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KJIWHUYECKUE PEKOMEHJIAIIMA IO OKA3AHWIO MEJIUIIMHCKOM
MOMOIIA JETAM C MUACTEHUEHA

JlaHHBbIe KJIMHMYeCKHe PeKOMEHJAalMH PaccMOTPeHbl M YTBep:KieHbl Ha 3acefaHuu Hcnosikoma
npogeccHoHAIBHON acconuanum geTckux Bpadeii Coro3a meguatpoB Poccum Ha Bceepoccuiickoii
Hay4YHo-npakTHyeckoii KoH¢epennun «®Papmakorepanuss W JUETOJOTHS B HNeauaTpum» 28
centsiops 2013r.

METOJOJIOT' U
MeToabl, HCNIOIB30BAHHBIE /151 cOOpa/cesIeKIIMHT J0KA3ATeIbCTB
[louck B 31eKTPOHHBIX 0a3ax HaHHbBIX
Onucanue MeTO10B HCIOJIb30BAHHBIX /151 c00pa/ce/leKIMH 10KA3aTeIbCTB
HokazarensHoll 0a30if [uis MyOnuKauu SBISIOTCS MyOnuKkanuu, Bomeamue B KokpaHOBCKYIO
oubmmorexy, 6a3er nanapix EMBASE u MEDLINE. I'myGuna moucka coctasmsna 5 net
MeToabl HCIIOJIb30BAHHBIE /ISl OLIEHKU KAa4eCTBA U CUJIbI I0KA3aTeJIbCTB
KoHceHcyc sxcnepToB
OrneHKa 3HAYMMOCTH B COOTBETCTBHHU C PEHTHHTOBOM cxeMoi (Tab.1).
Tab6muma 1.
PeliTuHroBas cxema JUI1 OICHKU CUJIbI pPCKOMEHAAINN

CreneHb peKOMEH AN KauecTBo nmokazarenncTBa
CoracyroIuecs JaHHbIE XOPOIIO BBITOJHEHHBIX
PaHIOMU3HPOBAHHBIX KOHTPOJIMPYEMBIX HCCIIEM0BAHUI HITH
HEOMPOBEPIKUMBIC JIOKa3aTeIbCTBA B KAKOH-T1O0 Apyroit hopme

1A. CunbHast peKOMEHAALHSL.
BBICOKOKAa4eCTBEHHOE JJOKAa3aTeNIbCTBO*

JlanpHelye ucciieIoBaHus BPsII JIM H3MEHST YBEPEHHOCTH B
OIICHKE IIOJIb3bI U PHCKA.

JlaHHBIE paHAOMU3UPOBAHHBIX KOHTPOIHUPYEMBIX UCITBITAHHH C
BaKHBIMU OTPaHUIECHHUSAMH (TIPOTUBOPEUUBEIE PE3YIIbTATHI,
METOJI0JIOTHYECKHE HETOCTATKH, KOCBEHHbIE HJIM HETOUHBIE), WITH
OYeHb yOeqUTeNbHBIC JOKA3aTeNIbCTBA B KAKOH-IN00 Apyroi gopme.

1B. CunbHas pexoMeHmanwms. JJokazaTtenscTBo
YMepeHHOe

JlanbHelimue uccnenoBanus (€CIu OHU IMPOBOJATCS), BEPOSITHO,
OKaXXYT BJIMSIHUE HA YBEPEHHOCTb B OLICHKE I10JIb3bI U PUCKA U MOTYT
M3MEHHTH OLIEHKY.

JlaHHBIE W3 HAOIIOJATENIFHBIX UCCIIEI0BAHNH, OECCHCTEMHOTO
KIIMHUYIECKOTO OIIBITA MITH U3 PAaHAOMHU3HPOBAHHBIX
KOHTPOJHMPYEMBIX HCIIBITAaHUH C Cephe3HBIMH HeocTaTkamu. JIrobas
oleHKa 3 (eKTa SBISETCS HEOTPEIeTEHHOM!.

1C. CunpHas pexomeHnanms. Huzkuit ypoBeHb
JIOKa3aTeNbCTBA

CoracyoIyecs JaHHbIE XOPOIIO BHIMOJHEHHBIX
PaHIOMH3MPOBAHHBIX KOHTPOIHPYEMBIX HCCIIEIOBAHNM HITH
HEOIIPOBEPIKUMBbIE JT0Ka3aTeIbCTBA B KAaKOH-THO0 Ipyroii popme

2A. Cnabas pexomenganus. /lokazaTeabpCcTBO
BBICOKOI'O Ka4ecTBa

)]anbﬂeﬁmue HCCIIEA0BaHUA BPAA JIU UBMEHAT YBEPECHHOCTDH B
OLICHKE I10JIb3bI U pHUCKA.

JlaHHBIE paHIOMU3UPOBAaHHBIX KOHTPOJIMPYEMBIX UCIIBITAHUM C
Ba)KHBIMH OTPaHUYEHHUAMH (IIPOTUBOPEYMBBIE PE3YJIBTATHL,
METO/I0JIOTUYECKHE HEJIOCTATKH, KOCBEHHBIC I HETOYHBIC), HIIH
OYeHb yOeTUTeNbHBIC JOKA3aTeIbCTBA B KaKOH-I100 Apyroi gopme.

2B. Cnabast pexomMeHzanus. Y MepeHHOE KauecTBO
ZI0KA3aTeNbCTBA

JlanpHelme cce1oBaHus (€CIH OHH IIPOBOASATCS), BEPOSITHO,
OKa)XXYT BIIMSHIE HA YBEPEHHOCTh B OI[CHKE MOJB3bI H PUCKA H MOTYT
U3MEHUTH OLICHKY.

JlaHHbIe U3 HAOIIOATENBHBIX UCCIIEN0BaHUM, OECCHCTEMHOTO
KJIMHUYECKOTO OTBITA, MM U3 PaHJOMHU3UPOBAHHBIX
KOHTPOJIMPYEMBIX UCTIBITAHUH C CEphe3HBIMU HetocTaTKaMu. Jrobas

2C. Cnabas pexomenzauusi. Joka3aTenscTBo




HU3KOI'0 Ka4ecTBa oueHka 3 deKTa ABISeTCA HEONpeAeIeHHON

*B Ta6J'H/III€ HI/I(I)pOBOC 3HAYCHUEC COOTBCTCTBYCT CHJIC peKOMeHILaHHﬁ, 6yKBeHHO€ - COOTBCTCTBYCT YPOBHIO
JOKa3aTCIbHOCTH.

HNuauxaropsl nodpokavecrBennoii npaktuku (Good Practice Points — GPPs)

Pexomennyemass noOpokauecTBEHHAs IPAaKTUKA Oa3upyeTcsi Ha KIMHHYECKOM OIIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEHAINH.

JKOHOMHYECKHI aHATH3

AHanu3 CTOMMOCTH HE IPOBOAMIICS U IMyOIMKanuy 1o (apMako3KOHOMHUKE HE aHAIN3UPOBAINCE.

MeTon BaJuAN3ALUUN PEKOMEHIAIUNA . BHEIIHISI KCIIEPTHAS OLIEHKA, BHYTPEHHSS IKCIIEPTHAS OLICHKA.
Onucanue MeToa BATUAU3ALUN PEKOMEHAALMIT

Hacrosimme pexkoMmeHAaluy B TpPEABAPUTENbHONW BepcMW OBUIM  PELEH3MPOBAaHBl HE3aBUCHMBIMU
9KCIEepPTaMHU, KOTOPBIX, MPEXKIE BCEro, MOMPOCHIH MPOKOMMEHTHPOBATh, HACKOIBKO JOCTYIHA IS
MOHUMAaHUS HHTEPIPETalys 10Ka3aTelbCTB, JISKAIasi B OCHOBE PEKOMEHIAINH.

OT Bpayeil mepBHYHOrO 3BeHA (HEBPOJIOTOB) IMOSyYeHbl KOMMEHTApHUH B OTHOIIEHUH JOXOIYMBOCTHU
W3JI0KEHUS TaHHBIX PEKOMEHIALUH, a TaKKe MX OLEHKA BaXHOCTH MpPEIJIaracMbIX PeKOMEHIAaluH, KaKk
MHCTPYMEHTA ITOBCETHEBHOM MPAKTUKH.

Bce koMMeEHTapuu, MOJNyYeHHBIE OT OKCIEPTOB, TIIATEIHHO CUCTEMATHU3UPOBAINCH M OOCYXKIAIHUCH
YJIeHaMH pabode rpymmbl (aBTopaMu pekoMeHaanui). Kaxaprii myHKT 00CyXmascst B OTACTHHOCTH.
Koncyabranus u 3kcnepTHas OleHKA

IIpoekT pekoMeHmauuii ObIT PELEH3UPOBAH HE3aBHCUMBIMH JSKCIEPTaMHU, KOTODBIX, IMPEXIE BCETO,
HOIIPOCHIIM MPOKOMMEHTHPOBATh AOXOAYMBOCTh M TOYHOCTH HHTEPIPETALMH J0Ka3aTeIbHON 0asbl,
JIe)Kallel B OCHOBE pEKOMEHJAIIUMN.

PaGouas rpynna

Jns  OKOHUATeNbHOW peNakiMd ¢  KOHTPOJISI KadyecTBa PEKOMEHJAMUM ObUIM  TIOBTOPHO
MIPOAHATU3UPOBAHBI WICHAMHU pabodel TPYIIIbI, KOTOPHIE MPUILIK K 3aKIIOYEHUIO, YTO BCE 3aMEUaHUs U
KOMMEHTAapUH SKCIEPTOB NPHHATHI BO BHUMAHUE, PHCK CHUCTEMAaTHYECKHX OINMOOK NpH pa3paboTKe
PEKOMEHAUI CBEACH K MUHUMYMY.

OIIPEJAEJIEHHUE

MwuacTtenust — 9To0 ayTOMMMYHHOE 3a00JieBaHNe, XapaKTepu3ytolieecss HapylIeHHeM HEPBHO-MBIIICYHON
nepefauydl W MPOSBISIONIEECS  CIa0OCTBI0 M MATOJOTMYECKOH — yTOMIIIEMOCTBIO — CKEJIETHBIX
(TIoTIepevHONOoI0CaThIX) MBIIIIIL.

KOJA MKB10

G70 — Myasthenia gravis u apyrue HapymeHHs HEPBHO-MBIIICYHOTO CHHAIICA: MCKIFOUCHBL: OOTYIIN3M
(A05.1), TpansuTopHas HeoHatanbHas Myasthenia gravis (P94.0)

G70.0 — Myasthenia gravis

G70.1 - Tokcuyeckue HapyLICHUs] HEPBHO-MBIIIEYHOTO CHHAICA

G70.2 - BpoxeHHast Wiy IpUOOpETEHHAS MUACTECHHSI

G70.8 - [Ipyrue HapymeHuss HEPBHO-MBIILICYHOTO CHHATICA

G70.9 - Hapymienre HepBHO-MBIIIIEYHOTO CUHAIICA HEYTOYHEHHOE

SIMNIAEMHNOJI0OTUA
Mmuactenns - 3a00JeBaHUE OTHOCHUTEIIEHO PEIKOE, XOTS CYIIECTBYET JTOCTATOYHO OCHOBAHWH CUWTATH,
9TO0 HAOMIOMAIOT €ro 3HAYMTEIIBHO dalle, 4eM CYHTAId paHee. Hawmbonee mpempacmoiioKeHB K
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3a0oneBanuio ymna ¢ (enorunom HLA-B3, HLA-B8, HLA-DW3. PacnpocTpaHeHHOCTh MHACTCHUH
coctaniseT 0,5 — 5 ciayuaeB Ha 100 TBIC. HaceNeHUs, OJJHAKO B HACTOSIICE BpEMs UMEETCS TCHICHIINAS K
YBEJIIMYCHHIO YKciia OOJMBHBIX U cocTaBiseT 10 — 24 cnyyas Ha 100 ThIC. HaceneHus. MUacTEHUST MOXKET
JIeOITHPOBATh B JIFOOOM BO3pacTe, HadMHAS C PAaHHEro AETCTBA (Halle y JEeBOYEK W B TOIPOCTKOBOM
BO3pacTe) W 3akaHuMBas TiyOokoil crapocThio. Jletn u mompoctku no 17 net cocraBisiror 9-15%
0OonpHBIX MuacTeHWel. B nmeTckoMm Bo3pacTe daille BCTpeuYacTCsl IOBEHWIBbHas QopMa MHACTCHUHU.
[Ipubmusurensuo y 5-20% wnagenneB (110 JaHHBIM Pa3HBIX HCTOYHHUKOB), POXKICHHBIX OOJNBHBIMH
MUACTCHHEH MaTepsMH, Pa3BUBAETCS TPAH3UTOpPHAs HeoHaraidbHas muacteHus (THM), oOycrnoBneHHas
MIEPEHOCOM Hepe3 IUIAleHTApHBIN Oapbep aHTHUTEIN K alleTHIXOJWHOBBIM perentopam (AXP) ot maTepwm.
Haubonee Bbicokas 3a00eBaeMOCTh OTMeUaeTcsi B 2-X BO3pacTHBIX Kareropusix: 20-40 mer (B STOT
Mepuo vaiie OOJCIOT JKEHIIUHBI) U 65-75 meT (B 3TOT MEpPHOA MY>KUYUHBI U SKCHITUHBI TTOPAKAIOTCS
OIMHAKOBO 4YacTo). CpemHuit BO3pacT Havyasia O0JIe3HH y KEHIIWH - 26 JIeT, y MyX4uH - 31 rog.

