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MmuacTeHust — 5TO AYTOUMMYHHOC 38.60J'I6B8.HI/IC, XapaKTECpU3YIOICCCa HAPYIIEHUEM HEPBHO-
MBIIIICYHOM nepecaaun U mpodaBIIAIOICCCA ¢l1a00CThIO M ATOJIOTUYECKOM YTOMIIAIEMOCTBIO
CKCJICTHBIX (HOHCpC‘IHOHOJ’IOC&THX) MBIIIII.

Konuposanue no MKb-10

G70 — Myasthenia gravis u Ipyrue HapyIIeHHs] HEPBHO-MBIIIIEYHOTO CHHAIICA!
uckioueHsl: 6otynusm (A05.1), Tpan3utopHas HeoHaranbHas Myasthenia gravis (P94.0)
G70.0 — Myasthenia gravis

G70.1 - Tokcuyeckre HapyIICHUS HEPBHO-MBIIIIEYHOTO CHHAIICA

G70.2 - BpoxxneHHas nim npuoOpeTeHHass MUACTEHUS

G70.8 - [Ipyrue HapyleHHs] HEPBHO-MBIIIIEYHOTO CHHAIICA

G70.9 - HapymieHue HEpBHO-MBIIIIEYHOTO CHHANICA HEYTOUHEHHOE

IIpumeps! AMArHO30B

* MuacteHus, reHepain3oBaHHas (popMa, Iporpeccupyroliee Te9eHne, CPEaHss CTETEeHb TSHKECTH,
nmocrarouHas komneHcanus Ha Gpore AXOII.

° MI/IaCTCHI/ISI, JIOKaJIbHas (FJ'IaBHa}I) (bopMa, CTAllMOHAPHOC TCYCHUC, JICTKAasl CTCIICHDb TAXKCCTH,



xoporas komnencarus Ha AXOI1.

* Muactenus, reHepaan3oBaHHasi popMa ¢ IbIXaTeNIbHBIMU HApYIICHUSIMU, IPOTPECCUPYIOIIIEe
TSDKEJI0€ TeYEHUE C HelocTaTouHOoM kommeHcanuet Ha AXOIL.

Knaccupurkanus

CymecTByeT HECKOIBKO Kiaccudukanuii muactrennu. Hanboree pacripocTpaneHa B MUpE
kiaccudukanus mo Occepmany (puHATa Kak MexayHaponHas B 1959r. B Jloc-Amxkenece,
momudunmposana B 1971r. Occepmanom u JPKEHKUHBIM).

['enepanu3oBaHHass MUACTECHHUS:

* MuacTteHus HOBOPOKIEHHBIX

* BpoxaeHnHas MuacTeHus

* JloOpokaduecTBeHHast ¢ OPTAIBMONAPE30M I OPTaNIbMOIUIETHEeH

» CeMmeliHas ieTckas

* IOHomeckas MuacTeHust

I'ma3nas Muacrenus:

* IOHomeckas

* B3pocnas

B.C. Jlo63unbiM B 1960r. npennoxeHna kiaccupuKkalys MUACTEHUH 110 TEYEHUIO MaTOJIOTHYECKOTO
npolecca:

1 — ocTpoe Hayano ¢ ObICTPHIM Pa3BUTHEM CUMITOMOKOMILIEKCA U B AaJIbHEHIIIEM MEAJIEHHOE
IIPOrpeCcCUPOBaHUE,

2 — ocTpoe Haualo, 6osee AnuTensHoe (0T 3 MecsLeB A0 1 roja) pa3BUTHE CUHIPOMA, TEUEHHUE C
peMHUCCHAMU, HO HEYKJIOHHBIM ITPOTPECCUPOBAHMUE,

3 — MoCTeNeHHOEe HavYaJI0, MEJUICHHOE Pa3BUTHE HA MTPOTSHKEHUH HECKOJIBKUX JIET U TIOCIICIYOIIee
MEJUICHHO MPOTrPECCUPYIOIIEee TEUCHUE,

4 — gayajo ¢ Ol"pElHH‘-ICHHOfI TPYIIIbI MBIIIT U MEIJICHHOC ITPOTrpECCUPOBAHUC.

B 1965 . A.T'. Ilanossivm, JI.B. JloBrenem u B.C. JIoG3unbIM pazpaboTtaHa kinaccudukanus
MHACTEHUH 110 JOKAIU3AINH TTaTOJIOTHYECKOTO TPOIecca C yYeTOM HapyIICHHS

BUTAJIBbHBIX (QYHKIUH (HapyLIIeHUEM JIbIXaHHsI U CEpACUHOM e TeTbHOCTH):

1 - renepanu3oBaHHas:



a) 0e3 HapyIIeHH BUTATBHBIX (PYHKIIHA, 0) C HAPYIICHUEM JIbIXaHUsI M CEPJCYHOMN JACATEIHHOCTH;
2 - JTOKaJIbHAS:

a) muuesas Gpopma (Iias3Hasi, INIOTOYHO-JINIIEBas), 0) CKeNeTHO-MbIIeuHas popma: 06e3 HapyIIeHHs
IBIXaHHS M C HAPYIICHUEM JIBIXaHHUSL.

Haunboiee ynoOHa 1151 mpaKTHYECKOTO Bpava Kiiaccuukanmsi, npeiokernas B 1965 r. b.M.
I'exTom. B Hell yunutbiBaeTcs xapakrep Te4eHUs 3a00JIeBaHus, CTENIEHb I'eHepaIn3aluu
MHACTEHUYECKOTO MTPOLIECCa, TSHKECTh JBUTATENBHBIX PACCTPOMCTB U CTEIICHb UX KOMIICHCAIIMH Ha
(oHEe MHTUOUTOPOB ALETUIXOIUHACTEPa3hl (AXD), YTO MOMOTaeT TOCTATOYHO MOJHO U TOYHO
c(OpMyIUPOBATH TUATHO3.

Ilo xapakrepy TeueHus:

1. MuacteHnueckre dMu30/1bI (OJJHOKPATHBINA WIH PEMHTTUPYIOIIEE TCUCHHE) — MPEXOISIIIHE
JIBUTATEIIbHBIC HAPYIIEHUS ¢ TOJHBIM perpeccom (10-12%).

2. MuacTeHHuecKe COCTOsHUSA (T.€. CTAllMOHAPHOE TEUEHUE) — CTallMOHApHAs
Henporpeccupytomas ¢popma B TedeHre MHOTUX JieT (13%).

3. Ilporpeccupyroliiee TeUeHNUE — HEYKIOHHOE IporpeccupoBanue 3adoneBanus (50- 48%).

4. 3nokadecTBeHHAas (hopMa — OCTPOE HA4aJI0 M OBICTPOE HapacTaHUE HAPYIICHUS (PYHKIIUH MBIIII]
(25%).

DopMbI IEPEXOJIAT APYT B ApYTra.
ITo moxanm3anmm:

— JIOKaJIbHBIE (OTpaHUYECHHBIC) TIPOLIECCHI: TIa3HbIe, OyIhp0apHbIe, JIUIEBbIC, KpAaHHAJIbHBIE,
TYJIOBULIHBIE;

— reHepaM30BaHHbIE IPOLECCHI: TeHEpANIN30BaHHbIe 0e3 OylbOapHbIX HApYIICHUH,
TeHEPaJIN30BaHHbIE U T€HEPAIIM30BAHHBIE C HAPYIICHUEM JBIXAHHUS.

Ilo cTeneny TSKECTH ABUTATEIBHBIX PACCTPONCTB:

- JIeTKas

- CpEIHEH TSKECTH

- TsDKeas

ITo cTenenu KOMIEHCAIMM ABUraTeIbHBIX HApYIICHUN Ha (YOHE HMHTUOUTOPOB
areTUIXoIruHICcTepasbl (AX0):

- TIOJIHAA,

- TOoCTaTovHasl,



- HemocTaToyHast (Turoxasi).

ITHOJIOIrUs U IaTOreHes

ITo coBpeMEHHBIM NPEACTABIEHUSM, OCHOBOM I1aTOT€HE3a MUACTEHUH SBJISETCS] Ay TOUMMYHHast
peaxius, BbI3BaHHAS CBSI3bIBAHMEM aHTUTEIAMHU alleTHIIXOJIMHOBBIX perentopos (AXP)
MOCTCUHANTUYECKIX MEMOpPaH MOMEPEYHONOIOCATON MyCKyIaTypbl. YUCIO 3TUX PEeLENTOpOB
3HAYUTEIFHO CHUKEHO MO BO3JICHCTBIEM 3TUX ayTOAHTUTEN. B HEKOTOPBIX Citydasix mpu
ayTOMMMYHHOI Muactenuu rpasuc (MI) ve BoisiBistores anturena (AT) k AXP, u Takast popma
MoJTyunsia Ha3BaHHe cepoHerarnuBHoil muactenuu rpasuc (CH-MI'). Tepmun «ceponeratuBHas»
SBJIIETCS. HETOUHBIM 10 OTHOILIEHUIO K IPYIIE MMAllMEHTOB, BKItoyas aerel, umeromux AT kiacca
IgG k Mpieyno# cnenuduueckoil penentopHoit Tupozunkunasze (MyCK). Ora popma nonmyuunna
nazpanne MyCK-MI'. Xots nonydeHsl yOenuTenbHbIE ToKa3aTenbcTBa naroreHHoctn AXP AT,
narorenerudeckas posib MyCK AT ocraercs HesicHol. MoryT BeisiBiIsATECA U apyrue AT, ponb
KOTOPBIX HE YCTAHOBJIEHA, B TOM YHUCJI€ K TUTUHY, PUAaHOMHOBBIM PELIETITOpaM U
BHYTpHUKJIeTOUHOMY AXP-CBA3aHHOMY ITPOTEUHY PariCUHY.

Mexanu3m, 3amyckaromuii BeIpaboTky AT, ocTaercs Hem3BeCTHBIM. Ha poiib BUIIOUKOBOM KeTe3bl
yka3biBaeT couetanne AXP u muMbonIHON TUTIEPIUIa3HUN OITyXOJIeH TUMYCa, a TAKKE
spdextuBHOCTh TUMAKTOMUHU. [Ipn MyCK-MI' ecnu 1 BBIABIISAIOTCS, TO JMIIL HEOOIbILINE
TUCTOJIOTUYECKUE U3MEHEHNs TUMYca. Ha Hanu4ure reHeTnyeckoi npeapacioaoKeHHOCTH
YKa3bIBaeT OTHOCUTENIBHO YaCTO HAOIIOAAIONIMECS KIMHUUECKUE U AIEKTPOMHOrpapruecKue
(OMI’) cuMIITOMBI y POACTBEHHUKOB OOJIFHOTO M YaCTO BCTPEUAOLIHECS OTJECIIbHBIC TPYIIIBI
AaHTUT'€HOB INIABHOT'O KOMILJIEKCA TKaHEBOM coBMecTUMOCTH denoBeka (HLA).

OTMmeuaeTcsi coueTaHue ¢ IPYruMU ayTOMMMYHHBIMH paccTpoiicTBaMH, 0COOEHHO ¢ IaToJIoTuen
IIUTOBHJIHOM keJe3bl (TUIep- UM TUIIOTUPEO3), PEBMATOUAHBIM apTPUTOM, KPACHOM BOTYaHKON U
nuaderoM. [To TaHHBIM HEKOTOPBIX UCCIIEAOBaTeNEN 37I0Ka9YeCTBEHHbBIE OITyXOJIU OTMeYaInch y 5%
JETEN.

