KJIWHUYECKUE PEKOMEHJIAIIAH 11O BEJEHUIO JIETEH C MUACTEHUEN

JaHHbIe KIMHHYECKHE PEKOMEHIAIMM PACCMOTPEHbI M YTBep:KAeHbl Ha 3acefannu Mcmonakoma
npogeccuoHaIbHON accomuanuyn aeTckux Bpadeil Coro3a neqmatpoB Poccuum Ha Beepoccuiickoi
HayuyHo-npakTuyeckoii Kondepennun «®Papmakorepanusi W [JUeTOJOTHsI B mexuatpum» 28
centsiops 2013r.

METOA0OJIOI'us
MeToabl, MCTIOIb30BAHHBIE /IJISI COOPA/CesIeKIINU 10KA3aTeJbCTB
[Towck B 37eKTPOHHBIX 0a3ax JaHHBIX
OnucaHue MeTOA0B HCNOJIH30BAHHBIX I cOOpa/ceIeKINU 10KA3ATEIHCTB
HokazatenpHOH 0a30i1 Uit MyOnMKauuu SBISIOTCS MyONMKanuu, Bomeqmue B KoKpaHOBCKYIO
6ubimotexy, 6a3sr qanabix EMBASE u MEDLINE. ['myOnHa noncka cocraBisiia 5 et
MeToabl HCIOJIb30BAHHBIE AJIs1 OLEHKH KA4eCTBA M CHJIBI JOKA3aTeIbCTB
KonceHncyc skcnepros
Or1eHka 3HAYMMOCTH B COOTBETCTBHH C PEHTHHTOBOM cxemol (Tabi.1).
Tab6muma 1.
PediTnarOBas cxema JUIA OLICHKHW CHUJIBI PEKOMEH AN

CTerneHb peKOMEH AU KauecTBo nokazarenscTBa
Cornacyronuecs JaHHbIE XOPOILIO BHITOJHEHHBIX
PaHIOMU3UPOBAHHBIX KOHTPOIUPYEMBIX UCCIICIOBAHUN HITH
HEOMPOBEPIKUMBIE OKA3aTENBCTBA B KAKOK-THO0 Opyroi Gpopme

1A. CunbpHas peKkOMEHAAIYs.
BricokoKkauecTBEHHOE JJOKA3aTeNbCTBO™

JlanbHelmue uccinen0BaHus BPS JIM U3MEHST YBEPEHHOCTD B
OLIEHKE T10JIb3BI U PUCKA.

JlaHHbIE paHIOMHU3UPOBAHHBIX KOHTPOJIMPYEMBIX HCIIBITAaHUIH C
Ba)KHBIMU OTPAaHUYIECHHAMH (IPOTUBOPEUUBBIE PE3YTIbTATHI,
METO/I0JIOTHYECKIE HEIOCTaTKU, KOCBEHHBIE WIIN HETOYHEIE), MIIH
OueHb yOeUTeNbHbIE I0Ka3aTeNbCTBA B KaKOH-TTHO0 pyroit hopme.

1B. CunbHas pekoMennanus. JJokazarenscTBo
YMepeHHOe

JlanpHelme ueciie10Banus (€ClIi OHU MPOBOISTCS ), BEPOATHO,
OKa&XYT BIMSIHUE HAa YBEPEHHOCTD B OLICHKE MOJb3BI M PUCKA U MOTYT
H3MEHUTH OLICHKY.

JlanHble U3 HAOIIOATENBHBIX HCCIEAOBAaHUN, OECCUCTEMHOTO
KJIMHUYECKOTO OTIBITA UM U3 PAaHIOMHU3UPOBAHHBIX
KOHTPOJIMPYEMBbIX HUCIBITAHUH € CEephe3HBIMU HeZOCTaTKaMu. JIro0ast
otieHKa d((eKTa SBIACTCS HEONPEACICHHOM.

1C. CunpHas pekoMeHgauus. Huskuii yposeHs
JI0Ka3aTeJIbCTBA

Cornacymomuecs JaHHBIE XOPOIIO BBIMOTHEHHBIX
PaHIOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX UCCICIOBAHUN HITH
HEOIIPOBEP)KUMBIE JIOKA3aTeNILCTBA B KaKOH-1100 Opyroi dpopme

2A. Cnabas pexomennanus. J(oka3arenbcTBo
BBICOKOT'O Ka4yecTBa

,HaﬂbHeﬁIHHe HCCJICNOBaHUA BpA JIU USMEHAT YBEPEHHOCTDH B
OLICHKE I10JIb3bI U PHUCKA.

JlaHHBIC paHIOMH3UPOBAHHBIX KOHTPOJIMPYEMBIX HCIIBITAHUIT C
BaXHBIMU OTPAaHHYCHHUSAMH (IIPOTHBOPEUUBBIC PE3YIIbTATHI,
METO/I0JIOTHYECKUE HEJOCTATKU, KOCBEHHBIC MM HETOYHBIC), WK
OueHb yOenuTeNbHbIC T0Ka3aTeNbCTBa B KaKOH-T00 Ipyroit hopme.

2B. Cnabast pekoMeHIaIMs. Y MEpeHHOE KaueCTBO
JI0Ka3aTeNIbCTBA

JanpHelmue uccienoBaHus (€Clid OHU MIPOBOASTCS ), BEPOATHO,
OKa)XyT BJIMSHHE Ha YBEPEHHOCTh B OLIEHKE MOJIb3bl U PUCKA M MOTYT
W3MCHHUTH OLICHKY.

JlaHHbIe M3 HAaOJTIOATENIBHBIX HCCIIEIOBAHHN, OECCHCTEMHOTO
KIMHUYECKOT'O OIIBITA, HJIU U3 PaHJOMU3HPOBAHHBIX
KOHTPOJIMPYEMBIX HCIBITAHHH C Cepbe3HbIMH HelocTaTkaMu. JIrobast
oreHka 3¢ ekra SBIIETCS HeonpeIeIeHHO

2C. Cnabas pexoMeHnanus. JJokazarenscTBo
HH3KOr0 KauecTBa

*B Ta6J'II/IL[€ L[I/I(l)pOBOG 3HAUYCHUC COOTBETCTBYET CHJIC peKOMeH}IaHHﬁ, 6yKBeHHOC - COOTBETCTBYCT YPOBHIO
JOKa3aTCIIbHOCTH.



HNupnkxaTopel nodpokadectseHHol npaktnku (Good Practice Points — GPPs)

Pexomenmyemas moOpokadecTBeHHass TpaKTHKa Oa3WpyeTcs Ha KIWHUYECKOM OIBITe aBTOPOB
pa3pabOTaHHBIX PEKOMEH/IAIINH.

IJKOHOMUYECKHIi aHAIN3

AHanu3 CTOMMOCTH HE TIPOBOAWJICS U IMyOIHKAIHH M0 (PapMaK0IKOHOMHKE HE aHAITU3UPOBAIIHCH.

Merton Baauan3anuu peKOMeHAANMI : BHEIIHSS SKCIICPTHAs OllEHKa, BHYTPCHHSIS SKCIIEPTHAS OIICHKA.
Onucanue MeToa BATUAU3ALMU PeKOMEeHIa Ml

Hacrosimue pekoMeHJanuM B TPEIBAPUTEIBHON BEPCHUM OBUIM PEICH3UPOBAHBI HE3aBUCUMBIMHU
JKCIIEPTaMHU, KOTOPBIX, TMPEXJE BCErO, MOMPOCHIA IPOKOMMEHTHPOBATh, HACKOJBKO JOCTYIHA IS
MMOHMMAaHWS UHTEPIPETAIUS T0KA3aTENbCTB, JIEXKAIas B OCHOBE PEKOMEH IAITHI.

OT Bpayeil MEpPBUYHOTO 3BEHA (HEBPOJIOTOB) MONYYEHBI KOMMEHTApUW B OTHOIICHHH JOXOJYMBOCTH
M3TIOKEHUS JaHHBIX PEKOMEHAAINH, a TaKKe WX OIleHKa BaXHOCTH TpeiaraeéMbIX PEeKOMEHIAINH, KaK
WHCTPYMEHTA NIOBCETHEBHOW MPAKTHUKH.

Bce xomMMeHTapuM, TMONYYEHHBIE OT JKCIEPTOB, TINATEIBHO CUCTEMATU3MPOBATUCH UM OOCYKIAIUCH
qIeHaMH pabodeil rpymibl (aBTopaMu pekoMeHaanui ). Kaxaprii myHKT 00Cy»XAamncsi B OTAETFHOCTH.
KoHcyabTanusi 1 JKcepTHAs ONEHKA

[Ipoekt pexoMeHmanmii OBUT PEIEH3MPOBAaH HE3aBHUCHMBIMH JKCIEPTaMH, KOTOPBIX, TMPEXIE BCETO,
MOTPOCHII TIPOKOMMEHTHPOBATh JIOXOJAYMBOCTh W TOYHOCTh HMHTEPIPETAIMH J0Ka3aTelIbHOU 0as3bl,
JIeKAIIEH B OCHOBE PEKOMEH AN,

PaGouas rpynna

JUis ~ OKOHUATENILHOW  pEeNaKkIMM W  KOHTPOJISI KayecTBa PEKOMCHJAIMH  OBUTH  TIOBTOPHO
MPOaHAIM3UPOBAHBI WIeHaMH pabodeil TpyNIbl, KOTOPBIE MPUIILIH K 3aKII0YSHHI0, YTO BCE 3aMEYaHUS U
KOMMEHTApWUH JKCIIEPTOB IMPHUHATHI BO BHUMAaHWE, PUCK CHUCTEMAaTHYECKHX OIMUOOK MpH pa3paboTke
PEKOMEHIAIUI CBEJICH K MUHUMYMY.

OINNPEAEJIEHUE

MpuacTtennus — 3T0 ayTOMMMYHHOE 3a00JieBaHHe, XapaKTepHU3yIoleecs HapyIIeHHEM HEPBHO-MBIIIEYHON
mepefayn W TPOSIBIAIONIEECS CTadOCThI0 W MATOJOTHYECKOH  yTOMIISIEMOCTBIO — CKEJIETHBIX
(TIOTIEpeYHOOI0CATHIX ) MBIIIII.

KOJ MKB10

G70 — Myasthenia gravis u Apyrue HapylleHHs HEPBHO-MBIIICYHOTO CHHAICA: MCKIIOYEHBI: OOTYIH3M
(A05.1), Tpam3uTopHas HeoHaTabHast Myasthenia gravis (P94.0)

G70.0 — Myasthenia gravis

G70.1 - Tokcuyeckre HapyIICHUST HEPBHO-MBIIIICYHOTO CHHATICA

G70.2 - Bpoxxaennas uinu npruoOpeTeHHass MHACTSHUS

G70.8 - [Ipyrue HapylIeHUs! HEPBHO-MBIIIEYHOI'O CHHATICA

G70.9 - HapymeHrne HepBHO-MBITIIEYHOT'O CHHAIICA HEYTOYHEHHOE

SIUIAEMHAOJIOI'UA

Mmuactenus - 3a00yieBaHHE OTHOCHTENBHO PEAKOE, XOTS CYIIECTBYET JOCTATOYHO OCHOBAaHHW CUHMTATH,
9YTO HaOMIOJAIOT €ro 3HAYMTENbHO Yalle, 4eM cuuTaau paHee. HaumbOonee mnpenpacnoiokeHbl K
3aboneBanuio ymia ¢ penorunom HLA-B3, HLA-B8, HLA-DW3. PacnpocTpaHeHHOCTh MHACTEHUH
cocrasiseT 0,5 — 5 cayyaeB Ha 100 ThIc. HaceneHUs, OJHAKO B HACTOSIIEE BPEMsI UMEETCS TEHIACHIMS K
YBEIMYEHHUIO Yrcia O0NbHBIX U coctaBisieT 10 — 24 cnydas Ha 100 Thic. HaceneHus. MuacTeHUs MOXKET
NeOITHPOBATh B JIFOOOM BO3pacTe, HAUMHAsI C PaHHETO JIeTCTBA (Yalle y JeBOYEK U B MOJPOCTKOBOM
BO3pacTe) W 3aKaH4MBas TIyO0OKo#l crapocThio. Jletn u moxapocTku no 17 jer cocraBmsior 9-15%
OOJNBHBIX MHacTeHHed. B jerckoM Bo3pacTe wdarne BcTpedaercss IOBEHMIbHAas (opMa MHUACTECHHH.
[TpubnuzutensHo y 5-20% wmmmageHueB (MO AaHHBIM pPasHBIX HMCTOYHHMKOB), POXKACHHBIX OOJBHBIMH



MHACTeHHEW MaTepsIMH, pa3BHBAaeTCs TpaH3UTOpHas HeoHaTanbHas muacteHus (THM), oOycrmoBienHas
MIEPEHOCOM dYepe3 IUIANeHTApHBIA Oaphep aHTHTEN K aleTHIIXOTUHOBEIM perienitopaM (AXP) ot matepwm.
Hanbonee BricOokas 3a00eBacMOCTh OTMeUaeTcs B 2-X BO3pacTHBIX Kareropwsix: 20-40 met (B 3TOT
mepuoA 4amie OOJEIOT JKEHIIMHBI) U 65-75 mer (B 3TOT MEpHOJ MYKYHHBI M KEHIIUHBI ITOPAXKAIOTCS
OJMHAKOBO 4YacTo). CpenHuil BO3pacT Havajga OOJNE3HH Y JKEHIIUH - 26 JeT, y MyX4uH - 31 rog.

