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®EJEPAJBHBIE KJIMHUYECKHUE PEKOMEHIAIIAU ITO OKA3AHUIO
MEJIUIMHCKOM MOMOIIM JETSAM C MUACTEHUEM

JlaHHble KJIMHHYeCKHe PEeKOMEeHJAlHHM pa3padoTaHbl NpodeccHoOHATBHON acconmanyedl JeTCKUX

Bpaveii Cor3 mnexuarpoB Poccun,
neauaTpoB Poccnu «AkTyajibHbIe MPo0JeMbl neauarpum» 14 ¢pespans 2015r.

ABTOpCKMHl KOJJIEKTHUB:
HamazoBa-bapanoBa, a.m.H. A.JL. Kypenko, k.M.H. H.B. T'onbunoBa, npod., a.M.H.

aKkTyaamsupoBaHbl, yTBep:aeHbl Ha XVIII Konrpecce

akanemuk PAH A.A. bapanoB, unen-xkoppecnongent PAH JI.C.

JL.M.

Ky3enkoBa, k.M.H. A.M. MamenbsipoB, k.M.H. B.U.Bypcarosa, k.M.H. BumnéBa E.A.

ABTOpBI NMOATBEPKIAIT OTCYTCTBHE (GHHAHCOBOH NMOANAEPKKH/KOH(PIMKTA HWHTEPECOB, KOTOPLIH

Heo0Xo0auMo 00HAPOI0BATD.

METOAOJIOT'UA

MeToabl, HCTIOJIb30BaHHBIE JJ19 COOPa/ceSIeKIINH 10KA3ATEIbCTB
ITouck B 37€KTPOHHBIX 0a3aX JaHHBIX

Onncanne MeTO0B HCIIOIb30BAHHBIX 11 c00pa/ce/IeKIMH J0KA3aTeIbCTB
JoxazatenpHoit 0a3zoif ans MyONWKaIMK SIBIAIOTCA IMyONUKanuu, Bomeamue B KoOKpaHOBCKYIO
oubmuorexy, 6a3pl nanabix EMBASE nu MEDLINE. I'my6una noucka cocrasisiia 5 jert

MeTtoapl MCII0JIb30BAHHbBIE ISl OIEHKH KAaYeCcTBAa U CHJIbI J0KA3aTeJIbCTB

Koncencyc axcnepTos

O1eHKa 3HAYMMOCTH B COOTBETCTBUU C PEUTHHIOBOM cxeMol (Tabi.1).

Ta6numa 1.
PeiiTuHroBas cxema Juis OIIEHKH CHJIBI PEKOMEHIallN
Crenenn CootHouleHue pucka | Meronosnoruyeckoe kadectBO | IlosicHeHMs 1o
A0CTOBEPHOCTH U IPEUMYIIECTB HMEIOIIUXCS T0Ka3aTeILCTB MIPUMEHCHHIO
pexoMeHAaluU i peKOMeHAanui
1A Ilons3a  oruernmBo | HamexxHbie HenpotuBopeurBhle | CrubHAS
CuibHasn MIPEBAIUPYET HaJ | OKA3aTeNbCTBA, OCHOBaHHBIE HA | peKOMEHAAIus,
peKOMeHIaAnus, puckamMu u | xopomo BemoiaHeHHBIXx PKW wmm | xotopas MOXKET
OCHOBAHHAas Ha | 3aTpaTamu, 00 | HEOTIPOBEPKMMBIE  JTOKA3aTENbCTBA, | MCIIOJIB30BATHCA B
J0KAa3aTeIbCTBAX HAa000pOT MpeJICTaBJICHHBIE B KaKOH-TMOO | OOJBIIMHCTBE CIIydaeB
BBICOKOT'0 KauyecTBa npyroi hopme. y
JlanbHeiimme uccle0BaHus BPS JIU | TPEUMYIIECTBEHHOTO
H3MEHST Hally YBEPEHHOCTh B | KOJHYECTBA
OIICHKE COOTHOIICHHWS TI0JIb3bl U | MAIlUCHTOB 0€3 KaKHX-
pUCKa. mb0 M3MEHEHHH U
HCKJIIOYCHUH
1B ITomp3a  oruernuBo | JlokaszarenbcTBa, OCHOBaHHbIe Ha | CuibHas
CuiabHasn MIpeBaIHPyeT Hap | pesyabTatax PKW, BBIMOJHEHHBIX C | pEKOMEHJAIMs,
pexoMeHaaNMs, puckamu U | HEKOTOPBIMH OTPaHUYEHUSIMU | IPUMEHEHHE KOTOPOM
OCHOBAHHAas Ha | 3aTpaTami, 00 | (IPOTHBOPEYHBEIC pe3yabTaThl, | BO3MOXKHO B
JI0KA3aTeJIbCTBaX Hao00poT METO0JIOTHYECKHE ommOKHY, | OOJBIIMHCTBE CIy4YacB

YMEPEHHOI0 KaYyecTBa

KOCBEHHBIE WJIM CITydaiiHble U T.IL.),
b0 JPYTUX BECKUX OCHOBAHUSX.
JlanpHelmue uccrenoBaHus (eciu
OHH TMIPOBOJATCS), BEPOSITHO, OKAXKYT
BIMSHHAC HA HAally YBEPEHHOCTh B
OIICHKC COOTHOIICHHS TIOJIB3BI |
pHUCKa U MOTYT H3MCHUTH €€.