DNMUAEMHUOJIOT A

MuacTtenust - 3a007€BaHIEe OTHOCUTEIBHO PEKOE, XOTS CYIIECTBYET IOCTATOUHO OCHOBAHHIA
CUUTAaTh, YTO HAOIIONAIOT €ro 3HAYUTENBHO Yallle, 4YeM cunuTaiu panee. Hanbomnee
MIpeIpacIiooKeHbI K 3a0oeBanuto muia ¢ penoruriom HLA-B3, HLA-B8, HLA-DWa3.
Pacnpoctpanennocts Muactenuu coctapiusier 0,5 — 5 ciayyaeB Ha 100 Thic. HaceneHus, OHAKO B
HACTOSIICE BpEeMsI UMEETCS TCHJICHITUS K YBEITMICHHIO YnCiTa OOJBHBIX M cocTaBisier 10 — 24
ciy4das Ha 100 Teic. HaceneHus.. MuacTeHHsI MOXKET A€0I0THPOBATh B JIFOOOM BO3pacTe, HauMHas C
paHHEro JETCTBA (Yalle y IEBOYEK M B TIOJIPOCTKOBOM BO3PACTE) M 3aKaHYMBas TITyOOKOM
crapocTthio. Jletn u mogpocTku a0 17 et cocrapmustor 9-15% OGonbHBIX Muactenuen. B gerckom
BO3pacTe Yaile BCTpedaeTcs FoBeHWIbHAs (popma muactenud. [Tpubmmsurensao y 5-20%
MJIa/ieHI1eB (TI0 JaHHBIM Pa3HBIX HCTOYHUKOB), POXKIACHHBIX OONbHBIMH MUACTEHUEH MaTepsIMU,
pa3BuBaeTCs TpaH3UTOpHas HeoHaranbHas MuacteHus: (THM), oOyciioBneHHas mepeHoCcoM Yepe3
TUTAIIEHTapHBINA Oapbep aHTUTEN K alleTUIXOIMHOBBIM perientopam (AXP) ot marepu.

HauGoee Bbicokast 3a00J1eBaeMOCTh OTMEYAETCs B 2-X BO3PACTHBIX Kareropusax: 20-40 et (B 3TOT
MepHO/ Yaile O0ICIOT KEHIIUHBI) U 65-75 5eT (B 9TOT NEpUOl MY>KYHHBI H KEHIIUHBI TOPAXKAIOTCS
OJIMHAKOBO YacTo). CpeqHuid BO3pacT Hauaja O0JI€3HU Y )KEHIIUH - 26 JIeT, y My>X4uH - 31 rof.



JIuarnocruka

7Kajo0L1 1 anHaMHe3

[Tpu cb6ope anHamHe3a U kanod 0OpaIaT BHUMaHNE HA H3MEHYHMBOCTh CUMIITOMOB B TCUCHHE
CYTOK, CBSI3b MX C HArpy3KOH, HAJIMYME YaCTUYHBIX MM MOJHBIX PEMUCCHH, 00paTUMOCTh
CHUMIITOMOB Ha (oHE TpuemMa HHruouTopoB AXD (Ha BpeMs UX ACUCTBUS) U Ha (DOHE aEKBATHOU
UMMYHOCYIPECCUBHON TEPAITUH.

duzukaabHoe 00caIe10BaHNe

KnuHuueckuil o0cCMOTp JOKEH BKJIIOYATh UCCIIEIOBAaHUE OOIIETO HEBPOJIIOTHUECKOIO CTaTyca, a
TaK)Ke IPOBEPKY CHJIbI IPOU3BOJIBHBIX MBIIIIL JINLA, ILIE€U, TYJOBHUILA U KOHEYHOCTEN 10 U MOCIIE
Harpy3ku (OLeHKa cuJjbl B Oamax, riae 0 — OTCyTCTBUE CHJIBI, 5 — CHJIa TAHHOW TPYIITBI MBIIIIL
3710pOBOro 4enoBeka). OAHUM U3 CaMbIX BaKHBIX KIMHUYECKUX T€CTOB Ul AUArHOCTHUKU
MHACTECHHH SIBJISIETCS. HAJIMYNAE CHUHIPOMA ITaTOJOTUYECKOM MBIIIEYHON YyTOMIISIEMOCTHU: HapacTaHUe
CUMIITOMOB I0cie Harpy3ku. Hanpumep, Hapactanue ntosa, [1a30BUraTeIbHbIX HAPYIIEHUH IIpU
¢buKcanuu B30pa, Mocie 3a)KMypUBaHUs; CHUKEHUE CHITBI B OT/ICJIBHBIX TPYTINAX MBIIII] ITOCIIe
MIOBTOPHBIX AaKTUBHBIX JBM)KEHUH B HCCIIeyeMOIl KOHEYHOCTH, IPUCEAAHUI UITH XObOBbI;
ITOSIBJICHUE WJIM HAPACTAHNE PEUEBBIX HAPYIICHUM NIPU CYETE, YTEHUH BCayX U T.4. [Ipu aTOM He
BBISBJISIETCSI HUKAKUX CUMIITOMOB OPTaHUYECKOTO IOPAKEHUsI HEPBHOW M HEPBHO-MBILIEUYHOU
CHCTEMBI (TIPH OTCYTCTBHUHU COITYTCTBYIOIINX 3a00JIEBaHMIA): HET HAPYIICHUH B peIeKTOPHON H
KOOPJMHATOPHOM chepe, CoXxpaHeHa UyBCTBUTEIBHOCTb, B TUIIMYHBIX CIIydasiX OTCYTCTBYIOT
MBILICYHBIE aTPOPHUH, COXPAHEH MBIIICYHBIH TOHYC.

IOBenuibHas ayronmMmyHHast MuacteHusi rpasuc (FOMI)

CumnTombl 00JI€3HU MOTYT pa3BUBATHCS B JIFOOOM BO3pacTe CTaplilie OAHOTO rojia, HO Haubosee
4aCTO MPOSIBIIIIOTCS Y IEBOYEK B IMOIPOCTKOBOM Bo3pacte. Hauano 601e3HM MOKET OBITh
ITOCTEIIEHHBIM UM BHE3AITHBIM.

Knuanueckas kapTuHa XapakTepu3yeTcs:

* MOpaKEHUEM TJ1a30/IBUTATEIbHBIX MBIIII C TUTUIONHEH, O TAIEMOIIIIETHEH U TITO30M (MOTYT OBITh
CUMMETPUYHBIMH, ACUMMETPUYHBIMU HJIU OTHOCTOPOHHUMH),

* cJ1a0OCTH MBIIIIII JTUIA (0COOEHHO KPYTOBOM MBIIIIIHI T71a3a),

* CJ1a00CTh MPOKCHUMAITBHBIX OTEIOB KOHEYHOCTEH,

* OpPaKEHUE JIBIXaTEIbHON U POTOITIOTOUHON MYCKYJIaTyphl,

* [TyOOKHE CYXOKUIbHBIE pe(IEKChl COXPaHEHBI.

[Ipu oOcnenoBanmy neTe ¢ Pa3BUBIICHCS BIXaTEIbHON HETOCTaTOYHOCTHIO MPH OTCYTCTBUM
JIETOYHOM TIAaTOJIOTUH HEOOXOMMMO YUHTHIBaTh BOBMOXKHOCTh FOMI', naxe eciu OTCyTCTBYIOT

APYTuec CUMIITOMBI 3TOT'O 3a00JIeBaHUs.

IlepBoHa4aIBHO MBIIIEYHAS CHJIA MOXKET OBITh HOPMAJIBHOM MM TOYTH HOPMAJIbHOM, U IOITOMY
MBILIEYHYIO CHITy HY>KHO OLIEHUBATh J0 U Mociie pusndeckoi Harpy3ku. Yacrora ciryyaes, pu



KOTOPBIX MOPAKEHUE OTPAHUYEHO TOJILKO [Ia30/IBUTaTeIbHBIMU MBIIIAMU (IVIa3HAsS MUACTEHHUS ),
CYIIECTBEHHO OTIIMYACTCS B PA3IMYHBIX MyOIUKAIUIX, HO, BEepOosATHO, cocTaBiseT 20-50%, u no
80% y manenbkux aereil B Kurae. MyCK-MI" yamie BcTpeyaeTcs y )KEHIIUH, B KIMHUYECKON
KapTHHE MpeodiiagaeT ciraboCcTh MIa30IBUTAaTeIbHBIX MBIIII] H MBIIII] Yepera, OTMEUAIOTCS 4acThIe
pecnuparopubie kpu3bl. Pazmnuns mexny MyCK-MI™ u AXP-MI' elie npecTOUT BhISICHUTb.
Tpan3utopHasi HeoHaTajbHasA popMa (MHACTEHUS HOBOPOKIEHHbIX)

Kinnnueckue mposiBiieHUs BKITIOYAIOT:

* 00IIYI0 MBIIICYHYIO TUTTOTOHHIO,

* CI1a0BIi KPUK,

* 3aTPYJHEHHOE JIbIXaHUE U COCAHMUE,

* BO3MO)KHO pa3BUTHE I1TO34,

* AMUMUH, TI1a30/[BUTATEIIbHBIX HAPYIICHUH,

* PacCTpOICTB INIOTAHUS, CHIDKEHUE TIIYOOKUX pedIeKCcoB.

Bpoxnennble MHacTEeHUYECKHE CHHAPOMBI OoJiee TOAPOOHO MpeACcTaBiIeHbI B MpuiioykeHuu ['1.
[Ipexonsamuii MUaCTEHHYECKUN CUHIAPOM, IIPOSBISIOIIMANCS Y TAKMX JETEH B IEPBBIC JHU KU3HU U
npoaospKaroluiics B tedenue 1-1,5 Mec., 00yclIOBJIeH epeHOCOM uepe3 TUIalleHTapHbIN Oapbep

antuten Kk AXP ot marepu.

* COITYTCTBYIOIIUMH 3a00JIEBAHUSIMU, U SIBISIOTCS OTIUYUTEIHHBIM MPU3HAKOM COCTOSIHUS,
HaszbiBaeMoro ceiiyac BMC ¢ anmu301MuecKuM amHo?).

Takum 006pa3oM, OTIUINEM BCEX CUMIITOMOB MUACTEHUH SIBJISIETCS IMHAMUYHOCTh B TEUEHUE CYTOK,
yCHUJIEHUE TOCTIe Harpy3KH, 00paTUMOCTh WJIM YMEHBIIIEHUE CTETIEHU X BBIPAKEHHOCTH TOCTIE
OTOBIXA.

MuacteHudeckuii Kpu3, IpU KOTOPOM I10 pa3HbIM MPUYMHAM IIPOUCXOIUT PE3KOE YXYALICHHE
COCTOSIHUS C HAapyIIEHHEM BUTAJIbHBIX (QYHKIMH. MoeKyIsipHOi OCHOBOM MMAaCTEHHYECKOTO
KpH3a, BEPOSITHO, SIBJISETCS pe3KOe yMEeHbIIeHHe KoandecTBa pyHkuuonupyromux AXP Benencreue
MacCHUpOBaHHOM aTaky UX ayTOAHTUTENaMU. YacTO MUAaCTEHUUYECKUM KpU3 IPOBOLUPYETCS
OpoHxoJeroyHoi nH(pEKLINeH, a B psjie ciaydaeB Ha OHE Kpu3a pa3BUBAETCS THEBMOHUS, U TOTIA
HapyLIEHUs JbIXaHHUsI MOTYT HOCUTH CMEIIAHHBIN XapaKTep.

