHO3aMH
BPOXICHHBIX TOPOKOB cepjia, Ku(OCKOIM03a W/MIN BXOIWTh B TPYIITY YacTo
Ooneromux naereil. PaHHee BBIIBIEHHE ATOTO PENKOTO 3a00JIeBaHHS KpalHe
HEOOXOJIMMO, TaK Kak pa3pabOTaHHBIE METOJIbI JICUCHHUS MOTYT MPEIOTBPaTUTh
HEeoOpaTUMbIE TOBPEXKJICHUS BHYTPEHHHX OpPraHOB W CHCTEM TOJIBKO Ha

HaYdYaJIbHbBIX CTaAUAX 00JIe3HH.



Oco0ennocru geHorumna.

HaHI/IeHTI)I C MYKOIIOJIMCAaXapnua030M ]l Tuma MMEIOT AOBOJIBHO <IPKHUCH
q)CHOTHHHIIGCKHe OCOOCHHOCTH. XapaKTepHI)I N3MCHCHUA YCPT JIMLA II0 THUITY
«raprouvjimdma», KOTOPBIC CTAHOBATCA OYCBUJIHBIMHU K KOHIY IICPBOro rojaa
JKM3HU: OOoJbIIas T'OJIOB4, BBICTYIIAIOIIUC JTIOOHBIE 6yrpLI, IMAPOKUC CKYJIbI,
3allaBIIass IICPCHOCHUIIA, KOPOTKHC HOCOBBLIC XOJbl C BBIBCPHYTHIMHU KHAPYIKHU

HOB3JIPSIMU, TIOTYOTKPBITBHIA POT, OOJIBIION SI3BIK, TOJCTHIE TYOBI.
CkesieTHBIC HApYLICHUS

Co croponsl KocTHO-cycTaBHOM cuctembl npu MIIC | BesBIsAETCS
MHOXECTBEHHAasi ~ CHMIITOMatuka. Y  BCeX  NAalUUMEHTOB  (opmupyeTcs
TYrONOJABM)XKHOCTh ~ BCEX TIpyHH CYyCTaBOB, B  pe3yJbTare KOHTPAKTyp
Mex(}amaHTOBBIX CYCTaBOB W YKOpoueHus ¢anaHr, oOpa3yrorcs aedopmanuu
KucTed no Tumy "Kortuctol samnel". Tazo0eapeHHble cycTaBbl  CPOPMHUPOBAHBI
HENPaBUJIbHO, TOJOBKM  OEOPEHHBIX KOCTEW MaJIeHbKHE,  YIUIOUICHHbIE U
y3ypHpOBaHHbIE, XapakTepHa Coxa valgum. I[TomB3momiHbie KOCTH MPHOOPETAIOT
"TpeyroiabpHyto" nedopmanmio. PeHTreHonornueckue M3MEHEHUs, BHUJIMMBIE MPU
cuHapomMe ['ypiep, omucChIBatOTCS KaK MHOXECTBEHHBIM JU30CTO3. JlJIsl IITMHHBIX
TpyOUaThIX KOCTEH XapaKTepHO pacHIMpeHue Aua(u30B, PEHTICHOJIOIMYECKU
HENPaBUJIBLHO MpOsBIsitonecs: Metadgusbl U nudu3sl. Kimouumsl  yKOpOYeHs!,
YTOJIIIECHBI. Pebpa ONHUCHIBAIOTCS KaK  «BECJI0OOpa3Hbie», HUX
BepTeOpalibHble KOHIbl CY>K€HBbI, a CTEpHAJbHbIE - YTOJIIECHBI U PACIIMPUHBIL.
QajlaHrn KHUCTEW W CTON YKOPOUEHBI, HMMEIOT TpaNeUUEeBUAHYIO (QopMy H
pacmvpensble quadusbl. DopMUpyOTCS MIATUCHOHAWINS, KU(PO3, KU(POCKOIHO3.
[103BOHKM pacIIMpeHbl B MONEPEYHUKE, BBICOTA UX YMEHbIIEHA. B ydacTkax, rue
chopmupoBaH Ku(}o3 WM KU(DOCKOINO3, BBISBICHO HEIOPA3BUTUE IMONEPEUHBIX

OTPOCTKOB TO3BOHKOB WJIM UX '"s3bIkooOpasHas" nedopmarius.
HeBposoruueckue HapyieHust

[Iporpeccupyroiiue TMCUXUYECKUE PpACCTPOMCTBA XapakTepHbl s 1

KJIMHUYECKOI0 BapuaHTa - cuHApoma ['ypiep, B TO Bpems KaK HPU MATKUX

9
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dopmax MIIC | (curmpomer ['ypnep-llleiie u Illetie) wHTEWIEKT OOTBHBIX

IMPAaKTHYCCKN HC CTPAAACT UJIN Ha6J'IIOI[aIOTC5I JICTKUC KOTHUTUBHBIC HAPYUICHH.

[IcuxomMoTOpHOE pa3BuUTUE MpU CUHIApoMe ['ypiep HIET C 3aMETHBIM
BO3PACTHBIM OTCTAaBaHUEM M JIOCTHUTaeT MaKCHMAaJIbHOTO Pa3BUTHUS Ha YpoBHE 2-4
JIET, 3aT€M OCTAHABJIMBACTCS W TMEPEXOJIUT (BMECTE C MOTOPHBIM Pa3BUTHEM) B
CTaJMI0 perpecca, JOCTUras TMOJHON JeMeHuuu. OJHAKO CHUCTEeMaTHYEeCKUE
3aHATHS, HAMpPaBJICHHBIE HA PA3BUTHE KOTHUTUBHBIX (PYHKIIHMH, CHOCOOCTBYIOT
OoJee NIUTEIHLHOMY COXpaHEHHUIO HHTeulekTa. [loBeneHue y Takux OOJBHBIX
OOBIYHO JIPYKETIOOHOE, OHU CIIOCOOHBI K 00YYEHMIO, TOCTYIITHBl U OXOTHO HIIYT
Ha KOHTAakT ¢ okpyxatommmu. [letn ¢ cungpomamu ['ypnep-llleiie u Illeie c
JETKUMHM HWHTEIJIEKTYyaJbHBIMU WM TIOBEIEHYECKUMH HapYUICHUSIMU HEPEAKO
HY)KJAIOTCS B TIOMOIIM TICHXOJIOTOB, JIOTOINEIOB M, KaK IMPaBWJIO, XOPOIIO

OTBCYHAIOT Ha HGﬁpOTpO(l)H‘IGCKYI-O, HOOTPOIIHYIO U BA30AKTUBHYIO TCPAIIHIO.

[Iporpeccupyromas coobmaromascs Tuaporedanus sBiaseTcs HauOolee
4acThIM CHMIOTOMOM CHHApoMma ['ypiep W pEeaKo BCTpEYAeTCs MPU MATKUX
dopmax MIIC | Tuna (cunapomax I'ypnep-1lleiie u Illeite). Mnoraa y Takux nerei
HaOJIOAOTCS 3aCTOM JMCKOB 3pUTENBHBIX HEPBOB M PBOTA. Y psga OOJIbHBIX
NEPBBIMU CUMITOMaMU Iporpeccupyroueil ruaponedanuu MOryT ObIThb OCTpas
1oTepsl 3peHHUs M HUCTAarMOUIHBIC JBM)KEHHUS TJIA3HBIX A0JIOK. XpOHHUYECKas
BHyTpUYEpeIHasi TUIEPTeH3UsI y OOJNBHBIX C CHHAPOMOM ['ypiep TpPHUBOIUT K
3aJIep’)KKE TCUXOPEUEBOr0 pPa3BUTHS M CHUXKEHHMIO 3peHus. BceM OOJIbHBIM C
cugapomMoM ['ypraep HEOOXOOMMO €XKEroJAHO MPOBOAWTH PEHTTE€HOBCKYIO
KOMITBIOTEPHYIO W/WJIM MarHUTHO-pe3oHacHytro Tomorpaduto (MPT) romnoBHoro
MO3ra JJIsl OLIEHKH pPa3MEepOB KEIyJAOYKOBOW CHUCTEMBI, CTENEHU aTpoduu u
BHyTpUUepenHoi runepreH3ur. Hepeako mnpu cooOmaromieiicsa ruapoiedaniu
MOKa3aHo pOBEACHHE BEHTPUKYJIOTIEPUTOCHATBHOTO ITYHTAPOBAHUS.
Komnpeccuss cnmMHHOTO MO3ra Ha ypOBHE HIEMHOTrO OT/AeNa MO3BOHOYHUKA HE
SIBIISICTCS. TUIMWYHOW Ay cuHApoma ['yprep, a damie BCTpedaeTcsi MpPU MITKHX

dopmax MIIC | (cunmpomax ['yprep-llleite u Illeite). B Takux ciydasx 3To
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CHOCO6CTByeT BO3HUKHOBCHHIO Y TIAIMMCHTOB HAPYIICHUA IMOXOJAKH W HHKXHCETO

napamnapesa.