ITUOITATOI'EHE3

Ilo coBpeMEHHBIM NpPEACTaBICHHUSIM, OCHOBOM MAaTOreHe3a MUACTEHHUH SBIISIETCS ayTOMMMYHHAsl peakius,
BbI3BaHHAs CBS3bIBAHMEM AaHTHUTEIAMM AalleTHIXOJMHOBBIX perentopoB (AXP) mnocrcuHanTryeckux
MeMOpaH IMONEPEYHO-NI0JI0CATON MYCKyJaaTyphl. UHCIIO 3TUX PEeUeNTOpPOB 3HAUYUTEIHHO CHIDKEHO IOJ
BO3JIEMICTBHEM ITHX ayTOAHTHTEN. B HEKOTOPBIX Cciydasx IMpH ayTOMMMYHHOW MuacteHuu rpaBuc (MI)
He BoisiBistoTcs antuTena (AT) k AXP, u Takast popMma mosryuunna Ha3BaHWE CEPOHETATUBHON MUACTCHUH
rpaBuc (CH-MI"). TepMmuH «cepoHEraTuBHAS» SIBISIETCS HETOYHBIM IO OTHOIICHHUIO K TPYIITE TAllHEeHTOB,
BKItouas neteit, umetonmx AT kmacca 1gG k MblieuHoH crienuuIeckor perienTOPHON THPO3UHKUHA3E
(MyCK). Ota dopma momyunna razBanne MyCK-MI'. Xots monydeHsl yOenuTenbHbBIE JOKa3aTelIbCTBA
natoreHHoctu AXP AT, natorenernyeckas ponb MyCK AT ocraercst HescHON. MoOryT BBISBISITECS U
npyrue AT, posib KOTOPBIX HE YCTaHOBJIEHA, B TOM YHCJIE€ K THUTUHY, PUAHOAWHOBBIM pEIENTOpaM MU
BHYTPHUKJIETOUHOMY AXP-CB3aHHOMY IPOTENHY PAICHHY.

Mexanu3m, 3amyckaromuii BeipadoTKy AT, ocraercss HeM3BeCTHbIM. Ha poJib BHIIOYKOBOW JKEJE3bI
yka3piBaeT coueTanue AXP u TMMOPOUIHON THIIEPIUIa3UUH OIyXOJiel TUMYca, a Takke dPPEKTUBHOCTh
tumdkToMud. [Ipu MyCK-MI' ecnu v BEISBISFOTCS, TO JHIIL HEOOJBIINE TUCTONIOTHYECKHUE H3MEHEHUS
TuMyca. Ha Hamuune TeHETHYEeCKONW NpPeApacloOKEHHOCTH YKa3blBa€T OTHOCHUTENBHO YacTo
HaOIroaromuyecs: KIMHUYeCKue M anekrpomuorpaduyeckue (OMI) cuMOTOMBI Y POJICTBEHHHKOB
0O0JBPHOTO M YacTO BCTpEYAlOIIMecs OTAETbHBbIE TPYMIbl aHTUI€HOB TIJIAaBHOTO KOMIUIEKCa TKaHEBOU
coBMecTHMOCTH 4enoBeka (HLA).

OTmMeuaercsi codeTaHWe C JPYTUMH ayTOMMMYHHBIMH paccTpOHCTBaMH, OCOOEHHO C IaTOJOTHed
IIUTOBUAHOM >Kene3bl (TUMep- WM THIOTHPE03), PEBMATOMIHBIM apTPUTOM, KPAcHON BOSYAHKOW W
mnabetoMm. [lo maHHBIM HEKOTOPBIX HCCIIEAOBAaTENed 3I0KAYECTBEHHBIE OMYXOJH OTMeYaluch y 5%
JIeTel.

KJIACCUOUKALIUSA
CymecTByeT HECKONbKO Kinaccuukaumii mMuacreHun. Hawubonee pacmpocTpaHeHa B MHpe
kaaccupukanua mo Occepmany (TpuHsATa Kak MexayHapomHas B 1959r. B Jloc-Amxkenece,
Moaudunmposana B 1971r. Occepmanom u [[>KEeHKHHBIM).
I'enepanuzosannas muacmenus.

MpuacteHus HOBOPOKAESHHBIX

Bpoxnennas muacteHus

JoOpokayecTBeHHAs ¢ OPTATBMOIIAPE30M HITH OPTaIbMOILIETHEH

Cewmeiinas meTckas

IOnomeckast MuacteHus
I'nasnas muacmenus:



IOnomeckas
Bspocnas
B.C. Jlo63unbM B 1960r. npeyioxkeHa kaaccHPUKANNA MUACTEHUH MO T€YEHHIO MATOJIOTHYECKOT0
npouecca:
1 — ocTtpoe Hauano ¢ OBICTPHIM pPa3BUTHEM CHMITOMOKOMIUIEKCA W B JalibHEHIIEM MeEAJICHHOE
MIPOrpeccCUpOBaHUe,
2 — ocTpoe Hadayo, 0ojee aauTenbHOe (0T 3 MecsleB 10 1 roga) pa3BUTHE CHHIPOMA, TEUCHHUE C
PEMHUCCHSIMU, HO HEYKJIOHHBIM IPOTPECCUPOBAHHUE,
3 — MOCTENeHHOE HAyao, MEIJICHHOE Pa3BUTHE HA MPOTSHKEHHH HECKOJBKUX JIET W MOCIIEAyIoIee
MEJIEHHO MPOTrpeECCUpYIOLEe TEUEHHE,
4 — Havayo ¢ OrpaHUYEHHON TPYIIIBI MBIIIL 1 MEAJICHHOE TIPOTPECCUPOBAHHE.
B 1965 r. A.T'. [TanoseiM, JI.B. loBremem u B.C. JIo63uHBIM pa3paboTaHa KjaaccH(puKAUs MUAACTEHUH
N0 JIOKAJM3AUMH MNATOJOTHYECKOr0 Mpolecca ¢ YYeTOM HapyLIeHHs] BUTAJIbHBIX (yHKUMI
(HapymieHNeM JIBIXaHUs U CePASUYHON NesITETFHOCTH):
1 - cenepanuzosannas:
a) 0e3 HapylIeHHUs BUTAIBHBIX QYHKIU, 0) ¢ HApyIICHUEM JIBIXaHUs U CEPACUHOMN NesITebHOCTH;
2 - n10KanbHAA:
a) suneBas Gopma (rasHasi, TIIOTOYHO-JIMIEBAs), 0) CKEJICTHO-MbIIeuHas Gopma: 0e3 HapylmieHUs
JOBIXaHUS U C HAPYILIEHHEM JIbIXaHHUS.
Hawnbonee ymoOHa mmsi mpakTHyecKoro Bpada kJaccuukanusi, npeaioxenHas B 1965 r. B.M.
I'extom. B Heli yuuTbiBaeTcsi xapakTep TEYEHHUs 3a00JCBaHUs, CTENEHb TCHEpaIH3aluu
MHACTEHHYECKOI'0 MPOLEecca, TKECTh JBUraTeIbHBIX PACCTPOMCTB U CTENEHb X KOMIICHCALUK Ha (OHE
WHTUOUTOPOB  alleTHIXOJMMHACTepa3bl (AXD), dYro mMOMOraeT JOCTaTOYHO TIOJMHO M TOYHO
c(hopMyJIMPOBATh IUATHO3.
Ilo xapaxmepy meyenus:
1. MwuacteHnueckue SMU307bI (OAHOKPATHBIM WM PEMUTTUPYIOIIEEC TEUYCHHE) — MPEXOISIIIe
JIBUTaTeNIbHbIe HAPYIICHHUS ¢ TOJHBIM perpeccom (10-12%).
2. MuacteHn4eckne cOCTOSHUS (T.€. CTAI[MIOHAPHOE TE€YEeHHE) — CTAI[MOHApHAs HEeMpOoTrpeccupyromias
¢dopma B Teuenne MHorux JieT (13%).
3. IIporpeccupyroliiee TeUeHHEe — HEYKJIOHHOE porpeccupoBanue 3aboneBanus (50-48%).
4. 3nokadecTBeHHas (opMa — OCTpOE HAa4alo U OBICTpOE HapacTaHWe HAPYHICHUS (YHKIUH MBIIII]
(25%).
@DopMBbI IEpexoIAIT APYT B IApyra.
Ilo noxkanuzayuu:
— JIOKaJIbHbIE (OrpaHMYEHHBIE) IPOLIECCHI: TIa3Hble, OyJIbOapHbIe, IUIEBbIE, KPaHUAIBHEIE,
TYJIOBHUIIIHBIE;
— reHepau30BaHHbIE IPOLECCH: TeHEpaTN30BaHHbIe 0e3 OynbOapHBIX HapyLIeHNH, TeHEepaIn30BaHHbIC
Y TeHEepaTN30BaHHbIE C HAPYIIIEHUEM JbIXaHUSl.
Ilo cmenenu madcecmu 08U2AMENbHBIX PACCIMPOLICNG:
- JIerKas
- CpEeIHEH TsKECTU
- TsDKenast
Ilo cmenenu Komnencayuu 08U2AMeIbHBIX HAPYUEHU Ha OHe UHSUOUMOPOS8 AYeMUIXOTUHICMEPA3bL
(AX0):
- TIOJTHAs,
- JI0CcTaTOYHas,
- HelocTaTouHas (TuToxas).