JuddepeHnnpoBaTe MUACTEHUYECKUN KPU3 OT JPYTUX TKENBIX COCTOSHUM, COIPOBOKIAOIIMXCS
peCIUpaTOPHBIMU PACCTPONCTBAMU, MOKHO 10 HAIUYUIO:

* OyiIb0apHOTO CHHIpPOMA,
* TUIIOMHUMMHH,
* 1IT034,

¢ ACUMMCTPHUYHOI'0 HAPYKHOT'O O(I)TaJIBMOHapC3a,



* 11a00CTH ¥ yTOMIJIIEMOCTH MBIIII KOHEYHOCTEH M IIeH (YMEHBIIAIONIMXCS B OTBET HA BBEACHHUE
uHTUOUTOpOB AXD).

Crnenyert oTnu4aTh MUAaCTEHUYECKUN Kpu3 OoT xonuHepruyeckoro (IIpunoxenue I'2), koropblit
pa3BUBaeTcs IpU U30BITOUHON JJ03e MHTHOUTOpoB AXD. OOIIKMMU CUMIITOMAMU KPU30B SBJISETCA
BbIpa)KEHHAsI ¢1a00CTh MPOU3BOJIBHON MYCKYJIaTyphl C HApyIICHUEM JbIXaHHs U Oyinb0apHbIM
CHHJIPOMOM, IICUXOMOTOPHOE BO30Y>K/I€HHE U HapylLIEHUEe CO3HAHU (COIOp, KOMA).

CMmemanHble (MUACTEHUYECKHUH + XOJTMHEPTUYECKHI) KPU3bl BCTPEUAIOTCs Y OOMBHBIX MUACTEHUEH
IpY HENPABWJILHOM ITpHUEMe M / WIIM U3HAYAIBHO Y3KOM JTHara30He TePAreBTHYECKHX J103
uHTHOUTOpOoB AXD, a TakkKe Ha (POHE COCTOSHHIA, BBI3BIBAIOIINX OOLIYIO WIM MBILIEYHYIO CIIa00CTh
Pa3INYHOrO reHe3a (MHTEePKyppEeHTHBIE HH(EKINH, COMaTHYECKHe, TOPMOHAIBHBIEC HAPYILICHNUS,
[IPUEM MPEnaparoB, BIUSIOMUX HA COKPATUTEIbHYIO (DYHKIUIO TPOU3BOIBHBIX MBIIIIL U JIP. ).

JlaGopaTtopHasi IMarHOCTHKA
(Cuna pekomenaaumid — 1; 10CTOBEPHOCTD A0Ka3aTeJbeTB — C)
* PexomeHtyercs onpezieieHne aHTUXOIMHICTEPA3HBIX aHTUTEIL.

Kommenrapuu: Aumumena xk AXP evisagnsaomces y demeiti 6 npedenax 60-80%. B npenybepmammnom
go3pacme mecm nonodcumener npumepHo y 50% oemetl. Tump anmumen CHUMCAEMcsl y YCHEUHO
npoaedeHubix nayuenmos. Mz ceponecamusnvix Ha anmumena k AXP, okono 40-50%
ceporezamugnvl Ha anmumena k MyCK. Bonee evicokas uacmoma HanIuuus Smux aumumern y
Odemetl MOYHO He YCMAHOBEHA, HO OHU MO2YI NPUCYMCMB08aMb NpU Hadae 3a001e6anus 8
PpanHem 0emcKoM 803pacme.

I/IHCprMeHTaJH)HaH AUATHOCTHKA

* Pexomentyercs nposeneHue urepaiioHHon crtumyssituu Hepsa (MCH), uto mo3BossieT BHISIBUTH
ANEKTPUYECKYIO HEPBHO-MBIILICYHYIO OJIOKATY.

(Cuna pexomenaauuii — 1; 10cToBepHOCTH 10Ka3aTeILCTB — C)

Kommentapuu: Omom mecm 6vi3v16aem cmpecc, 0COOEHHO Y MaNeHbKux 0emetl, U NOIMOMy
Oondicer 8bINOIHAMbCA waosuje. Texnuueckue mpyoHoCmu y MAleHbKUx oemetl makxaice
cocmasgnaom npodiemy, u noIMomy nepeo mem, Kak 00vAGIAmMb MeCm NOLOHCUMETbHLIM, HYHCHO
ObIMb NOIHOCMBIO YBEPEHHBIM, YMO CHUMCEHUe AMNAUMYObl NPOUCXOOUM NO MUACTNEHUYECKOMY
muny. Cymmapnsie nomeHyuaIbl 0eticmeus Molidybl GUKCUPYIOMCS ¢ NOBEPXHOCHHBIX INEKMPOO08,
Jyuue Hao ciabou mviyel, yacmoma cmumyasayuu nepea 31y u 5Ty, Cuudsicenue amnaumyosl
oonee uem na 10% 6 npomesicymke ¢ mpemve20 no niamolii NOMEHYUA CUUMAemcs
nonodxcumenvHvim pezyivmamom. Oonogonokonnas IMI, nozeonsarowas 6via6UmMs ycuieHHoe
«OpodKcanuey npu COKpaujeHuu nap 80J10KOH, A61i1emcs boee uy8CmeumenbHbiM, 4em Ki1acCUuiecKasl

HCH, no mpyonosgvinonnumsim y oemeti memooom. Hopmanvuas MCH ne uckniouaem ouazrosa
oMr.

* PexomeH 1yeTcsl B IMarHOCTUYECKH CIIOXKHBIX CIIydasX MPOBOAUTCS MOP(HOIOTHUECKOe
HCCJIETOBAHNE MBIIIEYHOT0 OnonTara (CBeToBasi, 3JI€KTPOHHAS MUKPOCKOIUS, THCTOXUMUYECKOE,
MMMYHOTUCTOXUMHUYECKOE, UMMYHO(ITyOPECLEHTHOE U APYTHE BUJIbI BU3YATbHOTO N3yUEHHS
HEPBHO-MBIILIEYHOTO COEAMHEHHUS U OKPYKAIOIIUX €r0 TKaHEeil).



Kommentapuu: Ocnognbie kauecmeeHHble U KONUYeCmEeHHble USMEHeHUs NPU MUACMeHUU
O0OHAPYIHCUBAIOMCS 8 NOCHCUHANMUYECKOU Membpane, Komopas codepxcum AXP, u 6 cmaduu
paseeprymoti Kiunuueckou kapmunsl yucio AXP cuusicaemces 0o 10-30% om nopmanbHuix
3HaueHull, nadaem ux NiOMHOCMb.

HNHasg TMarHoCcTHKA
(Cuna pekomenaaumii — 1; 10cToBepHOCTD H0Ka3aTeIbLCTB — C)

* PexomeHtyeTcs MpUMEHEHHE aHTUXOJIMHACTEPa3HbIX MpenaparoB - mpoda ¢ nuruouropamu AX0:
HeocturMuHametwicyabdar (kog ATX: NO7AAO01), nupugocturmuna ruapoxiaopun (kox ATX:
NO7AAO02). ITocne BBeZieHUS OMHOTO U3 ATUX MpernaparoB dhdexT HabIogaeTCs B OTHON WK
HECKOJILKHX OClIabJIeHHBIX MbIax. Hanbomnee yacTo mpoBoauTes mpoda ¢
HeocTUrMUHaMeTHICYyIb(aroM. Jlo3a mondupaercs nHAUBUAYaIbHO U3 pacuera 0,125 mMr/kr Maccel
tena (opueHTupoBouHO: 1,5M1 0,05% pactBopa — npu macce Tena 10 70Kr u 2mi1 — IIpU Macce Tela
6onee 70Kr WK MpH BBIPAXKEHHOM reHepaTM30BaHHOM CIa00CTH MBIIIIT KOHEYHOCTEH 0e3 yuera
Macchl Tesna). MokHO u30parh J1000i NapeHTepallbHbI yTh BBEACHUS IIpenapara, HoO 0ObIYHO
JieaeTcsl NOAKOXKHasl nHbeKIMsA. OneHnBaercs aencTsue npemnapara yepes 30-40 MuHyT.

KommenTapuu: [lonosxcumenvHol nonnou npoba cuumaemcs npu 60CCMAHOBIEHUU MbIUEYHOU
cunvl 00 5 6bannoes ¢ komnencayuetl 6Y1bOAPHLIX U 21A3008USAMETLHBIX HAPYULEHUT,
NOJOACUMENLHOU HeNONHOU — NPU HApacmaHuu cuivl Ha 1-2 6anna, HO O6e3 nonHo20 ee
80CCMAHOGNEHUS U (UIl) COXPAHEHUU pedyYUPOBAHHO20 OYIbOAPHO20 UNU 21A3008ULAMENLHO2O
deghexma. Yacmuunas KomneHcayus 3aKa04aemcs 8 u3oUpamenbHoM 0eticmeuy UHSUOUMOPOs
AXD na omoenvHbie epynnvl MbludY, KAK NPABUILO, C HAPACAHUEM CUNbL NPOU3BOIbHBIX MbIULY HA
16ann. Bvloensemcsi couHumenvHas npo3epuosas npoda, Koeoa ommedaemcs HeKOmopast
NOJLOACUMENbHASL OUHAMUKA 8 OMHOULEHUU OMOCTbHBIX CUMIIMOMOG (YMeHblueHUe nmo3a Ha 1-2um,
HeKomopoe ysenuuenue 06vbema 08udceHull 21a3nblx 010K, HeCKOIbKO Dolee 360HKULL 20710C,
gneyamieHue 0 HeKOMopPoOM HAPACMAHUU CUTbL MbIULY KOHEYHOCMEU U M. O.

* PexomeHtyeTcst BBe/IeHHE BHYTPUMBILIEYHOE MITH ITOJKO)KHOE HEOCTUTMHUHA METUIICYIb(ara npu
MOJI03PEHNHU Ha TPAH3UTOPHYIO HEOHATAJIbHYIO (hopMY (MUACTEHHSI HOBOPOKICHHBIX ).

KommenTapuu: Krunuueckue cumnmomsl nO360151101M ROCMASUMb NPAGUTbHBIL OUACHO3, eCllu
U38ECMHO O CYUeCMBOBAHUU MUACMEHUU ) MAmepU, HO 3a00e6anie Mamepu Moxcem Obims
HeOUAzHOCMUPOBAHHBIM UTU NPOMEKAMb OeCCUMNMOMHO. J{uacho3 noomeepicoaemcs npu
BHYMPUMBLULEYHOM UTU NOOKOHCHOM 868edeHuu Heocmuemuna memuncyrvghama (Koo ATX:
NO7AA01); UCH maxaice modicem 8blnOIHAMbCA 011 NOOMBEPAHCOEHUS OUACHO3A, HO ee NPOBedeHle
8 9MOM 803pacme MexXHULeCKU 3ampyOHUMeNbHO U O01e3HeHHO. [l OuaeHOCMuUKY, a 3amem U OJisl
Jleyenust, npeonoymumenshee npumensims Heocmuemuna memuncyivgpam (koo ATX:

NO7AAQ1, IIposzepun), ocobenno neped Kopmienuem, max Kaxk e2o 3ghghexm

npooondcaemcs 0oavuie, ymo oaem OObULE BpeMeHlU 01 00C1e008aHUs (Hanpumep, pasoeads 003d
0,1 me neped KopmneHuem, a OONOTHUMENbHbIE 003bl - O Mepe Heobxooumocmu). Eciu ouaenos
MUAcmeHuu 8bi3bleaen COMHeHUs, mpedyemcs OuHamuyeckoe HabarooeHue, npogederue NPooHO2o
Kypca uHeubumopos AX29 (nupudocmuemuna 2uOpoxXaiopuod 6 COHemanuu ¢ NPenapamamil Kaaus —
MONLKO CMPO20 U36e2as XONUHePSUIeCKUX peakyuti), N0MopHoe KIUHU4eckoe u
anekmpomuozpapuuecrkoe (OMI) obcrnedosanue.