3TUONATOI'EHE3

[To coBpeMeHHBIM IpEACTaBIECHUSAM, OCHOBOM MAaTOreHe3a MUACTEHUH SBJISETCS ayTOMMMYHHas peakuus,
BBI3BaHHASl CBS3BIBAHMEM AaHTHUTEIAMH alleTHIIXOJMHOBBIX penentopoB (AXP) mocTcrmHanTHYecKnx
MeMOpaH MOMEPEeYHO-TOI0CaTOH MYCKyNaTypbl. UHCIO 3THX PEUENTOPOB 3HAYUTEIBHO CHIKEHO TOA
BO3ICHUCTBHEM 3TUX ayTOAHTHUTEN. B HEKOTOpHIX clydasx Mmpu ayTOMMMYHHOW muacTeHuu rpasuc (MI)
He BeuBisIIOTCS antuTena (AT) k AXP, u takas opma mosydmira Ha3BaHHE CEPOHETaTHBHOW MHACTEHHUH
rpaBuc (CH-MI'). TepMuH «cepoHeraTuBHas»» SIBJISICTCS HETOYHBIM 10 OTHOILICHHIO K TPYIIIE HalueHTOB,
Biurouas neret, mmeromux AT kmacca IgG k MpimedHoi crieruduaeckoil penenTopHoil THPOINHKNHA3E
(MyCK). Ota dopma momryunina razBanne MyCK-MI'. Xots nony4dens! yOeauTenpHbIE JOKa3aTeIhCTBA
natoreHHOcTH AXP AT, nmarorenerndeckast ponib MyCK AT ocraetcst HesicHOH. MOT'YT BBISBISTBCA U
npyrue AT, poilb KOTOPBIX HE YCTaHOBIEHAa, B TOM YHCIE K TUTHHY, PUAHOIWHOBBIM pEIenTopam M
BHYTpUKIIETOUHOMY AXP-CBsI3aHHOMY ITPOTEHHY PAIICUHY.

Mexanusm, 3amyckaromuii BeIpaboTky AT, ocrtaercs Henms3BeCcTHBIM. Ha poib BHIIOUKOBOM KEIE3BI
ykaspiBaeT couetanue AXP u nmumdonaHO#N runeprutazunn omyxoned TUMyca, a Takke 3Q(PeKTHBHOCTh
tumaktomMud. [Ipu MyCK-MI" ecnu 1 BBISIBISIIOTCS, TO JIMIIb HEOOJBIINE TUCTOIOTHUECKUE N3MEHEHUS
TiMyca. Ha Hamnyme TeHeTHYecKOW IMpepaclioioKeHHOCTH YKa3blBaeT OTHOCHUTENBHO YacTo
Habmromaromuyecs: KIMHUYECKHEe W dJekTpoMuorpadpuueckue (OMI) cuMOTOMBI y pPOACTBEHHUKOB
OOJIBHOTO W YacTO BCTPEYAIOLIMECs OTAENbHBIE TPYMIbl aHTUTEHOB TIJIABHOTO KOMIUIEKCA TKaHEBOM
coBMecTuMOoCTH denoBeka (HLA).

OTMeuaeTcsi coueTaHWE C JPYTUMH ayTOMMMYHHBIMH PAacCTPOHCTBaMH, OCOOCHHO C MAaTOJIOTHEH
IIUTOBUIHON KeNe3bl (THUIep- WIM THUIOTHPEO3), PEeBMATOMIHBIM apTPUTOM, KPacHOW BOIYAHKON M
nuabetoM. [lo maHHBIM HEKOTOPBIX HCCIEAOBATENel 3J0KaYeCTBEHHBIE OIYXOJM OTMedYanuch y 5%
JETEH.

KIIACCUOUKALIUA
CymecTByeT HECKONbKO Kiaccudukamuii MumacreHnud. Hambomee pacmnpoctpaHeHa B MHpE
kaaccupukanmuss mo QOccepmany (mpuHATa Kak MexayHapomHas B 1959r. B Jloc-Amxenece,
Moaudunuposana B 1971r. OccepmaHoM U J[)KEHKUHBIM).
I'enepanusosannaa muacmeHnus.:
MuacTeHuss HOBOPOXICHHBIX
Bpoxnennas MuacTeHus
JloGpokadyecTBeHHAs ¢ oTaIbMOIape30M Wik 0(QTalbMOILICTHEH
Cewmelinas gerckas
IOnomeckast MuacTenus
Ihaznas muacmenus:
IOnomeckas
B3pocnas
B.C. JIo63unbiM B 1960r. mpennoskeHa KiaaccupuKamuss MUACTEHUH O TeYeHHIO NMATOJOTHYeCKOro
npouecca:
1 — octpoe Hawano ¢ OBICTPBIM Pa3BUTHEM CHMITOMOKOMILIEKCA W B JaldbHEHIIEM MeEIJICHHOE
MPOTPECCUPOBAHHE,
2 — octpoe Hawano, Oosee mmmrensHOE (0T 3 MecsmeB M0 1 roga) pa3BUTHE CHHAPOMA, TCUCHHUE C
PEMUCCHSIMH, HO HEYKJIIOHHBIM IIPOTPECCUPOBAHNE,



3 — mocTeneHHOe Hadaio, MEUICHHOE Pa3BUTHE Ha MPOTHKEHUHM HECKONBKHX JIET W TOCIexyroliee
MeIJIEHHO MTPOTPECCUpYIoIee TeUueHHe,
4 — Ha4aJo C OrpaHUYEHHON TPYIITBI MBILII U MEJIEHHOE [TPOTPECCUPOBAHUE.
B 1965 r. A.T'. IlaroBeiM, JI.B. [ToBrenem u B.C. JIo63uHBIM pazpaboTana Kjaccu(puKamus MUACTEHUH
M0 JIOKAJTU3ALUMHM MNATOJOTHYECKOr0 TMpoLecca ¢ Y4YeTOM HApYyIIeHHsi BHTAJIBHBIX (yHKIUH
(HapylIeHUEeM ABIXaHUsI U CEPACYHOM JesITETbHOCTH):
1 - eenepanusosannas:
a) 0e3 HapyleHHUs BUTAIbHBIX GYHKLUH, 0) C HApYIICHUEM JIbIXaHHs U CEPICUHOHN e TeIbHOCTH;
2 - 10KanbHAA!
a) nuuesas (opma (rmasHas, TIOTOYHO-JHIEBas), 0) CKeleTHO-MbIIeuHast (opMma: 0e3 HapyIIeHHs
JIBIXaHUSI U C HAPYIICHUEM JIbIXaHHS.
Hambonee ymobHa mmsi mpakThdeckoro Bpada Kjaaccupukanus, mnpenjioxeHnas B 1965 r. B.M.
I'extom. B Hell yuuThIBaeTcs XapakTep TeueHHs 3a00JieBaHHs, CTENEHb TIEHEepaln3aliu
MHACTEHHYECKOTO TIPOIlecca, TSHKECTh ABUTATENIbHBIX PACCTPOMCTB M CTETIEHb MX KOMIIEHCAIIMA Ha (OHE
WHTHOUTOPOB  alleTHIXOMUHACTepa3sl (AXD), dro moMoraeT IOCTaTOYHO TIOJIHO MW TOYHO
chopMyIupoOBaTh AUATHO3.
Ilo xapaxmepy meuenus:
1. MwuacTeHnveckue SMU304bl (OJAHOKPATHBIA WM PEMHUTTUPYIOIIEE TEYeHHE) — MPEeXOASIIIe
JBUTATEIbHBIE HAPYIIEHHS ¢ IOTHBIM perpeccom (10-12%).
2. MuacTeHHYeCKHe COCTOSHUSA (T.€. CTAIMOHAPHOE TCUCHHUE) — CTAI[MOHApHAS HETPOTPECCUPYIOIIast
¢dopma B Teuernne MHOTUX JeT (13%).
3. [Iporpeccupyroliee TeueHHe — HEYKJIOHHOE TTporpeccupoBanue 3adboneBanus (50-48%).
4. 3nokavecTBeHHas GopMa — OCTpoe Hayallo M ObICTpOEe HapacTaHWe HApyIICHHs (DYHKIIMHA MBILIIL
(25%).
DopMBI IEPEXOIAT IPYT B ApYyTa.
Io noxanuzayuu:
— JIOKaJIbHBIE (OTpaHUYCHHBIC) MIPOIIECCHI: TIIa3HbIe, OyIh0apHEIE, TUIIEBEIC, KPAaHHABHEIE,
TYJIOBUIIHEIC,
— reHepalln30BaHHBIC TIPOLIECCHI: TeHEepaI30BaHHbIe O0e3 OyIb0apHBIX HAPYLICHUI, TeHEPaIH30BaHHbIE
Y TeHEepaJTM30BaHHbBIE C HAPYIICHUEM JIBIXaHHI.
Ilo cmenenu msicecmu 08UeAmMenbHLIX PACCMPOUCME:
- IerKas
- CpelHe# TsxKecTU
- TshKenast
Ilo cmenenu Komnencayuu 08ULAMeEIbHLIX HAPYUIEHUI HA (hoHe UHSUOUOPOE AYEeMUIXOIUHICINePa3bl
(AX3):
- TIOJTHAA,
- I0CTaTOYHas,
- HeJrocTaTouHas (Tuioxast).

KIMHNUYECKASA KAPTUHA

IOBennibHasg ayrTonMMyHHass Muactenus rpasuc (FOMI)

CumMriToMbl 00JIE3HH MOTYT Pa3BHBAThCSA B JIIOOOM BO3pACTE CTAapIle OJHOTO Tojia, HO HauOoiIee JacTo
MPOSIBJIAIIOTCS. Y JOEBOYEK B IOAPOCTKOBOM Bo3pacTe. BaprnaOelabHOCTh COCTOSIHHS MBILIL, XOPOIIAs
MbIII€YHaA CHJIa IIOCJIC OTAbIXa H cj1a00CTh MOCIE (1)H3quCKOI>'I Harpy3km HWJIM B KOHLEC JHA, T.C.
YTOMIIIEMOCTb — OTJIMYMTENbHAS YepTa MHUACTEHHYECKOH ciaaboctu. MHorna aHaMHECTUYECKUE JaHHbIE
00 yTOMIJIIEMOCTH OTCYTCTBYIOT WJIM HeompenesneHHbl. Hauano 6one3Hn MoeT ObITh OCTENIEHHBIM MU
BHEC3aITHbIM, OOBIYHO COITPOBOXKIAACTCA TMOPAXKCHHUEM TJIa30ABUTAaTCIIBHBIX MBIIII] C HHHHOHI/ICﬁ,
oTajIbMOMIeruel U NTo30M. DTH HAPYLIEHUS MOTYT OBITh CUMMETPUYHBIMH, aCUMMETPHUYHBIMHU WM
OJHOCTOPOHHUMH. OOBIYHO OTMEYAETCS CJIA0OCTh MBIIII JIMIA, OCOOCHHO KPYrOBOW MBIIIIBI TJia3a.