Bcem 6ombabiM ¢ MIIC | moka3aHo npoBejieHue peHTreHorpaduu MmenHoro
oT/Ie]la TO3BOHOYHHMKA C (PYHKIIMOHAIBHBIMA TPOOAMHU JUISI  BBISBICHUS €TO
HECTaOMJIBHOCTU. Y JIeTel ¢ MOJ03PEHUEM Ha OJIOHTOMIHYIO JUCIIA3UIO JTaHHBIN
BUJI UCCJIEOBAHUS JOJDKCH MPOBOAUTHCSA €XKEroJHO. [ urorasus 3y00BHUIHOTO
OTPOCTKAa BTOPOTO IIEWHOTO TIO3BOHKA MPUBOAUT K  HECTAOWIHLHOCTH
aTJIAaHTOAKCHAJIIPHOTO COWICHEHHUS, YTO MOXET CII0COOCTBOBATh  Pa3BUTHIO
LEPBUKAJILHON MHUEJIONaTUU. OJTU aHATOMUYECKHE OCOOCHHOCTH OOJIbHBIX
HEOOXOJIMMO YYMUTHIBATh MpHU MpoBeneHuu aHecte3uu. [Ipu cungpomax ['yprep-
[lleiie u Illelie pexomMeHIOBAaH KOHTPOJIb 3a nokazareiasimMu MPT meitHoro otnena
MMO3BOHOYHHKA HE PEKE OJHOI0 pa3a B ABa roja. Kommpeccuss CHUHHOTO MO3ra ¢
pa3BUTHEM  MHEJIONATHUA  SIBJISETCA  ITOKAa3aHWMEM  JUIi  OCYIIECTBIICHUSA

XUPYPIrU4CCKOro BMCIIATCIILCTBA.

TyHHENbHBI CUHJIPOM KapnajibHOW 0OJAaCTH pa3BHBAETCS, KaK MPABUIIO, Y
nanmeHToB ¢ cunapomamu ['ypnep-llleite u Illeite. OObryHO Takue OOJbHBIC
NPEABABISIIOT JKajloObl Ha OOJM, OHEMEHHWE M TOKAJIbIBAHUE B KHUCTAX PYK,
IpEeUMYIIECTBEHHO, 10 HoyaMm. [Ipu snexkTpoHelipoMuorpapuu perucTpupyercs
CHIDKEHHE CKOPOCTH IPOBEACHUS IO CPEAMHHOMY HEPBY. B TsKenbIxX cirydasx
MIOKA3aHO XHMPYPTHMYECKOE BMEUIATENICTBO. Y TAaKUX MAlMEHTOB IPOBEICHUE
3JIEKTpOHEpoMHorpaduu JOMKHO OCYIIECTBIISATHCS €XKEroJHo Wi 1 pa3 B JBa

roja.
Hapymenusi oprana ciyxa

Hnsa cunapoma ['ypiep XapakTepHbl XpOHMYECKHME PUHHUTBI, OTUTHI, IS
msarkux ¢popm MIIC | - xpoHudeckue CUHYCUTHI. TOH3WILIOTOMHUS U aJl€HOTOMUS
nokaszansl BceM mnamueHtam ¢ MIIC |, mMeronmx Xpansuiee W HapylLIEHHOE

JIBIXaHHUE.

OnuuM u3 HamOosiee XapaKTepHBIX CUMITOMOB st OonbHbIX ¢ MIIC |

SBISCTCS KOHAYKTHBHAs W/WIM HEHpPOCEHCOpHas, a Takxke (dJaiie BCero)
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CMelIaHHas TyroyxocTb. KOHAYKTHBHAs TYroyxocTb Pa3BHBAE€TCS B pE3yibTaTe
omoxupoBanusi EBcraxmeBodl TpyObl (XpOHHYECKas pPUHOpEs, aJCHOUIBI), UYTO
CO3/1a€T OTPHULATEIBHOE JABJICHUE B CPEAHEM yXe€, MPUBOASIIECE K HapPYLICHUIO
OTTOKa cekpera. lIoBblIeHHE CO BpEMEHEM BA3KOCTH CEKpETa CIIOCOOCTBYET
3aKynopke OapabaHHOW mepenoHKu. /[pyroil npuyuHON pa3BUTHUSL TYrOyXOCTH
ABNIseTCS  OJOKMpOBAaHME OKOHYAHUS CIyXoBoro Hepsa. llepeuuncrneHHble
U3MEHEHUSI B CIYXOBOM aIllllapaTe MPUBOAAT K MPOTrPECCMBHOM MOTEpE Clayxa

BIIJIOTH OO0 MOJTHOM IIYXOTBI.

bombubiM ¢ MIICI  HeoOXOAMMBI ~ €XKEroJHBbIC  ayJIHOJOTHUYECKHUE

oOciieToBaHMs.
Hapyuienusi oprana 3peHust

V¥ Bcex mamuenTtoB ¢ MIIC | Tuma BbISBIAS€TCS NMOMYTHEHHE POTOBHULIBI,
KOTOPOE€ MOXET COYETAThCsl C OTKPBITOYIOJBHOM INIAYKOMOW WJIM C YaCTUYHOU
aTpoueil UCKOB 3pUTENIbHBIX HEPBOB (KakK CJIEACTBHE IPOrPEeCcCUpPYIOLICi
ruapoiiedanun). Y HEKOTOPhIX OOJBHBIX HAOIIOJAIOTCS CHMXKEHHUE  OCTPOTHI
3peHHus, B PE3yNbTaTe NUIMEHTHOW JETreHepaluuy CETYaTKH, U HOYHAs CJENOTa,

oOycioBIeHHAas TUCPYHKIMEH MaT0ueK CETYaTKHU.

Bcem mammentam ¢ MIIC | MOKA3aHO EXKErOJHOE U3MEPEHUE

BHYTPUIJIA3HOT'O JAABJICHUS JJI1 CBOEBPEMEHHOIO BBISIBIICHUS TJIAYKOMBI.
B peakux ciyuasx pemaeTcs BOnpoc O TPAHCIIAHTAIMA POTOBHUIIBI.

Hapyumienuss apIxareJbHOM CUCTEMBbI.

Bcem mnanuentam ¢ MIIC | cBoiicTBeHHa pa3HOOOpa3Has MAaTOJOTHUS
JBIXaTeJIbHON CUCTEMBI: 1) IIyMHOE AbIXaHUE, 3a CYET OTEYHOCTHU U runeprpoduu
CIIM3UCTBIX BEPXHUX JbIXATENbHBIX MyTEH U YKOPOUYEHUS Tpaxeu; 2) XpOHUUYECcKas
pUHOpEs, BCJIEACTBUE aHATOMUYECKUX OCOOEHHOCTEH CTPOEHHS HOCOBBIX XOOB
(kopoTKHe 3a7HHE HOCOBBIC XOJbl); 3) Hecmenuduyeckre MHOEKIUH BEPXHHUX
JBIXaTeIbHBIX TyTeW; 4) YacTo MOBTOPSAIONIMECS OpPOHXUTHI W ITHEBMOHUH,
MPUYUHON KOTOPBIX SIBJISIFOTCS: CHUKEHUE BEHTWIISILITMOHHON (DYHKUMU JETKUX U3-

3a gedopMmarii TPYJHOM KIIETKH, OTpaHUYCHHUS DSKCKypCcHHM auadparmbl, B
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pe3ynabTaTe TeNaTOCIVIEHOMETalnd, OTEYHOCTH U THUIEePTPOUU CIUZUCTOM
OpOHXOB U YKOPOUYCHUS TpaxeH; 5) BOSHUKHOBEHUE HOYHBIX AITHO? OOYCIIOBIICHBI
runeprpopueit ajACHOUWIOB W MUHAAIWH, a TakXke, OMNHCAHHBIMHU BBIIIE,
VU3MEHEHHSIMU B Tpaxee.

[TanenTaM ¢ TSKENBIMM AbIXaTEIbHBIMA HapylmeHusMA mnokazaHa CPAP-
Tepanus (MeToJ CcOo3MaHMsl TOCTOSHHOTO TMOJIOKUTENBLHOTO JIaBJIICHUSI B
JBIXaTEJIbHBIX MyTSX).

