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BeegeHne

[TapokcmamanbHasgs MuomIernsa (CMH.. MUOIUIETUs, Iepuopude-
CKMIT CeMeWHBINl Iapannd, WHTEPMUTTUPYIOUAasg MUOIUIEIUA) — pefi-
Koe 3abojieBaHMEe C ayTOCOMHO-JOMMHAHTHBIM TUIIOM HacJIe[OBaHUA.
[Tapokcu3ManbHBle MMOIIETUMYN OTHOCATCA K TpyIIe 3aboneBaHmit, 06y-
C/IOBJIEHHBIX MYTalMSIMU T€HOB, KOAUPYIOLUINX OHHbIE KaHAJbI (IPOBO-
ASAIIVe VOHBI KaJIbLIVA, HATPUSA, XJIOpa, Kalnusa U Heclelupuyeckye NOH-
HBbIe KaHaJIbl).

Knaccupukanms mapokcusMaabHBIX MMOIUIETMII OCHOBAaHA Ha IIOKasa-
Tejle M3MEHEHNs YPOBHSA Kalus B CBIBOPOTKe KpoBu. Pasnmyaior 3 ¢popmbl
ITapOKCU3Ma/IbHbIX MUOILIEI UL

o IEPUOMYECKUI TUITOKAIVEMIYECKNII TTapaniny;

e IIEPUOJMYECKUII TUTIEPKATMEMIYECKII TIapainy;

o IIEPUOJMYECKUIT HOPMOKAIMEMIYECKNII TTapaIny.

[lns1 Bcex popM IepuoANYecKOro Mmapaanya XxapaKTepHbl clefyolue 06-
e NpU3HaKM:

IPUCTYIIbI IIapajinyda MOIYT JAUTHCA OT 1 9aca o HECKONbKUX JHEIT;
c1aboCTh MOXKET OBITH JTOKA/TM30BAHHO WU TeHepani30BaHHOI;
CYXOXXMJIbHBIe pe(ieKChl BO BpeMs IIPUCTYIIAa MOT'YT OBITh CHVUKEHBI
WU OTCYTCTBOBATbh;

MbIIIeYHble BOTOKHA BO BpeMsA IIPUCTYIa CTAHOBATCSA HEYYBCTBUTENb-
HBIMJ K IIPAMOJ ¥ HENIPSAMOM STEKTPOCTUMY /LALLM,
reHepaNTX30BaHHbIE IIPUCTYIIbI HAYMHAKTCA C IPOKCYMAaTIbHBIX MbIIIL]
Y 3aT€M PacIIPOCTPAHAIOTCSA IUCTANIbHO;

IbIXaTe/bHbIE Y KpaHMATbHBIE MBIIIIIBI, KAK IPABUIO, OBIBAIOT CBOOO-
HbI OT MOpa’keHNsdA, HO MHOIMa Mapaand paclpoCTpaHAeTCA U Ha 3TU
MBIIIIIBI;

OT/IBIX MOCTe (U3NYECKOTO HANPSIKEHUA IPOBOLVPYET Cl1abocThb
MBIIIL], KOTOPbIe OBV HAIIPA>KEHbI, HO MPOJO/KUTENbHOE JIeTKoe (-
3MYeCKOe HaIIpsKEHME MOXKET IIPEPBATh IPUCTYII;

¢dusnyeckoe HaIpsHKeHNE, OTPaHIYeHHOE OfJHOI MBIIIIIEN VIV He6O/b-
IOV TPYIIION MBIIIL], MOXKET BBI3BaTh C1a0OCTh HAIIPSITAa€MBIX MBIIIL]
6e3 I3MeHeH s YPOBHS Ka/us B KPOBY;

CmaboCThb B MBIIIIIAX MOXKET OBITH BbI3BaHA XOTOTOM.

HecmoTps Ha nMeloleecs CXOACTBO, GOPMBI IEPHOANYECKOTO Mapannya
PasnMYaOTCA 110 peaKI My Ha IPYEM HaTpy s, KaJuA NN YIIEBOMIOB, a TAKXe
Ha HEKOTOpbIe ApyTue GaKTOpPHL.