CnabocTh MPOKCHMAJBHBIX OT/IEIOB KOHEYHOCTEH MOXET Pa3BUBATHCS MpHU Ae0I0Te 3a00JIeBaHUS WIIH
no3xe. CpoKH MOpaKeHHsI Pa3IMIHBIX TPYIIT MBI 3HAYUTEIEHO BApBUPYIOT, HO HEPEIKO HAOII01aeTCs
paHHee MOpakKeHUE BIXaTeIbHOW U POTOTIOTOYHOM MYCKYNaTyphl, TpeOyIome oKka3aHus HEOTIOKHON
nomomy. B penkux ciaydasx, korga 60ie3Hs MaHH(pECTHPYET MOPAKEHUEM HIDKHUX KOHEYHOCTEH, MOTYT
BO3HHMKATh JUArHOCTHYECKHE TpPyAHOCTH. [IyOokme CyxoXuiabHble peduiekchl coxpaHeHbl. [lpu
oOclleIoBaHUM JieTel ¢ pa3BHUBILUCICA ABIXaTeIbHOW HENOCTATOYHOCTBIO IMPH OTCYTCTBUH JIETOYHOM
MaTOJIOTHU HEOOXOIMMO YUHTHIBaTh BO3MOKHOCTh FOMI', naske eciam OTCYTCTBYIOT APYrHe CHMIITOMBI
3TOro 3a00JICBaHHUSI.

Anamues, ykaspiBatomeil Ha Hanmmune FOMIT, 00bI4HO, HO HE BCer/a, MOATBEPKAACTCS BBIIBICHUEM BO
BpEeMsI OCMOTpPa MBIILIEYHON yTOMIIsIeMOCTH. [lepBoHaYanbHO MBIIIEYHAS! CHJIa MOKET OBITh HOPMaIbHOM
WM TIOYTH HOPMAJIBHOH, M IMOSTOMY MBIIICYHYIO CHJIy HYXXHO OICHHMBATh 10 M Tocie (pu3nyeckoii
Harpy3ku. EctectBennoe teuenme FOMI' BapmabenpHo. 3aborieBaHMe CKIOHHO K MEMJIEHHOMY
MPOTPECCUPOBAHUIO, HO C KOJIeOaHUsAMHU HapyuieHHoW (GyHkumu. C XpoHH3aluel nmporecca CUMITOMBI 1
cmabocTh MOTYT (DIIYKTYHpPOBaTh MEHbIE. Muacmenuueckue Kpu3vl C yCUICHUEM CIa0OCTH H OCOOSHHO C
MOpaXEHHEM JIBIXaTeNbHOW MYCKYJIaTyphI
3a00JICBaHUSIMH, MPOTEKAOIIUMH C MOBBIIIEHHEM TEMIEpaTyphl Teja; MPH 3TOM MOXKET MOHAJA00UThCS

MOT'yT pa3BHUBAaTbCA CIIOHTaAaHHO MWW CJI€JOBAaTh 3a

WCKYCCTBeHHAs BeHTWIAIHI. CMepTh HACTyMaeT OOBIYHO BCJIEICTBHE COMMyTCTBYIOMIEH TepaneBTHIECKOM
MATOJIOTUH.

YacTtoTa ciaydaeB, NMPU KOTOPBIX IOPAKEHHE OrPAHUYEHO TOJIBKO TJIa30[BUTATEIIbHBIMU MBIIILIAMU
(enaznas muacmenus), CylmeCTBEHHO OTIMYAETCS B PA3IMYHBIX MyOIHKAIHSIX, HO, BEPOSITHO, COCTABIISET
20-50%, u mo 80% y wmanenskux gered B Kurae. MyCK-MI' wame BcTpedaeTrcs y JKEHIIMH, B
KIIMHUYECKON KapTHHE MpeodiiafaeT cnabocTh riIa30JBUTaTeIbHBIX MBI U MBI Yepera, OTMEYatoTCs
yacTele peciupaTopHble Kpu3bl. Pazmuuus mexay MyCK-MI' u AXP-MI' emie npecTOUT BBISCHUTG.
Tpan3uTopHas HeoHaTaJbHasi popMa (MHACTEHHS HOBOPOKAECHHBIX)

[Ipn HeoHatampHON (GopMe MHACTEHWYECKHUA CHHIPOM HMEET MPeXOmsmui xapakrtep. KinHuueckue
MPOSIBJICHHUS] BKJIIOYAIOT OOILIYI0 MBIIIEYHYIO THIOTOHHIO, claOblii KpPHUK, 3aTPYAHEHHOE IbIXaHUE H
COCaHH€e, BO3MOXKHO pa3BUTHUE NITO3a, aMUMMH, TJ1a30BUTATEIIbHBIX HAPYLIEHUH, pacCTPOMCTB INIOTaHUS,
CHIDKEHUE peduiekcos.
MPOSIBIISIIONIMICS Y TakuX JETed B MEpBbIC JTHU KU3HU U TpojoDKaroluics B TeueHue 1-1,5 mec.,

FJ'IY6OKI/IX I[OKaBaHO, 4qTo HpCXOZ[HH.[I/Iﬁ MHACTCHUYCCKUH CUHAPOM,

00YCIIOBJICH IIEPEHOCOM Uepe3 IUIaleHTapHbINd 0aphep anTuTea K AXP oT Matepw.

BpoxneHHble MUaCTEHUYEeCKHE CHHAPOMBI (Ta0J1.2).

Tabmuua 2
KJ'IaCCI/I(l)I/IKaL[I/IH BPOXICHHBIX MUCTAHUYCCKUX CUHIPOMOB
Paccmpoticmso | Hetipogpusuonozus | Knunuueckas kapmuna | Tenemuxa
NPECUHANITUYECKHUE

Bpomeﬂume MHACTCHUYCCKHUEC ﬂereMeHTHLII‘;I OTBET 3HH3OHH‘{CCKO€ aITHO? UJIM OCTAHOBKA AbIXaHUA B moboe MyTaI_II/ISI TCHa,

CHHJIPOMBI C IITM30ANYECKUM BpEeMsI IIOCJIE POKICHHUS, YaCTO CIPOBOLUPOBAHHOE KOJUPYIOLLETO
arHo3 uapekuueil. OdranbMoIIIerus BCTpeyaeTcss He4acTo. XOJIMH-
Db dexTUBHEI OI0KATOPBI XOIUHICTEPA3bI, COCTOSHUE anetunTpancdepasy

YIy4IIaeTcs ¢ BO3PACTOM.

YV o1HuX GOJIBHEIX HAIIOMHUHAET MUACTEHUMYECKUI CHHAPOM
JlamGepra-VToHa, y Npyrux NpoOsBIISAETCS JIETKOW aTaKCHUer
WJIH MO3’KEUKOBBIM HUCTarMOM.

Jlpyrue CHHAPOMBI CO
CHIDKEHHEM KOJIHYECTBa
BBIOPOCA ALIETHIIXOIMHA

CUHANTUYECKHUE
Henocratounocts MeMOpanHoii | IloBTOpstomuiics u Yacto TspKenas ¢ odranpMoIIIerueii u cinabocTelo, Myranus rena
aleTUIXOJIMHACTEPA3bl JIeKPEMEHTHBII 0COOEHHO OCEBBIX MBILIL. Me/ieHHas 3padKoBasi peaKkius COLQ,
CITAM npu Ha CBeT. KOUPYIOLIEr0
€AMHUYHOMI [IpumeHeHne 6I0KATOPOB XOIHHACTEPa3bl HEIP(HEKTUBHO KOJUTareHOBBII
CTUMYJIALIMU HepBa WJTH BBI3BIBACT YXYALICHUE COCTOSHUSL. «XBOCT»
AIeTUIIXOINHICTEPA
361
HOCTCUHANTUYECKHUE | HexocraTtouHOCTh
PELenTopOB,

AQHOMAJINU KHHETHKH
WM HapylIeHHe
TPYIITHPOBKH
PELENTOPOB.




Henocrarounocts AXP EnuHu4HBIA OTBET TsKecTh OT JISTKOHM 10 TshKenoi. Pannwmii ne6roT. 1103, MyTauuu reHoB
o raneMorIerys, opodapuHreaabHbIe CHMITOMBI, cyobenunun AXP
¢11a60CTh KOHEYHOCTEH.
MoseT yaydiaTtbes pu jieueHuu osokatopamu ALIXD u
3,4-IAIl. YMepeHHasi MHBAIUAW3ALHSL.
Anomanuu kuaetuku AXP:
A. CHHAPOM MEJUICHHBIX TTosropusie CITJIM Bo3spact nebrota u TsKecTh BaprabeabHbl. CeleKTHBHAs OO0bIyHO
xananoB (CMK) TIpU OJUHOYHOH ¢11a60CTh MBIIII IIEH, JIONATKH U pa3rudaTeNell naabIes. ayTOCOMHO-
CTUMYJIAIUU HepBa Jlerkast opransmoruierus. MoxeT yXyanIaTbesl IpH JOMUHAHTHOE.
npuMenennn onokaropoB ALIXD. [lpumenstorest xunuaua | OnucaHo
1 (DITyOKCETHH, HO BBICOK PHCK TSDKENBIX ITOOOUHBIX ayTOCOMHO-
3¢ pexToB. peLecCUBHOE
HacJe/I0BaHue.
B. Cunapom OBICTpPBIX BapuabenbHblil ()eHOTHIL, OT JIETKOTO O TSDKENOro. Pa3znmunsre
xananoB(CBK) Db dexTuHb! 6nokatopsl ALIXD moHO nmu ¢ 3,4-J1AIL HO MyTallU TEHOB
OInMCcaHa CMePTh JIBYX JI€TeH 1ociie Hayana npuéma, XoTs cyobenunuy AXP
pu4rHa cMepTH u3-3a 3,4-J1AIl He 1oka3aHa.

Anomanuu arperauuu AXP:
HEI0OCTATOYHOCTh
MeMOpaHHOTOpariCHHa

A. Pancun-P/] (panuuit nedror) | Yacto HOpMasbHas

HCH

Jlerkuii apTporpHIo3, rUMOTOHMS, OpohapHHreanbHast
JUCQYHKIMSA, SMU30JMUECKHE alTHOD HIIM OCTAHOBKA
JIBIXAHUSI C POJKIICHNSI, Y HEKOTOPBIX — JIMLIEBOM
nreMophu3M, opTanbMOIIIerust — peaKo. IPHEeKTUBHBI
6nokaropsl AXP moHo i ¢ 3,4-J1AIT

B. Pancun I1]] (mo3muuit J1e0I0T B IOIPOCTKOBOM HJIM B3POCIIOM BO3pACTE.

n1e0roT) Ommun6ouHbIi uar#o3 ceponeratuBHOi MI'. D dekTuBHBI
6aokaropsl ALIXD.

Hpyrue

Mpl1IeuHas perenTopHas JlexkpemeHTHbIH oTBeT | JIeOr0T B HEOHaTanbHOM nepuojie. 11103 u pecrupaTopHbIit MyTanuu reHa

THPO3UHKHHA3a JICTpecc. KOJIUPYFOIIETO
MBILITIe-
creupuIecKyo
PEIEenTOPHYIOTHPO3
HHKHHA3y
(MuSK)

SCN4A (Nav.1.4) natpueBslit JlexpemeHTHEI oTBeT | IITO3, C1aboCTh, pEUINBUPYIOMINE AbIXaTCIbHBIC H MyTanuu resa,

KaHal Oyp0apHbIC Maparndn KOJIUPYFOIIETO

BOJIbTaX-
3aBUCHUMBIC
HaTPUEBLIC KaHAJIbI
SCN4A (Nav.1.4)

AXP-aneTHiIxoJMHOBEIH penienitop; Omokarop AXD — Onokarop amermnxosmedcrepasbl; CIIJIM — cymMMapHBIH IOTeHIHAT
neiicrBust Mpiubl; 3,4-J1AIl — 3,4-muamunonupuaun; MUCH — ntepannonnas crumynsanus HepBa, MIT — MuacTeHus rpasuc.