1C

CuiibHasn
peKoMeHIalusl,
OCHOBAHHAA Ha
JA0KA3aTeIbCTBAX
HH3KOI0 KayecTBa

[lonb3a,  BeposiTHO,
Ooynet

NPeBAIMPOBaTh  Hak
BO3MOKHBIMH
pHUCKaMHu "
3aTparamu, bivs (o)
HA000pOT

Jloka3arenbcTBa, OCHOBaHHBIE Ha
00CEepBALIMOHHBIX  HCCIEIOBaHMSAX,
6eccHCTEMHOM KIMHHUYECKOM OIIBITE,
pesynbratax PKU, BBINOIHEHHBIX ¢
CYIIECTBEHHBIMHA HEJIOCTATKaMH.
Jlrobas OIIeHKa s pexra
PacLEHUBACTCS KaK HEOTIPEICIICHHASL.

OTHOCHUTEIIBHO
CHJIbHAs
peKOMeHIaIus,
KOTOpas MOXeT OBITh
HA3MEHEHA npu
MOJTY4YeHUH
JIOKa3aTensCcTB  Oolee
BBICOKOI'O KaueCcTBa

2A Ilomp3a comocraBuma | Hamexxabie nokasarenncTBa, | Coabas
Caabasn c BO3MOKHBIMH | OCHOBaHHBIE Ha XOpOIIIO | peKOMEHIAIIHS.
pexoMeHAauus, pUCKaMHu U | BBIIOJHEHHBIX PKI wm | Beibop Hautyqien
OCHOBaHHasl Ha | 3aTpaTaMu MOTBEP K ICHHEIC IPYTAMHU | TaKTUKA Oyzner
A0Ka3aTeJbCTBaX HEOIPOBEPKIMBIMH JaHHBIMHU. 3aBHCETH oT
BBICOKOI'0 Ka4yecTBa JlanpHeime uccie0BaHusl BPSAI JH | KIMHUYCCKOM
W3MEHAT Hally YBEPEHHOCTh B | CUTYyallUu
OIICHKC COOTHOIICHHS TMOJB3bl H | (0OOCTOSATEIBCTB),
pUCKa. ImanueHTa nin
COLIMAJIBHBIX
MPEAIIOYTEHUMN.
2B ITonp3a comoctaBuMa | JlokazarenbcTBa, OcCHOBaHHbIe Ha | Cnabas
Caabasn c pHCKaMu u | pesynpratax PKU, BBINONHEHHBIX C | PEeKOMEHIAITHS.
PEeKOMEH AU, OCJIO)KHCHUSAMU, CYIIECTBECHHBIMU OrpaHUYCHUAMU AJ'H)TepHaTI/IBHaﬂ
OCHOBAHHAs Ha | OJHAKO B 3TO# | (IpOTHBOpEUUBHIE pe3yNbTaThl, | TAKTUKA B
A0Ka3aTeJbCTBAX OLICHKE €CTh | METOJOJIOTHYECCKIE IePEeKTH, | OIpeAeTICHHBIX
YMEpPEeHHOT0 Ka4ecTBa | HEONPEAEICHHOCTb. KOCBCHHBIC WJIM CIy9aiHbIC), WIH | CHTYaIlHIxX MOJKET
CHIIbHBIC JIOKA3aTeNbCTBA, | SIBUTHCS TUTS
MpeICTaBICHHBIE B  KaKOH-THOO | HEKOTOPHIX MAIMEHTOB
Ipyroii hopme. JYYIITAM BEIOOPOM.
JlanpHeWmue WccIenoBaHuS (eCiH
OHH TIPOBOJATCS), CKOpee BCero,
OKaXyT BIIUAHUEC Ha Hamry

YBEPECHHOCTH B OLICHKE COOTHOUICHUSA
TMOJIb3bl U pUCKa U MOTYT U3MCHUTDH
ccC.