CepaedHo-cocyaucTasi NaToJ0rus

V¥ Bcex nanuentoB ¢ MIIC | maronorust cepaedHoO-COCYIUCTON CHUCTEMBI
XapaKTEepU3yeTcsl YTOIIIEHHEM  MHUOKapAa, CHWKEHHUEM  COKpPATUTEIbHOU
CIIOCOOHOCTH CEpIEeYHOM MBIIIIBl M YIUIOTHEHMEM KJANaHHOrO  armapara,

NPUBOASIIUMH K (POPMHUPOBAHUIO IIOPOKOB CEPIILIA.

[Tokazano, urto y nun ¢ 1 xinuHmdeckum BapuanToM MIIC | (cunapom
['ypnep), cepneuyHass maTojorusi OOBIYHO pa3BUBAETCS B pPAaHHEM BO3pacTe M
OBICTPO MPOTpPECCUPYET, B TO BpeMs Kak npu cuHapomax ['ypnep-Lleiie u leiie
NOpaKeHHE ceplia MpOsBISETCS CYLIECTBEHHO TO3KE M XapakTepusyercs 0oliee
JIETKAM ¥ MEJICHHBIM TeueHneM. ClenyeTr TakkKe MOMYEPKHYTh, YTO MOPAKECHHE
cepaua rmpu MIIC | gonroe BpeMst HE COTPOBOKIAETCS XapaKTEPHON KIMHUYECKON

CUMIITOMATUKOU U IMO3TOMY OCTACTCA HC IMAIHOCTUPOBAHHBIM.

Hanbonee xapaktepHoit maronoruei cepamna npu MIIC | GonblmHCTBO
UCCIIEI0BATENEd CUUTAET MPOTPECCUPYIOIIEE MOPAKEHUE €r0 KJIalnaHOB, KOTOPOE
peructpupyercst 6osiee yeM y 80% nuil ¢ TpeMs KIMHUYECKUMHU BapUaHTaMU
MIIC 1. B OoJpIIMHCTBE MCCIENOBAaHMI COOOIIAETCs, 4YTO KJIallaHHAas
peryprutanusi sBIseTCS Oojiee pacmpocTpaHEeHHOUM, dem creHo3. llpu sTom
MOpaXeHUE  MHUTPAJIBHOTO KJallaHa BCTPEUYaeTCsl dYalle, MO CpPaBHEHUIO C
aopTasibHbIM. BoBJeUeHNE B MATOJOTUUECKUN MPOLECC JIEBOCTOPOHHUX KJIANaHOB
(MUTpaNBHOTO U A0PTAILHOI0) OTHOCUTEIIBHO MPABOCTOPOHHUX (TPEXCTBOPYATOTO

Y JIESTOYHOT'0) TI0 CBOUM MPOSIBJICHUSM 00JIe€ 3HAYNMO.
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KnananHuslif cTEHO3 WM HEAOCTATOYHOCTD MPHUBOJIAT K MEpErpy3Ke 00bEMOB
JIEBBIX MPEACEPAUs W/WIH KEITyA0UKa, TUIaTallid U TUIePTPO(PUU MOCIEIHETO H,

B KOHCYHOM HTOIC, CHUCTOJINYECCKON U ,ZIH&CTOJIPI‘J@CKOﬁ ,ZII/IC(bYHKHI/II/I.

PerpocnexktuBHoe Habmonenue 3a aerbMu ¢ MIIC | konctatupyer, 4to
TUNEPTPOQUs JEBOr0 KEIyJA0YKa U JUACTOJIUYECKas TUCHYHKIUS TPOSBIISAIOTCS
HAa paHHUX CTAaaUSIX OCHOBHOTO 3a00jeBaHUs, B TO BpeMs Kak JujlaTanus
KEITYJOUYKOB W CHUCTOJNMYECKass AUCHYHKIHS CBOMCTBEHHBI TO3JHUM CTaIUsSIM
00JIe3HHU.

VY mnamuentoB ¢ MIIC | oOHapyXuBaeTCsi TakKe YBEJIMYECHHUE TOJIIHHBI
CTEHKM KPYHHBIX COCYJOB C CYKCHHEM WM pACIIMPEHUEM UX JAhaMmeTpa.
HudbdysHoe cyxenue rpyaHoi u OpromrHoOM aopThl Habmomaercs y 30% nui ¢
CUHAPOMOM I'yprep, HEPEIKO SABIIAETCS MIPUYAHOU
pPa3BUTHSl apTEPUAIILHON TUNEPTEH3UW M MOXKET MOTpeOOBaTh XUPYPTHUUECKOTrO

BMCIIATCJIbCTBA.

Hetm c¢ MIIC pomxHBI NOpPOUTH KapAHOJIOTMYEcKoe oOcCIe0BaHUe,
sxokapauorpapuio u 12-kananenyro OKI' cpa3y mocne mocTaHOBKH JUAarHosa,
3aTeM HEeOOXOUM PEryJIApHBIA MOHUTOPHHT (Kaxabie 1 — 2 roga npu MIIC 1) ais
CBOEBPEMEHHOT'O BBISIBJICHUS KapAHOJOTMYECKUX W3MEHEHHA W WX JUHAMHUKH.
[lonnas KapAuoOJIOTMYECKass OLEHKA BKJIIOYAeT M3MEPEHUE apTEpPUaIbHOIO
JABJICHWS Ha pyKaX M HOrax, TIIATEIbHYI0 AayCKyJbTAllUI0, BBIITOJIHEHUE
TpaHCTOpPAKAJIbHOMW JBYMEPHOM U  JOIJIEPOBCKOM  dxokapauorpadum, 12-
kaHanbHOM OKI' 1 XO0NTEPOBCKOr0O MOHUTOPHUPOBAHHSL.

Hapymenus :Keyg04YHO-KHMIIEYHOI'0 TPAKTA.

VY 6ompaBIX ¢ MIIC | Hepenko HabmromaeTcss HeycTOWUMBBINA cTyn. [lpu
dbopmax T['ypnep-llletie wu Illeite dYacTo BO3HHMKAIOT ©OOJU B IKHUBOTE.
XapakTepHbIMU SIBIISIIOTCS  JA€PEKTHl TIEpeIHel OpIONTHOW CTEHKH, B BHIIC
COUYETAHHBIX WJIM HW30JUPOBAHHBIX TPbDK (MYNMOYHOM, TMaxOBOM, IaXOBO-
MOIIIOHOYHOM M BEHTPaJIbHOMN). KuBor yBenuyeH B oOBeME 3a CYET

IreraToCijiICHOMCT aJInu n cimabocTu IIPAMBIX MBIIIIY ZKHNBOTA.

14



15
['emarocrneHomeranusi - TMOCTOSHHO HPHUCYTCTBYIOIIMHA CHUMIOTOM Y BCEX
ONMCAHHBIX MAIIUEHTOB.
JlaGopaTopHasi IMarHOCTHKA

[ToaTBepxkparomas Ouoxmmuueckass nuarHoctuka MIIC | 3akmrouaercs B
OTIpEJICTICHUH YPOBHS dKCKpeluu rrko3aMurinkanoB (I'AT) mouun u ux ¢ppaxuui,
a Takke HM3MEPEHUU AKTUBHOCTHU JIM30COMHOM o-L-maypoHumassl B JIeMKOIMTAX
nepudepudeckoil KpOBU WU KyJIbType KOXKHBIX (pruOpo6iacTos.

Cymmapnas nouyeyHas 3kckpenust AT yBenmyeHa, NpenMyLIECTBEHHO, 32
CUET TOBBIIICHHOTO BBIBEJICHUS C MOUYO (pakuuii agepmMataH - M TemapaH -
CyJib(aToB.

AKTUBHOCTh 0O-L-uaypoHMIa3bl HU3MepseTcs C HCIIOJIb30BAaHUEM
MCKYCCTBEHHOTO (PIIFOOPOTEHHOIO MJIM XPOMOTEHHOIO CyOCTpaTOB.

bonpmoe 3nauenue mnpupaercs JHK-muarnoctuxke MIIC | tuna
(ompeneneHue reHoTuna NpodaxHa).