Mnokannemunyeckas napoKcnsmasibHaA
muonnernAa

3aboneBaHMe HaCTIeAYeTCS IO Ay TOCOMHO-JOMIUHAHTHOMY TUITY C HEeIIOJI-
HOJI TIEHETPAaHTHOCTBIO Y XKEeHIIVH. [eH 60/1e3HN HaXoauTCs B 00/1aCTH XPO-
MocoMbl 1q31-32. ITopaxaercs ren CACNLIA3, xopupytouuii alS-cy6benu-
HULY AUTUIPONMPUAMHOBOTO pellelTopa KanbliyeBoro KaHana. Onpepenena
TOYKOBasi MyTallMs B reHe 60/1e3HM. 3a60/IeBaHe MOYKET TaK>Ke BBI3BIBATbCS
MyTanusAMu B reHe SCN4A.

IlepBble mpucTynbl mapannya HOSBIAIOTCA B TedeHMe NEepPBOrO M BTO-
pOro fecATUNeTHIT >KM3HM, Y OonbimmHCcTBa (0Komo 60%) B BO3pacTe 0
16 net. IlpucTynbl BHayajie pefikie, HO CO BPeMEHEM Pa3BMBAIOTCA 4Yallle
U 4epe3 HeCKO/IbKO MeCsIeB VI JIeT MOTYT HaOTIOfaThCs Jake eXKeHEBHO.
Han6onpmas cmabocTb oTMeYaeTcsA HOYBIO ¥ IIPY IPOOYXK/IEHUN, K KOHITY
OHA MBbIIIeYHas CUIA IOCTENeHHO yBelnumpaeTcsa. Bo BpeMs mpucTymnos
YPOBEHDb Kajusd B CBIBOPOTKE KPOBY CHIKAETCS, MOI'YT BO3HMKATDh O/NUTY-
pUS U jadke aHYPUS, 3a/jep>KKa CTyIa, 00MIbHOe TOTOOTAeNeHe. CUHYcOoBas
OpanyKapaysa 1 s1eKTpoKapauorpadmdeckye Ipu3HaKy IUIIOKaTNeMIN pe-
TUCTPUPYIOTCA IIPY CHYDKEHUM KAy HYbKe HOpMbL. Ha 4eTBepTOM 1 IIATOM
DecATUIeTUAX >KM3HU IIPUCTYIBI CTAHOBATCA peXe WINM Ja’Ke JMCUes3aloT,
OJHAKO CYIIECTBYeT BepOSITHOCTb BO3HMKHOBEHN A MMOBTOPHBIX IPUCTYIIOB,
YTO MOXKET IIPUBOAUTH K IIOCTOSIHHOI OCTaTOYHOM C/1abOCTIL.

ITpucTynpl TUIOKaNMEMUYECKOTO TIEPUOAMYECKOTO Napaanda BO3HMKA-
I0T IIpY NIpMeMe HaTpUs, YITIeBOJOB, IpK BO30YX/eHuu. [ImarnocTuka 3a-
0o/eBaHMA OCHOBBIBAETCS Ha CHVDKEHMI YPOBHSA KajIisl B KPOBU BO BpeMs
npucryna. [lagenne ypoBHA Kaaua B KPOBU HVDKEe HOPMATIbHOTO 3HAUEHUS
B MEXIIPUCTYIHOM IIE€pHOfie TO3BONACT IPEIIONOKUTh BTOPUYHEBIN, a He
HEepBMYHBIM NepUOANYecKNI TUIIOKanMeMudeckuil napanud. B crnopagu-
YeCKMX Cy4asX HeoOXOMMO MCK/II0YaTh BTOPUYHBIN NepUOAMYECKMIl Ma-
panud npy noTepe KaausA depes IOYKY, XKeNyLoUYHO-KUIIeYHblil TPaKT, IpU
TUPEOTOKCUKO3€e. B MarHocTyKe 1oMoraeT IpoBeeHye POBOLYPYIOLNX
TECTOB:

1) faloT BHYTPB IVIIOK03Y (2 T/KT Maccel Tena). [Ipu aToM mpucTym Mo>xeT
Pa3BUTHCS B TedeHME 2—3 YacoB;

2) BHYTPUBEHHO BBOJSAT IIIOKO3Y B io3e 1,5-3 1/kr. B Teuenne 60 MUHYT
MO>KeT BO3HVKHYTD CTTab0CTD (ITPOBOANTCS Py He3PPEKTUBHOCTY IIEPBOTO
TecTa);

3) BBOpAT 500-700 M 40% pacTBOpa IMIOKO3bI ¢ 20 e MHCY/INHA BHY-
TPUBEHHO KalleTbHO B TedeHMe 1 yaca. K 30-Jf MuHyTe BBe[ileHUA ITIIOKO3bI



MOYXeT BOSHMKHYTb NIPUCTYT (IPOBOAUTCA B C/Iy4ae OTCYTCTBUA IPUCTYTIA
MUOIUIETUY IIPY IIPOBEfIEHNI BTOPOTO TECTA);

4) npu 607ee MPORO/HKUTETBHOM TECTE C T/II0K03011 50 T T/II0KO3bI pa3Bo-
BT B 150 MJT BOABI 11 9TOT pacTBOP OOIBHOIT BBIIIMBAET €KEYACHO B TeUYEHE
15 gacos. [Ipy 3TOM TecTe mapesbl NOABAANTCA MEXAY 7 U 15 4acamu, mapa-
nmmay - Mexay 12 u 16 yacamm.

Ecnu sty TecThl He BBISBIBAIOT IIPUCTYIIA, X MOXKHO ITOBTOPUTD M KOM-
OMHMPOBATH C Ha3HA4YeHMEM 2 I' COM XJIOPUCTOTO HATPUsI, KOTOPbIe OOIbHOII
IpPMHMMAaeT BHYTPb KaXkK/bIl dac (Bcero 4 pasa). CHMUIKeHMe YPOBHS Kalns
B KpOBMU BbI3biBaeT npuctyn. Ilpuem 2,5-7,5 r kanus X/10pyujia yMeHbIIaeT
cmabocTh.

OrpunarenbHblil IPOBOLMPYIOLINII TECT He MICK/II0YAeT AMaTrHO3 IepBuY-
HOTO TMIIOKA/IMEMIYECKOTO IIEPUOJMYECKOTO apannya, Tak KaK B 3TO Bpe-
MA OO/IBHOI MOXeT ObITh HEBOCIIPUMMYMBBIM K TecTy. [IpoBounpyrommit
TECT C IJIIOKO30Jl HUKOIZIJa He Ha3HA4YalOT OOJbHBIM C TIMIIOKa/lIMeMMelL.
ITpoBouMpoBaTh MPUCTYI MOXKET TAKXKe JUYypPeTUYecKUii IIpenapaT LUK/IOo-
IeHTHasuf, HasHadaeMblii 1o 0,0005 r 3 pasa B CyTKM €XKeTHEBHO B TeYEHNE
3 gHeIl.

anepKanmemmquKaﬂ napoKcnsmalsibHaA
Mmumonnerma

3aboneBaHye HaC/IeAyeTCA IO AyTOCOMHO-TOMUHAHTHOMY TUITY C BBICO-
KOJI TIeHeTPaHTHOCTLI0. [eH 3aboneBannsa SCN4A n0Kann30BaH B XpOMOCO-
Me 17q23-q25. ['en xopupyeT a-CyObeMHNUIY HATPMEBBIX MBILIIEYHBIX KaHa-
noB. OTMeuaeTca TOYKOBasA MyTallUsA B TeHe.