KINHUYECKASA KAPTUHA

IOBennbHasA ayronMmMyHHasi MuacTeHust rpasuc (FOMI)

CumnTomsl 00JIE3HW MOTYT pa3BUBaThCs B JIIOOOM BO3pacTe CTaplle OJHOTrO Toja, HO Haubojee 4acTo
MPOSIBIISIIOTCSL y JIEBOYEK B IMOIPOCTKOBOM Bo3pacTe. BapnabembHOCTh COCTOSHHSI MBIIII, XOPOIIas
MBIIICYHAS CHJIAa TIOCTE OTIbIXa W C1adOCTh Mociie (PU3MYECKON HArpy3Kd WM B KOHIE THS, T.C.
YTOMJISIEMOCTh — OTJIMYUTENbHAS YepTa MHACTeHH4YecKol cinaboctu. MlHOT/Ia aHaMHEeCTHYeCKHe JTaHHBIC
00 yTOMJIIEMOCTH OTCYTCTBYIOT WJIM HeompezaesieHHbl. Hauano 001e3Hr MOKET OBITh MOCTCIICHHBIM HITH
BHE3AITHbIM, OOBIYHO COIPOBOXKIACTCS TMOPAKCHHEM TJIa30JIBUTaTCIbHBIX MBI C JUILIONHEH,
odTampMOIIIETHeH W NMTO30M. JTH HAPYMIEHUS] MOTYT OBITh CHMMETPUYHBIMH, aCHMMETPUIHBIMHU HITH
onHOCTOpOHHUMH. OOBIYHO OTMeuaeTcsl CIa00CTh MBI JIUIA, OCOOCHHO KPYrOBOW MBIIIIBI TJa3a.
CrabocTh MPOKCUMATIBHBIX OTIEIOB KOHEUHOCTEH MOXKET pa3BUBATHCSA IPH JeOroTe 3a00IeBaHUS WIIH
no3xe. CpOKH MOPaKEHUS Pa3IMUHBIX TPYIII MBIIII] 3HAYUTEIBHO BApPbUPYIOT, HO HEPEIKO HAOIFOIaeTCs
paHHee MOpaKeHUE JBIXaTebHOW M POTOITIOTOYHON MYCKYJIaTyphl, TpeOyromel oka3aHUs HEOTIOKHON
noMmotn. B penkux cirydasx, koraa 00J1e3Hb MaHH(DECTUPYET MOPaKEHNEM HIDKHUX KOHEYHOCTEH, MOTYT
BO3HUKATh JUArHOCTUYECCKHE TPYIHOCTU. [JIyOOKHE CYXOXWIbHbIC pedeKChl COXpaHeHbl. [lpu
oOciemoBaHNM JeTEH C pPa3BHUBIIEHCS IBIXaTENbHOW HEJOCTATOYHOCTHIO MPH OTCYTCTBHH JIETOYHON
MATOJIOTHH HEOOXOJMMO yYUTHIBATH BO3MOXXHOCTH FOMI', make eciii OTCYTCTBYIOT JIPYTHE CHUMITTOMBI
9TOrO 3200JICBaHHUS.

AHamHe3, yka3piBaomed Ha Hannune KOMI', 00bpI9HO, HO HE Bcerja, MOATBEPIKIASTCS BBIIBICHHEM BO
BpEeMsl OCMOTpPa MBIIICUHON yTOMIIsieMOCTH. [lepBOHAYAIBLHO MBIIICUHAS CHJIa MOXKET OBITh HOPMabHOMN
WIA TIOYTH HOPMAITBHOH, W TOATOMY MBIIIEYHYIO CHIY HYXHO OIIEHWBATH N0 W TOCie (U3NIECKON
Harpy3ku. EcrectBenHoe tedernme IOMI' BapmabGenpHO. 3a0oneBaHWE CKIOHHO K MEIJIEHHOMY
MIPOrPECCUPOBAHUIO, HO C KOJICOAHUAMHU HapylIeHHOW QyHkiuu. C XpOHU3aIUeH IpoIiecca CUMIITOMBI U
c1abocTh MOTYT (DIIYKTYHpPOBaTh MEHbIIE. Muacmeruueckue Kpu3sbl ¢ yCUIEHHEM C1a00CTH U 0COOEHHO ¢
MOPaKEHUEM JIBIXaTeIbHOM MYCKYJNIaTyphl MOTYT pPa3BUBAThCS CIIOHTAHHO WM CJEI0BaTh 32
3a00JIeBaHUSIMH, TIPOTCKAIOIIMMU C TOBBIIICHHUEM TEMIICPATypPhl TEJNa; MPH 3TOM MOXET ITOHAI00UThCS
WCKYCCTBEHHAsl BeHTW IS, CMepTh HACTyNaeT OOBIYHO BCIIEJICTBHE COMYyTCTBYIOMIEH TEParleBTUIECKON
MATOJIOTHH.

YacTtoTa ciy4yaeB, IpU KOTOPBIX MNOPAXKEHUE OTPAHMYEHO TOJBKO IJIa30[IBUraTEIbHBIMU MBIIILIAMU
(erasnas muacmenus), CyleCTBEHHO OTJIMYACTCS B PA3JIMYHBIX MyOIUKAIUAX, HO, BEPOSITHO, COCTABIISCT
20-50%, u no 80% y manenbkux naereii B Kurtae. MyCK-MI' uwamie BcTpewyaeTcs y JKSHINMH, B
KITMHUYECKOH KapTHHE MpeodiiafgaeT c1adocTh IIIa30ABUTaTEbHBIX MBIIII U MBIIII] Yepera, OTMEYatoTCs
JacThIe pecruparopubie Kpusbl. Pazmuams mexay MyCK-MI' u AXP-MI erre npeICTOUT BBISICHUTb.
Tpan3uTopHasi HeOHaTaJIbHast (popMa (MHACTEHHST HOBOPOKACHHBIX)

IIpun HeoHaranpbHOW (opMEe MHUACTEHHUYSCKUH CHHIPOM HMEET NpeXoasimui xapakrep. KimHuveckue
MIPOSIBJICHHSI BKJIFOYAIOT OOIIYI0 MBIIICYHYIO THUIIOTOHHIO, CIAOBI KPWK, 3aTPyJHEHHOE IBIXaHUE WU
CcOCaHue, BO3BMOKHO Pa3BUTHUE ITO3a, aAMUMHUHU, TJIA30ABUTATENbHBIX HAPYIICHUM, pacCTPOUCTB TTIOTAHMUS,
CHW)KEHHE TIyOoKux pediiekcoB. Jloka3aHOo, 4YTO MNPEXOASAIIMH MHACTEHUYECKHH CHHIPOM,
MPOSIBISIIOIINIICS Y TaKuX JAETed B NEpBble AHHU KU3HU U MpoJoJDKaroluiica B TeueHue 1-1,5 mec.,
00yCIIOBIIEH IEPEHOCOM uepe3 IIalleHTapHbIi Oapbep antuten kK AXP ot maTepu.

Bpo:kneHHble MHACTEHHYECKHE CHHAPOMBI (Ta0.1.2).

Tabauna 2
Krnaccudukaius BposKIeHHBIX MUCTAHHYECKUX CHHAPOMOB
Paccmpoiicmso I Hetipoguzuonoeus | Knunuveckas kapmuna | I'enemuxa
INPECUHANITUYECKHUE
Bpoxnennsle MuacteHnueckue | JleKpeMeHTHBI OTBeT | ONM301M4EcKOe allHOD MM OCTAHOBKA ABIXaHMS B J1000€ Myrarus rexa,
CHHJIPOMBI C 3IH30{HIECKHM BpeMsI I10CIIE POXKICHNUS, YaCTO CIIPOBOLIMPOBAHHOE KOAUPYIOIIETro
amHod nadekuueit. OdranpMoniernst BCTpe4aeTcst He4acTo. XOJIMH-




Jpyrue cuHIpOMBl CO
CHIDKEHHEM KOJIMYEeCTBa
BBIOpOCA AIIETUIIXONNHA

O hekTuBHBI 6I0KATOPBI XOIUHICTEPA3bl, COCTOSIHAE
YIIy4IIAeTCsl C BO3PACTOM.

V ogHuX GONBHBIX HAIIOMHHAET MUACTEHUYECKUH CHHIPOM
JlamGepra-HToHa, y Apyrux nposBisieTcs Jerkoil aTakcuen
WM MO3KEUKOBBIM HHCTarMOM.

anetunTpancdepasy

CUHANTUYECKHE
Henocrarounocts MemOpanHoit | IloBropsromuiics u Yacro Tspkeras ¢ odraabMoIUIerieii u ciabocThio, MyTanus reHa
AIeTUIIXOIUHICTEPA3HI JeKpEeMEHTHBIN 0COOEHHO OCEBBIX MBIIIL. MeuIeHHas 3pauKkoBast peaKius COLQ,
CIIAM mipu HAa CBeT. KOJUPYIOLIETO
€AMHUYHOI [IprMeHeHHe GJI0KaTOPOB XOJIUHICTEPA3bl HEIPHEKTUBHO KOJITareHOBBII
CTUMYJISILIN HEpBa WITH BBI3BIBACT YXYAIICHUE COCTOSHHS. «XBOCT»
aIeTUIIXOIUHICTEPA
36l
TINOCTCUHAINITUYECKHUE | HemocraroyHOCTh
PELEenTopoB,

aHOMAJIMU KUHETUKH
WJIH HapylIeHne
TPYNIIHPOBKU
PELEenTOPOB.

Henocratounocts AXP

EnuHWYHEBINH OTBET

TsKECTh OT JIETKOM 10 TsKenoi. Pannuii nedror. Itos,

MyTauuu reHoB

o ransMoruIerus, opodapHHreasbHbIe CHMITOMBL, cyobenunun AXP
¢1a00CTh KOHEYHOCTEH.
MoskeT yaydiaTthces Ipu J1edeHnn onokaropamu ALIXD u
3,4-JAIlL YmMepeHHas HHBAIHIU3ALISL.
Anomanuu kuHetuku AXP:
A. CHHIPOM MEJICHHBIX TlosTopusie CITIAM Bospact nebrora u TsokecTs BapuabenbHbl. CelleKTUBHAS OObI4HO
kaHainoB (CMK) MPU OAMHOYHOM ¢1a00CTh MBI LIEH, JIONATKU 1 pa3rudaTesei najibles. ayTOCOMHO-
CTUMYJISLIN HEpBa Jlerkast opranpMoIuiernusi. MoxeT yXyAIaTses Ipy JOMUHaHTHOE.
npuMeHeHnH 6iokatopoB AIIXD. [IpuMeHSIOTCS XMHUINH Ormcano
U (DITyOKCETHH, HO BBICOK PUCK TSKEIBIX MOOOYHBIX ayTOCOMHO-
3¢ pekToB. peLecCuBHOE
HacJIe/l0BaHNe.
B. Cunjpom GbICTpbIX BapuabenbHblii (eHOTHII, OT JIETKOTO JI0 TSKEIIOTO. Paznuuneie
kaHanoB(CBK) D¢ dexrurHb GiokaTopel ALIXD MoHO win ¢ 3,4-JIATIl, HO MyTalUU TeHOB
orMcaHa CMEpTh JIBYX JeTel Iociie Havyaja puéma, XoTst cyowsenunaul AXP

npuuuHa cMepTH u3-3a 3,4-J1AIl He noka3aHa.

Anomanuu arperauun AXP:
HEJIOCTaTOUHOCTD
MeMOpaHHOTOparcuHa

A. Pancun-P/l (panHuii 1e6ror)

B. Pancun T1/1 (mo3mHuit
ne6roT)

YacTo HOpMabHAas
HCH

Jlerkwmit apTporpHIo3, rUIIOTORMS, Opo(apHHTeaTbHas
IuchyHKIHMS, SIU30IMYECKHE alTHOY I OCTAHOBKA
JIBIXaHUS C POKJICHHUS, Y HEKOTOPBIX — JIMLIEBOMH
JreMopGu3M, oranbMorIerus — peako. ek THBHBI
6nokaropsl AXP mono min ¢ 3,4-J1AIl

Jle610T B MOAPOCTKOBOM MIIM B3POCIIOM BO3pacTe.
OnmbounsIif 1rarao3 ceporneratusHoit MI'. DddexTuBHBI
osokatopel ALIXD.

JIpyrue

Mpbieunas penenTopHas
THPO3HHKHHA32

JlekpeMeHTHBIH OTBET

JleGroT B HeoHaTalbHOM niepuoje. [1To3 1 pecriupaTopHbIit
JHCTpecc.

Myranuu rena
KOJIMPYIOIIETO
MBILIe-
CrenU(pUIECKYIO
PELENTOPHYIOTHPO3
HMHKHHA3y

(MuSK)

SCN4A (Nav.1.4) natpueBslit
KaHaJ

JlekpeMeHTHBIH OTBET

II103, c1a60CTh, PELUANBHPYIOIIHE IbIXATENbHbIC 1
OynbOapHbIe TapaTHIn

Myranuu rexa,
KOZUPYIOLIEro
BOJIBTAX-
3aBHUCHMbIE
HaTPHUEBBIE KaHAJIBI
SCN4A (Nav.1.4)

AXP-aneTnnxonnHOBBIN perentop; Omokatrop AXD — GuokaTtop arermixonuadcTepassl; CIIJIM — cymMMapHBIH mOTeHIHaT

nevictBus Mpiner; 3,4-JJAIl — 3,4-muamuHonmpunus; UCH — urepanuonHas ctumynsius HepBa; MIT — MHAacTeHUS TpaBuC.