Anmuxonundcmepazuwiii mecm u UCH He obnadarom blcOKOU Y)y8CMEUMeIbHOCbIO
u cneyuguuHocmolo, mo2oa Kaxk Hanudue anmumen Kk AXP cneyuguyuno ona muacmenuu epasuc.



JAndpdepeHumnanbHbIA TUATHO3

JlnarHo3 MuacTeHus CTaBUTCS Ha OCHOBAaHUU COBOKYITHOCTH KJIIMHUYECKUX JaHHBIX, PE3yJIbTaTOB
MHCTPYMEHTAJIBHBIX 00caenoBanuii. [1aBHOE OTIIMYKMEe MUACTEHUH OT APYTHX (GOPM MATOIOTUH -
JUHAMUYHOCTb CUMIITOMOB U IOJIOKUTEIbHASA PEAKLIMs HA BBEACHUE AaHTUXOJIUHICTEPA3HBIX
IIpEnaparos.

Heo0Oxonmumo uckitoueHre cieayomux 3a001eBaHUiA:
- SHJOKpUHHAs O0PTaIbMONATHS;

- oKynodapuHTeanbHas MbIIICUHAs JUCTPOPUS;

- pacCesIHHBIN CKJIEPO3;

- cunapom Duinepa;

- 0OTynH3M;

- cungpom Tonocki-XaHTa;

- MUTOXOHIpUAJTHbHBIC ITUTOIATHH;

- KOHT€HUTAIbHbIE MUACTEHUYECKHUE CUHAPOMEI U JIp.

Bynb0OapHble MposiBIIeHUs] MUACTEHUH cienyeT AuddepeHIupoBaTh ¢ COCYTUCTHIMU U
OITyXOJIEBBIMH MOPAKEHUSIMHU MO3Ta, /111 KOTOPBIX TUIIUYHBI BHIPAKEHHBIE OOIIEMO3TOBbIE
CHUMIITOMBI, @ TaK)Ke€ OTCYTCTBHE IMHAMHYHOCTU HapYLIEHU) U peakiMy Ha BBEJCHHUE
AHTUXOJMHACTEPa3HBIX MPENapaToB.

Wuorna 3HaunTeIbHBIE TPYIHOCTH BO3HUKAIOT TIpU JU(GepeHIInaTbHON THarHOCTUKE MUACTEHUN U
6okoBoro amuorpoduueckoro ckieposa (BAC), mpu KOTOPOM B HEKOTOPHIX CITy4asiX BOSMOXKHEI HE
TOJIBKO KIIMHUYECKUE CUMIITOMBI MUACTEHUH, HO U HAapYILIEHUs] HEPBHO-MBIIIEYHOM Nepeaaun u
pC€aKkiru Ha BBEACHHUEC aHTHXOJWMHICTCPA3HBIX ITPEIIapaToB. B Takux cirydasax HpaBI/IJ'IBHI)If/'I AUAardo3
MO>XKHO ITOCTAaBUTh TOJIBKO NOCIe npoBeAeHuss DMI, BeIABISIIONIEH TPU3HAKY JIEHEPBALUU U
PEUHHEPBAMH, a TAKKEC HAJTUIUC 60.]'II)HIOFO KOJINMYECTBA IIOTCHIIMAJIOB q)aCIIHKYHSIHHﬁ,
xapaktepHbix 151 BAC. JIpixarenbHble pacCTPONCTBA U KPU3BI IPU MUACTEHUU CIIEYET
muddepernuponars ¢ cuaapomom ['nitena-bappe (CI'B), miis koroporo xapakrepHa apedieKcus,
HapyllleHUEe COCTaBa JMKBOPA, OTCYTCTBUE HAPYILIEHUI HEPBHO-MBIILIEYHON Mepeaayu U peakiuy Ha
BBEJICHNE aHTUXOJIMHICTEPA3HBIX MTPENapaToB.

CnabocTh MBIIII] TYJOBUINA U KOHEYHOCTEH Y OONBHBIX MHacTeHuel nuddepeHupyroT ¢
pa3IMYHBIMU POpPMaMU BPOXKAEHHBIX U TPUOOPETEHHBIX MUOTIATHIA.

MuonaTudeckuii Mpoiecc, Kak MpaBUiio, XapakTEPU3yeTCs] OTIIMYHBIM OT MUACTEHUU XapaKTEPOM
pacmpesieNieHus: ABUTaTeIbHBIX PACCTPOMCTB: OTCYTCTBUEM (32 PEAKUM HCKITFOUEHUEM) TPU3HAKOB
MOpaXXEHUsI SKCTPAOKYIIIpHOU U Oyinb0apHON MYyCKYNIaTyphl, AbIXaTEIbHBIX HApYIICHU; Jalle
COIPOBOXKIAETCS CHIKEHUEM WIIA OTCYTCTBHEM CyXOXKHMIIBHBIX PEQIIEKCOB, PA3TUYHOMN CTETICHBIO
BBIPAKEHHOCTH MBIILIEYHBIX aTpOpuil.

Knuanueckue CUMIITOMBI, HAITOMUWHAOIINE MUACTCHHUIO, BO3MOXXHBI U IIPU APYTHUX (bopMax



HapyIIeHUs HEPBHO-MBIIIICYHON Mepeadu, Takux, Kak cuaapom Jlam6epra-Utona u 6otynusm. U
eciu it cuaapoma Jlambepra-MToHa He THITMYHBI SKCTPAOKYIISIpHBIC, OyIb0apHbIC U IbIXaTelbHbIC
HapYLICHUS], TO UMEHHO OHHM COCTAaBJISIIOT OCHOBHOE KJIIMHUYECKOE AP0 O0Tynn3Ma. XapakTepHble
1utst cuaapoma Jlambepra-MtoHa cnabocTh U yTOMIISIEMOCTh MBIIII TYJTOBHIA M KOHEYHOCTEH TIPH
OOTyIM3ME BBISBIISIOT OTHOCUTENBHO peako. st 06enx popm xapakTepHa THIIO- Wik apedieKkcus.

DddexT oT BBeneHN aHTUXOIUHACTEPa3HbIX IpernaparoB npu cunapome Jlambepra-MTona
MUHHUMAaJIbHBIH, a TpU 00TyNHU3Me OTCYTCTBYeT. HapyieHust HepBHO-MBIIICUHON Nepeaadn
XapaKTEepPU3YIOTCSl CHIKCHUEM HCXOJHOW aMIIUTYIbI M-0TBETa U €€ CYIIECTBCHHBIM YBEITUYCHUEM

B MPOIIECCE BHICOKOYACTOTHON CTUMYJISIIUU (MHKPEMEHT) WIIH MOCTIE MAaKCUMaJIbHOTO
IIPOU3BOJIBHOI'O YCHUJIHSL.

JleueHnue

KoncepBaTuBHoOe JieueHHe

* PexoMeH10BaHO IPIMEHEHHUE OJIOKATOPOB XOJIMHICTEPA3bI.

(Cuna pexomenaaumii — 1; 710CTOBEPHOCTH 10KA3aTEJLCTB — B)

Kommentapuu: Omu npenapamul ygenuuusaiom nepuoo noiypacnaoa 8bi0pouLeHHo20
6 cCuHanmMuueckyto uelv ayemunxonuna (AX) nymem uneubuposanus e2o

2UOPONU3A AYEMUIXOTUHICMEPA3OU, YEETUYUBASL MAKUM 00PA30M 8€POSMHOCHb MO20,

umo monekynvl AX oocmuzHym peyenmopos, ucio KOmopwix CHUICEHO.

- Ilupuoocmuemuna 6pomudac, sx (kod ATX:NO7AA02) 6 0oze 0o 7 me/ke/Oenb naznavaemcs 6 3-5
npuemos.

- Heocmuemuna memuncynvgamon, ex (k00 ATX:NO7AA01) navanvuas ooza cocmasnsiem 0,2-0,5
Me/xe kaxcovle wemvlpe waca y oemetl 00 5 nem u 0,25 me/xe y bonee cmapuiux oemetl,
MaxkcumManvhas pazosas 003a 15 me.

* PexoMeH10BaHO TPUMEHEHHE KOPTUKOCTEPOHIOB.

(Cuaa pexomeHaanuii — 2; 10CTOBEPHOCTD 10KAa3aTeJIbLCTB — B)

KommenTapumn: I'KC swizvisarom pemuccuro y oonvuuncmea oemei ¢ FOMI Ilpeonuzonon xc
s6x (k00 ATX: H02AB06) naznauaemcs 6 003e 1-2 me/ke/0ensb 00 00cmudicenus yCmouuuso2o
apexma, nocne weco npenapam nOCMeneHHO OMMeHsIIOM.

* PexoMeH10BaHO TPUMEHEHUE APYTUX BUJIOB ATUTEIbHON HIMMYHOTEPAITHH.

(Cuaa pekomenaaumii — 15 710CTOBEPHOCTH 10KA3aTEJLCTB — B)

KommenTapumn:

- Azamuonput xc ex (ko0 ATX:L04AX01) moscHo npumensms 8 KOMOUHAYUU CO CMEPOUOAMU UL
omoenvro. Hauanvnas 0oza 50 me/cymxu u 0o 100—200 me/cymxu emecme ¢ noooepaicusarouyeti



0o3oti [Ipeonusonona.
- Huxnocnoputxe (k00 ATX: LO4AD01) modicro Hasnauwams npu HenepenoCcumocmu
Azamuonpun.

- Huxnogocgamuo s, ex (Koo ATX: LOIAAOI) npumensemcs npu ouersb majceiom meyeHue
bonesHu.

- Ilynvc-mepanus gvicokumu 0ozamu Memuanpeonusonoua xc ex (H02AB04) npumensemcs y oemetl
¢ pethpakmepHviM medeHuem Ooe3HuU.

* PexoMeH10BaHO TPUMEHEHUE 3aMEIICHHUSI I1JIa3MBl.

(Cuna pekomenaauuii — 15 710CTOBEPHOCTD 10KA3aTeJLCTB — B)

KommenTapuu: /lnasmaghepes npumensemcs 01s 1eyeHuss MUACMEHUYECKUX KPU308, a makice 0is
npe- u nociie onepayuoHHol noodepaicku. Ilposooumcs eHympueentoe ggedenue
UMMYHO2N00YIUH06 Klacca G — UMMYHO2I00YIUH Yel08eKa HOPMATbHbIU xc ek (K00 ATX: JO6BA(2,
Hmmynoanobynun uenogexka Hopmanvhwiti) Ipghexm nabrooaemces uepes 3-4 OHA u coxpansaemcs 00
3-x mecsyes.

Xupypruueckoe je4yeHue

* PexomMeH10BaHO TPUMEHEHHE TUMAIKTOMUH.

(Cuna pexoMeHauuii — 25 10CTOBEPHOCTH J10Ka3aTebCTB — C)

KomMmenTapuu: npumensemcs 6 kauecmee 0CHOBHO20 MemoOa OIUMENbHO20 le4eHUsl, 0COOEHHO Y
Oemeli ¢ bICOKUM PUCKOM PA3BUMUSL OCTIONCHEeHUIl leyeHus drokamopamu X3 unu
KOPMUKOCMEPOUOAMU, TUOO Opy2ux U008 UMMYHOMEPANUU.