Bpoxnennple mMuacteHudeckue cuHAPOoMBl (BMC) — reHeTWdeckd ICTCpMHHHPOBAHHBIC, HEAHTUTEI-
OTIOCPEIOBAHHBIC PACCTPOHCTBA HEPBHO-MBIIICUHON Tepeaadn, 0ObIYHO ACOIOTUPYIOT B HEOHATAILHOM
TIepUOJIC WIIM B TE€UCHHUE MEPBOTO MM BTOPOTO Toja XKu3HHW. AHaTommuecku BMC MOTyT pa3BUBaTHCA
BCIIC/ICTBUE MOJICKYJISIPHOTO JedeKTa TMPOTEHHOB HA MPECHHANTUYCCKOM, CHHANTHYECKOM U
MOCTCHHANITHYECKOM YPOBHE; M3BECTHO MHOI'O BBI3BIBAIONINX 3TH Je(EeKThl TEHHBIX MyTanui. Pemko
00j1e3Hb ICOOTHPYET B CTapIieM JCTCKOM MM JaXke BO B3pPOCIOM BO3pacTe, B 3TOM CIIy4ae 4acTo
CTaBUTCS OINMOOYHBIN JHAarHO3 CEPOHETATUBHOW ayTOMMMYHHOW MHUACTeHHMU TpaBuc. KimHWYeckas
KapTHHA TeTeporeHHa. IlepBEIMH HapyIIeHHUSIMH MOTYT OBITh CHIDKCHHE JBIDKCHHH IUTOAA H
apTporpurio3. B HeoHaTallbHOM MEPHOAE YacTO IMPEeoONIaar0T TPYAHOCTH TPU KOPMIICHHH, ciaboe
COCaHWE U TUXHUH KPHK, ITO03 U O(TATBMOIUICT S, CIA00CThH MBIIII] JIUIAa U TeHepAIH30BaHHAs c1ab0CTh.
Omucanbl JIETKUH JUIEBONH nucMopdu3M W BhICOKoe Heb0o. [lozke MOTyT OTMedaThbesl 3aIepikka
JIBUTATEIHHOTO Pa3BUTHSA, (DIYKTYUPYIOUIUI NTO3 U 0(TanbMOIUIETHs, opodapuHTreanbHas JUCHYHKITUS,
TpeOyromasi KOpMIIEHUST depe3 30HI M3-3a OMACHOCTH acCIUpaliiy, CIadoCTh M YTOMIIEMOCTh. Takke
MOJXKET HaOoaThest CKouo3. Cepbe3HON MPOOIIEMOid C POXKIICHHS U TO3KE, B MIAJCHUYSCKOM BO3PACTE,
MOTYT CTaTh YTPOXAIOLIUE *XU3HU SIU30Jbl JBIXaTEIbHOM HEJOCTATOYHOCTH C BHE3AIHBIM alHO3 U
raHo30M. YacTo 3TH AMU30/1bI IPOBOIMPYIOTCS JIETKUMHU WH(PEKITUSIMA WA JPYTUMHU COMYTCTBYIOIIUMHU
3a00JIEBaHUSIMU, U SBISIFOTCS OTJIMYHMTEIBHBIM TPU3HAKOM COCTOSHUS, HasbpiBaeMoro ceituac BMC c
SMU30IMYECKUM allHO?, pAHEE CUUTABIIENHCS CEMEHHON MUACTEHUEN MJIaJICHIIEB.

o Hacrosiero BpeMEeHH 3TU CUHJPOMBI U3YUE€HBbI HE MOJIHOCTHIO, MOCIEIHUE TOCTUKEHUS MO3BOJISIIOT

cOo3aaThb Ooiee COBCPIICHHYTO KHaCCI/I(l)I/IKa]_II/IIO " BbBISIBUTH KOPPCIALUA (bCHOTI/IH-FeHOTI/IH.




Taxkum o0pa3om, oTIMYHEM BceX CHMITOMOB MHACTEHHHU SIBJISIETCS AUHAMHYHOCTH B TedeHHe
CYTOK, YCHJICHHE TOCJe HATPY3KH, 00paTHMOCTh WM yMeHbIlIEHHEe CTEeMeHH MX BBLIPA’KeHHOCTH
mocJje OTabIXa.

Oco06oe cocTosiHre — MUACTEHHYeCKHii KPU3, TPH KOTOPOM I10 Pa3HBIM IMPUIHHAM IIPOUCXOTUT PE3KOe
YXYAINICHUE COCTOSHHUS C  HApyINIEHUEM  BHUTANBHBIX  (QYHKIMA. MOJCKYJIsSIpHOH  OCHOBOM
MHUACTCHHYECKOT0 KpHU3a, BEPOSATHO, SBISICTCS PE3KOC YMCHBIIECHUE KOJHUYECTBA (PYHKIIMOHUPYHOIIHX
AXP BcrenacTBme MacCHpPOBaHHOW aTakd WX ayTOaHTUTeNaMd. YacTo MHAaCTEHWYECKHH KpH3
MPOBOIMPYETCS OpPOHXOJErOYHOW WHQEKIMeH, a B psAge cioy4aeB Ha (OHE KpHu3a pa3BUBACTCs
MTHEBMOHHSA, ¥ TOTJAa HApYIICHWS IbIXaHUS MOTYT HOCHTh CMEMIaHHBIN xapaktep. HuddepeHmponaTs
MUACTCHHUYECKUH KpPHU3 OT JAPYTrUX TSOKENIBIX COCTOSHHM, COMPOBOXIAMIIUXCI PECIHPATOPHBIMU
paccTpoiicTBaMu, MOKHO 10 HAJUYHI0 OyIh0ApHOTO CHHAPOMA, TMIIOMUMUU, NTO3a, ACHMMETPUIHOTO
Hapy»XKHOTO o(TaIbMOMape3a, CI1ad0CTH U YTOMIISIEMOCTH MBI KOHEYHOCTEH W e, YMEHBIIAOIIHXCSI
B OTBET Ha BBEJCHHUE HHTHOUTOPOB AXD.

CrnenmyeT OTIMYaTh MHACTEHUYECKHA KPHU3 OT XoauHepeuieckozo (Tabi. 3), KOTOPHIN pa3BHBaeTCs MPHU
M30BITOYHON 703¢ MHTHONTOPOB AXD. OOmMUMHA CHMIITOMaMU KPH30B SBIISETCS BBIPAKEHHAS CIa0O0CTh
MPOU3BOIBHON MYCKYJIATYphI C HapyIICHUEM JbIXaHUS U OyJIbOapHBIM CHHAPOMOM, ICHXOMOTOPHOE
BO30YXKJCHHNE U HapyIIIEHNE CO3HAHMUS (COTOp, KOMa).

Tabnuma 3
OTnuyuTeIbHbIE CUMIITOMBI MUACTEHUYECKOIO 1 XOJIMHEPIrU4ICCKOro Kpmu3oB
MuacTeHU4YeCKU Kpu3 | XosMHepru4eckuii Kpus
M-xonunepauueckue (6ecemamusnvie) cCUMNmMOMbl
-CYXOCTb CIIM3UCTBIX -cie30TeueHue, OpoHXopest, pHHOpes
-TycTasi CIIOHa -KHJKas CIIOHA
-Mujipua3s -MHO3
-TaXUKapIus -OpasuKapaus
-IOBBILICHUE apTEPUATILHOTO JaBJICHUS -TIOHIDKEHUE apTePHUATIbHOTO JIaBIICHHS

-TOIIHOTA, pBOTA, KUIICYHAas KOJIMKA, )KI/I,I[KI/II71 CTYJ1, IOJNYpUs

H—XOJMHQPZMUQCKME CUMNNMOMbL

-TIOJIOXKUTENTbHAs PEaKLUsl Ha BBEJICHHUE -yXyZIIeHHEe COCTOSHHS Ha BBEACHNE AaHTUXOJIMHECTEPA3HBIX
aHTUXOJIMHECTEPA3HBIX NPEMNapaToB MIpernapaToB

-(haciuKyIIpHBIE OJEPTUBAHUS MBIIIIL

-KpaMIH, TPEMOP MBI

-ONIIENTH(QOPMHEIE CYJOPOTH

CMmemanHble (MHACTEHHMYECKUN + XOJIMHEPTUYECKU) KPHU3bl BCTPEUAlOTCsl y OOJNBHBIX MHACTEHUEH MpH
HETPaBUJILHOM TpUeMe U / M U3HAYAJIbHO Y3KOM THana3oHe TepaneBTUIeCKUX 03 HHruouTopo AX0,
a Takke Ha (OHE COCTOSHUH, BBI3BIBAIONIMX OOIIYI0 WM MBIIIEYHYIO CIa0OCTh Pa3IMYHOTO TeHe3a
(MHTepKyppeHTHBIE WHQEKIHH, COMAaTHYECKHE, TOPMOHAIbHBbIC HApYyIICHHSA, TPHEM IPErnaparos,
BIMSIFOIIUX HAa COKPATUTENHHYIO (DYHKIIUIO IIPOU3BOJIEHBIX MBIIII] U JIP. ).

JAUATHOCTHKA

JlnarnHo3 MHMacTeHHH CTaBHTCSI HA OCHOBAaHMM AHAMHECTHYECKHX JaHHBIX, KIMHHYECKOr0 OCMOTpA,
MOJIOKUTEJBHOH TPoObI ¢ mHruoumTopamum AXDI, 3eKTPOPHU3MOJIOrHYECKOro o00cJaeJ0BaAHMSA,
AMHAMHMYECKOro Ha0/ 0/ 1eHus.

e [lpu cOope anamue3a oOpamialOT BHUMaHHE HAa M3MEHYMBOCTH CUMIITOMOB B TE€UYEHHE CYTOK,
CBSI3b UX C HArpy3Kol, HAIW4YKME YaCTHYHBIX WJIHM MOJIHBIX PEMHCCHI, 00paTUMOCTh CHMITOMOB
Ha ¢oHe mpuema HHrHOMTOpoB AXD (Ha Bpemss HX ACWUCTBHSI) W Ha (OHE aJCKBATHOU
UMMYHOCYIIPECCHBHOH TEpaItu.

e KimHuveckMii 0CMOTP JOKEH BKIIOYATh UCCIIEAOBaHKE OOIIEro HEBPOJIOTHYECKOTO CTaTyca, a
TaKXe MPOBEPKY CHIIbI MPOU3BOJIBHBIX MBILII JIMIA, €U, TYJIOBUIIA U KOHEYHOCTEH 10 ¥ TOCe
Harpy3ku (OlleHKa cuiibl B Oaitax, rie 0 — OTCYTCTBHE CHIIBI, 5 — CHJIA JIAHHOUW T'PYIIITBI MBI
310poBOr0 yenoBeka). OOHMM M3 CaMbIX Ba)KHBIX KIMHMYECKHX TECTOB MJIsl JUArHOCTHKH
MHUACTEHUH SIBJISIETCS HANIWYAE CUHAPOMA NATOJOTHYECKOW MbIIIEYHOH YTOMJISIEeMOCTH:




HapacTaHHWe CHUMIITOMOB TIOCJE€ Harpy3kw. Hampummep, HapacTaHwe NTo03a, TIa30/IBUTATEIBHBIX
HapyIeHnd pu (HUKCcany B30pa, IOCIe 3aKMypPHUBAHUS; CHIDKEHUE CHIIBI B OTJENBHBIX TPYIITax
MBIIII] TIOCJIE TTOBTOPHBIX AKTUBHBIX JABWKCHUH B HCCIEAYEMOH KOHEYHOCTH, NPUCEIAHUN WIN
XOIB0BI; TTOSIBIICHNE WM HapaCTaHWe PEYEBHIX HAPYIICHUHA MPU cUYeTe, YTeHUH BCOyX U T.4. [lpu
9TOM HE BBIIBIISETCS HUKAKUX CHMITOMOB OPraHWYECKOTO IMOpPaKEHHs HEPBHOM M HEPBHO-
MBILIEYHOH CHCTEMbI (IPU OTCYTCTBMH COIYTCTBYIOIIMX 3a00JeBaHUi): HET HapyLICHUH B
pedIIeKTOpHON 1 KOOPAMHATOPHOU cepe, COXpaHEeHa YyBCTBUTEIHHOCTh, B TUITUYHBIX CITyYasx
OTCYTCTBYIOT MBbIILICYHBIC aTPO(UHU, COXpPAHEH MBIIICYHBIH TOHYC.