Bpoxnennsie muacteHndeckne cuHApoMbl (BMC) — reHeTndecku OeTEepMUHHPOBAHHBIE, HEAHTHTEN-

OMMOCpCAOBAHHBIC paCCTpOﬁCTBa HepBHO-MBIH_IC‘IHOI\/JI nepeaayu, 0OBIYHO ,Z[G6IOTI/Ipy10T B HCOHATaJIbHOM

MEepPHUO/Ie WM B TEUCHHE MEPBOTO M BTOPOTO ToAa Ku3HH. AHatomuuecku BMC moryTt pa3BuBaThCs

BCJIEJCTBHE

MOJIEKYJSIDHOTO ~ JlepeKTa TMPOTEHHOB

Ha TMPECUHANITHYCCKOM,

CHHAIITHYCCKOM H

MOCTCUHAIITUYCCKOM YPOBHE; M3BCCTHO MHOI'O BBI3BIBAIOIINUX 3TH I[e(i)eKTBI TCHHBIX MyTaL[I/IfI. PG,I[KO

0oyie3Hb NIeOIOTUPYET B CTaplieM JETCKOM WM JIa)Ke BO B3pPOCIOM BO3pacTe, B 3TOM CIyYae 4acTo

CTaBUTCS OIIHOOYHBIN JAHUarHo3 CepOHCFaTHBHOﬁ aYTOI/IMMYHHOﬁ MHACTCHUU T'paBUC. Knunnueckas

KapThHa TCTCPOrCHHA.

HepBBIMI/I HapymceHussMu MOI'YT OBITh CHIDKEHHE Z[BI/I)KCHI/Iﬁ mioga Hu
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apTporpuno3. B HeoHaTanbHOM IepuOJe 4YacTo IMpeoliIajaroT TPYAHOCTH INPU KOPMIIEHHH, ci1aboe
COCaHHME U TUXUH KpPUK, NTO3 U 0(QTaIbMOIUIEIHs, C1a00CTh MBIIILL JIMLA U FeHEepaIu30BaHHAas cIa0oCTh.
Onwucanbl JEeTKWH JWIEBOH aucMopdu3M H BbicOKoe HeOo. Ilo3ke MOryT oTMmeuaTbes 3alepikKKa
JIBUTATEIHHOTO PA3BUTHS, (DIYKTYHUPYIOMIMA NTO3 ¥ OPTAIEMOIUIETHs, OpodaprHreanbHas TuChYHKIIHA,
TpeOyrolas KOpMIICHHUS uYepe3 30H] M3-3a OMAaCHOCTH achupalud, clabocTh M yTOMISIEMOCTb. Taxke
MOKeT HabmoAaThCs ckoano3. Cepbe3Hol MpobIeMoii ¢ pOXKAECHHS U MO3KE, B MIIaJICHYECKOM BO3pacTe,
MOTYT CTaTh YIPOKAIOIIME XU3HHU AMH30Abl IbIXaTeNbHONW HEAOCTATOYHOCTH C BHE3AIHBIM alHOd U
UaHo30M. YacTo 3TH 3MU30bl MPOBOLUPYIOTCS JETKUMU WHPEKIHUAMHI WU IPYTUMHU COIMYTCTBYIOIIUMHU
3a00JI€BaHUAMH, M SIBISIOTCS OTJIMYMTEIbHBIM IPU3HAKOM COCTOSIHMA, HaszbiBaeMoro ceidac BMC c
SMHU30AMYECKUM aIHO), paHee CUNTABILIEHCs CEeMEHHON MUaCTeHUEH MIIaICHIICB.

Jo HacTosiero BpeMeHH! 3TH CHHIPOMBI U3YYEHBI HE TMOJHOCTBIO, MOCIEeIHUE JOCTIKEHHS MO3BOJISIOT
co3z1aTh 60sIee COBEPIICHHYIO KIaCCU(PHUKALUIO U BEISIBUTH KOPPEIALUHN (PEHOTUIT-TE€HOTHII.

Takum 00pa3oM, OTIMYHEM BCeX CHMITOMOB MHACTEHUH SIBJISIETCS] JMHAMHYHOCTH B TedeHHe
CYTOK, YCHJIEHMe I0C/JIe HArPY3KH, 00paTUMOCTh WJHM YMEHbLIEHHE CTeNeHM HX BbIPayKeHHOCTH
nocJje OTAbIXa.

Ocoboe cocTosiHuE — MHACTEHHYECKUH KPU3, IPX KOTOPOM T10 Pa3HBIM MPUYUHAM MPOUCXOTUT PE3KOe
YXyAIIEHHE COCTOSHUSI C  HapylmIeHWeM  BUTAIBHBIX  (QYHKOHHA. MONEKyIapHOW  OCHOBOHU
MHACTEHHYECKOTO KpH3a, BEPOSTHO, SIBIACTCS PE3KOEC YMEHBIICHHE KOJIMYECTBA (PYHKIMOHHPYIOUIHX
AXP BcleacTBUE MacCUPOBAaHHOM aTaku UX ayToaHTUTeNdaMu. YacTo MHACTEHHUYECKH Kpu3
MpoBoIHMpyeTcss OpoHXoneroyHod wH(peKImel, a B psne ciaydaeB Ha (oHe Kpusa pa3BUBASTCS
MMHEBMOHUS, M TOT/Ia HapyIICHHUS JbIXaHWS MOTYT HOCUTH CMEIIaHHBIA Xapaktep. JuddepeHunpoBath
MHACTEHUYECKHHA KpHU3 OT APYIHX TSKEIBIX COCTOSHHUM, COINPOBOXKAAIOIIMXCA PECHUPATOPHBIMU
paccTpoiicTBaMH, MOXKHO TI0 HaJHUYUIO OyIb0apHOr0 CHHAPOMA, THIIOMUMHH, MTO33, aCHMMETPHYHOTO
Hapy>KHOTO O TaibMOIape3a, CJIa0OCTH U yTOMIIIEMOCTH MBIIIII KOHEYHOCTEH U IIeH, YMECHBIIAOIIMXCS
B OTBET Ha BBeJIeHNE MHTHOUTOpoB AXD.

Crnenyer oTnuuaTh MHACTEHHYECKHH KpU3 OT XoruHepeuyeckozo (Tadbi. 3), KOTOPBIA pa3BHBaeTCS MpPU
M30BITOYHON J103e UHruOuTOpoB AXD. OOIMMH CHMOTOMaMH KPH30B SIBIISIETCS] BBIpKEHHAs Cl1a00CTb
MPOM3BOJIBHOM MYCKYNATyphl C HapylIeHHEM JIbIXaHusi U OynbOapHBIM CHHIPOMOM, TICHXOMOTOPHOE
BO30YKJICHUE M HAPYIICHNE CO3HAHUS (COIOp, KOMa).

Taomnuua 3
OTanunTEIbHbIE CUMIITTOMBI MHACTEHHYECKOTO U XOJIMHEPTUIECKOTO KPU30B
MuacreHnuyeckmii Kpu3 | XosuHepruyecKuii Kpu3
M-xonunepeuyeckue (6ecemamusnvie) CUMNIMOMbL
-CYXOCTb CIIH3HCTBIX -CIIe30TeueHNe, OpOHXOpEs, PHHOPES.
-TyCTas CJIIOHA -)KHMJIKas CJIFOHA
-MHUIpHa3 -MHO3
-TaxXuKapIus -Opaaukapans
-TIOBBIILIEHUE apTEPUAILHOTO JABJICHUS -TIOHWKCHUE apTEPUATBHOTO JIaBJICHUS

-TOIIHOTA, pBOTA, KUIICYHAsA KOJIMKA, JKHUJIKUH CTYJI, NOJINYpHUs

H—xozzuHepzulteCKue CUMNNOMBbL

-TI0JIOKUTENIbHAs PEaKLUs Ha BBEJICHUE -yXyALICHUE COCTOSHMS Ha BBEJCHUE aHTUXOJIMHECTEPa3HbIX
AHTUXOJIMHECTEPA3HBIX NIPENAPATOB npenaparoB

-(acuuKyIIpHBIE OAEPTHBAHUS MBIILIL]

-KpaMIIM, TPEMOP MBIIII]

-3MHIeNTH(OPMHBIE CYyIOPOTH

CMmenranHple (MHACTEHHMYECKUH + XOJIMHEPTUUYECKUI) KPU3bl BCTPEUAIOTCS Y OOJMBHBIX MHACTEHUEH TpH
HETPaBUIILHOM ITpreMe ¥ / WK N3HAYAIbHO Y3KOM JTHANa30He TePareBTHISCKUX /103 HHrHOUTOpoB AXD,
a Takke Ha (OHE COCTOSHHM, BBI3BIBAIOUIMX OOMIYIO WJIM MBIIIEYHYIO cIabOCTh PasnyHOro TeHe3a
(MHTEpKYppEeHTHBIE WH(EKIHH, COMAaTHYeCKHe, TOpPMOHAJbHBIE HapyLICHUS, NpUEM MpenapaTos,
BIIMAOLINX HAa COKPATUTEIbHYIO (DYHKIMIO IPOM3BOJIBHBIX MBIIII U AP.).




JUATHOCTHUKA

,Z[I/IaI‘HO?; MHUACTCHUHN CTaBUTCA HAa OCHOBAHWU AHAMHECTUYECCKHUX NAHHBIX, KIHHHYECKOro oCMoOTpa,

MOJIOKUTEJbHOI Npodbl ¢ uHrudouTopamMu AXD, 3J1eKTPOoPH3NOIOTHIECKOro o00C/IeT0BaHMS,
AUHAMHYECKOT0 HAOII0ICHNS.

[Ipu cOope aHamHe3a oOpaiialOT BHUMaHHE Ha W3MEHYMBOCTH CUMITOMOB B TE€UYEHHE CYTOK,
CBSI3b UX C HArpy3Koi, HaJM4Me YAaCTHYHBIX WM MOJHBIX PEMHUCCHH, 0OPaTHMOCTh CUMITOMOB
Ha ¢oHe mpuema HMHrHOMTOpoB AXD (Ha BpeMsi UX JeicTBUS) M Ha (DOHE aJeKBaTHOU
MMMYHOCYIIPECCUBHOM TEpaIuu.

Kinunundeckuii 0cMOTpP JOIKEH BKJIFOYATh UCCIEI0BaHUE OOLIEr0 HEBPOJIOTHUECKOTIO CTaTyca, a
TaKXe IPOBEPKY CHJIbI IPOM3BOJIBHBIX MBI JIMIA, [I€U, TYJIOBHUILA U KOHEYHOCTEN [0 U 1Ocie
Harpy3ku (oreHka cuibl B 6amnax, rae 0 — OTCyTCTBHE CHIIBI, 5 — CHila JaHHOW TPYIIBI MBIIIIT
30pOBOTO 4enoBeka). OOHMM M3 CaMbIX BaKHBIX KJIMHUYECKHX TECTOB MAJS TUArHOCTHKH
MUACTEHUU SBJSIETCd HalW4Yhe CHHAPOMAa MNATOJOTMYecKOil MBIIICYHOH YTOMJISIEMOCTH!
HapacTaHHEe CHMIITOMOB IOClie Harpy3ku. Hampumep, HapacTaHue NTO3a, I1a30JBUTaTeNIbHBIX
HapyLeHnH NpH (YUKCALK B30pa, OCIE 3aXMYPUBAaHNS; CHIPKCHUE CHJIBI B OTIENBHBIX IPYIIax
MBIIII] [TOCJIE MOBTOPHBIX AKTUBHBIX JABIKEHHUH B HCCIETyeMOil KOHEUHOCTH, MpUCEIaHUH MU
X0Ab0BI; MOSIBIICHUE WM HApaCTaHWE PEUYEBBIX HAPYLICHUH MPU CUeTe, YTEHUHU BCIyX U T.O. Ilpu
3TOM HE€ BBIABISIETCA HHMKAKUX CHMIITOMOB OpPTaHMYECKOTO IMOPAaKEHUs HEPBHOM M HEPBHO-
MBIIIEYHOH CUCTeMBI (TP OTCYTCTBHM COMYTCTBYIOIIMX 3a00JI€BaHUI): HET HapyLICHUH B
pedIeKTOPHON U KOOPAWHATOPHOU cepe, coXxpaHeHa YyBCTBUTEIBHOCTh, B TUIIMYHBIX CIy4asx
OTCYTCTBYIOT MBIIIICUHBIE aTPOQUH, COXPAHEH MBIIICYHBIA TOHYC.