Tlokasanusmu Kk OnepamusHoOMy 1e4eHuro A6IAI0MCA.

a) 310KkavecmeeHuvie hopmol;

0) npoepeccupyowas gpopma;

8) Muacmenuyeckoe COCMosiHue 8 3a8UCUMOCMU ON CIMEeNeHU BbIPAXCEeHHOCMU dedexma.

Ilpu nokanvueix ghopmax k onepamurHomy JieueHuro NoOXo0sim U3oUpamenbHo.
IIpomueonoxasanus K MUMIKIMOMUU.

- msoiceble 0eKOMNEHCUPOBAHHbIE COMAMUYecKue 3a001e6aHUs;

o onepamuenozo neuenus obsazamenvua npedonepayuoHHas N0O20MOBKA:

- 00w eyKpeniAwas mepanus,

- npogedeHue newebrnoco niasmagepesa;

- npu HeoOXOOUMOCMU — KYPC 2NH0KOKOPMUKOCMEPOUOHOU mMepanuu.



Hcxonbl 1 MpoOryo3

Haubonee Tsoxenoe TedueHre MUACTEHUH HAOIOAAETCs y IeTei ¢ MHOXKECTBEHHBIMU CTUTMaMU
JTUcOMOprorenesa (KOCTHO-MBIIICYHBIE TUCIUIA3UHU, aHOMAIUN PAa3BUTHUS [ICHTPATbHONW HEPBHOU
CUCTEMBI), HEHPOIHAOKPUHHBIMH HapyUICHUSIMH (I13HIIe(PaTbHO-BUCOYHBIE TAPOKCU3MAIbHbBIE
COCTOSIHHSI, 32JIepKKa POCTa U MOJIOBOTO CO3peBaHUs Ha (POHE THUIMOMUTYUTAPHOTO CHHIPOMA,
MPUOOPETEHHBIN TUPCYTU3M U APYTHE), HE3PETOCThIO TUM(OUIHON CUCTEMBI HOCOTIIOTKU
(ameHOUBI, TOH3UIUIUT, (PapUHTHUT), OPOHXO00OCTPYKTUBHBIM CUHPOMOM U JIPYTOM
COITYTCTBYIOIIEH MaTojorueil. ¥ MaiburuKoB ¢ 1e0I0TOM 3a00J1eBaHUs B IPEMyOepTaTHbIN epUo U
perpeccoM CUMITOMOB MHACTEHUH K KOHITY IyOepTara, Kak MPaBuIo, OTMEYAIOTCSI CTOHKHE
PEMUCCHH.

Br160p npaBUIIbHOM TaKTUKH JICUEHHS TTO3BOJISET JOCTUTHYTH MOJIOKUATENBHOTO Y dexTa (cToiKas
MOJTHASI WJIM YaCTHYHAs peMHCcCUs Ha (DOHE mpreMa MEAMKAMEHTO3HBIX CPeICTB 1 0e3 Hux) y 80
% 0OonpHBIX MUacTeHueil. OfHaKo, 10 HACTOSIIEr0 BPEMEHU HE CYIIECTBYET METO/I0B IIPOTrHO3a
TeueHUs 32a00JIeBaHUS U CTICHU(PUUECKUX MTaTOTEHETUYECKUX METO/IOB JICUCHHUSI MUACTCHUH.

Kpurtepun onenkn kadyecTBa MeJUIMHCKON TOMOIIH

Tabnuua 1 - OpraHn3alluOHHO-TEXHUYECKUE YCIOBUSI OKAa3aHUs MEAUIIMHCKOM TOMOIIH.

BI/I,I[ Me,HHHHHCKOfI IIOMOIIIH CHCHI/IaJ'II/ISI/IpOBaHHaH MCIUIMHCKAs ITIOMOIIb
VenoBus okazaHus MCI[HHHHCKOﬁ IIOMOIIIH CTaHI/IOHapHO /B JAHCBHOM CTallUOHApPEC

®dopma okazaHus MeTUIMHCKOM oMo  [lmanoBas

Tabnuna 2 - Kpurepun kauecTBa okazaHUs MEIULIUHCKOM MOMOIIN

VYposens gocroBepHoctu Cuna

Ne Kpurepuit
JI0Ka3aTeabCTB PEKOMEH a1

BeimonHeHo onpenenexnue
1. aHTUXONMHACTEpPa3HBIX AHTHUTE, IPoda ¢ C 1
uHruoutopamu AX2

2 BrinonHeHo npoBeneHne HTepauoHHON

C 1
CTUMYJISIIIUU HEPBA
3 BrimonHneHo nmpuMeHeHne 6J10KaTopoB B 1
" XOJMHACTEPa3bl
4 BrimonHeHO npoBeIeHNE UMMYHOCYIPECCUBHOM B 2

TCpaIluu KOPTUKOCTCPOUAaAMU

Ipodpuniaakruka



IpoduiaakTrka u TUCHAHCEPHOE HADIIOIEHUE

IIpopuiaakruka
[Ipodunaktuka He pazpaboTaHa.
Benenue manuenToB

BGI[GHI/IG nalMCHTOB C MHUACTCHHUEH B aM6yJIaTOpHO-HOJII/IKJII/IHI/I‘-ICCKI/IX YCIOBUAX JOJIZKHO
BKJIFOYATh:

* OKT BceMm netam 1 pa3 B 3 mecsil.
* ¥Y3U OpromHoii nmonocty, cepaua, nodek — 1 pas B 6 Mecsu.

* PEHTTE€HOJIOTHYECKOe 00CIIeIOBaHUE IPYAHON KJIETKH, CyCTaBOB, IPU HEOOXOAUMOCTH
MMO3BOHOYHHKA, KPECTI[OBO-TIOB3IOIIHBIX cOwIeHEHU — 1 pa3 B 6 mecs.

* 330¢aroractpoayoneHockonus ¢ ouorncueii Ha Helicobacter pylori u mopdonorndeckoit
JIMarHOCTUKON — | pa3 B 6 MecsIeB Uil HCKIIOYCHUS SPO3UBHBIX, SI3BEHHBIX MPOLIECCOB
racTpoOIaThi.

* ipu o6ocTpeHnr — Y3 BHyTpEHHHX OPraHOB U pEHTTEHOTrpadusi OpraHOB TPYJHON KIETKH,
OKT u npyrue HeobxoaumMble HHCTpyMeHTalIbHbIe MeToabl 0bcnenoBanus (KT, MPT) no
MMOKa3aHUSIM:

- AI[MeHTaM C MUacTeHuel peakiyst MaHTy IpoBOIUTCS, 00CiIel0BaHNE Ha TyOepKyJe3
OCYILECTBIIAETCS MO0l KOHTPOJIEM (TU3HATpa

- TIpY BBISBIICHUU MOJ0KUTEIbHBIX TYOSpPKYIMHOBBIX P00 (Mamyina> 5 MM) HalpaBlieHUE Ha
KOHCYJIBTAIIMIO K Bpady — (PTU3UATPY JAJIS pellieHus BoIpoca o npoBeeHus J{nackuH-Tecra min
TyOEpKYJIMHOBBIX MPOO C pa3BeICHUEM U MPOBEACHUH CHEIU(UUECKON Teparuu

Benenue nmanneHTa, Noxy4aromero MMMYHOCYTIPECCUBHYIO TEPAITUIO
* OCMOTp Bpada-HeBpoJora — | pa3 B MecsL;

* KJIMHUYECKUI aHaJIU3 KPOBHU (KOHIEHTPALUs FeMOITI00MHA, YUCIIO 3PUTPOILIUTOB, TPOMOOIIUTOB,
JeMKOIMTOB, JelkouuTapHas popmyna, COD) - 1 pa3 B 2 Henenu;

* IPU CHIKEHUH YUCIIA JICHKOIUTOB, SPUTPOLIUTOB, TPOMOOIIUTOB HIKE HOPMBI —
MMMYHO/IETIPECCAHTBI OTMEHUTH Ha 5—7 nHEW. [lociae KOHTPOIIBHOTO aHaIn3a KPOBH IpU
HOpMaJIM3alMH [ToKa3areseil — BO30OHOBHUTH IPUEM Ipernapara;

* aHaJIM3 OMOXMMUYECKUX MOKa3arenen (o0uiuii Oesok, 6eIKoBble PpaKIK, KOHIIEHTPALHs
MOYEBHHbBI, KpeaTUHUHA, OUIHPYOHHA, Kallusl, HaTpus, HOHU3UPOBAHHOTO KaJIblIMs, TPAaHCAMUHA3,
menoyHon pocdaraser) — 1 pa3 B 2 Hepemo:

¢ [IpY MOBLINICHUU YPOBHA MOYCBHHBI, KPCATUHHWHA, TPAHCAMHUHA3, 6I/IJ'II/IPY6I/IHE[ BBIIIIC HOPMBI —
HUMMYHOJCIIPECCAHTBI OTMCHUTDL Ha 5—7 nHelt. Bo306HOBHTH MMpuEM Mnpcrapara mocjie
BOCCTAHOBJICHUS OMOXHMUYECKUX HOKaSaTeHeﬁ;



* aHAJIN3 UMMYHOJIOTUUECKHUX Mmoka3arene (kormeHTpamus Ig A, M, G; CPb, PO, AH®) —1 pa3 B
3 Mmecsua.

Benenue nanuenTa ¢ MHaCTeHHEH, MOJTyYalOIETO AaHTUXOIMHACTEpa3HbIe Ipenaparsl
* OCMOTp Bpaya HeBpoJiora 1 pa3 B mecs;

* KIIMHUYECKUH aHaJIu3 KPOBH (KOHIEHTPAIIHS TeMOTIIOONHA, YHCIIO SPUTPOIIUTOB, TPOMOOIIUTOB,
NeKonuTOB, NeikoruTapHas Gopmyna, COD) - 1 pa3 B 2 Henenu;

* aHAJIN3 OMOXMMHUYECKUX TTOKa3aTesnen (00mmmii 0enok, OeakoBbie (PpaKIuu, KOHIICHTPAIIUS
MOYEBHHBI, KpeaTUHUHA, OWIMPYOHHA, Kallusl, HaTpusl, HOHU3UPOBAHHOTO KAJIbLUs, TPAHCAMHUHA3,
menouHor ocdaraser) — 1 pa3 B 2 Heenu;

* aHAJIU3 UMMYHOJIOTUYECKHUX Moka3arene (konneHTpanus Ig A, M, G; CPb, PO, AH®) —1 pa3 B
3 Mecs1a;

* [UTAHOBAsI FOCHUTAIU3AMs 2 pa3a B rof Ul IPOBEICHUS [TOJTHOrO 00CIeI0BaHus U IIPU
HEOOXOIMMOCTH KOPPEKIMH TEPATTHH.

[TarmenTam ¢ MUacTeHHUEH MOKa3aHo oopMIleHHE cTaTyca «peOCHOK — MHBAIH. B mmepuoas
obocTpeHus 601e3Hn He0OX0AUMO olecnieueHue o0yueHus Ha aomy. B ctaauu pemuccun 6one3Hu
pexomenaytores 3anstus JIOK co cienmanucTom, 3HAKOMBIM ¢ 0COOCHHOCTSAMU Tlarosioruu. [1pu
MOCEIIEHUH IIKOJIBI 3aHATHS (GU3KYIBTYpOI B OOIIIe rpyIie He moKa3aHbl. bolnbHBIM MUacTeHuen
MIPOTUBOIOKA3aHbI MPOQUIAKTHUSCKHIE TPUBUBKH, BBEJCHHE Y TIIOOYIUHA.