IIpumeHeHHe aHTHXOJHHICTEPA3HBIX NpenapaToB. CiennUIecKuM TeCTOM IS JTUATHOCTUKH
MUACTeHHH SIBJSeTCS mpoba ¢ mHruduropammu AXI: HeocTurMuHameTwicyiabdpar (kox ATX:
NO7AAO01, IIpozepun), nupupocturmMuHa ruapoxiopun (kox ATX: NO7AA02, Kamumun).
[Tocre BBemeHUs OTHOTO W3 ATHX MIpenaparoB 3¢ (HeKT HaOIonaeTcs B OJHON FITH HECKOIBKHUX
ocirabneHHsIx MeIax. Haumbonee gacto mposoautes npobda ¢ [Iposepurom. Jlo3a mombupaercs
UHAMBUAYATEHO U3 pacuera 0,125 Mr/kr macchl Tena (opueHtupoBodHo: 1,5mit 0,05% pactBopa —
mpu Macce Tema mo 70kr m 2mu — TIpu Macce Tenma Oomee 70KT WM TIPW  BBIPAKEHHOM
TreHepaIM30BaHHON CIa00CTH MBIIIL KOHEYHOCTEH 0e3 yueTa Mmacchl Tena). MoKHO H30paTh
nr000i1 mapeHTepaibHbIN MyTh BBEACHUSI MIperapaTa, HO OOBIYHO JeNaeTCsl TOAKOKHAS MHBEKIHSL.
OnennBaerca paeiictBue mperapara deped 30-40 munyT. IlosioxkuTenbHOIl moaHO# mpoda
CUMTAETCS P BOCCTAHOBJICHWM MBILICYHON CHIIBI 10 5 0aJJIOB ¢ KOMIIeHcael 0yap0apHBIX U
TJIa30IBUTATENbHBIX HAPYIICHUH, MOJ0KUTEIbLHONH HEeMOJIHO| — MPH HapaCTaHWU CHIIBI Ha 1-2
0asuta, HO 03 TOJIHOTO €€ BOCCTaHOBIICHHS U (MJIM) COXPaHEHUH PENLyLUPOBAHHOTO OyIn0apHOTO
WM TJ1a30/[BUTATEIBHOTO AcdekTa. YacTHUHAA KOMIEHCAHA 3aKII0YACTCsS B M30UpPATEIIbHOM
neiicTBur MHrHONTOPOB AXD Ha OTHEIBHBIE TPYMITHI MBI, KaK MPaBHIIO, C HAPACTAHUEM CHIIBI
MIPOM3BOJIBHBIX MBI Ha 10ami. Beigensercs coMHUTe/NbHasi MPO3ePHHOBAs MPoda, Korna
OTMEYaeTcs HEKOTOpas TOJIOXKHUTEIbHAasl IWHAMHKA B OTHOIIEHHWH OTAEINBHBIX CHMIITOMOB
(ymeHbIIIEHHE TTO3a HAa 1-2MM, HEKOTOPOE YBEIMYECHHE OO0beMa MBIKCHHHA TIIa3HBIX SOJIOK,
HECKOJIbKO 0oyiee 3BOHKHH TOJIOC, BIEYATICHHE O HEKOTOPOM HapacTaHWU CHJIbI MBI
KOHEYHOCTEU U T.A.

Ecmm JUAario3 MHAaCTCHHUHMU BBI3BIBACT COMHCHUA, Tpe6yeTc51 JANHaMHU4YCCKOC Ha6J'HO,Z[€HI/Ie, MMPOBCACHUC

npoOHoTO Kypca mHruouTopoB AXD (KamuMuH B coUeTaHWH C TpenapaTaMi Kaliwus — TOJBKO CTPOTO

m3berass XOJMHEPTHUECKHUX PEaKIHii), MOBTOPHOE KIMHUYECKOE M diIeKTpomuorpadudeckoe (OMI)
oOcremoBaHue.

HNrepanuonnas crumyiasiuuss Hepsa (MCH) mo3BoiseT BBISBUTH JJICKTPHUCCKYIO HEPBHO-
MBbIIeYHyl0 Onmokamy. CyMMmapHbIe TIOTEHIHAIBl JICHCTBHS MBIMIBI  (PUKCHUPYIOTCS ¢
MMOBEPXHOCTHBIX 3JIEKTPOAOB, JIydllle Haja cIabol MBIIINEH; YacToTa CTUMYJSIMK HepBa 31 u
5T'. Camkenue aMruTy sl 6osee ueM Ha 10% B MPOMEXYTKE ¢ TPETHETO IO TATHIH MOTEHIHAI
CUUTACTCS MOJOKUTEIBHBIM PE3yJIbTaTOM. DTOT TECT BBI3BIBAET CTPECC, OCOOCHHO Yy MaJICHBKUX
JIeTeH, U IOATOMY JOJIKEH BBINOIHATHCA IAsIme. TeXHUUeCKre TPy IHOCTH Y MaJeHbKUX JeTel
TaKXKe COCTaBJIAIOT IpoOieMy, U IO3TOMY IIepell TeM, KaKk OOBSBIATH TECT IMOJIOKUTEIbHBIM,
HYXKHO OBITh MOJHOCTBIO YBEPEHHBIM, YTO CHW)KCHHE aMIUIUTYAbl MNPOUCXOAMT IO
MuacteHuueckoMy tuny. OpnHoBonokoHHas OMI, 1no3BossiOIIas BBIIBUTH  YCHJIIEHHOE
«IpOo’KaHHe» IIpU COKpallleHMM IIap BOJIOKOH, SBJIs€TCS 0Oojiee UYyBCTBUTENIbHBIM, YEM
knaccuueckags VICH, Ho TpynHOBhIONHMMBIM y neteil meromoM. Hopmansnas WCH He
uckiroyaer auarosa IOMI'.

Omnpenenenue antuten. Anrurena Kk AXP BousiBmstorces y gereit B mpepenax 60-80%. B
npernyoepTaTHOM BO3pacTe TeCT NOJoKuUTeNeH npuMmepHo y 50% ngereil. Tutp anTHTENn
CHIDKAeTCSl y YCIENIHO IMpOJIeUYeHHBIX ManueHToB. M3 cepoHeratmBHbIX Ha aHTHTEna K AXP,
okxoio 40-50% ceponeratuBHbl Ha antuTena k MyCK. Bosjee Bbicokas dacToTa Hajauuus 3THUX
aHTUTENl y JAeTedl TOYHO He YCTAHOBJEHAa, HO OHM MOTYT NPUCYTCTBOBaTh IpHU Hayaie
3a00JIeBaHUS B paHHEM JIETCKOM BO3pacTe.



e B 1marHOCTHYECKH CJIOXKHBIX CIydasx MPOBOAWTCA MopdoJioruieckoe HcciaeI0BaHne
MBIIIEYHOT0 OuonmTara (CBETOBas, OJJEKTPOHHAasS MHKPOCKOIHS, THCTOXHMHYECKOE,
MMMYHOTHCTOXUMHUYECKOE, NMMYHO(]DIyOpeCIeHTHOEe W APYTHe BUABI BU3YAIBHOTO H3y4YCHUS
HEPBHO-MBIIIEYHOTO COEIMHEHUS M OKPYKAIOMMX ero TkaHed). OCHOBHBIE KayeCTBEHHbBIE U
KOJMYECTBEHHbIE W3MEHEHUS TP MHACTEHHH OOHApPYKHUBAaIOTCA B TOCTCHHANITHYECKOMH
MeMOpane, kotopast coaepkut AXP, u B craaun pa3BepHYTOH KIMHUYECKOH KapTHHBI YHCIIO
AXP camxaercs 1o 10-30% oT HOpManbHBIX 3HAYSHHH, MAJaeT WX TUIOTHOCTH. [leCcTpyKTHBHBIE
W3MEHEHHWSl JBUTATENbHOW KOHIIEBOW IIJIACTHMHKH COYETAIOTCSA C (OPMHUPOBAHHEM HOBBIX
CHHANTHYECKNX KOHTAaKTOB 3a CUET pa3pacTaHHs TEPMUHAIM aKCOHA C 00pa30BaHHEM HOBBIX
CHHANTHYECKUX (dalle «HEe3peNbIX») CKIAJ0K, T.. OAHOBPEMEHHO IPOUCXOJSAT TPOIECCHI
JECTPYKIMH U pEreHEpaIiy.

Antuxoaundcrepasuplii TecT u HMCH He 001a7al0T BbICOKOI YYBCTBUTEJIBHOCTHIO M
cneun(pUYHOCTBIO, TOIAA KAK HajiuuMe aHTUuTe] K AXP cnenupuyHo 11 MUACTEeHHUM FPABHC.

TpaH3uTopHasi HeoHATAJbHasA GgopMa (MMACTEHUSA HOBOPOKIEHHBIX)

Knuanvyeckne CHMIOTOMBI TO3BOJISIIOT TOCTaBUTh TNPAaBWIBHBIA HArHo3, €CId H3BECTHO O
CYIIECTBOBAaHUM MHACTEHHUH y MaTepu, HO 3a0oJieBaHHWE MaTepd MOXET ObITh HEAMAarHOCTUPOBAHHBIM
WIN TIPOTEeKaTh OeCCHMIITOMHO. J[MarHo3 MOATBEp)KAAETCS MPH BHYTPUMBIIIEYHOM FIIH TOJKOXKHOM
BBegennn Heocturmuna mertmincyibdara (Kog ATX: NO7AAO1, IIposepun); UCH Ttaxke moxer
BBITIONHATHCS ISl TIOATBEPIKIEHUS JWarHo3a, HO €€ IPOBEJEHHE B OJTOM BO3PACT€ TEXHHYECKH
3aTPyIHUTEIHbHO W Oose3HEHHO. /IS IHMarHOCTHKH, a 3aTeM W s JICYCHUs, NpeANOYTHTENbHEe
npumeHsTh Heocturmuna wsetuncynbdar (xkog ATX: NO7AAO01, Ilposepun), ocobenHo mepen
KOpMJICHHEM, TaK KakK ero 3G (HeKT mpoaorKaeTes MOJIbIIe, 9TO AaeT O0bIe BpeMEHH! TSl 00CIIeIOBaHUS
(mampumep, pazoBas ngo3a 0,1 Mr mepeg KOpMIIGHHMEM, a JONOJHUTENBHBIE O3Bl - IO Mepe
HEOOXOIMMOCTH).

Bpo:kneHHble MUACTEHHYECKHE CHHIPOMBI
JlmarsocTrka OCHOBBIBACTCS HA KIIMHMYECKON KapTHHE U TCHETHYECKOM HCCIIeIOBaHUH (CM. Ta0ml. 2).