IIpuMeHeHHe  aHTHUXOJIMHAICTepPa3HbIX mnpenaparoB. CrnenuuyeckKMM  TECTOM IS
JMUATHOCTHKH MUACTEHUH ABIISIETCS Mpoda ¢ uHruouTopamMu AXJ: HEOCTHTMUHAMETHICYIb(AT
(xon ATX: NO7AAOQ1, Ilpozepun), nupunocturmuHa rugpoxiopun (xkog ATX: NO7AA02,
Kanmumun). Ilocine BBeAeHUs OJHOrO U3 3TUX MpenaparoB 3QekT HaOmoaaeTes B OJHON WU
HECKOJIbKHX OcJabfieHHbIX Mblnnax. Haubonee yacto npoBoxutcs npoda c IIpozepunom. [lo3za
noxoupaeTcss UHAUBHIYadbHO M3 pacyera 0,125 Mr/kr Maccel Tena (OPHEHTHUPOBOYHO: 1,5Mi
0,05% pactBopa — npu macce Tena o 70kr u 2mia — npu Macce Tena Oosnee 70Kr WM MpH
BBIPOKEHHOM reHepan30BaHHON CJIa00CTH MBI KOHEYHOCTEH Oe3 ydera Macchl Tena). MoKHO
n30path 000 MapeHTepaNbHbBIN MyTh BBEACHUS IperapaTa, HO OOBIYHO JEJIASTCsl MOAKOKHAS
nnbekusa. OnenuBaercs neictsue npenapara depe3 30-40 muHyT. IlosmokuTEIBLHONW MOTHOMN
npoda cyuTaeTCs NPHU BOCCTAHOBICHUM MBIMICYHOW CHIIBI JO 5 Oa/ulIoB C KOMIICHCAIMEH
OynbOapHBIX U IJ1a30ABUIaTEIbHBIX HAPYIICHUH, NOJ0KMTeIbHONH HEMOJIHOM — IPU HApaCTaHUU
cuiiel Ha 1-2 Oanya, HO 03 MMOJTHOTO ee BOCCTaHOBJICHHUS U (WJIN) COXPAaHEHHH PelyLIUPOBAHHOTO
Oynp0apHOTO MM TJa30J]BHrateibHOro jaedexra. YacTHuHasi KOMIEHCANMS 3aKIIOYaeTCs B
M30MpaTeIbHOM ACUCTBHM MHIMOUTOPOB AXD Ha OTAENbHBIE TPYMIIBI MBI, KaK MPaBHIO, C
HapacTaHHEM CHJIBI TPOHW3BOJBHBIX MBI Ha 16amn. Beigensercs CcOMHHUTeJbLHAas
NMpo3eprHOBast MP06a, KOIAa OTMEUAETCS HEKOTOpasl MOJIOKUTENbHAsA JUHAMUKA B OTHOIIEHUH
OTJENBHBIX CHUMITOMOB (yMEHBIIEHHE MNTo3a Ha |-2MM, HEKOTOpPOE YBEJIMYEHHE o0beMa
NMBIKCHUW TJIAa3HBIX S0JOK, HECKOJNBEKO Ooyiee 3BOHKHU TOJIOC, BIEYATICHHE O HEKOTOPOM
HapacTaHUM CHJIBI MBI KOHEYHOCTEH U T.1.

Ecnm nmarHo3 MMacTeHWH BBI3BIBAET COMHEHHS, TPEOyeTCs MTWHAMHUYECKOE HAOIIOJCHHE, MPOBEACHUE

npobHoro xKypca uHruOuTopoB AX3J (KanuMmuH B coderaHuH C mpenapaTaMu Kajisi — TOJIBKO CTPOTO

n30eras XOJMHEPTHYECKUX pPeakilvii), MOBTOPHOE KIMHUYECKOe U 3eKTpomuorpapudeckoe (OMI)

o0clieg0BaHueE.

HUrepanuonnasa crumyasiuus Hepsa (MCH) mno3BosisieT BBISIBUTH JJIEKTPUYECKYIO HEPBHO-
MBIIIEYHYO0  Onokany. CyMMapHblE TOTCHIUANBl JEHCTBHS MBIIIBI  (PUKCHUPYIOTCS  C
MMOBEPXHOCTHBIX AJICKTPOJIOB, JIYUIIIC HAJ CIA00W MBIMIIEH; 4acTOTa CTUMYJIAINK HepBa 311 u
5T CHmkenue aMuTyasl 6onee ueM Ha 10% B IPOMEXKYTKE C TPETHETo IO IMATHINA TOTCHIIUAT
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CUUTAETCS MOJIOKHUTENbHBIM PE3yJIbTaTOM. DTOT TECT BBI3BIBAET CTPECC, OCOOCHHO Y MaJeHbKUX
JeTel, ¥ I0ATOMY AOJIKEH BBIIOIHATHCS IHaasie. TeXHNUeCKHue TPYAHOCTH Y MaJIeHbKUX AeTeH
TaKXe COCTaBJIIOT MPOOJIEMY, M TO3TOMY IEpe]] TeM, KaK OOBSBISATH TECT MOJOKUTEIBHBIM,
HYXKHO OBITh IIOJHOCTBIO YBEPEHHBIM, 4YTO CHIDKCHHME aMIUIUTYAbl HPOHMCXOAMT IIO
MuacTeHnyeckoMy Tumy. OpHoBosokOHHass OMI, mo3BosAOmas BBIIBUTH  YCHIIEHHOE
«OpO’KaHHe» TMpPH COKPAIlCHWH TMap BOJIOKOH, SIBJsieTCS Oojiee YyBCTBUTEIBHBIM, 4YeM
knmaccuueckas VCH, HO TpyaHOBBIMONMHMMBIM y geteir metogoM. Hopmampnas HWCH we
uckiItogaer auarsosa KOMI'.

e Onpenenenne antutes. Anrutena Kk AXP BeusBisrorcs y nmereit B mpenenax 60-80%. B
mpermyOepTaTHOM BO3pacTe TeCcT NOoJoxHuTeneH npuMmepHo y 50% nereir. Tutp aHTHTEN
CHIDKAETCSl y YCIEIIHO MpPOJICUYEHHBIX MalMeHTOB. M3 cepoHeraTuBHBIX Ha aHTUTena k AXP,
okos10 40-50% ceponeratuBHbl Ha antutena kK MyCK. Boiee BbicOkas yacToTa HalnW4us 3THX
AQHTUTENl y JAeTel TOYHO HE YCTaHOBJIEHAa, HO OHM MOIYT IIPUCYTCTBOBaTh IPHU Hayaie
3a00JIeBaHUs B paHHEM JICTCKOM BO3pacTe.

e B /MarHoCTHYECKH CIIOXKHBIX CiIydasXx MPOBOIUTCA MopdoJiornyeckoe ucciaeJoBaHue
MBILIEYHOT0 OuonrTara (CBETOBas, OJJIEKTPOHHAS  MHKPOCKONMSA, THCTOXMMHYECKOE,
UMMYHOTHCTOXHMHUYECKOE, UMMYHO(IYOPECICHTHOE W JpPYyrHe BUIbl BU3YAIBHOTO HW3yUYCHHUS
HEPBHO-MBIIIEYHOTO COECOMHEHHUS U OKPYXAIOIMX ero TKaHel). OCHOBHBIE KaueCTBEHHBIC H
KOJINUECTBCHHBIE H3MEHEHHS MPH MUACTEHHH OOHApY)KMBAIOTCSI B MNOCTCHHANTUYECKOU
MeMmOpane, kotopast cofepkuT AXP, u B cTaguu pa3BepHYTOH KIMHHUYECKOW KapTHHBI YHCIIO
AXP cumxaercsa 1o 10-30% oT HOpManbHBIX 3HAYCHUH, MafaeT UX MJIOTHOCTb. JlecTpyKTHUBHbIE
U3MCHCHUA HBHFHTCHBHOﬁ KOHHCBOﬁ INTaCTUHKHN COYECTAlOTCA C (I)OpMI/IpOBaHI/ICM HOBBIX
CHHAIITUYECKNX KOHTAKTOB 3a CUET pa3pacTaHus TEPMHUHAIM aKCOHa ¢ 0Opa3oBaHMEM HOBBIX
CHHAIITHYECKUX (Yalle «HEe3peJbIX») CKIAIOK, T.. OJHOBPEMEHHO MPOUCXOIAT IPOLECCHI
JECTPYKILIUU U pEreHEPaLIUU.

AnTuxosundcrepasHelii Tectr u MCH He 001agal0T BBICOKOH YYBCTBHUTEJBHOCTBIO U
crenn(pUYHOCTHI0, TOTAA KaKk HaJn4uue aHTuTe]a K AXP cienmuyHo 111 MMacTeHUM IpaBucC.

TpaH3uTOpHasi HeoHATAJIbHAS (popMa (MUHACTEHUS] HOBOPOKIEHHBIX)

KnvHnveckne CHUMOTOMBI TO3BOJISIIOT —MOCTABUTHh IMPAaBWIBHBIA JIHArHO3, €CJIM HM3BECTHO O
CYIIECTBOBAaHMHM MHACTEHHH Y MaTepH, HO 3a00JeBaHHE MaTepPH MOXKET ObITh HEIMAarHOCTHPOBAHHBIM
WIA TIPOTEKaTh OeCCUMNTOMHO. JIMarHo3 MOATBEP)KAAETCSl MPHU BHYTPUMBIIICYHOM WM TOJKOKHOM
BBeneHnn Heocturmuua wmermincynbdara (Kom ATX: NO7AAO01, Ilposepun); MUCH Taxke Moxer
BBITIOJIHATBCS JUIS TIOATBEPKACHHS JMarHo3a, HO €€ IPOBEJCHHE B 3TOM BO3pacTe TEXHHYECKH
3aTpyIHUTEIBHO M Oone3HeHHO. [lJis NMAarHOCTWKHM, a 3aTeM | JUI JIeUeHHs, NpPEANOYTHTEIbHEe
npumenats Heocturmmuna wmetmncynsgar (kox ATX: NO7AAO0L, Ilposepun), ocoOeHHO mepen
KOPMJIEHHEM, TaK KaK ero ekt npoaomkaeTcs A0JblIe, YTO AaeT OOJIbIe BpEMEHH A1l 00CIeJ0BaHMs
(mampumep, paszoBas mo3za 0,1 Mr mepex KOpmileHHMEM, a JONOJHHUTEIBHBIE JO3bI - TIO Mepe
HEOOXOIMMOCTH).

BpO)KIIeHH]:Ie MHACTCHUYICCKNE CUHAPOMBI
I[I/IaFHOCTI/IKa OCHOBBIBAETCS HAa KJIMHHYCCKOMN KapTUHC U TCHETUYCCKOM HCCIICAOBAHUN (CM. TalII. 2)

JNOOEPEHINAJITBHASA TUATHOCTHUKA

Haubomnee vacto onmboyHast MOCTAHOBKA JMArHO3a MHACTCHHUHN CBSA3aHA ¢ HATMYKMEM MTO3a U Pa3THIHON
CTEMEHBI0 BBIPAYKEHHOCTH TJIA30/IBUTATENBHBIX PacCTPOUCTB. HeoOXOMMMO WCKITIOUEHHE CIIEAYIOMINX
3a00JICBaHUIA:

- OSHOOKPUHHASL OPMANbMONAMUSL,
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- OKY0GhapuHeeanvbHas Mblueynas OUcCmpopusi,

- PACCeaHHblIL CKepOo3;

- cunopom Duwepa;

- bomyauzm;

- cunopom Tonocvl-Xanma,

- MUMOXOHOPUATbHBIE YUMONATHUU,

- KOHeeHUmMAaibHble MUACMeHu4YecKue CUHOPOMbL U Op.