Jleuenue MIIC |

Ha ceronnsimnuii neHs pazpabotanbl ABa 3(()EKTUBHBIX METOJA JICUCHUS
MIIC | tuna: TpaHcmmaHTauus reMonodTudeckux cTBONOBBIX KieTok (TT'CK) u

dbepmenTHas 3amecturenbHas tepanus (DO3T).
TpancmiianTanus reMonO3THYECKUX CTBOJIOBBIX KIETOK

B 1980 roxy Obuia BmepBble mpoBeneHa anoreHHass TI'CK GombHOMY B
Bo3pacte 1 roma c¢ Tsxkenor gopmoit MIIC | tuma. Coycrst 13 MecsiieB mocie
npoBeneHHor TI'CK aktuBHOCTH (pepmeHTa - L- uaypoHupasbl y peOeHKa
COOTBETCTBOBAJIa  yPOBHIO  T'ETEPO3UTOTHBIX  HOCHUTENEW, pPEerpeccupoBaiv
renaToCIJIEHOMET s, NOMYTHEHHE POrOBUIBI M IEpecTalla IPOrpeccCUpOBaTh
3aiepKKa TNCUXOMOTOpHOro passutus. K 20-metHemy Bo3pacTy y MalMeHTa
HAOJIOAJIOCh TIOJTHOE TPWIKUBIIEHWE TPAHCIUIAHTaTa, YPOBEHb WHTEJUICKTA

COOTBETCTBOBAJI HUKHEW TPAHULIBI HOPMBI.

K mHacrosmemy wmomeHTy mpoBeneHo Oosnee 400 TpaHCIUTaHTaui y

O0NBHBIX C cuHApPOMOM ['ypiep ¢ mpuMeHeHHeM Kak KJIETOK KOCTHOTO MO3ra, Tak
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u nynoBuHHOM kpoBu. TI'CK mpumensercs 1uist Ie4eHUs TOJNBKO TSHKENBIX (PopM
MIIC | Tuna — cuHgpoma [yprep, YTO TO3BOJSIET KOPPEKTUPOBATH
HEJ0CTaTOYHOCTh (pepMeHTa - L- uaypoHuaassl U, B CBOIO OUYEPE/lb, IPUBOJIUT K
3HAYUTENBHOMY YIIYYLICHHUIO COCTOSIHMS TNAIlMEHTa, XOTS HEKOTOPBIE TSLKENbIC
OCJIO’KHEHUS 3a00JI€BaHUS NOJHOCTBIO HE perpeccupyroT. HecmoTps Ha BeICOKUI
PUCK CEPBE3HBIX MOCTTPAHCIUIAHTAMOHHBIX ociokHeHui, TI'CK nomxHa OBITH
IpoBeJicHAa KaKk MOXKHO paHbllle, A0 TOABICHUS TPYObIX HEBPOJOTHUYECKHUX
paccTpoicTB. Bompoc 0 BO3MOXHOM peanu3allid JaHHOTO BHAA JICUCHMS
pelaeTcss KOJUIETHAIBHO TOJBKO IOCIE TIIATEIBLHOrO OOCIEeNIOBaHUS KaHIUAATA

Ha nposeaenue TT'CK.

[IperpaHcrulaHTalMOHHAs  Tepanusi JOJDKHA  00JlajaTh  BbIpaKEHHOU
UMMYyHoOCYyIpeccuel. B mociieqnee BpeMsi yBEJIMUMIIACh BBIKMBAEMOCTb OOJBHBIX
nociie TI'CK, XOTs puCK Yrpo3sl Uil XU3HHM JI€T€H COXPAHSETCS BBICOKUM.
PeTpocnekTuBHBIN aHaNW3 MOKa3all, 4TO BbDKHMBaeMocTh OoyibHbIX nocine TI'CK
coctaBisier 85%. Kiunudeckas spdexktuBnocts TI'CK 3aBucutr oT BO3pacta
pebeHKa Ha MOMEHT OIEpPaTUBHOIO BMEILATENbCTBA, CTENEHU TAKECTH
KJIIMHUYECKUX HApYyIICHW, OCOOEHHO COCTOSIHUSA CEpIAEYHO-COCYJIUCTON U
HEPBHOM CHUCTEM, a TaK)Ke THIA JOHOpAa U BO3MOXKHOCTU JIOCTHYb CTaOMJIbHOMU
OPWKUBIISIEMOCTH TpaHCIUIaHTaTa 0e3 pa3BUTHUSI peaklUy TpaHCIUIAaHTaTa MPOTHB
x03arHa. Haumydmmil KIMHUYeCKUid UCXo]l HaOMoancss y JeTeid B Bo3pacTe J0
JBYX JIET C BBICOKUM KO3(PPHUIMEHTOM MCUXOMOTOPHOTO pa3zBuThsi. OAHUM U3
HaumOosiee 3HAYMMbIX A((EKTOB TpAaHCIUIAHTALUU  SIBJISIETCS  COXpPaHEHHUE
WHTEJUIEKTYalIbHOTO  Pa3BUTHUSA JeTed, MMEIUMX TSKEIbId  T'eHOTHIL,
ACCOLIMMPOBAHHBIN C CEPHE3HBIMU YMCTBEHHBIMU PAaCCTPOWCTBAMH. Y IIy4llIECHUE
cilyXa, TOJIBHJKHOCTH CYCTaBOB, COCTOSIHUSI CEpPAEYHO-COCYIUCTOM M OpOHXO-
JIETOYHOM CHCTEM, CoOOmIaromieiicss ruaponedainu Takke CIOCOOCTBYIOT
NOBBIIICHUIO MHTEIEKTyanbHoro passutus aered. TI'CK cHmxaer creneHb
Tyroyxoctd y  30-40% OOnbHBIX, OJHAKO TIOJHOE BOCCTAHOBJIEHUE CIIyXa
HEBO3MOXHO y JI€T€H C HEMPOCEHCOPHOM U KOHIYKTUBHOU TYTOYXOCTBIO TSIKEIOU

CTCIICHHM.
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['enarocrnenomeranusi, oOCTPYKUUsI BEPXHUX JbIXaTEIbHBIX MYTEW, arHO?
BO CHE MOTYT MOJIHOCTBIO PErpeccUpOBaTh CIIyCTs HECKOJIBKO MECSLEB IOCIIE

nposenenusa TT'CK.

Orpy0neHue 4YepT Julla CTAHOBUTCSI MEHEE BBIPAKEHHBIM, TaKkKe
yJIy4IIAIOTCSl POCTOBBIE MTOKA3aTEIM JETEH, a YPOBEHb AIKCKPETHUPYEMBIX C MOUYOU
'AT"' npuOnmxaercs K HOPMaJIbHBIM 3HaueHUsM. lloMyTHEHHE pOTOBUIIBI
CTaOMIM3UpPYETCS WJIM  MEUIGHHO paspeliaercs, Takke HOpMalIu3yeTcs
BHyTpHIJIa3HOe AaBieHUe. CepaeuHble-COCYAUCThIE HAPYIICHHs, BKIIOYAOIINE, B
NEPBYIO0 OYEpE]b, TAXHAPUTMHIO U CEPACUYHYIO HEIOCTATOYHOCTh YMEHBIIAKOTCS
yepe3 1 rox mocie TI'CK. Ilpm 3TOM Mmarosiorust KJIamaHOB CEPALA OCTAETCA

MIPEKHEHN U 4acTo JIaKe MPOrpecCUpyeT.

N3menenus ckenera, Kak npaBuio, He orBedaroT Ha TI'CK u 60apmmMHCTBO
IIALIMEHTOB C CUHIPOMOM ['ypiiep U XOpollIen MPUKUBAEMOCTBIO TPAHCIUIAHTATA B

,Z[EU]I:HCIZHICM HYXKIal0TCA B OpTOHGHquCKOﬁ KOPPCKIOHH.

Depmenmozameniarouias mepanusi.

B mHactosiiee Bpemsi Bce OOJBIIYI0O aKTyaJlbHOCTh NPHOOPETAET HOBas
TEXHOJIOTUSI  JICUEHUS MYKOIIOJIMCaxapujo30B - (epMeHTO3aMeCcTUTENbHas
Tepanus. DTOT METOJI JICUCHUS T10 TIPaBy CUMTACTCS OJHUM U3 CaMbIX HAJICKHBIX
(U3HOIOTUYHBIX CIIOCOOOB TEpPANTUU HA CETOIHAIIHUN JeHb. Ves 0 BOZBMOXHOCTH
KOPPEKIIMU  JIN30COMHBIX OOJIC3HEW HAKOIICHUS TIOCPEACTBOM  BBEACHUS
dbepMeHTa BIiepBbIe OblIa BbICKA3aHa HcclienoBaresMu noytu 50 jieT Hazaa, B
1964 romy [C. Deduve], omHako [0 BHEAPCHHS HAHHOIO METOJA JICUYCHUS B
KJIIMHAYECKYI0 TIPakTUKy mnorpedoBanock okojgo 40 ner. Pemaromei
MPEANOCHUIKON ISl pa3paboTKu (PEePMEHTO3aMECTUTEIILHON Tepanuu SBUJIOCh
OTKPBITUE MEXAHU3MOB TIOCTTPAHCIISAIMOHHOW MOAM(PUKAIIMA W  TpacmopTa
JU30COMHBIX (epMeHTOB. Tak, OBLIO YCTAaHOBJICHO, 4YTO Ha IOBEPXHOCTH
KJIICTOYHBIX MEMOpaH HaXOIATCSI MaHHO030-6- (ocdaTHbe pernenTopbl, KOTOPHIC