JUOPEPEHIIUAJIBHASA TUATHOCTHUKA

Hawubonee yacto omuboYHAs TOCTAHOBKA JMArHO3a MUACTCHHUHU CBSI3aHA C HAJIMYMEM MTO3a U Pa3sTUIHON
CTETICHBIO BBIPAKCHHOCTH TJIA30JIBUTATENILHBIX paccTpoiicTB. HeoOXOoauMo HCKITIOUCHHE CIEAYIOIINX
3a00neBaHuil:

- 9HOOKPUHHAS OQPMATLMONAMUSL,

- OKYI0(hapuHeeanbHas MvleyHas OuCmpopus,

- PACCesiHHbLIL CKIIepo3;

- cunopom Quwepa;

- bomyausm;

- cunopom Tonocwi-Xanma;

- MUMOXOHOPUATbHBIE YUMORAMUL,

- KOH2eHUMaIbHble MUACHeHuYecKue CUHOpOMbL U Op.

BynbbapHbie MPOSBICHUS MHACTCHHU ClieayeT TU(GPepeHIUPOBATh C COCYTUCTHIMA H OMYyXOJCBBHIMH
MOPKEHUSIMHA MO3Ta, JJISI KOTOPBIX THIWYHBI BBIPAXKEHHBIC OOIIEMO3TOBBIE CHMIITOMBI, & TaKXkKe
OTCYTCTBHE JUHAMHUYHOCTH HAPYIICHUN M PEaKIUU Ha BBEJICHUE aHTHXOJIHHACTEPA3HBIX MPEIapaToB.
WNHorpma 3HAYMTENbHBIC TPYAHOCTH BO3HUKAIOT TPH JubepeHIINANbHON IUArHOCTUKE MHACTCHUH U
boxosozo amuompoguuecrkoco ckieposa (BAC), mpu KOTOPOM B HEKOTOPHIX CIy4asX BO3MOXKHEI HE
TOJIbKO KIMHUYECKUE CUMIITOMBI MHACTEHHUH, HO U HAPYIICHUST HEPBHO-MBIIICUHON MEPEAaYr U PeaKiuu
Ha BBEJICHHME AHTHUXONWHICTEPA3HBIX MperapaToB. B Takux Ciay4asx MPaBHIBHBIA JIMarHO3 MOYKHO
MMOCTaBUTh TOJBKO TOCHE MpoBeaeHuss OMI, BBIABIAIONIEH TMPU3HAKK JEHEPBAIMM M PEHHHEPBAIIUH, a
TaKXKe Hamu4yue OONBIIOr0 KOJUYECTBA MOTEHIMANOB (GacUUKyIAui, Xapaktepubix mms BAC.



JlpIxaTenpHbIE PACCTPOWCTBA M KPHU3Bl NPH MHACTEHUHU cienyeT AuddepeHuupoBats ¢ CuHOpOMom
T'utiena-bappe (CI'b), nns KOTOPOTo XapakTepHa apeduieKcHs, HapyIIeHHEe COCTaBa JIMKBOPA, OTCYTCTBUE
HapyIIEeHUH HEPBHO-MBIIICYHON TIepeiady U PeaKkliy Ha BBEACHUE aHTHUXOJIMHICTEPA3HBIX MPEMapaToB.
CnabocTh MBI TYJIOBHINA M KOHEYHOCTEH y OONBHBIX MUACTeHHEH AU(PPEepEeHINPYIOT C Pa3THIHBIMA
(dhopMaMu BpOKIAEHHBIX U IPUOOPETEHHBIX MUOnAMULL.

Mpuonarndeckuii mpouecc, Kak MpaBHIIO, XapakTepH3yeTcs OTIUYHBIM OT MHACTEHUH XapaKTepoM
pacrpenesieH!sl ABUTATENbHBIX PACCTPOWCTB: OTCYTCTBHEM (3@ PEAKMM MCKIIOYEHHEM) IPHU3HAKOB
MOpaKeHHUS OKCTPAOKYISIPHOM W OynpO0apHOH MyCKynaTypbl, [bIXaTelbHBIX HapyILICHWH; 4Yaiie
COIIPOBOXAETCA CHIKCHHEM MWJIM OTCYTCTBHEM CYXOXKWIBHBIX PpeQUIEKCOB, pPa3IMYHON CTEIEHbIO
BBIPQ)KEHHOCTH MBIIICYHBIX aTpoQuil.

Knuanveckne cCHMITOMBI, HATOMUHAIOIINE MUACTEHUIO, BOBMOXHBI M MPU APYTUX (POpMax HapyIICHHs
HEPBHO-MBIIIIEYHOW Tepenadn, TaKuX, Kak cuuopom Jlambepma-Umona u 6omyausm. W ecnm ans
cuagpoma JlamGepTa-lIToHa HE THIMYHBI SKCTPAOKYJISIpHbIEC, OyNbOapHbIE W JbIXaTeNbHbIC HApYLICHUS,
TO MMEHHO OHU COCTaBJIAIOT OCHOBHOC KJIMHHYECKOE AOpo OoTynm3Ma. XapakTepHble ISl CHHAPOMA
JlamGepra-UToHa cnabocTe M yTOMIISIEMOCTH MBIIIL] TYJOBHIIA W KOHEYHOCTEH =pu OOTyIn3me
BBISIBIISIIOT OTHOCHTENBHO peaKo. Jist o0enx ¢popm xapakTepHa TUIO- WU apedIIeKcHs.

DOddekT oT BBEACHUS aHTUXOJWHAICTEPAa3HBIX IIpemaparoB TMpu cuHApoMe JlambGepra-HMiToHa
MUHHMANbHBIA, a mnpu OoTynu3Me OTCyTcTByeT. HapylieHnss HepBHO-MBIIICYHOH —Mepenadn
XapaKTEepPU3YIOTCsl CHI)KEHHEM HCXOJHOM aMIUINTYAbl M-0TBeTa M €€ CyIIECTBEHHBIM YBEIMYEHHUEM B
Iporecce BbICOKOYACTOTHOM CTUMYJISALIMM (MHKPEMEHT) WM IOCIE€ MaKCUMaJbHOI'O IPOM3BOJIBHOIO
YCHJIHAL.

B nenom cienyer nogu4epKHYTh, UTO 21AGHOE OMAUYUE MUACMEHUU Om Opy2ux opm namonozuu -
OUHAMUYHOCHL CUMARHIOMO8 U HON0NCUMENbHAA PeaKuus HA 66edeHUe AHMUXOIUHICHIEPAZHBIX
npenapamoa.

NOPUMEPBI JUATHO30B
Muacmenus, eenepanuzoeannas ¢hopma, npocpeccupyroujee meuenue, CpeoHsisi CMENeHb MIICeCm,
docmamounas komnencayus na gpone AXOIII.

Muacmenus, nokanvhas (enasuas) Gopma, CMAyUoOHApHOEe MeyeHue, NecKas CMEeNneHb MIHCeCcmu,
xopouias komnerncayus na AXII1.

Muacmenus, eenepanruzo6annas Gopma ¢ ObIXAMEIbHLIMU HAPYULEHUSIMU, NPOCPECCUPYIOUEe MANCEN0e
meueHnue ¢ Hedocmamounou komnencayuett na AXOIII.

JEYEHUE
IOBennbHasi ayTouMMYHHasi MuacteHus rpasuc (FOMI)
1. Bnoxamopwi Xonunscmepaszvl — Tpemnapatel nepBod smHEE (1B). anHas rpymma

MIepIapaTOBOKAa3hIBAET CKOPEE CUMITTOMATHYECKOE, HEXEIH JIedeOHOe eiicTBre. DTH Ipenaparthl
YBEJIMYMBAIOT TEPUOJ MONypacmhana BHIOPOIIEHHOTO B CHHANTHYECKYIO INENh AaleTHUIXOIUHA
(AX) myrem WHrUOMpOBAHHMA €r0 THUAPONU3A ANCTHIIXOIMHICTEPa30H, YBEIUYMBAs TaKUM
00pa3oM BEPOSTHOCTh TOTO, YTO MOJICKYJIBI AX JOCTUTHYT DEUENTOPOB, YUCIO KOTOPBIX
cHmKeHO. HecMoTps Ha TO, 4TO MepBOHAYAIBHO U HaOMIoAaeTcst Xopornuit 3¢ heKT, co BpeMeHeM
JIeHCTBUE MPENapaToB CHUKACTCS.

Mupunocrurmuna 6pomua (kog ATX:NO7AA02, KanumuH) B 103€ 10 7 MI/KI/IeHb Ha3HAYAETCS
B 3-5 mnpuemoB. Hauwanbnas npo3za Heocturmmua wermncyisdara (xkog ATX:NO7AAO1,
[Ipozepun) cocrapmsier 0,2-0,5 MI/Kr Kaxaple YeThlpe 4Yaca y geteid go 5 yet u 0,25 Mr/kr y
Oojee crapmux JeTeil, MakcUMaibHas pa3zoBas mo3a 15 mr. [letm myGepraTHOrO BO3pacTa, y
KOTOPBIX OTMEYAETCs BBICOKAs 4YacTOTa PEMUCCUH, W JETH C H30JUPOBAHHOW TIJ1a3HOM



MUACTeHHWEW, MOTyT dYacTo, HO HE BCerJa, VCIENHO JIeYUThCS TOJBKO OJOKaTopaMu
XOJMHACTEPA3bl, 1 MOTYT HYKJIaThCS B MPUCOEeTUHEHNN nMMyHoTepanyu (1B).
Kopmuxocmepouowt. T'mokokoptukocrepounbl (I'KC) BBI3BIBAIOT peMECCHIO Y OOJIBIIAHCTBA
neteit ¢ FOMI', HO mUTENHPHOE TPUMEHEHHE, 0COOEHHO y MOAPOCTKOB, MOJDKHO TPOBOIUTHCS
TOJIBKO € y4eToM Toro ¢akra, 4ro 3(dekT Tepanuu MpPeBHICUT MOTEHLUUAIbHBIE MOOOYHBIC
a¢dexrer. O6bruno [penuusomnon (kog ATX: HO2ABO06, [Ipenau3onon) Ha3HayaeTcs B o3¢ 1-2
MT/KT/I€Hb IO TOCTIXEHHS YCTOWYNBOTro 3(hdexTa, mocie 4ero mpenapar mocTerneHHo, HO OYCHb
meniaeHHo, otMmeHsoT (2B). Kax mpasuno, IlpenHn3onoH NpuHUMAIOT YTPOM Cpa3y IMOCHe
3aBTpaka (WM IOCiie JIETKOro 3aBTpaka) A0 10 wgacoB yTpa, depe3 A€Hb. B TKeNbIX cirydasx
I'KC nHasHauaroTcs eXETHEBHO, HO HEPaBHBIMH [03aMH: MakcHUMajibHas — B |-l jgeHb U
MpUOJIN3NTENFHO TOJOBUHA MAaKCUMAaJIbHOM — BO 2-i AeHb. llepexon Ha mpueM ¢ WHTEepBallaMH
MOXXET OKa3arbcd OJ(PQEeKTHBHBIM MPH MONNEPKUBAIOIICH Tepamuu, TaK KaKk OTMedaeTcs
MUHUMU3aUs 10004HBIX 3¢ dexroB. [Ipu TsHKeIOM TedyeHHn OONE3HU AJIS Tepanuu Kakoro-auoo
OCTPOTO YXYAIIECHUS MOXET MOTpeOOBaThCsl BHYTPHUBEHHOE BBEICHHE MMMYHOTIJIOOYIMHA WIIH
mia3madepes.

pyaue 6udvl OnumenvHOU UMMYHOMEPAnuy — MOTYT TIOTpeOOBaThCSl B KaUeCTBE allbTCPHATHUBEI B
cryqae Hed(PPEeKTUBHOCTH CTEPOMAOB WIHM IS Tepanuu 0e3 TPUMEHEHHS CTEepOHIIOB.
AzatnmonpuH (xog ATX:LO4AXO01, Mmypan) — Kak mpemapar MNepBOro BbIOOpa, MOXKHO
MIPUMEHATh B KOMOWHAITUH CO CTepouaamMu win otnenbHo (2B). Havamsnas goza 50 Mr/cyTkn u
mo 100200 mMr/cyTku BMecCTe ¢ moamepkuBaromieii mo30it IIpemnansonona. [{ukimocnopua (Kox
ATX: LO04ADO1, Huknocnupun I'ekcan, Uuknopan-®C) MOXHO Ha3HauaTb IpHU
HerepeHocuMocT AzatuonpuHa, a lukmodochamun (Kog ATX: LOIAAO1) mpumensercs mpu
OYCHb TSDKEIOM TeueHHe Ooyie3Hu. Y neTeil ¢ pedpakTepHbIM TEUeHHEM OOJE3HH YCIEUIHO
MIPUMEHSIETCS IyJIbC-Tepamusl BEICOKUMH J03aMu Metunnpeanuzonona (HO2AB04).