ITpucTynbl 4aCTO HAYMHAIOTCA B IEPBOM M/IM BTOPOM I€CATUIETUM XKA3-
HU ¥ MOTYT OBITb KOPOTKMMU VIV IIPOAO/KAThCS HECKO/IBKO JHENl, Jalre
B JIHEBHOE BpeMsA. B MeXIpucTynHoOM Iepuojie ypOBEHD KaauA ChIBOPOTKM
HOPMaJIbHBIV WM C/IETKA HU>Ke HOPMbL. Bo BpeMsa mpucryma ypoBeHb Kalnus
IIOBBILIAETCS, HO MOXKET He IIPEBBINIATh HOPMaJIbHbIN ypoBeHb. Ha a/1eKkTpo-
KapiuorpaMMe yBelIn4nBaeTcs aMIINTyAa 3ybua T. YpoBeHb HaTpus B Chl-
BOPOTKE CHUIKAETCHA, YPOBEHD XJIOPUJOB TaK)Xe CHVYKAETCA UM He M3Me-
HAETCA. YBeNM4MBaeTcA 9KCKpenus Kanusa ¢ Modoll. Ilpuctynsl mapanmnya
IPOBOLVPYIOT M/IV YBEIMYMBAIOT XOJIOf], TOJIOfilaHue, OepeMeHHOCTb, IIpueM
KaJIKs, INTIOKOKOPTUKONU/IOB.

JIMaTHO3 OCHOBBIBAETCS HA IAHHBIX CEMEITHOTO aHAMHe3a, IPOBOLVIPYIO-
IIeM BO3JeJICTBUM XJIOPUCTOTO KalnA. BHyTpb HaToIak NpuHMMAIOT 2-10 T
Kanus Xnopupa; yepes 20-30 MUHYT IOCTIE 3TOTO pa3BUBAETCA IPUCTYIIL.



HOpMOKanI/IeMVI'-IECKaﬂ napoKcnsmalsibHaA
muonnernAa

3aboneBaHMe HaCTefyeTCs ayTOCOMHO-JJOMUHAHTHO C BBICOKON IIeHe-
TpaHTHOCTBIO. OnMcaHbl MyTauuyu B 13-M skx3oHe reHa SCN4A. B 1961 .
I. ITockasep (D. Poscazer) u [I. Kepp (D. Kerr) onmucanu cembio, B KOTOpOit
y 21 4esroBeKa ObLIM HPUCTYIIBI TaKOW GopMBbI MyoIteruy. [lepBolit mpucTymn
BO3HIKaeT B Bo3pacrTe 70 10 /ieT, OHM YCUIMBAIOTCA UV IIPOBOLMPYIOTCA OT-
JIBIXOM TIOCTIe (PMI3MYECKOTO HAIPsKEHN A, BO3/IeICTBUEM XO/IOJa, a/IKOT O/,
npueMoM Kanusi. Borblie 03bI HATPYS YMEHBIIAKOT CTA00CTD, HO Ha3HaYe-
HJIE TTIIOKO3bI He 3 (QeKTUBHO. YPOBEHD 3/IeKTPOINTOB B CHBIBOPOTKE KPOBU
He usMeHsAercs. OT runepkaaneMmnyecKoil MapoOKCU3MaNIbHON MUOIIETUN
3abojeBaHMe OT/INYAETCS OTCYTCTBMEM AEICTBIA I/IIOKO3BI U YBeTMYeHUEM
YPOBHs Ka/us B CBIBOPOTKE BO BpeMs MpUCTYIIa. [ToMHbI mapanind 06bI9HO
IJINTCS OKOJIO 1-2 Hefenb, B HEKOTOPBIX ClIy4aAx — 2-3 Hemenu. IlpucTyn
BO3HUKaeT 1 pa3 B Mecsn. Y BcexX OONBHBIX OblIa OTMeYeHa JINTe/IbHAS
OCTaToOYHas C1ab0CTh MEX/y IpuUcTynamMy. MplieyHas cmabocTh, Kak Ipa-
BUJIO, IPOT'PeCCUPOBATa.