MOTYT CBSI3bIBATh U MEPEHOCUTH (PEPMEHT BHYTPb KIETKHU. B sKcriepuMeHTaIbHbIX
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paboTax Ha KyJIbType KJIETOK C HHU3KON aKTHMBHOCTHIO JIM30COMHBIX (DEpMEHTOB
OBLJIO TIOKA3aHO, YTO BHECEHHBIH B KYJIbTYpPaIbHYIO CpPEy IK30TEHHBIN (hepMEHT
CIIOCOOCH TPOHUKATh B KIETKY M YCIHCIIHO KaTaOOJM3UPOBATh HAKOILICHHBIH
BHYTPUKIETOUHBIH cyOcTpar. I[lpm »sTomM OBUTO  JOKa3aHO  OTCYTCTBUE
HEO0OXOJMMOCTH MCIOJIb30BaHMUs BBICOKHX J103 (DepMEHTa, TaK KaK 0Ka3aJoCh, UYTO
Hajguuue Jaxe 1-5% aKTUBHOCTH HH3MMa OT €ro HOPMAJIbHBIX  3HAYCHUU
JIOCTATOYHO JIJIs1 KOPPEKIMH MeTaboIrmaeckoro aedexra.

depMeHTO3aMECTUTENIbHAS Tepanus Oe30MacHa, XOpOINO IMEePECHOCHTCS
OOJMBHBIMH, HE BBI3BIBACT TSKEIIBIX HEXKEIATCIbHBIX SBICHHN W TPHUBOIUAT K
BBIBEJICHUIO HETHAPOIM30BAHHOTO CcyOcTpaTta. Bo3MOXXKHBIE peakue peakinuu Ha
BBEJICHHE MpernapaTa o0yCIIOBIEHb 00pa3oBaHUEM AaHTUTEN MPOTUB BBEIACHHOTO
Oenmka, HO OHH HE TIOCTOSIHHBI U, KaK TIPaBWIO, OBICTPO KyHHPYIOTCS
CTaHJAPTHBIMU CPEJCTBAMM.
1.  Ilpemapatr Aunbaypa3uM TMpeaHa3HaueH I (PepMEHTO3aMECTUTEIbHON
Tepanuud  OOJBHBIM ¢ TpeMs KIMHUYECKUMH  BapuaHtamu |  Tuma
mykononucaxapugo3a (IH, IH/S u IS tuner wnmn cunapomsr 'ypuep, ['ypiep-

[Ileite u Iletie), a Takke AeTAM ¢ cunnpomom ['yprep no mposenennst TI'CK (Bo Bpems

MOKCKa POJICTBEHHOT0/HEPOICTBEHHOTO JI0HOpa) U B TeueHue 3 - 6 mecsues nocie TI'CK no
CTa0WIIM3aLMU COCTOSIHMSI peOeHKa; HapsAday C O3THUM, AJbIypasuM TI0Ka3aH OOJbHBIM,
cTpagaronmM cuHapomoM ['yprep, nocne nposeaennoit TI'CK B Tex cimywasix, Korja ypoBeHb

JTIOHOpPCKOTO pepMeHTa o-L-uaypoHHnIa3sl COXpaHIeTCs Ha HU3KUX 3HAUCHHSIX.

[Ipenapar pazpaboTaH U MPOJOJIKAET COBEPIICHCTBOBATHCS aMEPUKAHCKOM
komranueir GENZYME. B Poccuu Anpaypasum ObLT 3apeructpupoBat B 19 mas

2008 rona; ero perucrparmonHsiii Homep: PJIC — 003818/08.

MexayHapoIHOE€ HEMATEHTOBAHHOE Ha3BaHUE Ipenapara — JjapoHujasa. B 1
Ma pactBopa couepxutrca 100 EJl (mpuGmusutensHo 0,58 wmr) napoHuaasbl.
Jlaponugaza  sBisieTcss  peKOMOWHAHTHOW  (popmoit  udemoBedeckoil  o-L-
UIYPOHUIA3bl U TPOU3BOAMUTCS C MOMOIIBIO TexHOoJornu pekomOunantHoi JIHK c
WCIOJIb30BAHMEM KJIETOYHOW KYJIBTYPBI SIMYHUKA KATAUCKOTO xoMsuka. [IpuHumn

(bepMEeHTO3aMECTUTEIIPHOM Tepanmuyd OCHOBaH Ha BOCCTAHOBJICHHHM YPOBHS
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HSH3UMATUYECKOM aKTUBHOCTH, JOCTATOYHOM JJIsi THUIPOJIM3a HAKOIUICHHBIX
CyOCTpaTOB U JIJIsl MPEAOTBPAIEHUS X MaTbHEUIIEr0 HAKOTUICHUS. Y CTAHOBIICHO,
YTO TOCJIe BHYTPUBEHHOTO BBEJCHUS JapoHHUAa3a ObICTPO MOKUIAET CUCTEMHBIN
KPOBOTOK U MOTJIONIAETCS KJIETKaMH, MOCTYMasi B UX JIM30COMBI, MO-BUIUMOMY C
MOMOIIbI0 ~ MaHHO030-6-ochatHbix  peuentopoB.  [lpemapar  BBOAUTCSA
napentepaibHo ( B go3e 100 EJI/kr maccel Tena), B Teuenue 3 — 4 yacoB 1 pa3 B
HEJIEJIO.

JlelictBue  JapoHuga3bl  Ha  Opranu3sM  OoinpHbIX ¢ | TuUnom
MYKOIOJIMCaxapuao3a MpoaokKaeT u3zyuyaTbes. I[IpoBefeHHbIE KIMHUYECKHUE
UCIIBITaHUSI ObUIM B OCHOBHOM IIOCBSIIIIEHBI aHAIM3y JCHCTBUS Mpernapara Ha
JTUHAMUKY rernaroMeraiuu, OTrpaHUYECHUS MOABUKHOCTH CyCTaBOB,
PECTPUKTUBHOTO MOPAKEHUS JIETKUX, OOCTPYKIIUHM BEPXHUX JIbIXaTEIbHBIX IyTEeH U
IJIa3HOM MaTtoJoruu. J[0 HACTOSIIEro BPEMEHH Majo MCCIEAOBAHUN, U3ydarOlIUX
JICCTBUE IIpenapaTa Ha HEBPOJOTHMYECKYI0 CHUMITOMATHKY, XOTS B IOCJEIHUE
rojibl MOSIBWJIMUCH PaOOThI, CBUACTEILCTBYIONINE O HECOCOOHOCTH AJbAypa3zuma
MIPOHUKATH Yepe3 reMaTodHIehaTndeckuil 6apbep.

3akmoueHue o Oe3omacHOCTH W 3PQPEKTHUBHOCTH AJjbAypazuma ObLIO
C/IeJIaHO Ha OCHOBAHUU JITUTENHHOTO (26 HEeeNb) UCTIONB30BaHus Mpenapara y 45
MalueHToB B Bo3pacte 6 - 43 nmer. Bece mpoGaHabl (3a MCKIIOUEHHEM OJIHOTO)
UMENIM TIPOMEXYTOUHBbIM BapuaHT | Tuma mykomosmcaxapumo3a (IH/S Ttum —
cunapom ['ypraep-1lleiie). B uccrnenoBanre BKiroYaan O0ONMBHBIX ¢ (hOPCUPOBAHHOMN
)ku3HeHHON eMkocThio Jerkux (DIXKEJI), cocraBmsromein menee 80% ot
pacuetHoro HopmasibHoro 3HadueHuss ®XKEJI (pacduer mpou3BOIWIN HCXOIS U3
pocTa OOJILHOTO), CITIOCOOHBIX CTOSITh B T€UEHUE 6 MUHYT U MPOUTH PACCTOSTHUE B
5 wmetpoB. ['pynmy cpaBHeHHs] COCTaBWIM OOJbHBIE, MOJy4YaBIIME I1a1e0o.
AHanu3 pe3yibTaTOB HCCIEIOBAHUS MOKA3aJI YIYUIICHHE bIXaTebHON (QyHKIIUN
(Ha 5,6%) u yBenMYeHUE NPOXOAUMOTO paccTosiHus (B cpeaHeM Ha 38,1 metpa) y
OOJIbHBIX, TOJY4YaBIIMX AJbAypa3uM, MO CpPAaBHEHUIO C TPYMNION MAaIMEHTOB,
WCITIOJIB30BABIIUX TUTae00. YBenudyeHre BpeMeHU uccienoBanus 10 50 Henenb

IIPOJAEMOHCTPUPOBAJIO JaJbHENIIEe HapacTaHWE JTUX IIOKaszareneu. Hapsany c
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atuM y 80% OonpHBIX Ha (oHE JeueHuss ANbIypa3uMOM HOPMAJM30BAIMChH
pa3Mepbl  TEYEHW W  CHUBWIMCH  TIOKAa3aTeld  IMOYEYHOW  DKCKPEIUn
IJIMKO3aMUHOTIIMKAHOB (B cpeaHeM Ha 64,8%).