2C

Cnabas
peKoMeHIanusl,
OCHOBAHHAS Ha
J0KA3aTeJbCTBAX
HHU3KOr0 KayecTBa

HeonHno3naunocts B

OLIEHKE
COOTHOILIEHUS
MOJIb3bI, PHCKOB U
OCITO’)KHEHUI; TI0/Ib3a
MOYKET OBITH
COIIOCTaBUMA C
BO3MOKHBIMH
pucKamu u
OCJIOKHEHUSIMU.

JlokazaTenbCTBa, OCHOBAaHHBIE Ha
00CepBaIlMOHHBIX  HCCIIEIOBAHMSAX,
GeccrcTeMHOTO KIMHUYECKOTO
onbita Wi PKU ¢ cymecTBeHHBIMU
HermocTatkamu.  Jlrobas  oreHka
s dekra pacieHuBaeTCs KaK
HEoTpeIeNICHHAs.

Ouenn ciabast
PEKOMEHIAITHS;
aNbTePHATHBHBIC
MOJIXObI MOTYT OBITh
HCIIOIb30BaHbI B

pPaBHOI! cTeneHu.

*B Ta6J'II/III€ III/I(l)pOBOC 3HAaYCHUEC COOTBCTCTBYCT CHIJIC pCKOMeHI[aHHﬁ, 6yKBeHHO€ - COOTBCTCTBYCT YPOBHIO

J0Ka3aTCJIbHOCTH.

HNuauxaropsl nodpokadecTBennoii npaktuku (Good Practice Points — GPPs)
Pekomennyemast oOpokavyecTBeHHAsT MPaKTHKAa OasWpyeTcsl Ha KIMHUYECKOM OIBITE aBTOPOB

pa3paboTaHHBIX PEeKOMEH/IAIUH.

IKOHOMHMYECKHUH aHAJIN3

AHaju3 CTOMMOCTH HE ITPOBOIMIICS U IyOIHUKaIuu 1o (hapMaKoIKOHOMUKE HE aHATU3UPOBAIIHCh.

MeTO,[I BaJIHAAallMH peKOMe}mauuﬁ: BHCIIHAA OKCIICPTHAA OLICHKA, BHYTPCHHAA SKCIICPTHASA OLCHKA.

Onucanue MeTOIa BATUAAIMN PEeKOMeHAaluii
Hacrosimue pekoMeHAanuu B TpPEABAPUTENBHON BepcHM OBUTH PEIEH3MPOBAHBI HE3aBUCHUMBIMHU

OKCIIEpTaMH, KOTOPBIX, IPEKIAEC BCETO, IIOMPOCHUIM NMPOKOMMEHTHPOBATH, HACKOJIBKO AJOCTYIIHa IJId

MMOHUMAaHUS UHTEPIIPETAITUS JOKA3aTEIbCTB, JISXkKAaIlasi B OCHOBE PEKOMEH IAITHH.




OT Bpayeil MepBHYHOrO 3BeHA (HEBPOJIOTOB) IMONyYE€HB KOMMEHTAPHH B OTHOIIEHWH JTOXOIYHUBOCTH
W3TIOKEHUS TaHHBIX PEKOMEHIAlMH, a Takke MX OIeHKa BaXKHOCTH IpeIaraeMbIX pEeKOMEHIAINi, KaK
MHCTPYMEHTA MIOBCETHEBHON MPAKTHUKH.

Bce xomMmeHTapuw, TOJXYYeHHBIE OT 3KCIEPTOB, TIIATENFHO CHUCTEMAaTH3WPOBAINCH U OOCYKIAIHChH
4yieHaMu paboueil rpymniisl (aBTopamMu pekoMeHaanui). Kaxxaplii myHKT 00CyXancsi B OTIEIbHOCTH.
KoncyabTanms u 3kcnepTHasi olieHKa

IIpoekt pexoMeHmammii OBUT PEIEH3WPOBAH HE3aBHCUMBIMH DKCIEPTAMH, KOTOPBIX, IMPEXKIE BCETO,
MOMIPOCHIIN MTPOKOMMEHTHPOBATh AOXOAYMBOCTb M TOYHOCTh WHTEPIPETALUH JOKa3aTeNbHOH Oas3bl,
JIe)Kale B OCHOBE peKOMEHJAIIMN.

Pabouas rpynna

Jns  OKOHUATeNbHOM peJakuMd ©  KOHTPOJSA KadyecTBa PEKOMEHJAMU ObUIM  TIOBTOPHO
MIPOAHAIM3UPOBAHEI WIEHAMH pa0oUell TPYIIIbl, KOTOPBIE MPHIILIA K 3aKII0OYEHHUI0, YTO BCE 3aMEeYaHus U
KOMMEHTApUH SKCIEPTOB NPHHATHI BO BHUMAaHWE, PHCK CHUCTEMaTHYECKHX OINMOOK TpH pa3paboTKe
PEKOMEHIAINI CBeJIeH K MUHUMYMY.