Mwuonnernyeckmne CMHAPOMDI

VHorga mpucTynbl MUOIUIETMM BO3HMKAIOT KaK OC/IOKHEHMA pasind-
HBIX 3a00/IeBaHNUII WM MEAMKAaMEHTO3HON Tepammu. B aTmx crydasax oHu
paccMaTpyBaOTCA KaK (DeHOKONMM HAC/IeNCTBEHHOTO 3a00/IeBaHMA, TO €CTh
607e3HN, MMeIIe ONVHAKOBYI KIMHMYECKYI0 KapTUHY, HO PasIN4HYI0
3TUOJIOTHIO.

Tupeomokcuueckuil nepuoou4ecKuil napanyy MMeeT CXOACTBO C IepBUY-
HBIM TMIIOKA/IMEMUYECKNM NEPUOANYECKUM MapaTndoM: T€ K€ U3MEHEHNA
cofiep>KaHMA 37IEKTPONIUTOB B KPOB) M MOYe BO BpeMs IMPUCTYIA U B peak-
LUV Ha ITIIOKO3Y, MHCY/IVH, KaJuii, X0JI0f], pacciabienne mocie Harmpsxe-
HuA. B 85% cryuyaes 3aboneBaHye HauMHaeTcs B Bospacte oT 20 1o 39 fer.
B 95% cny4yaeB mIpuCTyIbl IPEKPAIAIOTCA, KOT/la BOCCTAHABIMBAETCA 9YTH-
peoupaHas ctagysa GyHKLUYU UIVMTOBUAHOI Xee3bl. [Ipyu rumnepTupeongHoii
CTafiuyl BHOBb BOSHMKAET MPUCTYII Mapaanya.

Hapoxcusmanvroiti napanu4, emopuuHslll Kk nomepe conu 4yepes noUKu
U KHenyook, SIBISETCA CIefiCTBYeM TMIIOKa/IVieMIy, BbI3BAaHHOI ITOTepeil Ka-
VSl IPY TIOHOCe U pBOTe. 3a00/IeBaHM A II0YeK MOT'YT COIIPOBOXKAATHCA MUO-
IJIETVYeCKUM CUHJIPOMOM.

IIpuctyn mapoKcusMaabHOV MMOIIJIETUV MOXKET PasBMBAThCA IIPU OMi-
pasnenuu 6apuem. Ilpy 3TOM OTMEYaOT PBOTY, AMAPEI, ApTEPUATbHYIO



TUIIEPTEH3NIO, HapyLIeHNe CEPAEeYHOr0 PUTMA, MBILIEYHbIE ITOfl€PTUBAHNS,
CYJOpPOTY, TUIIOKA/IMEeMIIO M IIapaIiny MbILIL. JJaHHbIe CUMITOMBI 00YC/IOB-
JIEHBI T€M, YTO Oapuil O7IOKMPYeT BBIXOJ, Ka/IVsI U3 MbIIIEYHBIX KJIETOK.

BTropuunblll nepuognyecKkuii mapaanyd MoOXKeT BO3HUMKATbh IPM 3HAUM-
TEeJTbHOM IIOBBILIEHNY YPOBHSA KajIyA B CBIBOPOTKE KPOBU NPU HAONOYEHU-
HuKosoil Hedocmamounocmu. OTHBIX MOC/Ie HANPSHKEHUs NPOBOLUPYET
c1aboCTh, TaK Ke KaK U IPY MEePBUYHON MapOKCU3MaNTbHON MMUOIIETHMA.
BTropmuHbIl epnogMYecKnii Mapaand IpeAIonaraloT Ipyu O4€Hb BBICOKOM
YPOBHE Kanus B CBIBOPOTKE KPOBY B T€UEHME IPUCTYIIA, IEPCUCTUPYIOLLEN
TUIIepKAIMEMUM MeX/y IPUCTYIIaMU ¥ HaJIM4yy 3a00/ieBaHus HaII04ey-
HUKOB.

V3BecTHBI C/Tyyay MepUOAYECKOil MUOIIIETUY Yy OOTIBbHBIX C NHePEUUHBLM
2unepanbooCcmepoHU3MoM, TIpY KOTOPOM OTMedaeTcs AeUIUT Kaaus B pe-
3y/bTaTe IOINY PUNL.