[TaneHThI ¢ TMarH030M MUACTEHUS JOJKHBI HAXOIUTHCS M1O]] TOCTOSTHHBIM JTUCIIaHCEPHBIM
HaOJIIOZICHNEM TIeIaTpa U HeBpoJjora. J[eTsM ¢ JaHHOM MaToorhel MoKa3aHO KOMITJIEKCHOE
o0clieloBaHKE B YCIOBUAX CHELMATU3UPOBAHHOTO KPYIJIOCYTOYHOT0/IHEBHOTO CTAllMOHAPA,
CpEeIHSS MPOIOJKUTENBHOCTh rocnutanuiaunu — 21 nens. Llenecoobpa3Ho npoBeaeHne KypcoB
peaduIUTaIMOHHON Tepanuu CpokoM He MeHee 21-28 nHeit 2-3 pasa B rof noj HaOmoaeHueM
HEeBpoIaTojora, Bpada-pusnorepanenra u cnenuanucra JIOK.

HNcToyHuKM U quTeparypa

|. Knuanueckue pexomennanuu Coro3a neauarpoB Poccun

I. 1. AyroummMmyHHbIe 60J1€3HH HEPBHO-MbIIIeUHON nepeaun. B ku.: Kparkuit
crpaBo4HUK HeBpoisora. — M.: «AbB-nipeccy, 2015. — C. 129-139. 2. I'yzeBa B.1.,
Yyxnosuna M.JI. KiimHn4eckue pekoMeHJaluy 10 TUarHOCTUKE U JIEYEHHIO
MHAacCTeHHH y Aereil. B kuure: Jlerckas HeBposorus. Beimyck 1: knnHM4eckne
pexomenaanuu/ nox pex. B.U. I'yzesoit. — M.: OO0 «MK», 2014. — C. 101-127. 3.
Canamze A.I. Muactenus. B kH.: AyrommmyHHBIE 3a0051eBadus B HeBposiorud. [1og.
pen. 3aBanumuna 1. A., [Tupagosa M.A., boiiko A.H., Hukutuna C.C., Ciupuna
H.H., ITepecenoroii A.B. Knunnyeckoe pykoBoactso. — T.2. — M.: POOU «3mopoBbe
yenoBekay, 2014. — C. 101-128. 4. Aiikapau XK. 3aboneBaHust HEpBHOI CUCTEMBI Y
nmereit. - T.2. — M.: bunom, 2013. — C. 940-949. 5. Cananze A.I. MuacTeHus u
MuacTeHuueckue cuaapomsl. M.: Jlurreppa, 2012. — 256 c. 6. Cynonesa H.A.,
[Inpanos M.A. Muacrenus rpasuc. B kH.: BHyTpuBeHHass UMMyHOTEpanus B
HeBpostoruu. M: Topsiuas nmunus-Tenexom, 2013. — C. 165-191. 7. Kaminski H.J.
Myasthenia gravis. In book: Neuromuscular disorders in clinical practice (Eds.
Katirji B., Kaminski H.J., Ruff R.L.). — New York: Springer, 2014. — P. 1075-1088. 8.



Parr J., Jayawant S., Buckley C., Vincent A. Childhood autoimmune myasthenia. In
book: Inflammatory and autoimmune disorders of the nervous system in children
(Eds. Dale R.C., Vincent A.). London: Mac Keith Press, 2010. — P. 388-405.

HNudpopmanus

KuroueBble cioBa

* [TaTonoruueckast yToMiasieMoCTb,

* Ci1aboCTh JTULIEBOM MYCKYJaTyphl,

* OdranpMonoruyeckre HapyueHus,
* BynbbapHble paccTpoiicTsa,

* Hapymienue BuTaabHbIX (QYyHKIIHH,
* AHTUXOJIMHACTEPA3HBIE NIPENapaThl.

Cnucok cokpameHui

AT - anTuTena

AX — aneTWIXOINH

AXP — alleTHIIXOJIMHOBBIE PELENTOPHI

AXD — aneTUIXoJIMHACTEepas3a

I'KC — m1tokoKOpTHKOCTEPOUIbI

NCH - utepanuonHas cTUMYJISILMS HEpBa

MyCK - mplmeunas crienupudeckas peuenTopHas TAPO3HHKHHA32

MyCK-MI" —muacrenus rpaBuc, csizanHas ¢ HanuuueM AT knacca IgG k mbleyHon
crenn(pUIecKOi peenToOpHO THPO3NHKNHAZE

CH-MI - cepoHeraruBHasi MUaCTEHUsI TPABUC

THM - TpaH3uTOpHas HEOHATAJIbHAS MUACTEHUS

OMI — snekTpomuorpadus

IOMTI - OBenusibHas ayTOMUMMYyHHasi MUACTEHUS TPaBUC

HLA — human leukocyte antigen; raBHBIN KOMIIJIEKC TKAHEBOI COBMECTUMOCTH YeJIOBEKa

IIpunoxenue Al. CocraB padoueil rpynmnbi:

bapanoB A.A., akan. PAH, npodeccop, n.m.H., [Ipencenarens Ucnonakoma Coro3a neauarpon
Poccumn.

Hamazoa-bapanosa JI.C., akan. PAH, npodeccop, a.M.H., 3amectutens [Ipeacenarens Mcmonkoma
Coro3a neguarpos Poccun.

Kypenkos A.JL., mpodeccop, aA.M.H., wieH Coro3a nequarpos Poccun

Kysenxosa JI.M., npodeccop, n.M.H., uneH Coro3a neauarpoB Poccun

lonwiroBa H.B., x.M.H., unen Coro3a neauarpoB Poccun

MamenssipoB A.M., k.M.H., uwieH Coro3a neguarpoB Poccun

Bypcarosa b.1., k.M.H., unen Coro3a neauarpoB Poccun

Bumnena E.A., k.M.H., wien Coro3a neauarpos Poccuun

ABTOPBI TOATBEPKAAIOT OTCYTCTBHE (PUHAHCOBOW MOAJIEPHKKU/KOH(PIUKTAa HHTEPECOB, KOTOPBIN
Heo0XoauMo 00HapOaA0BaTh.

IIpunoxenue A2. Merogosiorusi pa3padoTKku KJIMHUYECKHX PEKOMEH AU

LleneBasi aynuTOpUs JAHHBIX KIHMHUYECKUX PEeKOMeHIAIMIi:
1. Bpauu-nienuarpsl, Bpaun-HEBPOJIOTH;

2. Bpaun-opronensr;

3. Bpauu JIOK, Bpauu-pu3noTepanesTsl,

4. Bpauu oO1uieil npakTuky (ceMelHble Bpaun);



5. Ctynentsl MequuuHCKUX BY30B;
6. OOyyaromuecs: B OpJJUHATYPE U HHTEPHATYPE.

MeTOZ[I)I, HCIIOJBb3YEMbIC NJIHd cﬁopa/ce.ﬂemmn AOKA3aTECJIbCTB: [TOUCK B 3JICKTPOHHBIX 0a3ax
JaHHBIX.

Onucanue MeTO0B, HCIOJIb30BAHHBIX IJIS OLIEHKH KA4eCTBA H CHJIbI 10KA3aTeIbCTB.
J0Ka3aTeIbHOM 0a30i JIsl peKOMEHIAIMIA SIBIISIOTCS MyOIuKamuy, Bomeamue B KoxpeHHOBCKYTO
oubmmoteky, 6a3nl qanabix EMBASE, MEDLINE u PubMed. ['myOuna moucka - 5 ner.

Mertoabl, HCIIOJIB30BAHHbIE VIS OLCHKH KAa4eCTBA U CHJIbI I0KA3aTe/1bCTB:
* KOHCEHCYC KCIIEPTOB;
* OLICHKA 3HaYUMOCTH B COOTBETCTBUHU C PEUTUHIOBOM CXEMOM.

MeToabl, HCIOJIb30BAHHBIE VIS AHAJIN3A I0KA3aTe/IbCTB!
* 0030pbI OITYOJIMKOBAaHHBIX METa-aHAIN30B;
* cucTeMarnuyeckue 0030pkl ¢ TAOIHUIIAMU J1I0KA3aTeIIbCTB.

Onncanne MeTO0B, HCIOIb30BAHHBIX VISl AHAJIM3A J0KA3aTe/IbCTB

ITpu or6ope myOnuKammii, Kak MOTEeHLIUAIbHBIX HICTOYHUKOB J10KA3aTeJIbCTB, UCIOIb30BaHHAs B
KaXXI0M MCCJI€IOBAaHUU METO/I0JIOTHSI U3Y4aeTCs Ui TOr0, YTOObI YOeIUTHCS B €€ BaJUAHOCTH.
Pesynbrar uzyueHus BAMsET Ha yPOBEHb J0KA3aTeIbCTB, IPUCBAUBAEMBbIH MyOIUKAIIMU, YTO B CBOIO
o4epe]ib, BIUSAECT HA CUITy PEKOMEHIalui.

JU1s MUHMMU3aUK TOTEHIMAIbHBIX OIINOOK KaK/10€ UCCIIEeI0BAaHNUE OLIEHNBAJIOCH HE3aBUCUMO.
JIroOble pa3nuuus B OLIEHKaX 00CYykaaKich BCEil IpyNIoi aBTOPOB B OJIHOM cocTase. Ipu
HEBO3MOYKHOCTHU JOCTHKEHHSI KOHCEHCYCa MPHUBIIEKAJICS HE3aBUCUMBII SKCIEPT.

Taﬁ.]II/lIILI AO0KA3aTeJbCTB: 3alI0JTHAINCh aBTOpaAaMH KIMHHUYCCKUX peKOMeHHaHHﬁ.

MeTtonbl, HCN0JIb30BaHHbIC 1JIs1 (OPMYJIMPOBAHMA PEKOMEHIALMNI: KOHCEHCYC DKCIIEPTOB.
Pexomenyemast 1oOpokauecTBeHHas MpaKTHKa 0a3upyeTcsl Ha KIMHUYECKOM OIIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEHAALINH.

IKOHOMHYECKHIT aHAJIN3
AHanM3 CTOUMOCTH HE TIPOBOAMIICA U MyOTUKAIUU 10 (hapMaKOIKOHOMHKE HE aHAIM3UPOBAIIUCH.

Meroa Bamuaanuu peKoMeHIauuu
* BHemHsAs oKcIepTHas OLICHKA.
* BHyTpeHH:s DKCIIEpTHAs OLICHKA.

Onucanue MeToaa BaJUIALMN PeKOMEHIAIUM

Hacrosine pekoMeHaluy B MpeiBapUTEIbHOM Bepcun ObUTN PEleH3UPOBAHbBI HE3aBUCUMBIMHU
AKCIEPTaMU, KOTOPBIX, IPEK/IE BCET0, MOMPOCHIN TPOKOMMEHTHPOBATh, HACKOJIBLKO TOCTYITHA JIJIs
MIOHMMAHHUs HHTEPIIPETALIMS 10KA3aTENbCTB, JIEXKAIlas B OCHOBE PEKOMEH AN,

Ot Bpauell NEpBUYHOTO 3BEHA MOJIYYEHbl KOMMEHTapUU B OTHOIIEHUH J0XOAUYUBOCTH U3JI0KEHUS
JAHHBIX PEKOMEHAALNM, a TAK)XKE UX OLIEHKA Ba)KHOCTH MPEAJIaraéMbIX PEKOMEHAALNN, KaK
MHCTPYMEHTA IMOBCEHEBHON MPAKTUKH.