OTMeYeHBI TOJOKUTETbHBIE BO3JAEHCTBUS AJbAypa3uMa Ha COCTOSHHUE
CEPJIEYHO-COCYIUCTOM CHUCTEMBbI (CHMKEHHE MacChl JIeBOro xenyaouka y 10
npoOaHJOB) U YBEIWYEHUE NJUHBI Tela OOoNbHbIX. OJHAKO AT M3MEHEHMHS
KacaJIuCh TOJIBKO JIeTEeH MIIAJIIETO BO3pacTa U ¢ JeTkoi popmoii 6oe3Hu; y 6omee
B3pOCJBIX  MpPOOaHIOB, HMEKIIMUX  TOHKETYyI0  KIMHUKY  3a00JieBaHUS,

IIOJOXUTCIIbHAA JTMHAMHKA Ha (1)0He JICYCHUS OTCYTCTBOBAJIA.

Kak oTrmeuarot HCCJICA0BATCIIM, B IMTPOHCCCE JICUHCHUA HC 3apCTUCTPHUPOBAHBI
IMOKa3aTCJIku, CBUACTCIIbCTBYIOIITHUC 00 VIYUIICHHUN Ka4CCTBA JKU3HU OOJIBHBIX. TaK,
He OBLIO MNPpOACMOHCTPUPOBAHO YIYUIICHWA HMHACKCA aIllHOC-THUIIOIIHOC U

YBCIMYCHUA oOBema ,ZIBI/I)KGHI/Iﬁ B CyCTaBax.

Hapsany ¢ »5>TuM aHanu3  pe3ylbTaTOB  IMPOBEICHHOTO  JICYEHUS
AJblypa3uMOM TMO3BOJIMJI TaKKe BBIIBUTH PsAJl TOOOYHBIX 3(PPEeKTOB mpemnapara,

KOTOPBLIC CYMMHPOBAHEI B Ta6JII/II_[€.

Tabnuna
[To6ounble 3h(HeKThI, BHISIBICHHBIC B TIpOIiecce  JieueHUs 45 OONbHBIX MpernapaToM
Anbpaypa3zum
[ToGounble 3¢ (heKThI: KonnuectBo nanuentos: adce.(%)
Aprpomnarus; apTpairus; 601u B 9 (20%), 3 (7%);
00J1aCTH CIIMHBI;
6011 B 001aCcTH OPIOIITHOM TIOJIOCTH; 3 (7%);
HapyIICHUsI IEHTPAIbHON 1 3 (7%);
nepuepruuecKoil HEPBHOW CHCTEMBI:
rojoBHas 00Jb;
U3MEHECHHS KOXKU U €€ TIPUIaTKOB: 4 (9%);
CBIIIb;
COCYAHCTHIE (BHEKApIUAIBHEIC) 6 (13%).
paccTpoicTBa: TUIIEPEMUS.

Crnenyet 3aMeTUTh, 4TO Bce 45 00IbHBIX ¢ | THIIOM MyKOTIOJIMCaXapu103a,

BKJIFOUCHHBIC B aHAJIN3, ObBLIIN B BO3pacTe Snerm CTapuic, v MmoJrydaiu JICUCHHC
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no 12 mecsueB. Bece mepeunciienHble MOOOYHBIE peaklUUU ObUTH JIETKOW WITU

YMEPEHHOU CTEIIEHU TSIKECTH.

Hpyras rpynma cocrossia u3 20 pgered B Bo3pacTte 10 S5  JET
NPEUMYIIECTBEHHO C TsDKeJIon (popmoit 00Je3HHU, MOTYUYaBIINX JEUCHUE TaKxKe
no 12 wmecsueB. I[loObouyHble peakiu, cBs3aHHbIE ¢ WHGY3UEH Mpernapara,
PErUCTPUPOBATKUCH MPUMEPHO Y 1/3 OONBHBIX U BCE OHU ObUIM YMEPEHHOU WM
cpenHeil cremeHM TshkecTH. Haumbornee dYacTbIMH cpeid HUX — SIBISUIHCH:
TUIEpEeMHsi, TOJIOBHAsE 00Jb, 03HOO M TMOBBIIICHUE TEMIIEPATyphl, TaXUKaAPAUs,
ChlIllb, CHUKEHUE WJIU MOBBIIICHUE apTEPUATIbHOTO J1aBJIEHUs, 001U B OpPIOLIHOM

IMOJIOCTHU U JUAPCs, HEAOCTATOYHOC HACBIIICHNEC KPOBU KHCJIOPOJA0M.

VY omHoro 6oipHOTO Yepe3 3 yaca Mocie Hayana BBEACHHS AJlbaypa3zuma
(Ha 62 Henene JIeYEHUS) BOSHUKIIM TSDKEIIbIE PEAaKIMU B BUJAE KPAMMBHULBI U
OOCTPYKLMHU JBIXaTENbHBIX MyTEeH, NOTPeOOBABIICH HAJOXKEHUS TPAaXEOCTOMBI.

Yy TPCX OOJILHBIX Ha6JIIOI[aJ'IOCI> Pa3BUTUC aHTHOHCBPOTHYCCKOI'O OTCKA.

VY HeckonbKHX OOJBHBIX C TsDKesnod ¢opmor mnartosorun  (IH Tun
MYKOIIOJIMCAaXapyua03a) € MPEALIECTBYIOIIUM OTATOUICHHBIM aHaMHE30M 110
3a00JIeBaHUSAM OpOHXO-JIETOYHOW CHUCTEMBI HAONIONAJIOCh Pa3BUTUE TSKEIBIX
peakuuii, BKiIouas OpOHXOCMa3M, OCTAHOBKY JbIXaHUS U OTeK Jjuna. J[Ba
NAIMEHTAa CKOHYAIUCh B PE3YJIBTATE CEPACYHOW HEIOCTATOYHOCTH M OCTAHOBKH
JbIXaHWs, OJTHAKO M0 MHEHUIO UCCIe0BaTeNEeH, JIeTalbHbIM UCX0/ HE ObLI CBSI3aH

C JICUCHUCM.

Omnpenenenre (apMakKOKMHETHYECKUX MOKa3zaTeaeld NpOBOAWIOCH Ha
IIEPBOM, IBEHAAUATON U 26 HEAENSIX BHYTPUBEHHOTO BBEACHUSA AJbIAypa3uMa B
no3e 100 EJl/kr maccel Tena npu npogoinkutenbHocTd nHOy3un 240 munyt. C
YBEIIMYEHUEM  BpPEMEHM  BBEACHUS  PETUCTPUPOBAJIOCH  HApacTaHHE
MaKCUMaJbHOW TUIa3MEHHOM KOHLEHTpauuu mpenapara. OmHako O Mepe
IPOAODKEHUS JIEYCHHs] MPOUCXOAMIIO yMEHbIIEHHE oObeMa pacrpezesieHus,
YTO, MO-BUJUMOMY, OOYCIIOBJIEHO 00pa30BaHUEM AHTUTEI W/WIM YMEHbIIIEHHEM

pa3MepoB TICYCHHW. Y CTAHOBJIEHO, 4YTO (PApMAKOKWHETUYECKUNA MPOPUIIH
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OOJBHBIX B BO3pacTe A0 S5 JIeT ObUT WACHTUYEH MPOQHIIIO0 MAIMEHTOB CTapIIero

BO3pacTa, HO C MEHbBIIIEH CTENEHbIO TSHKECTH 3a00IEBaHUSI.

HpaKTI/I‘IeCKI/I Y BCCX MAIMCHTOB B IIPpOLCCCC JICHCHUA IIPOUCXOOAUIIO
HAKOIINICHHUC AaHTUTCI Kjacca |gG K JIapOHMIA3c. OI[HaKO J0 HACTOALICTO
BpPEMCHH OCTACTCs HCACHBIM BIIMAHHC 06p330BaHI/IH aHTUTE]I Ha 0€30MaCHOCTh U
3(1)(1)CKTI/IBHOCTI> SH3UMO03aMECTUTEIbHOM TCpallnuu. Pemenue storo BOIIpOCa B

HACTOAIICC BPCM:A ITPOJOJIKACT p33pa6aTBIBaTBCH.