Byne6apHble TposiBICHUS MHACTCHUHU cieAyeT AuddepeHIpoBaTh ¢ COCYAUCTHIMH U OIyXOJEBBIMH
MOPAKCHUSMH MO3Ta, /IS KOTOPBIX THUIHUYHBI BBIPAXKEHHBIE OOIIEMO3TOBHIE CHMIITOMBI, a TaKXKe
OTCYTCTBHE AMHAMUYHOCTH HapYyLUICHUH U PEaKlUK Ha BBEJCHHE aHTUXOJIMHICTEPa3HBIX penaparos.
WHorna 3HauuTeNbHBIE TPYIHOCTH BO3HHKAOT NMpu AuddepeHIHaIbHON JUArHOCTHKE MHUACTCHHU H
b6oko8o20 amuompoguueckozo ckieposa (BAC), pu KOTOPOM B HEKOTOPBIX CIIydasxX BO3MOXKHBI HE
TOJIBKO KJIIMHMYECKHE CUMIITOMBI MHACTCHUH, HO ¥ HapyIIEHHsI HEPBHO-MBIILICYHON Nepeayn U PeaKIuu
Ha BBEJCHHE AaHTHXOJMHICTEPA3HBIX IMperaparoB. B Takmx ciydasx MpaBUIBHBIA IHATHO3 MOYKHO
MOCTaBUTh TOJIBKO Mocie npoBeaeHuss OMI', BeIABISONICH MPU3HAKU JCHEPBALMM U PEUHHEpBALUH, a
TaKKe Hanuyue OOJIBIIOTO KOJMYECTBA TOTEHUWANOB (acuuKyisiuui, xapaktepHbix it BAC.
JpixaTenpHBIE paccTpOiCTBA W KPHU3BI NPU MHACTEHHH cienyeT nuddepeHmupoBaTs C CUHOPOMOM
Tuiiena-bappe (CI'B), nis KOTOPOro XapakTepHa ape(IieKCHs, HapyIIeHHe COCTaBa JIMKBOPa, OTCYTCTBHUE
HapyIICHWH HEPBHO-MBIIIICYHOH Iepeiauil U PeakIny Ha BBEJICHNE aHTHXOJIMHICTEPA3HBIX MTPETaparoB.
CnaboCTh MBI TYJIOBHINA W KOHEYHOCTEH y OONBHBIX MUacTeHreH nuddepeHnupyoT ¢ pa3InIHbIMI
(hopMamMu BpOXKIEHHBIX U IPUOOPETEHHBIX MUONAMULL.

Muonatndyeckuii mporecc, Kak MpaBUJIO, XapaKTEepPHU3yeTCs OTIMYHBIM OT MHACTEHHH XapaKTepoM
pacrpenencHus JBUTATENBHBIX PACCTPOMCTB: OTCYTCTBHEM (32 PEIKUM HCKIIOYCHHUEM) TPH3HAKOB
MOPaKEHHUSI DKCTPAOKYJSIpHOW U OyiapOapHOW MYCKyNaTrypbl, JAbIXaTeIbHBIX HapylIeHWH; darle
COTIPOBOX/IAETCSl CHIDKEHHEM WM OTCYTCTBHEM CYXOXUJIBHBIX PEeQIIEKCOB, Pa3UYHON CTENEHBIO
BBIPRKEHHOCTH MBIIIEYHBIX aTPOQUii.

KimHngeckre CUMITOMBI, HAITOMUHAIOIINE MUACTEHUIO, BO3MOXKHBI U TIPU APYruX (Gopmax HapymieHus
HEPBHO-MBIIICYHON TIepelaun, TakuX, Kak cunopom Jlambepma-Hmona u Oomynuzm. W ecmm ans
curgpoma JlamGepra-MToHa HE TUIMTUYHBI DKCTPAOKYJISIpHBIE, OyIb0apHbIe W JbIXaTelbHbIe HAPYIICHHUS,
TO UMEHHO OHHM COCTaBIIIIOT OCHOBHOE KJIMHHYECKOE SIpO OOTyNM3Ma. XapakTepHbIe Ul CHHIPOMA
JlamGepta-MToHa c€1abOCTh W YTOMJISIEMOCTh MBIIII TYJIOBHIA M KOHEYHOCTEH NpU OOTyJIHM3Me
BEISBIISIFOT OTHOCUTENLHO penko. [[imst ob6enx popm xapakTepHa THITO- WK apeQIIeKCHsl.

OddexT oT BBeACHHA AHTUXOIWHAICTEPAa3HBIX TMpemapaToB Tmpu cuHApome Jlambepra-HToHa
MUHHMAQJIBHBIA, a TpH OOTyjJIM3Me OTCYTCTBYeT. HapymieHus HEpBHO-MBIIIEYHOH Iepenadn
XapaKTepU3yITCSd CHIKEHHEM HCXOJHOW aMIUUTyIbI M-0TBeTa M €€ CYyIIECTBEeHHBIM YBEINYCHHEM B
npoIecce BBICOKOYACTOTHOH CTHMYJSIIMKM (MHKPEMEHT) WM IOCTe MaKCHMAILHOTO IPOU3BOJILHOTO
YCUIIHAL

B nenom cienyer mogu4epKHYTh, YTO 2ld6HOE OMIUYUE MUACMEHUU Om Opyzux popm namonozuu -
OUHAMUYHOCHb CUMRHIOMO8 U NONONCUMENbHAA PEeaKyus HA 86e0eHUe AHMUXOIUHICMEPAZHBIX
npenapamoe.

NPUMEPBHI IUATHO30B
Muacmenus, eenepanuzosanuas ¢opma, npozpeccupyioujee meyeHue, CpeOHss CMeneHb MAXNCecmu,
docmamounas komnencayusi Ha gone AXOII.

Muacmenus, noxanvhas (enazuwas) gopma, cmayuoHapHoe meuenue, Je2Kas CHMeneHb MANCecm,
xopouwasn komneucayus Ha AXIII.
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Muacmenus, cenepanruzosannas opma ¢ ObIXAMETbHbIMU HAPYUWEHUSIMU, NPOSPECCUpYIowee msiceioe

meuenue ¢ Hedocmamounou komnerncayuei na AXII1.

JIEYEHUE

IOBennbHas ayronMMyHHasi MuacTeHusi rpasuc (FOMI)

1.

brnokamopeut Xonunscmepazel — npenapatsl mepBoi smHuu  (1B).  [lamHas rTpymma
neprnapaToBOKa3bIBAET CKOpEe CHMITOMATHIECKOE, HEXKeIH JieueOHOoe eiicTBIE. DTH MpenapaTsl
YBEITMUMBAIOT MEPHUOJ MONypachaga BBHIOPOIIEHHOTO B CHHANTHYECKYIO IIENb alleTHIIXOIMHA
(AX) myrem WHTrHOMpOBAaHWS €r0 THAPOIN3a AlETHIXONHHICTEPA30i, YBEIHYUBAS TaKUM
00pa3oM BEpPOSTHOCTb TOTO, YTO MOJEKynbl AX JOCTHTHYT PEleNnTOpPOB, YUCIO KOTOPBIX
cHmkeHo. HecMoTps Ha TO, 9TO IMepBOHAYAIBEHO M HAOI0aeTCsT XOpomHid 3P QeKT, Co BpeMEeHEeM
JieficTBUE MpenapaToB CHIKACTCS.
IMupunocturmuna 6pomun (kox ATX:NO7AA02, Kaiumun) B 103€ 10 7 MI/KI/IeHb Ha3HAYACTCS
B 3-5 mnpuemoB. Hauampnas pno3a Heocturmmua wmermncyibdata (kom ATX:NO7AAOQL,
[Mpozepun) cocrapnser 0,2-0,5 Mr/kr kaxaple 4eTbipe daca y aereit go 5 mer u 0,25 mr/kr y
Oonee crapmux neTeil, MakcuMaibHas pa3zoBas mo3a 15 mr. [letwm mybepratHOrO BO3pacTa, y
KOTOPBIX OTMEYAaeTCsl BBICOKAs YacTOTa PEMUCCHHA, W AETH C H30JUPOBAHHOW TINIa3HOU
MHUacTeHHeH, MOTYT 4YacTo, HO He BCEerja, YCIEIHO JEYHTHCS TOJNBKO OJioKaTopamu
XOJIMHACTEPa3bl, U MOTYT HYXIAThCS B IPUCOCANHEHHH UMMYHOTepanuu (1B).
Kopmuxocmepouowi. I'mokokoptukoctepouipl (I'KC) BBI3BIBAIOT PEeMHCCHIO y OOJIBITMHCTBA
neteit ¢ FOMI', HO mHTENpPHOE MPUMEHEHHE, OCOOEHHO Y TOJPOCTKOB, JAOJDKHO MPOBOAUTHCS
TOJIBKO C ydeToM Toro (akrta, 9to 3¢QeKT Tepalmud NPEeBHICUT IMOTEHIHAIbHBIE MOOOYHBIC
a¢pdexrer. O0b1uno Ipeanuzonon (kox ATX: HO2ABO06, IIpennn3oion) Ha3HavaeTcs B 03¢ 1-2
MI/KI/A€Hb 0 AOCTHXEHUS YCTOHUNBOTO 3¢ (eKTa, IociIe Yero npenapar HoCTeNneHHo, HO OYeHb
meieHHo, oTMeHstoT (2B). Kak mpasuio, TIpenHH30/0H NPUHUMAKOT YTPOM Cpa3y Mocie
3aBTpaka (WIM TMocJe JIeTKOro 3aBTpaka) n0 10 dacoB yTpa, yepe3 OeHb. B TsDKenbIX ciaydasx
I'KC nHa3zHauaroTcs €XEIHEBHO, HO HEPaBHBIMHU J03aMHU: MakcuMajibHasi — B |- neHb U
MPUOIU3UTEIHFHO TOJIOBUHA MAaKCUMAJILHON — BO 2-i JeHb. llepexoa Ha mpueM ¢ WHTepBajIaMu
MOXET OKa3aTbCsl 3()()EKTUBHBIM TNPH NOANCPKUBAIOLICH Teparnud, TaK Kak OTMEYaeTcs
MUHHMU3AIHS T000YHBIX 3P GexToB. [Ipu TshKeIoM TeueHHH OO0JIEe3HH IS Tepanuu Kakoro-auoo
OCTPOTO YXYIIICHUS MOXET MOTpe0OBaThbc BHYTPHBEHHOE BBEJACHHWE MMMYHOTJIOOYIWHA WIIH
azmadepes.
pyaue 6udvl drumenvHol UMMyHOmMEPAnuy — MOTYT MIOTPEOOBATHCS B KAUECTBE albTEPHATHBEI B
ciydyae Hed()()EKTUBHOCTH CTEPOMIOB WIJIM Uil Tepanuu O0e3 NPUMEHEHHS CTEPOUJIOB.
AzatnmonpuH (kox ATX:L04AXO01, HMmypan) — kak mpemapaT I[EpPBOrO BBIOOpa, MOXHO
NPUMEHSTh B KOMOMHAIIMK CO cTepounamu win otaenabHo (2B). Hauanbhast go3a 50 Mr/cyTku u
mo 100-200 mr/cyTku BMecTe ¢ mojuepkuBatomneit 1030l [Ipennnsonona. [{ukinocnopun (kox
ATX: LO4ADO01, Hukmocriupun ['ekcan, Iwuknopan-®C) MoXHO HazHauaTh TNpPU
HermepeHocuMocTH AzatuonpuHa, a Luknopochamun (Kox ATX: LO1AAOL) npumensiercs: npu
OUYECHb TSDKEJIOM TeueHue OosiesHu. Y nerell ¢ pedpakTepHbIM TeueHHEM OOJIe3HH YCIEIIHO
NPUMEHSIETCSI IYJIbC-Teparnus BEICOKMMH 1o3amu Metunnpenausonona (HO2AB04).
3amewenue naazmul. Ilnazmadepes BeI3bIBacT ObICTPOE, HO HEMPOAOIDKUTEILHOE YIIyUlIeHUE, U
NPUMEHSIETCS JUIS JICYECHHSI MUACTEHHYECKUX KPHU30B, a TAKXKE YISl Tpe- ¥ MOCie ONeparoHHOM
NOJICP)KKK. BHYTpHBEHHOE BBeJEHHE WMMYHOTJIOOYJIMHOB Kiacca G — HMMMYHOMIIOOYIHH
yenoBeka HopMmaibHbld (kog ATX: JO6BA02, MmmyHornoOynuH dYeloBeKa HOPMAbHBIN)
IPEBOCXOHT 3aMEIICHHE TUIa3Mbl B OTHOLICHUH HPOCTOTHI MIPUMEHEHUS U PO TOOOTHBIX
a¢pdekroB y nereir. ddhdekr HabmogaeTcs yepes 3-4 JAHA, HO COXPAHSIETCS MEHEE 3-X MECSIICB.
IIyOomukamuit 0 CHEIMANBHBIX — HCCIeAoBaHHMAX TmpuMmeHeHuss BBUI  (BHyTpuBeHHBIC
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MMMYHOTJI00YJIMHEI) y AeTeit Mamo. Ilo mocmenauMm manHbM, Tepanus BBUIT nMeer 3naducHme
MpU KYIMUPOBAHWHM OCTPBIX COCTOSIHWM, TeHepalim3oBaHHOW (opmMer MIT mimm B KadecTBe
JUITTENTFHON TOJEPXKHUBAIOLICH Tepanuu NpH HEed(P(PEKTUBHOCTH APYTUX METOAOB JICUCHHS,
HanpuMmep, Ha Gore Tepanuu [Tupugocturmuaom (1B).