Bce xomMmeHTapuu, mosydyeHHbIe OT SKCIEPTOB, THIATEIEHO CUCTEMAaTU3UPOBAIIMCH U 00CYKIAINCh
yjieHaMu pabodeil rpynmsl (aBTopaMu pexkomeHaanuit). Kaxaplil myHKT 00cy»k1aics B
OTIEJIBHOCTH.

Koncynbranusi u 3KcriepTHas OLleHKA
[IpoekTt pexomeHaanni ObLT pELIEH3UPOBAaH HE3aBUCUMBIMU SKCIIEPTaMH, KOTOPBIX, IPEKIE BCETO,



MOMPOCHIIA TPOKOMMEHTUPOBATh IOXOAUYMBOCTh M TOUHOCTh MHTEPIIPETAIH JI0Ka3aTebHOM 0asbl,
JIe)Kallel B OCHOBE PEKOMEH JALIH.

Padouas rpynna

JU1sl OKOHYATEeJIbHOM pelaKIIMK U KOHTPOJIS KayeCTBa PEKOMEHAALUU ObLIN IIOBTOPHO
MIPOaHAIU3MPOBAHBI WICHAMH paboueil rpymIbl, KOTOpbIE MPUIILIH K 3aKJIFOYEHUIO, YTO BCE
3aMeyaHusl U KOMMEHTApHH SKCIEPTOB MPUHATHI BO BHUMaHUE, PUCK CUCTEMAaTHYECKUX OIINOOK
pu pa3paboTKe PeKOMEHAALNI CBEJICH K MUHIUMYMY.

OcHOBHBIE peKOMeHIANU
Cuna pexoMenanuii (1-2) Ha OCHOBaHMH COOTBETCTBYIOIIMX YPOBHEH n0kazarenbeTB (A-C)
MIPUBOJATCS MPU U3JIOKEHUH TEKCTa PEKOMEHAAIIHIA.

Tabmuua I11 - Cxema a1 OLIEHKU YPOBHSI pEKOMEH AUl

CreneHb MeTo010TMYECKOE [Tosicuenus no
CooTHOILIIEHHUE pUCKA U
JIOCTOBEPHOCTH KaueCTBO MMEIOIIHUXCS MIPUMEHEHHUIO
N MIPEUMYIIECTB .
PEKOMEH a1t JI0Ka3aTenbCTB PEKOMEH Ialnit
Hanexurie
HEMPOTHBOPEUUBDHIC
JI0Ka3aTeIbCTBA,
CwibHas peKoMeHIalus,
OCHOBAaHHBIE HA XOPOIIIO
1A KOTOpPasi MOKET
BoITOJTHEHHBIX PKU nm
CunpHas HCIIOIb30BaThCS B
Ilonp3a oTdueTIMBO HEOIPOBEPKUMBIEC
pEeKOMEeH 1a1us, OOJIBITMHCTBE CITy4YaeB y
MpeBaIUPyeT HAl JI0Ka3aTeIbCTBA,
OCHOBaHHas Ha . [IPEUMYILECTBEHHOTO
pUCKaMU U 3aTparamu, TMpeCTaBICHHbIC B KAKOU-
JTIOKa3aTeIbCTBAX . KOJIMYECTBA MMAIlUEHTOB
160 Hao0opOT 6o apyrou popme.
BBICOKOT'O o 0e3 KakuX-1100
JlanpHeHIIme neciaea0BaHus .
KayecTBa W3MEHCHHUH U
BPSIJT JTM U3MEHST HaITy N
HCKITIOYEHUH
YBEPEHHOCTH B OIICHKE
COOTHOIIICHUS TTOJIb3bI U
pucka.
JlokazarenbCcTBa,
OCHOBAHHBIC HA pe3yJibTaTax
PKU, BEINOIIHEHHBIX C
HEKOTOPBIMU
OTPaHUYEHUSIMU
1B (mpoTHBOpEUYHNBBIE
CunbHas pe3yJbTaThl,
[Tonp3a oTueTIIMBO CunbHasi pekoMeHaalus,
pEeKOMEeH a1, METOHOJIOTHYECKHUE OIMOKH N
MpeBaIUPyeET HAJl o MIPUMEHEHHUE KOTOPOH
OCHOBaHHas Ha KOCBEHHBIE WM CITy4ailHbIe
pUCKaMH | 3aTpaTaMu, BO3MOKHO B
JOKa3aTeNbCTBaX U T.11.), TNOO JPYTUX BECKUX
1160 Hao0opoT . OOJIBLIIMHCTBE CIy4aeB
YMEPEHHOTO ocHOBaHMsX. JlanpHene
KayecTBa vccienoBanus (€Ciu OHU
MIPOBOJISATCS ), BEPOSITHO,
OKaXyT BIIMSHUE HA HAIITY
YBEPEHHOCTH B OIICHKE
COOTHOIIICHUS TTOIb3bI U
pHUCKa U MOTYT U3MEHHTH €€.
1C [Tonb3a, BeposATHO, JlokazarenbcTBa, OTHOCHUTENBHO CUJTbHAS
CunbHas OyZeT mpeBaIMpOBaTh OCHOBAHHBIC HA PEKOMEH 1alusI, KOTopast
pEeKOMeHIa1us, HaJl BO3MOKHBIMH o0cepBaIOHHBIX MOJKET OBITh H3MEHEHA



OCHOBAaHHAasA Ha
A0Ka3arCiabCTBaAX
HHU3KOT'O Ka4CCTBa

2A

Cnabas
pEKOMEHIAIIHS,
OCHOBaHHas Ha
JI0OKa3aTeIbCTBAX
BBICOKOI'O
KauecTBa

2B

Cnabas
pEeKOMEHIAIIHSI,
OCHOBaHHas Ha
JIOKa3aTeNbCTBAX
YMEpPEHHOTO
KauecTBa

2C

Cnabas

pEKOMEH IAIIHS,
OCHOBaHHAas Ha
JIOKa3aTeNbCTBAaxX
HHU3KOT'O KauecTBa

pHCKaMH U 3aTpaTaM,
160 Ha00OopOT

Tlonp3a comocraBuma ¢
BO3MOXXHBIMH PUCKaMH
U 3aTparamu

ITomp3a commocTaBUMa C
pUCKaMH U
OCJIOKHECHUSAMH,
OJIHAKO B TOU OIICHKE
€CThb
HEONPEIETEHHOCTb.

Heonno3nayHoCTh B
OIIEHKE COOTHOIIIEHUS
T0JIb3bI, PUCKOB U
OCJIOKHEHUI; T0JIb3a
MOJKET OBITH
COITIOCTAaBHMa C
BO3MOXHBIMH PUCKAMH
M OCJIOKHEHHSIMH,

UCCIICIOBAHUSX,
OeccucTeMHOM
KIIMHUYECKOM OTIBITE,
pesynbrarax PKH,
BBITTOJIHEHHBIX C
CYHICCTBCHHBIMU
HEJIOCTAaTKaMH.

JIro6as ouenka 3¢pexra
pacleHNBaeTCs KaK
HEOIpe/IeIICHHASI.

Hanexable 7o0Ka3aTeabCTBA,
OCHOBAHHBIE HA XOPOIIIO
BeImonHeHHBIX PKU nn
MOATBEPKACHHBIE APYTUMU
HEOPOBEPKUMBIMHU
JTaHHBIMH.

JlanbHeuIme ucciaeaoBaHus
BpSJ JIM U3MEHSAT Hally
YBEPEHHOCTH B OLICHKE
COOTHOIIICHHUS IT0JIb36I
pucka.

JlokazarenbcTBa,
OCHOBAHHBIE HA pe3yJIbTaTax
PKMH, BEINTOIHEHHEBIX C
CYILLIECTBEHHBIMU
OTpaHUYEHUSMHU
(mpoTHBOpEUYMUBBIE
pe3yJbTaThl,
METOJI0JIOTMYECKHE
ne(eKThl, KOCBEHHBIC WIH
Clly4aifHbI€), WM CUJIbHBIE
JI0Ka3aTeabCTBAa,
MPEJCTABICHHBIE B KAKOW-
0o npyroit popme.
JanpHeumme uccneqoBaHus
(ecii OHM MIPOBOASTCS),
CKOpE€ BCETO, OKAXKYT
BIIMSIHUE HA HAITy
YBEPEHHOCTH B OLIEHKE
COOTHOILIEHUS MOJIb3bI U
pHUCKa U MOTYT U3MEHHUTH €€.

JlokazarenbCcTBa,
OCHOBaHHbIE Ha
00cepBaIMOHHBIX
UCCIIEIOBAHUSAX,
OeccrucTeMHOro
KIIMHUYECKOTO OTbITa UIIH
PKMU ¢ cymecTBeHHBIMU
HEJIOCTAaTKaMH.

Jlto6as ouenka apdexra
pacLeHNBaeTCs KaK

[IPH TOJTYYEHUN
JIOKa3aresILCTB 0oJiee
BBICOKOI'O KayecTBa

Cnabast peKoMeHIaIusl.
Bri6op Hanmyuei
TaKTUKH Oy/IeT 3aBUCETh
OT KJIMHUYECKOM
CUTyaIuu
(oOcTosTENBCTB),
ManyeHTa win
COILMAJIEHBIX
MPEANOYTCHUH.

Cnabast pekoMeHIaIusl.
AnpTepHaTUBHAS TAKTHKA
B OIIPCACIICHHBIX
CUTYaIUSIX MOXKET
SABUTBCA JIs1 HCKOTOPBIX
MAIUEHTOB JTYYIIUM
BBIOOPOM.

Ouenb cnabast
pEKOMEHAALINS;
aJlbTepHATHUBHBIE
MOAXO/bI MOTYT OBITH
WCITOJI30BaHbl B pABHOMU
CTETIECHH.



HEOMpECACIICHHA.

*B tabmuie nudpoBoe 3HAYCHHE COOTBETCTBYET CHIIE PEKOMEH Iallnii, OYyKBEHHOE - COOTBETCTBYET
YPOBHIO JI0Ka3aTeIbHOCTH

AKTyanu3anus JaHHBIX KIMHUYECKUX PEKOMEHaui Oy1eT IPOBOIUTHCS HE PEXE, YEM OJIUH pa3 B
Tpu roga. [IpunsTtue pemenus 06 00HOBIEHUN OyJeT MPUHATO HA OCHOBAHUH MPEATIOKECHHUIH,
MPEICTABICHHBIX MEJUIIMHCKUMU PO(PECCHOHATLHBIMI HEKOMMEPUYECKHUMHU OPTaHU3AIMSIMH C
y4€TOM Pe3ysIbTaTOB KOMILIEKCHOW OIICHKH JIEKAPCTBEHHBIX MPENapaToB, MEAUIIMHCKUX U3/ICNUH, a
TaK)Ke PE3yJIbTaTOB KIMHUYECKOM arpodanuu.