[TpucTynbl MUOIIZIETUM MOTYT BO3HMKATh y MallIeHTOB C TUIIepHATpue-
MUeil, CBA3aHHOI ¢ 0C/ab/ieHreM YyBCTBA JKaXKIbI M HAPYuleHUeM 6bLc6000-
HOEHUS AHMUOUYPEMUECK020 20PMOHA.

[IpMCTYyIBI MBILIEYHOI C/TAOOCTM MOTYT BBI3BaThb pasJIN4YHble MeJVKa-
MEHTBI, CIOCOOCTBYIOIINE BBIE/ICHUIO Ka/lus U3 OpraHU3Ma: AUYPeTUKH,
crmabuTenbHbIE.

JleueHne nayneHToOB C MapoKCnN3mMaJibHbIMUA
MmmnonnermamMmm

[Ipu nepsuurnom eunokanuemudeckom nepuoouteckom napanude Ha3Ha-
9aloT 10 1-2 cTonmoBbIX TOKKM 10% pacTBOpa XJIOPMUCTOrO Kanms KaK[ble
1-2 gaca (2-10 r xnopucroro Kanus B 10-25% pacTBope, He cofeprKalieM
rmoko3y). Ecin gepes 3-4 vaca ynydieHus Het, IpemapaT MOXHO JIaTh I10-
BTOPHO. BHyTpUBeHHOE BBefleHle XIOPUCTOTO Ka/lNsA OCYIIeCTBIAIOT PEKO,
IIpY OCTPBIX IpUCTynax. B Teyenne 1-2 4acoB BBOJAT 3 T XJIOPUCTOrO Ka-
nns B 1 71 U30TOHMYECKOTO pacTBOpa Xmopuaa Harpus. IIpopunakrudeckoe
JTledeHMe BKITIOYAeT AMeTYy C HU3KMM COfiepXKaHMeM HaTpus (2-3 T B IeHb),
yrinesonos (60-80 r B feHb). PekoMeHAyIOTCS GoraTble KanueM IPORYKTHI:
OaHaHBI, CyIIeHble PPYKTHI, Kypara, YepHOC/INB, CbIP, MOJIOYHbIE IIPOJYKTBHI,
HEeXXUpHBIe cOpTa Msca, kaprodenp. HasHayaor cnimpoHonakToH mo 100-
300 mr exxenHeBHO. [Ipemapar MokeT MMeTb IIOOOYHBIE IEVICTBIS: Pa3BUTIE
TMHEKOMACTUY Y MY>K4JH, aHJPOTeHHBIX 9 (PeKTOB y >KeHIINH (TUPCYTU3M,
rpyOblit Tonoc, aucMeHopes). Kannitcbeperarommit AUypeTuK TpUaMTepeH
npuMeHAioT o 0,1-0,2 T B cyTku B 1-2 mpuema.



IIpu nepsuurom eunepxkanuemMuueckom nepuooU4ecKom napanuie BO
BpeMsA MNPUCTyNa BHYTpMBeHHO HasHadaloT 500-1000 mn 10% pacTBOpa
ITIIOKO3bI B TedeHue 1 4vaca ¢ 10-15 ef MHCYAMHA MM BHYTPb Ha3HA4YaIOT
[JIIOKO3y B [03€ 2 I/KT U MOAKOXHO 15-20 el KpUCTaIINYeCKOTO MHCYIN-
Ha. ['mokoHat Kanpuus (0,5-2 T BHYTPUBEHHO) VI XJIOPYCTBIN KaJIbIUil
(10% - 10 T BHYTPMBEHHO) MOTYT CHOCOOCTBOBATb IPEKPAIEeHNI0 IPUCTY-
na. IIpodunakrudeckoe jedeHre BK/IIOYAeT IpUEM HUIM C BBICOKMM CO-
fiep>xaHueM yrieBopoB. CrefyeT u30eratb TONOJAHUsA, MEPeOXTaXKACHMUS,
($u3NYecKoro IepeHaNpsDKeHNA, HpreMa KanuiicOeperamomux AuypeTu-
KOB. PekoMeHIyI0T yBennueHne oTpebIeHNs TOBapeHHOI COMM, POOHBII
npyeM NUIGM C MEHBIIMM MHTEPBAJIOM MEXJY OT[EeNbHBIMM IIpMeMaMI.
Hasnavator rupipoxoporuasug (o 25 Mr 5 pa3 B HeJlenio), alleTa3omaMuyy
(o 0,25-0,75 r/cyT 3 mHA MOAPAL, 3aTeM 3 JHA IepephIB).