5. Tumdkmomus — NIpUMEHSIETCS] B Ka4eCTBE OCHOBHOTO METOAA JNIUTENLHOTO JICYCHHUS, OCOOCHHO Y
JeTell ¢ BBICOKMM pPHCKOM pPa3BUTHSL OCIIOKHEHUH JiedeHus OnokaTopamMu XO MM
KOPTUKOCTEPOHWIaMH, JHOO JpYrHX BHIOB HMMyHOTepanmuu. OOBIYHO XUPYprHYEecKOe
BMEIIATENLCTBO AaeT AJUTENBHOE BBIPAKEHHOE YIy4llleHHe, XOTS B TeUeHHEe HEKOTOPOTro
BPEMEHH Yy TAI[EeHTOB COXPAaHAETCS MOTPEOHOCTh B JIOTOJHHUTEIHHON MOJAECP KUBAIOIICH
TEpanuy B CBS3U C TEM, YTO OXKHJIAeMBbIi MocIeonepannoHHbIi 3 PekT MoxKeT He peanTn30BaThCs
B TCUCHHME TOJa, a A pa3BUTHA MaKCHUMalbHOro - TpeOyercss Oojiee IMTENBHBIA CpPOK.
TUMAKTOMHS TTOKa3aHa IMPH TSDKEIOM WM CPeIHEH TSDKEeCTH TedeHUHM 00Je3HH, 0COOEHHO mpH
PasBUTUM HapyIICHUH IbIXaHUS U TPU MOPAKEHUH POTOTJIIOTKH B JeO0Te 3a00iIeBaHUs WU
BCKOpe mocie Hero. J[ns crabunm3anuy COCTOSHHS Tepela Omepalueil M I1ocie Hee MOXKET
nmoTpedoBaThCS KpaTKOBpeMeHHas Tepamus, Hampumep BBUI, 3amemenue mmasMbel win
KOPTUKOCTEPOUIbl. Y JeTell TUMAIKTOMUS MOBBIIIAET YacTOTy peMuccuil 1o 67%. BeposTHocTh
HACTYIUICHUST PEMHCCHH WM YIYYIISHHWS BBIIIE, €CIH THMAIKTOMHS BBIMOIHSAETCS B PaHHUE
CPOKH, 0COOCHHO B TEUCHHE MEPBOTO rojia MOCie MOSBICHUs CUMNTOMOB. He pexomenmyercs
BBINIOJTHEHHE TUMAIKTOMHH y marueHToB ¢ MyCK-MI' 6e3 tumomsr (2C). IlenecooOpasno
MPOBEJICHNE THUMAKTOMHH y TAIlMeHTOB 0e3 THMOMBI B Bo3pacte 1m0 60 IeT, ¥ WMEIOIIX
ceponeratuBnyo ¢popmy MI" (2C).

Tokazanusamu Kk onepamusHoMy J1e4eHuio AGIAI0MCA:

a) 37I0Ka4eCTBEHHbIE ()OPMEI;

0) mporpeccupyroinas ¢popma;

B) MHACTEHUYECKOE COCTOSIHUE B 3aBUCHMOCTH OT CTEIIEHH BBIPAXKEHHOCTH Jie)eKTa.
[Tpu nokanbHBIX GOpPMAax K ONEPaTUBHOMY JICYCHHUIO TIOAXOSAT N30MPATEIbHO.
ITlpomusonoxazanusi K MUMIKIMOMUL:

— TSDKENble IGKOMIICHCUPOBAaHHBIE COMATHUECKHE 3a00JICBaHUS;

— cTapuecKkuii Bo3pacT (bonee 55 jieT).

Jlo omepaTHBHOTO JICYeHHUs 00s3aTebHa peonepannonHas noaroroeka (2C):

— OOILIEYKPEIUISIOIIAs TePaIus;

— TMpoBeJIeHNe JedeOHoro m1asMadepesa;

— MIPU HEOOXOUMOCTH — KYPC TIIFOKOKOPTHKOCTEPOUTHOM TEPAITHH.

Beoenue oonvubix 6 cmayuonape 6 cayuae 603HUKHOGEHUA MUACMEHUYECKO020 KPU3a

1. B mepBylo ouepeap HeoOX0IMMO 0OeCTeYWTh aJeKBATHOE JBIXaHHE C [OMOIIBIO
NPUHYIUTENFHON WHTeHCHBHOW BeHTwsimu Jierkux (MBJI). ITlokazammsmum x WBJI
ABJSIFOTCSA HapyLICHUE PUTMa JIBIXaHUS, [HaHO3, BO30YXIEHHE, MOTEPS CO3HAHMS, y4acThe
BCIIOMOTAaTeIbHON MYCKYJNaTyphl, N3MEHEHHE BEIWYHMHBI 3PAYKOB, OTCYTCTBHE PEaKIMH Ha
BBegeHne AXOII.

2. Tlposenenue miasMadepesa win miazmacopOiuu. [IpoBoauTCS KypcoM Ha MPOTSHKEHUH 1—2
HEJENb C KPaTHOCTHIO 2—5 Oomeparuii.

3. llpumenenue uMMyHOrIOOYyNMHOB. MIMMyHOTNOOYNHMH yenoBeka HopManbHBIA (Kom ATX:
JO6BA02, Oxraram) u MmmyHornmoOynuH dvenoBeka HopManbHbii [IgG+IgA+IgM], (kon
ATX: JO6BAO02, IlenrarnoOWH) NpeICTaBISIOT CO00H HMMMYHOpPEaKTUBHBIA Oenok. B
HaCTOsIIIiee BpeMsl Teparnusi IMMYHOTJIOOYJTMHAMH SIBIISIETCS aJIbTEpPHATHUBOW Tuiazmadepesa
U3-3a CXOJCTBAa MEXaHM3MOB, JIEXKAILMX B OCHOBE 3THX METOZOB JeueHus. HaszHauarorcs
npenapaTsl HMMYHOTI00yInHOB U3 pacuéra 0,4 r/kr/BBeaeHHe, TPOBOAUTCS 10 5 MHDY3Mit
(mo obiielt KypCcoBOH 10361 2 T/KI/KypC).
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4. TlpyuMeHeHHE aHTHXOJIHMHACTEPA3HbIX MpenapartoB (MPEUMYLIECTBEHHO MapeHTEPANbHO).
IIpumenenne AXOII B KoIM4ecTBE AMATHOCTUYECKON MPOObI MOKa3aHbl MPH JII000H (hopMme
kpu3a (Hambonee 3(pekTHBHO MX BBEJCHHE MpPU MHAcTEHHYECKOM Kpuse). Heocturmuna
metmicynbbhat (kog ATX:NO7AAOQ1, TIposzeprn) BBoauTCs /K B 03¢ oT 1,5 10 2,5 M, amnst
YMEHBIICHUS HexXeNaTeIbHbIX 3QpekToB BBoIAT AtponuH (kox ATX: AO3BAO1, Atponuna
cyabdar) 0,2-0,5 ma 0,1% pactBopa. PesynpTar olieHMBaeTCs Kak Mpu MPO3EpUHOBON Mpooe.

5. HazHayeHwe TIIOKOKOPTUKOCTEPOHMIHBIX mpenapatoB. Hambomee »sddexTuBHa IMMymbe-
tepanust Mertunnpeanuzononom (kox AXT:H02ABO04, Comy-menpon, Metunpen, demo-
MEZpOJ) BHYTPUBEHHO KamlelbHO B BO3pacTHON mosupoBke. Ilocne mpoBemeHus mmylibe-
Tepalnuyd pPEeKOMEHAyeTcd eXeIHEBHBIH mnpueM mnpeaHuszonoHa (koxg ATX: HO02ABO6,
[Mpeauuzonon).

6. BonpubiM, momyuarormum ['KC, mokaszana »330¢aroractpoayoieHOCKOnHs ¢ Ouorcuen
Ha Helicobacter pylori u Mmopgonornueckoit AMarHOCTHKOM ¢ 4acToToii 1 pa3 B 6 MecsIeB
JUISL UCKJIFOYCHUS 3PO3UBHBIX, SI3BEHHBIX IPOLIECCOB M FACTPONATHI.

7. IlporuBomnokaszanel NpOo(UIAKTUYECKUE NPUBUBKH, BBEIEHHE Y-TTI00YnIHHOB. Psn aBTOpOB
PEKOMEHIIIOT BCEM MalMeHTaM C TeHepaln30BaHHON W riazHoi ¢popmamu MI' nmposeneHue
BaKLMHALKHU IPOTUB THEBMOKOKKOBOI MH(EKINHU U BaKUMHALKHN IPOTUB CE30HHOTO IPUIIIA

(20).

CrnexyeT MOMHHTH, YTO TPHUEM HEKOTOPHIX JIEKAPCTBEHHBIX IMPENapaToB, HAa3HAYAEMBIX IJIS JICUCHUS
COIMMYTCTBYIOIIMX 3a00JIeBaHWH, HapyIIaeT HEPBHO-MBIIICUHYI0 Tepeaady. K pacmpocTpaHEeHHBIM
mpermaparaM C  BBICOKOH  BEpPOATHOCTBIO  yTspkeneHuss MI  oTHocsTCcS:  aMHUHOTIIMKO3UBI,
XMHOJIOHBI/QTOPXUHONOHB!  (IMIPOQIIOKCALIMH), Tpenaparbl JTUTHA, (EHUTOWH, TPUMETAINOH,
MPOKaWHAMUJ, [-aApeHO0IOKATOPBI (BKIIIOUAs Ii1a3Hble Karuii). Cpely 4acTo Ha3HaYyaeMbIX MPernapaToB
C BBICOKOW CTEIEHBI0 BEPOSTHOCTH CBSI3aHHBIX C yTsDKelneHueM MI' aMImUIWiInH, XOJMHOOIOKATOPEI,
SPUTPOMHUIIMH, BepariaMuil, peHTTCeHOKOHTPACTHEIE Mpenaparsl. [[eHuMIaMiuH MOXKET CITPOBOIMPOBATH
oJIvH U3 BapuaHToB MI'; onricaH CXOIHBIN C MUAacTEHUEH CHHIPOM, BhI3BaHHEIN D, L-kapautnnom. Ecin
COCTOSIHME TAIlMEHTa, IMOJYYaroIero BBICOKHE J03bI KOPTHUKOCTEPOHUIOB, YXYIIIACTCS, HEOOXOIMMO
YYIUTHIBATH BO3MOXKHOCTH PA3BUTHS CTEPOUTHON MUOTIATHH.