3amewernue nnazmol. Ilnmazmacdepes BBI3BIBaET OBICTPOE, HO HEMPOMOIDKUTENHHOE yIyUIIeHNe, |
MPUMEHSIETCS JUIS JISYeHUS] MUACTEHUUECKUX KPU30B, a TAKXKe AJIS Mpe- U MOoCie ONepaloHHOMI
MOAMIEPKKA. BHyTpHBEHHOE BBeIEHHE WMMYHOTJIOOYIMHOB Kiacca G — HWMMYHOTIIOOYITHH
yenoBeka HopMmaibHbld (ko ATX: JO6BAO2, MMMyHOrnoOynuH ueloBeKa HOpPMAalbHBIN)
MPEBOCXOIUT 3aMeEIleHNE TUIa3Mbl B OTHOLICHUU HPOCTOTHI MPUMEHEHHUS W PO MOOOUHBIX
a¢dekroB y nereir. Dddekr HabmomaeTcs yepe3 3-4 qHS, HO COXPAHACTCS MEHee 3-X MECSIIEB.
[ly6nukanuii o chenmanbHBIX —HUccienoBaHusix mnpuMeHenuss BBUIT  (BHyTpuBeHHBIC
AMMYHOTJIOOyHHBI) ¥ nereid mano. Ilo mociaenanm nanabM, Tepanus BBUIT nMeer 3nadueHme
MpU  KYIMAPOBAHUU OCTPHIX COCTOSHHWH, TeHepanu3oBaHHON Gopmel MIT mimm B KadecTBe
JUINTENTFHON TOAJEPKHUBAIOLIEH Tepamuu Npu Hed(Q(EKTUBHOCTH IPYTHX METOJOB JICUCHHUS,
HampuMep, Ha ¢one tepanuu [Iupugocturmutaom (1B).

Tumskmomus — NIPUMEHSIETCS] B KAYECTBE OCHOBHOTO METOJIa JJIUTEIBHOTO JICYEHUsI, OCOOCHHO Y
JIeTe C BBICOKMM PHCKOM pa3BUTHS OCIOKHCHHMHA JiedeHHS OnokatopamMu XD WIH
KOPTHKOCTEPOUAAMHU, JMOO JAPYyruX BUAOB uMMyHoTepanuu. OOBYHO XUpPyprudecKoe
BMEIIATENILCTBO JA€T JUIMTENbHOE BHIPOKEHHOE YIYYLIEHHE, XOTS B TEUYEHHE HEKOTOPOTO
BpEMEHH Y TMAaIlMEHTOB COXpaH’IeTCd IMOTPEOHOCTh B JOMOJHUTENBHON MOAAEPKHUBAIOIEH
TEpanMH B CBS3U C TEM, YTO OKHIAEMBII MOCIEONePAlMOHHBIN d3PPEKT MOKET HE PEeann30BaThCs
B TEUEHHE ToAa, a Uil DPa3BUTUS MaKCUMaJIbHOTO - TpeOyeTcs Oojee ATUTEIbHBIH CpOK.
TUMAKTOMUS TIOKa3aHa MPH TSHKEJIOM WM CPEeaHEH TSDKECTH TeYeHHWH OOJIE3HH, OCOOCHHO MpH
Pa3BUTHUU HApYIICHWN NbIXaHWUS W TPU MOPAKEHUH POTOTIIOTKUA B JeOrTe 3a00JCBaHHS WU
BCcKope mocie Hero. s cTabuim3aliil COCTOSHHS TEpe] OIepalfieil W Iociie Hee MOXKET
OTpeOOBaThCS KpaTKOBpeMeHHas Tepanus, Hampumep BBUI, 3amenienune mia3Mbel  HIH
KOPTUKOCTEPOU L. Y NeTell TUMAKTOMHUS MOBBIIIAET YACTOTYy pemuccuit 10 67%. BepostHoCT
HACTYIUICHHS PEMHUCCHH WJIM YIYYIICHUs BBIIIE, €CIM THUMAKTOMHS BBIMONHIETCS B paHHHE
CPOKH, 0COOCHHO B TeU€HHE MEPBOrO roja mnocje MOsBICHUS cUMOTOMOB. He pexkomenmyercs
BBITIOJTHEHHE THUMIKTOMHHM y manmueHtoB ¢ MyCK-MI' 6e3 tumomsl (2C). IlemecoobpasHo



NPOBEICHNE TUMIKTOMHH y TAalHEHTOB 0e3 THMOMBI B Bo3pacte a0 60 5eT, M MMEIOIuX
ceponeratuBHy0 popmy MI" (2C).

Toxazanusmu k onepamusHOMy 1eUeHuro s8IAI0MCs.

a) 3JI0Ka4eCTBEHHBIE ()OPMBI;

0) mporpeccupyroiias hopma;

B) MHACTCHUYECKOE COCTOSHUE B 3aBUCHUMOCTH OT CTETICHU BBIPAKESHHOCTH Ae(eKTa.

[Ipu nokaneHBIX opMax K OTIEpAaTHBHOMY JICUEHUIO TIOIXOASIT W30MUPATEIBHO.

Hpomu@onomwanuﬂ K MUM3KMOMUU.

— TSDKEJNbIe JICKOMIICHCUPOBAHHBIC COMATHYECKHE 32a00JICBAHHS;
— crapueckuii Bo3pact (0osee 55 ner).

Jlo omepaTHBHOTO JeUCHUs 00sI3aTeIbHA TIpeonepannonHas moarotoska (2C):
— 00IIEYKPEIUISIONIast TePaITus;
— MpOBeJICHUE JieueOHOro TuIa3Madepesa;

— MIPU HEOOXOIUMOCTH — KYPC TITFOKOKOPTHKOCTEPOUIHON TepPaATIHH.

Beoenue 6onvnuix 6 cmayuonape 6 cjryyiae 603HUKHOBECHUA MUACMEHUYECK020 Kpu3a

1.

B mepByio odepenp HeoOXoamMo 0O0ECHEYWTH aJeKBaTHOE [BIXaHHE C MOMOIIBIO
NpUHYAUTENbHOW wHTeHCuBHONW BeHTWwasiumu Jerkux (MBJI). Ilokasanmsmu x  HWBJI
SABIISAIOTCS HAPYIIEHHE PUTMA JIBIXaHU, I[HaHO3, BO30YKIEHHE, MOTeps CO3HAHWS, yJacTHe
BCIIOMOTATEIbHOH MYCKYJIAaTypbl, N3MEHEHNE BEIINYHHBI 3PayKOB, OTCYTCTBUE pPEaKIMU Ha
BBenenune AXOIL

IIpoBenenue miasmadepesa uiu mazmacoporuu. [IpoBoauTest KypcoMm Ha TPOTSHKEHUH 1—2
HEJIENb C KPaTHOCTBIO 2—5 omnepanui.

[Ipumenenne uMMyHOTIIOOYIMHOB. MIMMYHOTTIOOYIUH YelioBeka HOpManbHBIA (kox ATX:
JO6BAO02, Oxrtaram) m WmMmmyHornmoOynmwH denmoBeka HopMmanmbHBIA [IgG+IgA+IgM], (koxm
ATX: JO6BAO02, IlentarnoOuH) mpeACTaBIAIOT COO0OH HMMYHOpPEaKTHBHBIM Oeyok. B
HACTOSAIIEe BpeMs Tepamnus WMMYHOTJIOOyJTWHAMH SIBIIIETCS allbTEPHATHUBOW IU1a3mMadepesa
W3-32 CXOJICTBA MEXAHH3MOB, JIGKAIIUX B OCHOBE 3TUX METOJOB JecueHHUs. HazHawarorcs
mpernaparbl UMMYHOTJI00YIMHOB U3 pacuéra 0,4 r/Kr/BBeAcHHUE, TPOBOAUTCS 10 5 UHQY3HiA
(mo obiweli KypcoBOi 10361 2 T/KI/KypC).

[IpuMeHEeHNEe aHTHXOMWHACTEPA3HBIX IpPEnapaToB (MPEUMYIIECTBEHHO IapEHTEPAIBHO).
IIpumenenne AXDII B KoNIMYeCTBE TUATHOCTUYCCKOU IPOOBI MOKa3aHbl IpHU JIH000# Gopme
kpu3a (HauOonee 3(hp(HEeKTUBHO WX BBEJACHHME NMPU MUACTCHHYECKOM Kpu3e). HeocTurmuua
metuicynbdar (kog ATX:NO7AAO01, IIpozepun) BBoauTcs /K B 03¢ ot 1,5 10 2,5 mut, mis
YMEHBITICHUS HEeXeIaTeNbHBIX 3G dekToB BBoAIT ATpormH (kox ATX: AO3BAO1, AtpormHa
cyasdar) 0,2-0,5 ma 0,1% pactBopa. PesynbraT onieHuBaeTcst Kak mpH MPO3EpUHOBOI mpobde.
HaznaueHue TIIOKOKOPTUKOCTEPOMIHBIX TMpenapaToB. HawmbGonee s¢dexTuBHa TMynbe-
tepanust Metminpenamn3ononoMm (koxg AXT:H02AB04, Comy-meapon, Mertunpen, /Jlero-
MEApOJI) BHYTPUBEHHO KalleIbHO B BO3pacTHO# no3upoBke. [lociie mpoBemeHUsS MTyibCc-
Tepamuu PEKOMEHIYeTCS eXKEeIHEeBHBIM mnpueM mnpenausonona (kog ATX: HO02ABO6,
[Ipenuuzonon).

BonpueiM, monywarommm ['KC, mokazana 330¢aroractpoayofcHOCKONHst ¢ Ouorcueit
Ha Helicobacter pylori m MopdoIOTHIECKOH TUAarHOCTHKOW ¢ "acToToi 1 pa3 B 6 MmecsIeB
JUTSL ICKITIOYCHHS SPO3UBHEIX, I3BEHHBIX MPOIIECCOB M FACTPOIIATHH.

[IporuBonoka3anbl NpodHUIAKTHUESCKHE MPUBUBKH, BBEACHHE Y-TJIOOYJIMHOB. Psj aBTOpOB
PEKOMEHIYIOT BCEM MAI[MEHTaM C IeHepaln30BaHHOM U riazHoi popmamu MI™ mpoBeneHme
BaKIIMHAIIUYU MTPOTUB THEBMOKOKKOBOW MH(EKIIUU W BAKIIMHAIIUU MMPOTUB CE30HHOTO TPUIIIA
20).



CrnemyeT MOMHHTH, YTO TPHUEM HEKOTOPBIX JIEKAPCTBEHHBIX MpENapaToB, HA3HAYAEMBIX JIS JICUCHHS
COIYTCTBYIOMMX 3a00JieBaHMH, HapylIaeT HEPBHO-MBIIIEYHYIO Tepemady. K pacmpocTpaHeHHBIM
mpenaparaM € BBICOKOM  BEpOSATHOCTBIO  yTspkeneHus MIT  oTHocSTCS:  aMUHOTJIMKO3HUIBI,
XUHOJOHBI/(PTOPXUHONOHEI  (THIpodIOKCanWH), Tpemnaparbl JUTHSA, (EHWTOWH, TPUMETaIHOH,
MpOKanHaMU, B-aapeHo0I0KaTOpHI (BKIIOYAs Ta3Hbie Karin). Cpey 4acTo Ha3HAYaeMbIX IpernapaToB
C BBICOKOW CTEICHBIO BEPOSTHOCTH CBSI3aHHBIX C yTshkeleHneM MI' aMIUIIMIUTHH, XOJIMHOOJIOKATOPHI,
SPUTPOMHUIIMH, BeparaMui, peHTT€HOKOHTPACTHBIE Mpenaparsl. [[eHuIiaMiud MOXKET CITPOBOIIMPOBATH
OWH 13 BapuaHToB MI'; onucaH cXOQHBIN ¢ MUACTEHUEN CUHAPOM, BbI3BaHHbIN D, L-kapuutunom. Ecin
COCTOSIHME€ TAIMeHTa, IMONyYalollero BBICOKHE 03bI KOPTUKOCTEPOWIIOB, YXY/IIAE€TCSA, HEOOXOTUMO
YUUTHIBATH BO3MOXXHOCTH Pa3BUTHS CTCPOUTHON MUOTIATHH.