OIIPEJAEJIEHUE

MuacTteHust — 3T0 ayTOMMMYHHOE 3a00JIeBaHUe, XapaKTePU3YIOIIeecs] HapyILICHHEM HEPBHO-MbIIICYHON
nepefayd W OpOsBISIONICECS  C1abOCThI0O M MATOJOTHYECKOW — yTOMIISIEMOCTBIO — CKEJIETHBIX
(TIOTNIepeYHOIONOCATHIX) MBIIIIII.

KOJA MKB10

G70 — Myasthenia gravis u apyrue HapyIIeHHS HEPBHO-MBIIIEYHOTO CHHAIICA: MCKIIOYEHBI: OOTYIH3M
(A05.1), Tpan3utopHas HeoHaTaibHas Myasthenia gravis (P94.0)

G70.0 — Myasthenia gravis

G70.1 - Tokcuyeckue HapyLICHUS] HEPBHO-MBIIIIEYHOTO CHHAICA

G70.2 - BpoxxaeHHas win mpruoOpeTeHHAs MUACTEHUS

G70.8 - lipyrue HapyIieHusi HSPBHO-MBIIIIEYHOTO CHHATICA

G70.9 - Hapy1ieHre HEpBHO-MBIIIIEYHOTO CHHAINCA HEYTOUHEHHOE

SMUIEMHUOJIOTIUA

Muacrenus - 3a001eBaHHE OTHOCHTEIHLHO PEIKOE, XOTS CYIIECTBYET JOCTATOYHO OCHOBAHWM CUHUTATH,
YTO HAONIOJAIOT €ro 3HAYMTENIbHO dYalle, 4YeM CYHUTanu paHee. HawmOoree mpenpacmonoXeHbl K
3a0oneBanuio juna c¢ ¢penoruniom HLA-B3, HLA-BS, HLA-DWS3. PacnpoctpaHeHHOCTh MHACTCHUHU
cocrapmsieT 0,5 — 5 ciayuyaeB Ha 100 ThIC. HaceJIeHHs, OJHAKO B HACTOSIIEE BPEMS UMEETCS TEHACHIUS K
YBEJIIMYCHHIO YKciia 00JMBHBIX U cocTaBisgeT 10 — 24 cnyyas Ha 100 ThIC. HaceneHus. MuacTEHUST MOXKET
Je0I0THPOBAaTh B JTIOOOM BO3pacTe, HAUMHAS C PAHHETO JIETCTBA (Yalle y JEBOYEK W B TOJIPOCTKOBOM
BO3pacTe) W 3aKkaHuMBas TIyOokoil crapocThio. Jletm m mompoctku no 17 net cocraBisiror 9-15%
0o0JbHBIX MHUacTeHHel. B nmeTckom Bo3pacTe dallle BCTpedYaeTCsl IOBEHWIIbHAs (opMa MHACTCHUU.
IIpubmm3utenso 'y 5-20% wmianeHmeB (M0 MaHHBIM Pa3HBIX HCTOYHHUKOB), POXKICHHBIX OOJILHBIMHU
MUACTCHHEH MaTepsMH, pPa3BUBAETCS TPAH3UTOpHAs HeoHaraidbHas muacteHus (THM), oOycrnoBieHHas
MEePEeHOCOM Yepe3 IUIAIlCHTapHBIA Oaphep aHTUTEN K aleTHIXOJIMHOBBIM perentopaM (AXP) ot marepu.
Hawnbonee BbicOkas 3a001€Ba€MOCTh OTMEUAaeTCs B 2-X BO3pacTHBIX Kareropusx: 20-40 mer (B 3TOT
nepros yamie OOJEIOT JKEHIIWHBI) U 65-75 meT (B 3TOT MepHoA MY)KUYMHBI W SKSHIIUHBI TOPayKaloTCs
oMHAKOBO JacTo). CpeaHmii Bo3pacT Havyayia OOJIE3HN Y JKEHIUH - 26 JIET, Y My>K4uH - 31 ro.