IIpyu neYeHNN HOPMOKANUEMUHECKO2O NePUOOUHECcK020 napanuua Lene-
CO00pa3HO OCYIIECTBIATb NOIOJHUTETbHbIE NpPMEMBI C INUIIEN IOBapeH-
Hoit conu (8-10 r exxegHEeBHO). BO3MOXXHO MCIIONb30BaHME alleTa3oMaMI/a
(o 0,25 r 2-3 pasa B CyTKM B TedeHMe 3 JHel C OC/IeYI M IIepepbIBOM
3 mHA).

IIpu cumnmomamuueckux Gopmax napoKCUManvHol Muoniezuy nede-
HIle CBOAMTCSA K KOPPEKIY OCHOBHOTO 3aboneBanusa. Heob6xomumo cobmro-
JileHVIe Ka/IneBoro O6aaaHca.

Mepguko-reHeT4eCKOe KOHCYAbTMPOBaHME NPU NapOKCHM3MaTbHbBIX
MUOIIETHAX BK/IIOYaeT YTOUYHEHNe AMarHo3a, GopMbl 3a00/IeBaHNA, @ TaK-
JKe oTIpefie/ieHNe pycKa 60mesHu [y fgeTeit u cubcoB 601bHOTO0. PYCK 115 fie-
Teil BBICOKMIT — 50%, METOJIOB IIpeHaTa/IbHOI AMAarHOCTUKY HeT. [I1s1 cubcoB
601bHOTO pUCK 3ab0/eBaHMsA BBICOKUIT — 50%, ecmy O0JIeH OTell MM MaTh
npobaHpa.

ITposopurcsa JHK-guarsocTuka runokanmneMmu4eckoro napaamya — Io-
UCK MyTauuit B ak30Hax 12, 18, 19 rena SCN4A, runepkanneMmnuecKoro Imna-
panuya — IOMCK MyTaluii B 9K30Hax 13 u 24 rena SCN4A, HopMOKaiueMmyie-
CKOTO Mapanyn4ya — IMOYCK MyTaluii B 9k30He 13 reHa SCN4A.

3aknuyeHune

JlnarHOCTUKA IMapOKCU3Ma/lbHON MMOIUIETMY IpeACTaBIseT co0oil ak-
TyanbpHyI0 Ipobnemy. CregyeT mpoBoguTh AnddepeHnnanbHblil JUarHo3
3aboneBaHMsI ¢ MMacTeHuey, cuHapomoM [mitena — Bappe, ammiencueit
u ppyrumu 3aboneBaHusAMu. [IpoduaakTyuka IPUCTYIOB IapOKCU3Mallb-
HOJI MMOIUIETMN 3aBUCUT OT (GOPMBI 3a00/IeBaHMsI, YPOBHSA Kalus B KPOBU



BO BpeMs IIPUCTYIA. BO3MOXHO MOATBEpPAUTD AUartos ¢ nomoibo JHK-
AVArHOCTMKY, BBISIBUTh HOCKTE/IEI TeHa 00/Ie3HM M IMPOBECTHU IIPeHATa/lb-
HYIO JVIaTHOCTHUKY.
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TecToBble BONpPOCHI

1. Ckonbko ¢popM mapOKCU3MaTbHOI MUOIIETMY HPUHSITO BBIJENATH?
a)2
6) 3

2. CHIDKeHMe KamnsA B KpOBY HaGmogaeTca npu:
a) TUIIOKA/IMeMIYeCKOI TapOKCU3MaIbHO MUOIIIET I
6) runepKanIneMndecKoit mapoKCu3MaribHONM MIOIJIET AN