Takum 00pa3oM OYEBUAHO, YTO MJisi MOJYyYEHUS] OOBEKTUBHOM OILICHKU
ahheKTUBHOCTH  (PEPMEHTO3AMECTUTEIPHOM  Tepamuu  AJbIypa3uMoM,

HCCIICJOBAHUA B 9TOM HAIIPABJICHHUUN JOJIZKHBI OBITH pacIIMpeHBI U IMIPOJO0JIZKCHBI.

Heobxoaumo oOpatuth oco0oe BHUMaHWE€ Ha TOT (akT, dYTO
dbepMeHTO3aMeCTUTENIbHASL Tepanusl JIOJDKHA 00s3aTeIbHO MPOBOAUTHCS B
YCIIOBUSIX BBICOKOCHIEIIUATU3UPOBAHHON KIMHUKH, UMEIOMIEeH OOJIbIION OIBIT
JedeHus: OOJBHBIX C HACJEICTBEHHHIMU METa0OJIMYECKUMH 3a00JIeBaHUSIMU,
OCHAIIIEHHON HEOOXOJIUMBIM O0OPYOBAaHUEM M MEIUKAMEHTAMH JJIsl OKa3aHUs

AKCTPEHHOU MEIUIIUHCKOMN TTOMOIIIH.

Xapakmepucmuxka npenapama. AJnbAypa3suM TPEACTaBIACT €000

KOHIIEHTpAT JJIsi IPUTOTOBJICHHSI pacTBOpA /Ui BHYTPUBEHHBIX HHDY3HIA.

Kaxxnplii hy1akoH 5 MJT COIEPIKUT: JISUCTBYIOIIEE BEIIESCTBO - JJAPOHUAA3Y

500 EJI.

1 mn pactBopa cootBerctByer 100 EJI (mpubnmsurensHo 0,58 wr)

JapOHHUIa3kI.

Jlaponunpgaza sBisieTcss peKoMOMHAHTHOM (opMol YenoBedeckor anbda-
L- uaypoHua3bl M MMPOU3BOIUTCS C MOMOIIBIO TEXHOJIOTHH PEKOMOMHAHTHOM

JAHK ¢ ucrons3oBaHueM KIETOYHON KyJIbTYpbl SHYHUKA KUTAHCKOTO XOMSYKA.

[Ipenapar  mpeacTaBiasieT  co0OM  MPO3padyHyl0 WM CJIeTKa

OTTAJIECIIUPYIOIIYI0, OECIIBETHYIO MU OJICTHO-KEITOTO IIBETA YKUIKOCTb.
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@dapMmakoTepaneBTUYECKass IPyIIaA: [NUIICBAPUTEIBHBIA  TPakKT W

NPOAYKTHI MeTa0oIn3Ma — (PEPMEHTHI.
Kox ATX: A16ABO0S.

PexoMeH0OBaHHBIN peXHUM JO3UPOBAHUA Openapara AJbIypa3uMm:
exxeHenenpHoe BBeneHue B no3e 100 EJI/kr maccel Tena B BUAE BHYTPUBEHHOU

uH(DY31UH, TOKU3HEHHO.

[Tpumep pacueTHoO# 10361 Anbypa3uma g 60JIHHOTO ¢ Maccoil Tena 18

KT
1).18 xr x 100 EJI = 1800 E/] npemnapara.

2). 1800 EJI : 500 = 3,6 ¢nakona — 4 ¢nakoHa npenaparta Ha UHPY3HUIO
(konMuecTBO (PIIAKOHOB BCETJa OKPYTJISETCS, YTOOBI BECh JOPOTOCTOSIIHIA

npenapar ObUT OJHOCTBIO UCIIOIB30BaH).

HauvanpHas CKOpPOCTb BBCIACHHUA Anbz[ypam/IMa COCTaBJIAET 2Mi1/4ac M
Mpoa0JIZKACTCA 15 MHH, 3aTCM KaXXIbIC 15 MMH. NOCTEIEHHO BO3pacCTacT,

MakCHUMaJIbHO 110 43 mi/gyac (sryurie a0 32 mu/gac).
Cxema BBeJICHHS IIpemnapara:

2 mir/gac — 15 MuH;

4 mn/gac — 15 muH;

8 mi/gac — 15 muH;

16 mi/gac — 15 muH;

24 mir/gac — 15 MuH;

32 mi/4ac — 10 KOHIIAa BBeICHUS AJbIypa3uMa.

Takast ckOpoCTh BBEACHHS MpernapaTa pPeKOMEHJI0OBaHA i OOJBHBIX C
Maccoir Tena 20 kr u meHee. B ToM ciywae, ecium macca Tena OOJBHOIO

nipeBbimaeT 20 Kr, U3BMEHSIETCS CXeMa BBEJICHUS Mpenapara:

5 mir/gac — 15 muH;

10 mir/gac — 15 muH;
20 mir/gac — 15 MuH;
40 mi/yac — 15 MuH;
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80 mu1/9ac — 10 KOHIA BBEICHUS AJTbTypa3uma.

OOumii o0beM uHGY3UM ONpenensieTcss Ha OCHOBAaHMM Macchl Tena
NaeHTa: ecid OHa cooTBeTcTByeT 20 Kr uium MeHee, o0beM HHQY3UH

coctasisieT 100 mut, 1 250 M1 — ipu Macce Tesa 60JIbHOTO CBbIIIe 20 KT.

Anbaypa3suM pa3BOAMTCA B CTEPHWIBHOM (DHU3HOJIOTHUYECKOM pacTBOpE
(matpus xmopua 9 mr/mi- 0,9%). Ilpu moaroroBke WH(PY3MOHHOTO PacTBOpa U3
(dbakoHa HM3BIEKAETCS W BBUIMBAECTCS B OTXOJbl 00beM HaTpus xjopuga 0,9%,
paBHBI oOIIEMy o0O0BeMy AJbaypa3uMa, KOTOPBIM MOJKEH OBITh J0OaBJICH.
Hamnpumep: 6oibHOM ¢ Maacoi Tena 18 kr qopkeH moiayuuTh 4 ¢urakona (mmm 20
i) Anpaypazuma. CretoBaTeNlbHO, U3 (iakoHa ¢ (PU3HOJIOTHUECKUM PACTBOPOM,
o0beMoM 100 MJ1, U3BJIEKAETCS U BBUTMBAETCA B OTXObI 20 M XJIOpUAA HATpUS U
BMecTo Hero BBogutTcs 20 mi (4 ¢drnakona) Anpaypasuma. Ilpu macce Ttena
OoosbHOrO Oosice 20 Kr pacuyeTHOE KOJUYECTBO (HM3MOJIOTHYECKOTO pacTBOpa

M3BJIEKACTCS U BEUIMBAETCS U3 00bema 250 MiI.

Urnoit 18 pasmepa (0e3 pusibrpa) U3 HEOOXOAUMOTO KOJTUYECTBA (hIaKOHOB
MEJUICHHO HaOupaercss paccuuTaHHas ngo3a Asnpaypasuma. C  ¢riakoHamu
HEeoOXoquMO  oOpalaTbCsi OYEeHb OepekHO, u30eras BCIEHUBAHUS  MX
COJIEP)KMMOr0 M 00pa3oBaHusi My3bIPHKOB. BBeneHne HaOpaHHOIro pacTBopa
AnpnypazumMa B HMH(Y3MOHHBIM pacTBOop HaTpus xiyopuaa (0,9%) nmpoucxoauTt
MEJICHHO, YTO JOCTUTAeTCs 3a CUET HaMpaBJCHUS KOHYHMKA WTJBI IO YIJIOM.
[locne  BBegeHuss  Anbaypa3uMa  HMH(Y3UOHHBIH  PacTBOpP  OCTOPOKHO

MMEPeMCIINBaACTCA.

[lepen ucnonb3oBaHUEM PACTBOP O0SA3aTEIBHO BU3YaJIbHO MPOBEPSETCS Ha
HaJM4Me TBEPIAbIX uYacTul. B paboTe JOMKHBI HCHOJIB30BATHCS  TOJBKO

MpO3payvHbIe U OECIBETHHIE PACTBOPHI.