ITUOITATOI'EHE3

Ilo coBpeMeHHBIM NpeACTaBICHHUSIM, OCHOBOI MaToreHe3a MUAaCTEHUHU SIBJIETCS ayTOMMMYHHasl peakius,
BBI3BAaHHAS CBA3BIBAHMEM aHTHUTENAaMHU aleTWIXOJIMHOBBIX peuentopos (AXP) mocrcMHanTHYECKHX
MeMOpaH MOMEPEYHO-MOJI0CATONH MYCKyJaaTypel. YHCIIO 3TUX PEeUenTOpOB 3HAUYMUTENBHO CHIDKEHO MO
BO3JIEMICTBHEM ITHX ayTOAHTHTEN. B HEKOTOPBIX Ciydasx MpH ayTOMMMYHHOW MuacteHuu rpasuc (MI)
He BeisIBILIIOTCA anTuTena (AT) k AXP, u Takas ¢popma monyunia Ha3BaHHE CEPOHETATHBHON MHUACTEHUHU
rpaBuc (CH-MI'). TepMuH «cepoHeraTuBHas» SBISETCS HETOUHBIM IO OTHOUICHHUIO K TPYIIIE MallMeHTOB,
BKItouas naeteit, umeronmx AT kiacca 1gG k MplieuHoH crieuuIecKoi perenTOPHON THPOIUHKHHAZE
(MyCK). Dta ¢dopma monyumnna nazsanue MyCK-MI'. Xots nonydeHsl yOeauTenpHbIE 10Ka3aTeIbCTBA
natoreHHOCTH AXP AT, marorenerndeckas pons MyCK AT ocraercst HesicHOW. MOTYT BBISBISTBHCS H
apyrue AT, poib KOTOpBIX HE YCTaHOBIEHA, B TOM YHCJIE K THUTHHY, PUAHOAWHOBBIM PELENTOpPaM U
BHYTpHUKJIETOUHOMY AXP-CBS3aHHOMY POTEUHY parCUHY.

Mexaan3m, 3amyckaromuil BeIpaboTky AT, ocrtaercs HewsBecTHBIM. Ha poib BHIIOYKOBOW JKEIE3bI
yka3piBaeT coueTanne AXP u TuMQOUAHON THIIEPIUIa3UUH OIyXOoJiel TuMyca, a Takke 3(P(PEeKTHBHOCTh
tumakTomuu. [Ipu MyCK-MI ecnu u BBISBISIOTCS, TO JHIIL HEOONIBIINE TUCTONIOTHIECKUE N3MEHEHNUS
TiMyca. Ha HamuuWe TEeHETHYEeCKOHM NpeApacloIOKEHHOCTH YKa3blBA€T OTHOCHUTENBHO YacTo
HaOroaromyecst KIMHHYeCKue M anekrpomuorpadpuyeckue (OMI) cHUMOTOMBI Y pPOJICTBEHHHUKOB
OOJBHOTO M YacTO BCTPEYAIOLIMECS OTACIbHbIE T'PYMIBl aHTHUTCHOB IJIABHOIO KOMILJIEKCAa TKAaHEBOM
coBMecTHMOCTH 4ernoBeka (HLA).

OTmevaeTcsi codeTaHWE C JPYTUMH ayTOMMMYHHBIMH paccTpoiicTBaMH, OCOOEHHO C MaTOJNOTHEH
IIMTOBUIHOM >Kese3bl (THIEp- WM THUIOTHPEO3), PEBMATOMIHBIM apTPUTOM, KPAacCHOM BOJTYAHKOH M
munabetoMm. [lo maHHBIM HEKOTOPBIX HCCIIEAOBATENel 3I0KAaYeCTBEHHBIC OMYyXOJH OTMeYaluch y 5%
JIeTe.

KJIACCUOUKALUA
CymecTByeT HECKONbKO Kinaccudukaumii mMuacreHud. Hawmbomee pacmpocTpaHeHa B MHpe
kjaaccupukanuss no Occepmany (mpuHsATa Kak MexayHapoaHas B 1959r. B Jloc-Amxkernece,
moaupunuposana B 1971r. Occepmanom U [IKEHKHHBIM).
T'enepanusosannas muacmenus.
MuacTteHns HOBOPOXKIEHHBIX
Bpoxnennas muacteHus
JobpokayecTBeHHAsA C OPTAIBMONAPE3OM HIIH OPTATbMOIIIETHEH
CemeiiHas nerckast
IOHomeckas MuacTeHus
I nasnas muacmenus:
IOHomeckas
Bspocnas
B.C. Jlo63unbIM B 1960r. mpeuioskeHa Kiaaccu(pUKaAus MUACTEHHHU N0 TEYEHUI0 MATOJIOTHYECKOTO
npouecca:
1 — ocTtpoe Hauano ¢ OBICTPHIM pPa3BUTHEM CHUMIITOMOKOMIUIEKCA W B JAJIbHEWIIEM MEJICHHOE
MPOTPECCUPOBAHHE,
2 — ocTpoe Hayajo, Oonee mmuTensHoe (0T 3 MecsueB 10 | roxa) pa3BUTHE CHHAPOMA, TCUEHHE C
peMHCCHIMHA, HO HEYKJIOHHBIM ITPOTPECCUPOBAHHUE,
3 — TIOCTENeHHOEe Hayauo, MEJUIEHHOE pa3BUTHE Ha MPOTSHKEHUH HECKOJIBKHX JIET WU MOCIEAyIolIee
MEJIEHHO MIPOTPECCUPYIOLIEE TEUEHHE,
4 — Havano ¢ OTpaHMYEHHOMN TPYIIITHI MBIIII] M MEUIEHHOE TTPOrPECCHPOBAHHE.