TpaH3uTopHasi HeoHaTaJbHas (opma (MUACTEHHSI HOBOPOKIAEHHbIX)

JIJis MMarHOCTHKH, a 3aTeM M IS JICUCHHUSI, PSATIOUTUTEIIbHEeE MPUMEHATh HeocTurMuHa MeTHIiICybhat
(xom ATX:NO7AAO01, IIpozepun), ocoOCHHO TIepen KOPMIICHHEM, TaK KakK ero 3(M@EeKT ImpoaoinKacTcs
JOJIBIIIE, YTO MdaeT OOJbINe BpPEeMEHH I oOciemoBaHus (Hampumep, paszoBas mo3a 0,1 mr mepen
KOPMJICHUEM, a JIOTIOJTHUTEIBHBIE I03bI [0 MEPE HEOOXOIUMOCTH ).

[Ipu TsmkenpIx GopMax ¢ IBIXaTENBHBIM TUCTPECCOM W/WIH TIyOOKOH THIIOTOHHWEH HEOO0XOIMMO
MPUMEHATh 3aMECTUTENIbHYI0 TpaHchy3uto. DddextuBHocTh BBUIT He ycraHoBieHa. CHMIITOMBI
00BIYHO MCUe3aloT 3a 4-6 HeAelb, HO MOTYT COXPaHATHCS B TEUCHHE HECKOJIBKIX MECSIIEB.

BEJEHUE ITAIMEHTOB
Beoenue nayuenmoe c¢ muacmenueini ¢ amoyIAMOPHO-NOIUKIUHUYECKUX YCIAOBUAX OO0NANCHO

GKIIOUaAmb:

e DOKI Bcem gersim 1 pa3 B 3 Mecsi.

e Y3/ OpromnrHoO# OJIOCTH, CepATa, TOYEeK — 1 pa3 B 6 MeCsII.

® PEHITCHOJIOTMYECKOE O0cJel0BaHWEe TIPYNHON  KJIETKHM, CYCTaBOB, IIpU  HEOOXOIUMOCTH
MO3BOHOYHMKA, KPECTLOBO-MOAB3OIIHBIX couleHeHnid — 1 pa3 B 6 Mecs.

e 330¢aroracTpogyoJeHockonusi ¢ Owuomcueit Ha Helicobacter pylorin  mopdonornueckoi
JUarHoCTUKOH — 1 pa3 B 6 MecsueB JUIsl MCKIIOYEHUS 3PO3UBHBIX, S3BEHHBIX IPOLIECCOB U
racTponaTu.

e 1pu oboctpeHnu — Y3U BHyTpEeHHUX OpraHOB U peHTreHorpadus opraHo rpyaHoi kinetku, IKI n
Jpyrue HeoOX0IuMble HHCTpYMeHTanbHble MeTobl o0cnenoBanus (KT, MPT) mo nokasanusm:

e [lalMeHTaM C MuacTeHued peakuus MaHTy mnpoBoauTcs, o0cienoBaHue Ha TyOepKyiie3
OCYIIECTBIISIETCS 110J] KOHTpOoJIeM (TH3naTpa

® [pU BBISBICHUHU IOJOXUTEIBHBIX TyOEpKYyJIMHOBBIX Npo0 (mamyna > 5 MM) HampaBJeHUHE Ha
KOHCYJIbTAllMI0 K Bpauy — (pTu3naTpy AJisl pelieHus Bompoca O mpoBeldeHHs [uackuH-TeCTa WiIn
TyOEpKYJIMHOBBIX IIPOO ¢ pa3BeeHUEM U IIPOBEICHUH CIIE(DUIECKON Tepanun

Beoenue nayuenma, nonyuarowe2o uMMyHOCYnpecCcusHyio mepanuio

e OCMOTp Bpada-HeBpoJjora — 1 pa3 B MecsiL;

¢ KIMHUYECKHH aHAIN3 KPOBH (KOHIIEHTPALUS FeMOINIOOMHA, YHCIIO SPUTPOIUTOB, TPOMOONIUTOB,
JIEHKOIIUTOB, JiekikonuTapHas dhopmyrna, COJ) - 1 pa3 B 2 Heneny;

® P CHWKEHUHM 4YHCJIa JEHMKOLUTOB, SPHUTPOLHUTOB, TPOMOOLMTOB HWKE HOPMBI —
WMMYHOZCTIPECCAaHTBl OTMEHUTh Ha 5—7 paHeil. Ilocie KOHTPOJBHOTO aHanM3a KPOBU IIpU
HOpMaJTH3alMyU ToKa3aTelieid — BO30OHOBHTH IPUEM MpernapaTa;

® aHanu3 OMOXUMHUYECKUX nokaszaTenen (oOmmit OenoK, OeJIKOBBIE ¢$pakuumy,
KOHIIEHTPALMsI MOYCBHHBI, KpeaTWHHHA, OuWnupyOuWHa, Kaiuus, HaTpus, HOHU3UPOBAHHOTO
KaJIBIIHSI, TpaHCAMUHA3, IEeTOYHOH (docdaTtazpl) — 1 pa3 B 2 HEIEIIO:



e [IpY IOBBILIEHNH YPOBHS MOYEBHHBI, KDEATUHUHA, TPAaHCAMHUHA3, OMIMpyOrHa BbIILIE HOPMBI —
MMMYHOJICTIDECCAHTE OTMEHUTh Ha 5—7 nHeil. Bo0300HOBUTH TmpueM Tmpemapara Iocie
BOCCTaHOBJICHUS! OMOXMMUYECKUX [TOKa3aTenei;

® aHaNIM3 UMMYHOJIOTHYECKUX MoKa3zarenel (koHuentpauus Ig A, M, G; CPb, PO, AH®) —1 pa3 B
3 Mecsna.

Beoenue nayuenma ¢ muacmenueti, noyuawyeco AaHmMuxoauHICmepasHvle npenapamal

e OCMOTp Bpaua HeBpoJjiora 1 pa3 B MecslIl;

® KIMHAYECKHH aHanu3 KpOBHU (KOHUEHTpAaLUWs TEeMOTJIOOMHA, YHWCIIO SPUTPOLUTOB,
TPOMOOLIMTOB, JIGHKOLIUTOB, JieiikounTapHas ¢popmyna, COD) - 1 pa3 B 2 Hegeny;

e apanu3 OWOXMMHYCCKMX TIOKazaTene (oOmmii Oemok, OenKoBbIE — (pakIud,
KOHILIEHTPALsI MOYCBHHBI, KpeaTHHUHA, OMIpyOuHa, Kaaus, HaTpHUs, HOHU3UPOBAHHOTO
KaJblKs, TPAHCAMHHA3, IeNoYHOoH Qocdaraszbl) — 1 pa3 B 2 Hegeny;

e  aHaJ N3 UMMYHOJOTHYECKHX Mokazartened (xkonueHtpamus Ig A, M, G; CPb, PO, AHD)
—1 pa3 B 3 mecsma;

e [UIaHOBas TOCTIHUTAIU3AIMA 2 pa3a B TOX IS IPOBEJCHUS MOTHOTO 00CIeOBaHMUs U PU
HEOOXOIMMOCTH KOPPEKLINHU TEePaInH.

IanuenTamM ¢ MuacTeHueil mokaszaHo odopmiieHHe cTaTyca «pe0eHOK — MHBaJIuI». B mepuoabl
o0ocTpeHus1 00J1e3HM HEOOX0AMMO obecreyeHne 00ydyeHUus: Ha AoMy. B ctaaum pemuccum 00j1e3HH
pexomenaywTes 3anaTus JIOK co cnenuanucrom, 3HaKOMBIM ¢ 0cO0eHHOCTsIMM naTojiorun. [lpu
MOCEeIeHUN IIKOJIbI 3aHATHA (U3KYJbLTYPOil B 00med rpynme He TMNOKa3aHbl. boJabHBIM
MHUACTEeHHEH NPOTUBONOKA3aHbI NPOQUIAKTHYECKUE IPUBUBKH, BBeJleHUE Y-TJ100yIHHA.

[larmeHTsl € [OWAarHO30M MHACTEHHS JOJDKHBI HAXOAWTHCSA TIOA TOCTOSHHBIM  TUCTIAHCEPHBIM
HaOJIIOJICHUEM TeauaTpa W HeBposiora. JletsM ¢ JaHHOW TATOJOTHEH TI0Ka3aHO KOMIUIEKCHOE
obcnenoBaHNe B YCIOBHUSX CIIEMUAIM3UPOBAHHOTO KPYTJIOCYTOYHOTO/THEBHOTO CTAI[IOHApa, CPEIHSS
MPOJODKUTEIBHOCTh  rocmuTanm3anuu  — 21 pens.  llemecooOpa3zHo — mpoBeneHHE  KypCOB
peabMINTaIMOHHON Tepamuu CpokoM He MeHee 21-28 pgHeit 2-3 paza B rom moI HAOIIOACHUEM
HEBpoMaToJiora, Bpada-hu3noreparnenra u creruanucta JIOK.

MPOPUIIAKTUKA
He paszpaborana.

NCXOJbI 1 MTPOT'HO3

HauGonee tsbkenoe TedeHWE MHACTCHUW HAOMIONACTCS y JETe C MHOMXECTBCHHBIMH CTHTMaMH
nrcoMOproreHe3a  (KOCTHO-MBINICUHBIE JUCIUIA3UM, AHOMAIIMU pa3BUTHA IEHTPAIBLHOH HEpPBHOMN
CUCTEMBI), HEHWPOIHJOKPHHHBEIMM  HAapyMICHUSMH  (IUAPHICPaTbHO-BUCOYHBIE  TapOKCU3MaIbHBIC
COCTOSIHMSI, 3aJlep’KKa pOCTa H IIOJIOBOTO CO3pPEeBaHHMA Ha (DOHE THUIOMUTYUTAPHOTO CHHIPOMA,
MpUOOPETEHHBIH THPCYTH3M U JIPYTUe), HE3PEIOCThI0 TUM(OUTHOW CHCTEMBI HOCOTJIOTKHU (aJCHOU/IBI,
TOH3WLIUT, (DapUHTUT), OPOHXOOOCTPYKTHBHBIM CHHIPOMOM U APYrO¥ COMYTCTBYIOIIEH maroiorueid. Y
MAJIBYHKOB C JICOFOTOM 3a00JIeBaHMsI B MPeyOepTaTHBIA TIEPHO U PErPECCOM CHMIITOMOB MHACTEHHH K
KOHITy ITy0epTara, Kak IpaBUjIo, OTMEYAIOTCS CTOWKHIE PEMHUCCHHU.

Br10op TpaBHIBHOW TAKTHKH JICUEHHUS IO3BOJISECT JOCTUTHYTH MOJIOXKUTENBHOTO 3¢ dekra (croikas
MOJIHAS WJIM YacTUYHAash peMuccHs Ha (oHe mpreMa MeIUKaMEHTO3HBIX cpecTB mwin 0e3 Hux) y 80 %
00JbHBIX MUacTeHHeH. OHAKO, 10 HACTOAIIETO BPEMEHH HE CYIIECTBYET METOJOB MPOTHO3a TECYCHHUS
3a00JIeBaHUs U CHGHI/I(bI/I‘IeCKI/IX IIaTOr€HETUYCCKUX METOAO0B JICHCHUS MUACTCHUU.