Dopma ewvinycka.  Anpaypazum  100EJl/mMn  BeImyckaercss mo S5 M
KOHIIEHTpaTa JJI MPUTOTOBIICHUS PACTBOPA B MPO3PAUYHBIX CTEKIISTHHBIX (PIakoHax
NMEepPBOTO  THAPOJUTUYECKOTO  Kjacca,  3aKphIBaloluecs  MpoOKol w3

CUJIMKOHU3UPOBAHHOTO XJIOPOYTHIIKAaydyKa, TOJ aJIOMHUHHUEBOM OOKaTKOM, Ha
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KOTOPYIO HaJeT miaacTukoBbli Konmadek mapku «FLIP OFF» u3 monunponunena.
Kaxnapiii ¢nakoH ¢ MHCTPYKIMEH MO MPUMEHEHHUIO MOMEIIAETCS B KapTOHHYIO

MayKy.

Pasmep ymakoBku Ampaypazuma 100 EJl/mn: 1, 10 umm 25 ¢makoHOB B

KapTOHHOH MaykKe.
Xpanenue. Xpanuth npu temmnepatype ot 2° 10 8° C (B X0JOAUIBHUKE).

C ToukHu 3peHuss MUKPOOHOJIOTUYECKONU 0€30MacHOCTH MpernapaT JA0KEeH
OBITh HMCIIOJB30BaH Cpa3y K€ IMOCle MPUTOTOBICHHS. B pa3BeneHHOM BuUlE
AJbITypa3uM MOXKET XpaHUThCS He Ooiiee 24 4acoB IpH TemIiepaType ot 2° 1o
8° C nmnpu ycinoBuM, YTO pa3BeJcHUE TMpernapara ObUIO TPOBEICHO B

KOHTPOJIUPYEMBIX U BAJIUIUPOBAHHBIX ACETITUUECKUX YCIIOBUSX.
Cpok 2o0nocmu. HesckpbiThie (hyiakoHbI — 3 rofa.

Ycnosusa omnycka u3 anmek. JlekapcTBEHHBIN Mpenapar OTIYCKAaeTCs

TOJIBKO T10 PELIENTY Bpaya.
Cumnmomamuuecxkas mepanus.

B  nedenuum  OGONBHBIX ¢ TpeMs  KJIMHUYECKMMH  BapuUaHTaMu
MyKOIOJucaxapuao3a | Tuma HCmoiab3yeTcs CUMITOMAaTHYeCKas, 3aMEeCTUTEIbHAs
Y KOPPUTHPYIOIIAs Tepamnusi. ITO OTHOCUTCS K MPUMEHEHUIO TeMaTONpPOTEKTOPOB,
HOOTPOIIOB,  CEPJCUHO-COCYAMCTBIX M  MPOTHUBOBOCHAIUTEIBHBIX  CPEICTB,
BUTAMUHOB U MPENapaToB, YIYUYIIAIOMINX aHTUOKCUAAHTHYIO 3aIIHUTY U MPOLECCHI
KJIETOYHOM OumolHepreTuku. Ha cxeme (B KadecTBe mpuUMeEpa) MpPeACTaBICH
KOMIUJIEKC ~ TEPaneBTUYECKUX  BO3JICWCTBHM, HAa3HAYEHHbIAW B  OTACJICHUHU
BPOKJICHHBIX M HACJEeACTBEHHBIX 3a0omeBanuii y nereit ®I'Y «MHUU nenuatpuun
U JeTCKoi xupypruu Mumn3apascoupa3sutus Poccum» pedenky 12 ser ¢ IH/S
TUIIOM MYyKomoJincaxapuosa (cunapom I'ypraep-1lleiie).

Komruteke TepaneBTHYECKUX BO3ACHCTBHM 111 60tpbHOTO 12 et ¢ |-V Tumom
MyKormoaucaxapuao3a (cunapom ['yprep-1lieiie)

Onbkap 20% pactBop, 200 mr (1 mut) 2 pasza B 1eHb, 2 Mecsiia, 3-4 Kypca B roj.
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Kowmmnekc ButamunoB: rpynnst B, A, E, C, ponuesas kucnora, 30 queit, 4 kypca B
roJ.
Kosnszum Q1g, 30 Mr (1 kamcyna) 2 pasa B aeHb, 30 quel, 3 Kypca B Toj.
Pubokcun 0,2, 1 pa3 B aensb, 30 nueii, 4 kypca B roj.
[Tananrus, 1 Taba. B g1eHb, 30 qHEl, 4 Kypca B TO/I.
Occennuane-gpopre, 1 kancyna 2 pasza B ieHb, 30 n1Hel, 4 Kypca B TO/I.
Kasunron 0,05, 2 Tabmn. 2 pasa B neHb, 30 nHeil, 4 kypca B roj.
Hootponun 0,4, 2 pa3za B nensn, 30 nHeit, 3 Kypca B rof.
Oxkcupaesur 0,5 mxr 1 pa3 B neHb, 6 HeAenb, 3 Kypca B rof.
Ocreorenon 1 tabi., 2 pasa B aeHb, 30 qHel, 3 Kypca B TO/I.

Takum  oOpa3oMm, JieY€HHE  MOXKET BKJIIOYaTh  KCIOJIb30BAHHE
Hecneu(pUUeCKuX CTUMYJISITOPOB POCTa U CPEACTB, HAPABICHHBIX HAa OOpPHOY ¢
OCTEOIMOpPO30M  (OKCHUJIEBUT, OCTEOT'€HOH), HEPEIKO BCTPEUAIOMIMMCS IPHU
MyKononmcaxapuaose | Tuna.

Duzuomepaneemuueckoe JeyeHue. B KOMIUIEKC CHUMITOMATHYECKUX

BOBHGﬁCTBHﬁ IIpU MYKOIIOJINCAXaprua03¢C I Tuna BXOOAT (I)I/IBI/IOTGpaHCBTI/ILIeCKI/IG

MIPOIICTYPHI:
anekTpodopes Juaa3bl Ha 00J1aCTh TOPAKCHHBIX CYCTaBOB;
MarHuTOoTepaInus;
napaduHOBBIC aNTUTUKAIUH;

Ja3epHas MyHKTYypa.

Pexomennytores 3anatus JIOK ¢ mpenMyniecCTBEHHBIM BO3IEVICTBUEM HA

OIOPHO-JIBUTaTEIIbHBIN armapart (03BOHOYHHK M CYCTaBbI);
0O0IIIHIT MacCcax.

HpOBOlIHT CaHalMMIO XPOHHUYCCKUX OYaroB I/IH(l)eKI_II/II/I HOCOIJIOTKH H

MOJIOCTH PTa.

Xupypeuueckoe neuenue. B nnanoBom nopsiike (Ha ¢GoHE KOMIUIEKCHOU

OOIIeyKpEeTUISIONIEH Tepanun) OCYIIECTRISIOT XUPYPTrUueCKue BMeIIaTeIbCTBA:

26



27

aHTHUTJIayKOMaTO3HbIE OTEepaIii;

IPbIKECEUCHHUS,

a/ICHOTOH3WUTIKTOMHUH;

IIYHTUPOBaHUE TUApoLehaTnH;

TPaxeoCTOMUH;

OTIepallny 10 MOBOIy KapHaJIbHOTO TYHHEJIFHOTO CHHIPOMA;
IpOTE3UPOBaHKE KJIallaHOB cep/ilia U Ta300€APEHHOI0 CyCTaBa.

IMpodpuinakruka

[IpenaTanbHasi JUArHOCTMKA BO3MOXKHA IIyTEM HW3MEPEHHS AKTHBHOCTH
dbepmenta o-L-ugypoHnnasel B Ouonrare BOpcuH XopuoHa Ha 9-11 Henene
OepeMeHHOCTH, 1/ 1 onpezenenus cuekrpa I'Al' B aMHHOTHYECKOM KHUJIKOCTH Ha
20-22 wnenmene OepemeHHOCTH. Bce Oombmiee 3Hauenwe mnpupaerca JIHK-
JUAarHOCTHKE MyKoIojucaxapuaosa | tumna.

Takum  oOpa3oM, paHHAS  WACHTUPUKAIMS U CBOEBPEMEHHOE
NaTOr€HETUYECKOEe JiIeYeHue MyKomonucaxapugo3a | tuma (cunapom I'yprep)
OyayT cHocoOCTBOBaTh NPENOTBPALICHUID HWHBAIMAW3ALMU  OOJBHBIX U
aJIeKBAaTHOM MHTErpaluu UX B 00IIECTBO, a 3(h(PEKTUBHOE MEAUKO-TEHETHYECKOE
KOHCYJIbTUPOBAaHUE CEeMEH IMO3BOJIUT CYIIECTBEHHO COKPATUTh MOSIBICHHWE HOBBIX

CJIy4acB 3TOrI'0O TAXKCJIOI'0 HACIICACTBCHHOI'O 3a00JIeBaHM.
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