B 1965 r. A.T'. [lanoseiM, JI.B. Joremem u B.C. JIo63uHBIM pa3paboTaHa KjaaccH(puKanus MUACTEHUH
M0 JIOKAJIW3AIUHA TNATOJOTHYECKOro Mpolecca ¢ y4eTOM HApPYLIeHUsI BUTAJIbHBIX (yHKUHMI
(HapylIeHHEeM ABIXaHHS U CePIICUHON AEATENLHOCTH):
1 - cenepanuzogannas:
a) 0e3 HapylIeHUs BUTAIbHBIX QYHKLUH, 0) C HApyIIeHUEM JIBIXaHUs U CePACYHON NesITebHOCTH;
2 - 10KanbHAsA:
a) nmuneBas popma (TmasHasi, TIIOTOYHO-IUIEBAs), 0) CKeIeTHO-MbIeuHas popma: 0e3 HapymieHUs
JOBIXaHUS M C HAPYILICHHEM JIbIXaHHS.
Hawnbonee ymoOHa mmsi mpakTHyecKoro Bpada kJaccuukanus, npeaioxkenHas B 1965 r. B.M.
I'extom. B Heli yuuTbiBaeTcsi XxapakTep Te4YeHHUs 3a00JE€BaHUs, CTElNEHb TCHEpaIH3aluu
MHACTEHHYECKOTO MPOIIEeCcca, TSKECTh IBUTAaTeIbHBIX PACCTPOIMCTB U CTENEHb X KOMIIEHCAMN Ha (OHE
HHTHOWTOPOB  aleTHIXOdWHACTepa3bl (AXD), dYTo TMOMOraeT HIOCTAaTOYHO IIOMHO U TOYHO
chopMynupoBaTh AUATHO3.
Ilo xapaxmepy meuenus:
1. MwuacTeHn4eckue SMU30b (OJHOKPATHBIA WJIM PEMHUTTHPYIONICe TEUCHHE) — MPEXOJIIne
JBUTATEIbHBIC HAPYIICHUS C MOJHBIM perpeccoM (10-12%).
2. MuacTeHUYeCKUe COCTOSHUS (T.€. CTAMOHAPHOE TEUCHUE) — CTAI[OHAPHAS HEMPOTrPeCcCUpPYOIIas
¢dopma B Teuenne MHorux JieT (13%).
3. IIporpeccupyroliee TeYeHHEe — HEYKJIOHHOE porpeccupoBanue 3aboneBanus (50-48%).
4. 3nokadecTBeHHast opMa — OCTpPOE HAYaNO W OBICTPOE HapacTaHWE HAPYIICHUS (DYHKITUM MBIIII]
(25%).
DopMBbI IEPEXOIAT IPYT B IpyTa.
Lo noxanuzayuu:
— JIOKaJIbHBIC (OrPaHUYCHHBIC) MPOIIECCHI: TJIa3HbIe, OyIb0apHbIC, JIUIEBhIC, KpaHHATbHbIC,
TYJOBHUIIIHBIE;
— reHepalTi30BaHHbIE MPOIECCH: TeHEepaTH30BaHHbIe 0e3 OyIbOapHBIX HAPYIICHUH, TeHEPaIH30BaHHbIC
Y FeHepaTU30BaHHbBIE C HAPYIIICHUEM JIbIXaHUSI.
Ilo cmenenu msscecmu 08USAMENLHBIX PACCMPONCG:
- JIerKas
- CpeIHEe’ TSHKECTH
- TSDKenas
Ilo cmenenu Komnencayuu 08UAMENTbHBIX HAPYUEHUN HA (POHe UHSUOUMOPOS AYEeMUTIXOTUHICIEPA3bl
(A4X2):
- TIOJTHAS,
- IOCTaToYHas,
- HelocTaTouHas (Turoxast).