Tpau3utopHas HeoHaTaJdbHasi ¢opMa (MHACTEHUS HOBOPOKIEHHbBIX)

s nMarHocTrKY, a 3aTeM U AJIs JISYeHUs], IpeioYTuTeNbHee npuMeHsITh Heocturmuna metuncynbdar
(xkom ATX:NO7AAO01, Ilpo3epuH), 0OCOOCHHO Tepen KOpMIIEHHEM, Tak Kak ero 3(QexT mpojomkaeTcs
JIOJIBIIIe, YTO JaeT OOoJjbllle BpeMEHHU Julsl oOciemoBaHus (Hanmpumep, pasoBas jgo3a 0,1 Mr mepen
KOPMJICHHEM, a JJOTIOJIHUTENIbHBIE 103BI 10 MEPE HEOOXOJUMOCTH).

[pu TsDKENBIX (hopMax ¢ JAbIXaTEIbHBIM JIUCTPECCOM W/WIM TIIyOOKOH THIIOTOHHEH HE00X0IUMO
NPUMEHATh 3aMecTUTeNbHyI0 TpaHcdysuto. DddexruBHocts BBUIT He ycranosnena. CHMOTOMBI
00BIYHO HCYEe3atoT 32 4-6 HeJeNlb, HO MOTYT COXPaHAThCSA B TEUCHHUE HECKOJIBKUX MECSILIEB.

BEJEHUE MAIIUEHTOB

Beoenue nayuenmos c¢ muacmenueii 6 amOyIaAMOPHO-ROIUKIUHUYUECKUX YCAOGUAX OO0AHCHO

GKJIIOUAmMb:

e OKIT Bcem getsam 1 pa3 B 3 mecsn.

e V3U OpromrHO# NoJ0CTH, Cepla, movek — 1 pa3 B 6 Mecsil.

® DCHTICHOJIOTHYECKOE 00cieoBaHHE TPYAHOM KIETKH, CYCTaBOB, NpU HEOOXOIUMOCTH
MO3BOHOYHHKA, KPECTIIOBO-TIOAB3IOIIHBIX COWIEHEHnH — | pa3 B 6 Mecsl.

e 30daroracTpoayoreHockonus ¢ Owomcumeii  mHa Helicobacter pylorin  mopdonornueckoit
MUAaTHOCTHKOH — 1 pa3 B 6 MecsmeB UIs WCKIIOYEHHUS JPO3HMBHBIX, S3BEHHBIX IPOILIECCOB U
racTpoNnaTui.

15



e 1pu oboctpeHur — Y3 BHYTPEHHHUX OPraHOB U PeHTreHOrpadus opraHoB rpyanoi kiertku, OKI u
JIpyTre HeoOXO0ANMbIe HHCTpYMeHTaIbHbIe MeToabl oocnenoBanus (KT, MPT) o nokazanwusim:

e TlaleHTaM C MHACTeHHWeH peaknuss MaHTy TpOBOIWTCS, oOcienoBaHHe Ha TyOepKyles3
OCYILIECTBIISIETCS TIOA KOHTPOJIEeM (THU3naTpa

® TpU BBIBICHHUH IIOJIOKHUTEIBHBIX TYOCpPKYJIWHOBBIX Npo0O (mamyiga > 5 MM) HalpaBJICHUE Ha
KOHCYJIBTAIIMIO K Bpady — (TH3MATPY UIA PEIIeHUs BOIpOca O IMpoBeneHus J[nackuwH-TecTa wim
TyOepKyITHHOBEIX TTPOO € pa3BeIC€HNEM U IIPOBEASHIH CIIEIU(PUIECKOI Tepanun

Beoenue nayuenma, nonyuaiowe2o umMmMyHoCynpeccusHyro mepanuio

e OCMOTp Bpaua-HeBpoiora — 1 pa3 B MecsII;

e  KIMHWYECKWH aHAIN3 KPOBH (KOHIIEHTPAIIHS TeMOTIIO0NHA, YHCIIO SPUTPOLIUTOB, TPOMOOITUTOB,
TIEHKOIHTOB, NeiikonuTapras hopmyna, COD) - 1 pa3 B 2 Henenw;

® P CHWKEHUHM 4YKCTA JCUKOIUTOB, JPUTPOLUTOB, TPOMOOIMTOB HHUXKE HOPMBI —
WMMYHOJICTIDECCAHTB OTMEHHUTh Ha 5-7 nHei. [locie KOHTPONBHOTO aHanM3a KPOBH MpHU
HOpMAaJTH3aIliH TT0Ka3aTelleil — BO30OHOBUTH MPHUEM TIperapaTta;

e aHanmu3  OWMOXMMHYECKMX  ToOKazaTened  (oOmmi  Oenmok,  OenkoBble  (pakuuwy,
KOHIIGHTPAIMsI MOYEBHHBI, KpPEaTWHHHA, OWIMpyOWHa, Kajus, HATpHs, HOHU3MPOBAHHOTO
KaJbIUsl, TPAHCAMHUHA3, MET0YHOH (ocdaTtasel) — 1 pa3 B 2 HENENr0:

® [IpH MOBBIIICHUH YPOBHS MOYEBUHBI, KPEaTHHUHA, TPaHCAMUHA3, OMIMpyOrHa BBIIIE HOPMBI —
MMMYHOJICTIDECCAHThI OTMCHUTh Ha S5—7 paHel. Bo0300HOBUTH mpueM Ipernapara IOoCie
BOCCTAHOBJICHHS OMOXMMHUYECKUX TTOKa3aTelNeH;

®  aHaAIM3 UMMYHOJIOTHYECKHUX TMOKazaTteneit (kormeHtpamus Ig A, M, G; CPb, PO, AH®) —1 pa3
B 3 Mecsa.

Beodenue nayuenma ¢ muacmenuetl, nonyuaroue2o aHMUXOIUHICMEPA3HbLE NPENApamvl

e OCMOTp Bpaua HeBpoJora 1 pa3 B MecsIl;

e  KIMHAYECKHH aHanmu3 KpOBU (KOHIEHTpAIMsl TEeMOTJIOOWHA, YWCIIO DJPUTPOIIHTOB,
TPOMOOIIUTOB, JIEHKOLIMTOB, JelKouTapHas gopmyna, COJ) - 1 pa3 B 2 Heneny,

e aHanmu3 OWMOXMMHYECKHX TIOKaszareseil (oOmmii  Oenok, OenKoBble — (pakiu,
KOHIIEHTpAIl¥sl MOYEBHHBI, KpeaTHHUHA, OMIHPpYOUHa, Kallvs, HATPHs, NOHH3UPOBAHHOTO
KaJbIUsl, TPaHCaMUHA3, MEN0YHOH ocdaTaser) — 1 pa3 B 2 Heneny,

e  aHaJIM3 UMMYHOJIOTHYECKUX TMoKasareneit (konmentpamus Ig A, M, G; CPb, PO, AH®D)
—1 pa3 B 3 mecsma,;

® TUTAaHOBAas TOCMUTAIU3AIMUS 2 pa3a B TOJ JJIS MPOBEIACHUS TIOJTHOTO 00CIEIOBaHUS U IIPH
HEOOXOMMOCTH KOPPEKIIUU TePaIuu.

ManuenTam ¢ MuacTeHueil mokazaHo ogopmiieHHe cTaTyca «pedeHOK — MHBAIUA». B mepuoabl
o0ocTpeHus 001e3HM He00OX0AMMO obecrieyeHre o0yyeHus Ha AoMy. B cragum pemuccum 6ojie3HI
pexomenaywTes 3ansatusa JDK co cnenuaancroM, 3HAKOMbIM ¢ 0co0eHHOCTAMH natoJorun. [pu
MoCeleHnH IIKOJbI 3aHATUA  (PU3KYJLTYpPOii B o0mell rpynne He TmoKa3aHbl. bBoOJbHBIM
MHacTeHHEel MPOTHBONMOKA3aHbI NPodUIaKTHYEeCKHEe MTPUBUBKH, BBEIeHHE Y-TJ100yJIHHA.

[TamueHTBl € JOMAarHO30M MUACTEHHS JIOJDKHBI HAXOJUTHCS TOJl TOCTOSHHBIM JIUCIIAHCEPHBIM
HAONIOJICHNEeM Tiequarpa W HeBpoisora. JlersM ¢ JaHHON maronorueld MOKa3aHO KOMIUIEKCHOE
o0cJiesioBaHHE B YCIIOBHSX CIIEIHAIH3HPOBAHHOTO KPYTJIOCYTOYHOTO/THEBHOTO CTAIMOHAPA, CPEIHSS
MPOJODKUTENBHOCTh  rocnuranmu3amuun  — 21 genp.  llemecooOpa3Ho — mpoBeneHHE  KypCOB
peaOUIMTAIIMOHHON Tepanuu CpOKoM He MeHee 21-28 nHedd 2-3 pasa B roj moj HaOJIOJICHHEM
HEBpOIaToJora, Bpada-pusnorepanesra u cnenuanucra JIOK.

IMPOPUJTAKTUKA

He paspaborana.
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HNCXO0IbI X ITPOI'HO3

HauGonee Tspkenoe TedeHWE MHACTCHUM HAOMIOMAeTCS Yy JCTeH C MHOXKECTBEHHBIMH CTUTMaMU
TUCAIMOpHOreHe3a (KOCTHO-MBIIICUHBIC JUCIUIA3WU, AHOMAJIWU Pa3BUTH IICHTPAILHOW HEPBHOU
CUCTEMBI), HEHPOIHJOKPUHHBIMH  HApYIMCHUAMHU  (IUIHIC(ATHHO-BUCOYHBIE — MMAPOKCU3MAIIbHBIE
COCTOSTHUSI, 3aJiep’KKa pPOCTa M IOJIOBOI'O CO3PEBaHUs Ha (OHE THUIONMUTYUTAPHOTO CHHIPOMA,
MPHOOPETEHHBIN TUPCYTH3M W JAPYTHUE), HE3PENOCThI0 JTUM(OUTHON CHCTEMBI HOCOTJIIOTKU (aaeHOUIBI,
TOH3WLIUT, (DapUHTHUT), OPOHXOOOCTPYKTUBHBIM CHHAPOMOM M JPYTOil COMYTCTBYIOIIEH maroyoruei. Y
MaJIbUUKOB C JICOIOTOM 3a00JICBaHMs B MPENyOepTaTHRIN MMEPUO U PETPECCOM CUMITOMOB MUACTCHHUH K
KOHITy ITy0epTara, Kak MpaBHiIo, OTMEYAIOTCSI CTOMKHE PEMHUCCHHU.

Bri6op mpaBWIBHOW TAKTHKH JICUEHHUS TO3BOJISET JOCTUTHYTH MOJOXKUTENbHOTO 3(dekTa (cTolikas
MOJTHAS WJIM YacTHYHAs peMHccus Ha (oHe mpreMa MeIMKaMEeHTO3HBIX CpeAcTB min 0e3 Hux) y 80 %
6OHBHI)IX MHAacCTEHHUEH. OI[HaKO, A0 HACTOAIIETO BPEMCHU HE CYHICCTBYET MCTOJOB IIPOTrHO3a TCUCHUA
336OHCB3HH5{ u CHCHI/IQ)I/I‘ICCKI/IX IIaTOI'€HECTUYCCKUX MCTOJ0B JICUHCHUS MHUACTCHUU.
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