3. IIp1 mapoKcu3ManbHOM MUOTIIET VY IIPUCTYI AIUTCS:
a) 1 MuHyTY
6) HECKOJIDKO 4acOB

4. Kakoe 13 c1efylOI X yTBepKAeHNI BepHO?

a) npn HapOKCI/I3MaHbH017[ MUOIIJIETUM OTABIX ITOCIIE (1)]/[3M‘{€CKOI‘O HanpA-
JKEeHNA IpOBOLIMPYET cmabocTh MbIIII, KOTOpbIE ObIIN HaIIpA>KE€HDbI, HO
IPOJIO/DKUTENbHOE JIeTKoe (pu3nyecKoe HallpsiKeH)e MOXKeT IIpepBaTh
IIPUCTYII

6) Ipu NapOKCU3MaTIbHOI MUOIJIETUY OT/IBIX ITOCIIe (PU3NIECKOTO HaTIpsI-
JK€EHNA HE IpOBOLMPYET CmabocTh MblIL, KOTOpbIE 6I)I]'II/I HaIIpAYKEHbI

5. Kakoe 13 ciegyromux yrsep>KgeHnii BepHo?

a) Py MapOKCU3MabHOI Muomjiernu (pusnyeckoe HampsKeHue, orpa-
HIYEHHOE OJHOJ MBIIIIIE! IV HeOOJBIION I'PYIIOil MBIIIL, MOXET
BBI3BaTbh C/1A0OCTH HALIPATAEMbIX MBIIII] 0€3 U3MEeHEeHN s yPOBHSI Kalus
B KPOBI

6) py MapoKCU3MaNbHON MMOIUIerny QpusndecKoe HaIpsKeHMe, orpa-
HIYeHHOe OJHOJ MBIIIIeil Y1 HeOO/bIIOlN TPYIIIIOi MBIIIL, He BbI-
3bIBaeT C1ab0CTb HAIPATaeMbIX MBI Oe3 I3MEeHeHMs YPOBHS KajIus
B KpOBI

6. Kakoe u3 cnegyromux yrBepKeHuil BepHO?

a) npn HapOKCI/ISMa}IbHOﬁ MMUOIIJZIETUNM X010 MOXKET BbI3BAaTb cmabocTh

6) py MapoKCU3MarbHOI MUOIUIETUH XO/IOJ, HUKOT/Ia He BbI3BIBAET Clla-
60CTh



7. BepHo 11 clrefyolee yrBep KieHVe: HECMOTPS Ha MMeIoIeecs CXOf-
CTBO, (POPMBI MEPHOANIECKOTO MAPATNYA PA3TNMIAIOTCA IO OTBETY
Ha IpUeM HATpu:A, KalIusa WIN YIIEeBOIOB, a TAK)Ke Ha HEKOTOpbIe
apyrue ¢paKTopsI:

a) ma

6) HeT

8. BepHo i crrepyoniee yrBepKeHue: MapoKCU3MaIbHble MUOIIET N
OTHOCATCA K IpyIIe 3a60/meBaHnii, 00yCTOBTEeHHBIX My TaI[VIMM Te-
HOB, KOAVIPYIOINMX IOHHbIe KaHA/TbI (IPOBOAALIVIEe MOHBI Ka/IbIV,
HATPUA, XI0pa, KaauA U HecnenduiecKkye NOHHbIe KAaHAIBI):

a) 1a

6) HeT

9. i MpOBOKAIMM MPHUCTYNAa MPY TUIOKATMEMIYECKOM Mapanude
HA3HAYAIOT:

a) ITIOKO3Y

6) dbusnonornyecKnit pacTBOp

10. [I1a mpoBOKanuy MPUCTyIa IpY rUNepKaaueMI4ecKoM Iapanmyge
Ha3HAYaIOT:

a) XJIOPUCTBIN Kauit

6) BuTamMuH B,

OTBeTbI
1-6;2-6;3-6;4-a;5-a;6-a;7-2a;8-a;9-2a;10 -a.
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