KIMHUYECKASA KAPTUHA

IOBennibHasA ayronMMyHHasi MuacTeHusi rpasuc (FOMI)

Cumnroms! 60JIE3HU MOTYT pa3BUBaThCs B JIIOOOM BO3pacTe CTaplle OJHOIO roja, HO Haubojee 4acTo
NPOSIBIISIIOTCSL Y JE€BOYEK B IOAPOCTKOBOM Bo3pacTe. BapnaOenbHOCTh COCTOSHUSI MBIIIL, XOpOLIast
MbII€YHAasA CHJIa IIOCJIC OTAbIXa H cj1abocTh 1ocie (1)H3H‘I€CKOI>'I Harpy3km Wi B KOHIE OHA, T.C.
YTOMIIAEMOCTb — OTIIMYUTECIIbHAsA 4€pTa MHACTEHHYECKOH ¢J1adoCcTH. I/IHOF)Ia AHAMHECTUYCCKHEC OTaHHBIC
00 yTOMIIIEMOCTH OTCYTCTBYIOT HJIM HeonpezaeideHHbl. Havano 601e3HM MOKET ObITh MOCTENICHHBIM HITH
BHE3aIlHbIM, OOBIYHO COIPOBOXKIACTCS IOPAKEHHUEM IJ1a30ABUraTENbHBIX MBI C JUIJIONHEH,
odTanbMOIIIeTHEH U NMTO30M. JTH HapyIIEHHS MOTYT OBITh CHMMETPHUYHBIMH, ACUMMETPUYHBIMU HIIH

OoMHOCTOpOHHUMHU. OOBIYHO OTMedaeTcs CIabOCTh MBI JIMIA, OCOOCHHO KPYTOBOW MEIIIIIBI TJIa3a.
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CnabocTh NMPOKCHMANIBHBIX OTAEIOB KOHEYHOCTEH MOMKET pa3BUBATHCS NPH AeOI0TE 3a00JICBaHUS WU
no3ke. Cpoky MOpaykeHUs PAa3IUUHBIX IPYIIIT MBIIIL 3HAYUTEJILHO BaphUPYIOT, HO HEPEIKO HAOII0AaeTCs
paHHee MOpakeHUE JBIXaTebHOW M POTOITIOTOYHON MYCKYJIaTyphl, TpeOyromei oka3aHHsI HEOTIOKHON
nomMon. B penkux ciyuasx, koraa 60se3Hb MaHU(ECTUPYET HOPAKECHUEM HHKXHHUX KOHEUYHOCTEH, MOTYT
BO3HHMKATh JHArHOCTHYECKHWE TPyOHOCTH. [TyOokme cyxokuibHble pediaekchl coxpaneHbl. [lpu
oOceoBaHMK JeTel ¢ pa3BHUBILICHCA IbIXaTEIbHOW HEAOCTATOYHOCTBHIO TPHU OTCYTCTBHU JIETOYHOMH
[aTOJIOTUM HEOOXOAMMO YYMTHIBaTh BO3MOXHOCTE KOMI', naxe eciy OTCYTCTBYIOT APYI€ CHMIITOMBI
3TOrO 3200JICBaHHUS.

AHnamHe3, ykaspiBaomed Ha Hanuane KOMI', o0br1HO, HO He BCera, MOATBEPIKIAETCS BBIABICHHEM BO
BpeMsi OCMOTpa MBILIEYHON yTomisieMocTd. [IlepBoHaYanbHO MBIlIeYHast CHila MOKET OBITh HOPMaJIbHOM
WINA TIOYTH HOPMAaJbHOM, M TOATOMY MBIIIEUHYIO CHIY HYKHO OLEHHMBAaTh JO M Tocie (QHU3HYecKOit
Harpy3ku. EctectBennoe tedenme IOMI' BapmabGenpHO. 3a0oneBaHWE CKIOHHO K MEUICHHOMY
MPOTrPECCUPOBAHUI0, HO C KOJIeOaHUSIMH HapylleHHOH QyHKin. C XpoHH3aLUeH mpolecca CUMITOMBI 1
c1abocTh MOTYT (DIIYKTYHpPOBaTh MEHbIIE. Muacmeruueckue Kpu3sbl ¢ yCUICHHEM C1a00CTH U 0COOEHHO C
MOPaKCHUEM JAbIXaTebHOM MYCKYJaTypsl MOTYT pa3BHBAaThCS CIHOHTAaHHO WM CJEJOBaTh 3a
3a00JIeBaHUSMH, MPOTEKAIONIMMHU C MOBBIIICHHEM TEMIIEPaTyphl Tela; IPU 3TOM MOXKET MOHATO0OUTHCS
UCKYCCTBEHHas! BeHTWIALMS. CMEPTh HACTynaeT OOBIYHO BCIIEACTBHE COMYTCTBYIOLIEH TEpaneBTUICCKOI
MaTOJIOTHH.