IIpunoxenue A3. CBsi3aHHbIE JOKYMEHTBI

ITopsanku okazanus MeauuuHCKOW momonu: I1pukas MuHuCTEpCTBaA 30paBOOXPAHEHUS U
couuanbHoro pasButus PO ot 16 anpens 2012 . N 3661 "OO0 ytBepxkaenuu Ilopsaka okasanus
neuaTpuyeckon momouu"

CrangapTel oKa3zaHusi MeauLIMHCKON momoutu: [Ipukas Munucrtepersa 3apaBooxpanenust PO or
24.12.2012 N 1538u "OO6 yTBep:kIeHUU CTaHIapTa CHEIHAITU3UPOBAHHON MEIUIIUHCKOW MOMOIIIH

IIPU TSKEJION MMACTEHUH, OCIOKHEHHOHM Kpu3oM" (3apeructpupoBaHo B Muntocre Poccun 13
Mapta 2013 N 27646)

IIpunoxenue b.1. Anropur™M BeeHHsI NallMEHTa ¢ MUACTeHHel

IIpuioxenue B. Undopmanus 1jid nanueHToB

MuacTteHus — TsKenoe ayTOMMMYHHOE HEpBHO-MBILIEYHOE 3a00JIeBaHHE C IPOrPECCUPYIOIIUM
TEUEHHUEM, KJIMHUYECKH MPOSBIISAIOLIEECS aTOJIOTNYECKON MBIILIEYHON YTOMIISIEMOCTHIO,
IIPUBOZAILEH K ITape3aM M apanudaMm. IMMyHosorndeckue HapyleHus: Ipd MUACTEHUN UMEIOT
TEHETHYECKYI0 00yCIOBICHHOCTD.

MmuacTteHus mopaxaet JIUI] Kak My>KCKOT0, TaK U KeHCKOro nosja. J[e6roT 3a001eBaHus MOXKET
MIPOM30MTH B JIFOOOM BO3pacTe: OT MEPBBIX JHEW KHU3HU 10 (MUACTEHUSI HOBOPOXKIEHHBIX) /10
IIO’KUJIOTO BO3pacTa.

3a0osieBaHUEM UMEET MPOrPECCUPYIOIINN XapaKTep, ObICTPO MPUBOIUT K HAPYIICHUIO
TPYAOCTIOCOOHOCTH U COLIMAIBHOM J1e3aAanTal|H.

PexoMeH10BaHO NTpUMEHEHHE OJIOKAaTOPOB XOJIMHICTEPA3B.

IIpunoxenue I'l. BposkaeHHbIe MEACTEHHMYECKHE CHHAPOMBI
PaccrpoiictBo Heiipodpusmnonoruss Knumnudeckas kaptuHa [eHernka
[Ipecunantuueckue

ONN30UYECKOE AITHOD
WJIM OCTaHOBKA
IBIXaHUS B JTI000€
BpeMms rnocie
POXKIECHMUSI, 4aCTO

Bpoxnennbie MyTanus resa,
o CIIPOBOIIMPOBAHHOE
MHACTEHUYECKHE JlekpeMeHTHbIN N KOJIUPYIOIIETO XOJIUH-
CHUHIPOMBEI C OTBET ) aretuaTpadche
AP Odransmornerus 1 pance

SMU30JUYECKHUM aITHOD pazy

BCTpEYAeTCsl HEYacTo.

OddexTrBHBI

0JI0KaTOPbI

XOJIMHACTEPA3HI,

COCTOSHHC YJIIYUIIACTCA



Jpyrue cuHAPOMBI CO
CHIYKEHHEM KOJIMYECTBA
BBIOpOCA aleTHIIXOJIMHA

CuHanTU4YecKme

Henocrarounocts
MeMOpaHHOM
aIleTUIIXOJIMHACTEPA3hl

ITocTcunanTuyeckue

Henocrarounocts AXP

C BO3pacCToOM.

V ogHUX OOJILHBIX
HAIIOMUHACT
MHUACTCHUYECKHI
cuapom JlamGepra-
Urtona, y npyrux
MIPOSIBIISIETCS JIETKON
aTakcueH Wi
MO3KEUKOBBIM
HHCTarMoOM.

YacTo TspKenas ¢

o TaIbMOIUIETHEH U
¢1a00CTBI0, 0COOECHHO
OCEBBIX MBIIIIII.

IToBTOpSsATOIINIICS U
PAIOLL Memnennas 3paukoBasi Mytanusa rena COLQ,

ACKDEMCHTHbIH €aKIUs Ha CBET KOJIUPYIOIIETO
CIIIM npu p by N
. [Ipumenenue KOJIJITAT€HOBBIN «XBOCT»
eAMHUYHOU
0I10KaToOpoB aIleTHIIXOJIMHACTEPA3bI
CTUMYJISILIUU HEPBa
XOJIMHACTEPA3bl

Hed(h(PEeKTUBHO WITH
BBI3BIBACT YXYAIICHUE
COCTOSTHUSI.

Henocrarounoctsb
peuenTopos,
aHOMAaJIUU KUHETUKU
WM HapylLIeHHe
IpyNIUPOBKU
peLenTopoB.

TsxecTs OT Jlerkoit 1o

TSKEIION.

Pannuii neodror. I1To3,

o TaIbMOIUIETHA,

opodapuHreanbHble

CHMIITOMBI, CJIa00CTh ~ MyTaIiu reHoB
KOHEYHOCTEH. cyobenunun AXP
MoxkeT yay4Iarbes

MIPH JICYCHUT

6nokaropamu AILIXD u

3,4-J1AIl. Ymepennas

WHBAJINU3ALINS.

EayHuunHbIi OTBET

Anomannu kuHetTuku AXP

A. Cungpom
MEJIEHHBIX KaHAJIOB

(CMK)

Bo3spact ne6rora u

TSDKECTh BapruaOeIIbHBI.

CenextuBHas cnadocth OOBIYHO ayTOCOMHO-
ITosropusie CITJIM MblmII 1I€H, JTOTIATKA U JOMUHAHTHOE.

IIPU OJMHOYHOM pasrubaresneit nanple. ONUcaHo ayTOCOMHO-
CTUMYJISIIMM HepBa  Jlerkas pELIECCUBHOE
o(rampMoIUIErHs. HacJIeI0BaHHE.

MoxeT yXyamarbcst
MIpY IPUMEHEHUH



omokaropoB AIL[XD.
IIpumensroTcs
XUHUIVH U
(IIyOKCETHH, HO BBICOK
PHCK TSXKEIbIX
1000YHBIX APPEKTOB.

BapuaGenbHubiit
(heHOTHTI, OT JIETKOTO
JIO TSIKEJIOTO.

D¢ deKTUBHBI
6mokaropsl ALIXD
MoHO uiu ¢ 3,4-J1AII,
HO OIKCcaHa CMEPTh
JIByX JIETEH mocie
HaydaJia npuéma, XOTs
MPUYMHA CMEPTH U3-32
3,4-J1AIl He nokasaHa.

Pasznuynbie MyTanuy reHoB
cyosenuann AXP

B. Cunapom ObICTpBIX
kanasoB(CBK)

AHoManuu arperaiuu
AXP: HemocTaTOUHOCTH
MeMOpaHHOTOpaIICHHA

Jlerkuii apTporpurios,
TUTIOTOHUS,
opodapuHreanbHas
TUCHYHKITHS,
SMU30UYECKUE alTHO?
WJIM OCTaHOBKA
A. Panicun-PJ1 (pannuii JIBIXaHUS C POXKICHUS,
nedroT) Y HEKOTOPBIX —
JMIEBOI TucMopdusM,
o TaTbMOIUIETHS —
peaxo.
OddexTrBHBI
6nokatopsl AXP MoHO
unu ¢ 3,4-J1AIl

JleGroT B
MOJIPOCTKOBOM MJTH
B3pOCIIOM BO3pacTe.
OmunbouHBINi AMArHO3
cepoHeratuBHo MI.
D¢ hexTuBHBI
omokatopsr AILLXD.

Yacto HOpMasbHas
HNCH

B. Pancun I1/1
(mo3aHMi 1e6roT)

Hpyrue
JleOroT B MyTarnuu rexa,
Mplieynas . HEOHATaJIbHOM KOJTUPYFOIIETO MBIIIIIE-
JlekpeMeHTHBIN
perenTopHas STBET nepuone. [1To3 u crenupuIecKyro
THPO3MHKHHA32 peCTTUPATOPHBIN PEIETTOPHYIO

JUCTpECC. TUPO3WHKMHA3y (musk)

1103, cnabocTs, MyTanuu resa,
SCN4A (Nav.1.4) JlekpeMeHTHBIN peunIMBHUpYIOIIIE KOJIMPYIOIIETO BOJBTAX-
HaTpPUEBBIN KaHaJ OTBET JIbIXaTeNIbHbIE U 3aBUCUMBbIE

Oynb0apHbIe Mapaandr HaTpueBble KaHaabl SCN4A



(Nav.1.4)

AXP-aneTriIXoIMHOBBIN perenTop; oiokarop AXD — Giokarop aneruiaxonmadcrepassl; CITIM —
CYMMapHBIN MOTeHIMa AeicTBrs MbIbl; 3,4-JIAIl — 3,4-nmuamunonupuans; MCH —
UTepalloOHHas cTuMyssinus HepBa; MI' — MuacteHnus rpaBuc.

puiaoxkenue I'2. OTan4nTeIbHbIE CHMIITOMbI MUACTEHHYECKOT0 M XOJMHEPTUY€ECKOr0
KpHU30B

MuacTeHUYeCKU Kpu3 XOJIIMHEPTUYECKUN KPU3
M-xonuHepruyeckue (BereTaTuBHbIC) CUMITTOMBI

-ce30TeueHre, OpoHXopes, puHOpes

-CYXOCTb CIIU3HCTBIX -)KUJKas CJIFOHA

-TycTas CJIIoHa -MHO3

-MUApUa3 -Opagukapaus

-TaXUKapIus -MIOHIKEHUE apTEPUATIBHOTO JTABJICHUS
-TIOBBILIIEHUE aPTEPUATILHOTO JaBICHUS -TOITHOTA, PBOTA, KUIIICUHAs KOJIUKA, KUKHHA

CTyJ, OINYpUs
H-xonuuepruyeckne cCHMITOMBI

-YXyJLIEHUE COCTOSIHUSI HA BBEACHUE
AHTUXOJMHECTEPA3HBIX MIPENapaToB
-(pacuMKyIsIpHBIE TOJEPTUBAHUS MBIIII]
-KpamIii, TPEMOP MBIIIII]
-3MUIeNTUPOPMHBIE CYTOPOTH

-IIOJIOKUTCIIbHAA PCAKIHA Ha BBEACHUC
AHTHUXOJMHECTCPA3HBIX IIPCIIapaToB

punaoxkenue I'3. PacuudpoBka npuMedaHmid.

...x — JICKQpCTBEHHBIN Mpenapar, Bxoasauui B [lepedens sku3HEHHO HEOOXOUMBIX U BaKHEUIITUX
JIEKapCTBEHHBIX MPemnaparoB A1 MeAUIIMHCKOro puMenenus Ha 2016 ron (Pacnopsixenue
[TpaBurensctBa PO o1 26.12.2015 N 2724-p)

...BK — JICKQPCTBEHHBIN Mpenapar, BXoasauui B [lepedyeHp 1eKapCcTBEHHBIX MPENapaToB s
MEJIUIIMHCKOTO TPUMEHEHUS, B TOM YHUCJIE JIEKAPCTBEHHBIX MPEenaparoB I MEIUIIUHCKOTO
MPUMEHEHHU S, HA3HAYaeMBIX TI0 PEIICHUI0 BPayeOHBIX KOMUCCUN MEIUIIMHCKUX OpPTaHU3aluN
(Pacnopsixenue IpaBurensctBa PO ot 26.12.2015 N 2724-p)