YacToTa ciydaeB, MPH KOTOPHIX IMOPAKEHHE OrPaHMUYEHO TOJIBKO TJIa30/1BUIATEIbHBIMU MBILIIAMU
(erasnas muacmenus), CymeCTBEHHO OTIMYACTCS B PA3IMYHBIX MyOIHKALHUIX, HO, BEPOSTHO, COCTABIISET
20-50%, n mo 80% y wmanenpkux nereii B Kurae. MyCK-MI' wgame BcTpedaeTcst y KEHIIMH, B
KJIMHAYECKOM KapTHHE mpeobiiagaeT ciabocTh IN1a30IBUraTeIbHBIX MBIIII] H MBIIII Yepena, OTMEYat0oTCsl
gacThle pecnuparopubie Kpu3bl. Paznmmunsa mexay MyCK-MI™ u AXP-MI erie npeACTOUT BBISICHUTS.
Tpau3utopHasi HeoHaTaJbHas popmMa (MHACTEHUS] HOBOPOKIEHHBIX)

Ilpn HeoHataspHOW (GOpME MHUACTEHHYECKHIl CHHIAPOM HMeEeT Npexo[sui xapakrtep. KinmHndeckne
MPOSIBIICHHST BKJIIOYAIOT OOIIYI0 MBIIICYHYIO THIIOTOHHUIO, CIAOBI KpPWK, 3aTPyJHEHHOE IBIXaHUE U
cocaHKe, BO3MOKHO Pa3BUTHE I1T03a, aMUMHUH, TJ1a30BUTaTeNIbHBIX HAPYILIEHUH, PACCTPOUCTB TI0TaHuU,
peduekcoB.  [loka3zaHo,
MIPOSBIISIONINICA Y TaKUX JeTe B IMepBbIe IHU XU3HU W TpojoJiKaroluiics B TeueHue 1-1,5 mec.,

CHIW)KCHUE TITyOOKUX YTO NOPEXOJAUMA MHACTEHUYECKUH CHHIPOM,

00yCIIOBIIEH IEPEHOCOM Uepe3 IJIalleHTapHbIi Oapbep antuten kK AXP ot maTepu.

Bpo:keHHbIe MHACTEHHYECKHE CHHAPOMBI (Ta0.1.2).

Tabmuua 2
KHaCCI/I(bI/IKaHI/IH BPOXACHHBIX MUACTCHUYCCKUX CUHIPOMOB
Paccmpoiicmeo | Hetipoghuszuonoeusn | Knunuueckasn xapmuna | l'enemuxa
NMPECUHANITUYECKHWE

BpO)KHeHHBIe I[ereMeHTHI:Iﬁ 9HPI30,I{I/I‘ICCK06 allHOD WUJIM OCTAHOBKA IbIXaHUA B MyTaHI/ISI T'¢Ha,

MHACTEHHYECKUE OTBET J000€ BpeMs TI0CIIE POXKIEHHS, YACTO KOJMPYIOIErO

CHHIPOMBI C crpoBoipoBanHoe uapexnuei. OdranpmMorIerus XOJTHH-

SMH30JMYCCKUM AITHOD BCTpeyaeTcst HeuacTo. D HEeKTHBHBI GJIOKATOPHI aretunTpancdepa
XOJIMHACTEPAa3bl, COCTOSHUE YIIYUIIAeTCs C 3y

BO3PACTOM.

Y oxHUX GOMBHBIX HATOMHHAET MHACTEHHIECKIH
cunapoM Jlambepra-HToHa, y ApyrUx MposiBIsIeTCS
JIETKO} aTaKkCHel M MO3)KEUKOBBIM HUCTarMOM.

Jlpyrue CHHAPOMEI CO
CHIDKEHHEM KOJIMYECTBa
BBIOPOCA alleTHIIXOJIMHA

CUHAINITUYECKHUE

HenocrarouHocThb [TosTOpstrormiicss 1 | Yacto Tspkenas ¢ opranbMoIuierueii u ciabocThio, Myranus reHa

MeMOpaHHOU JIEKPEMEHTHBIN 0COOEHHO OCEBBIX MBIIIII. MeIeHHAs 3pauKoBast COLQ,

aLleTWIXOJIMHACTEPa3hl CITAM npu peaxkuus Ha CBET. KOJUPYIOILIErO
eqUHUIHON [IpumeHeHHEe GIOKATOPOB XOIHHAICTEPA3BI KOJIJIar€HOBEII
CTUMYJISIIIAA HEpBa | HEd(P(PEKTUBHO TN BBI3BIBACT yXYALICHHE «XBOCT»

COCTOSTHUSL. AICTHIIXOJIMHACTE
passl
MHNOCTCHUHHAIITUYECK | HenocrarouHocTh
HUE peLeEnTopoB,




aHOMAaJTHH
KUHETHKH WIH
HapyIIeHUEe
TPYIIUPOBKU
PeLenTopoB.
Henocratounocts AXP EauHuYHEI OTBET TsKeCTh OT JIETKOHN 10 TshKeNol. PaHHuil ne0roT. Myranuu reHoB
IIT03, odramsmoruierus, opodaprHTeaIbHBIE cyosequann AXP
CHMIITOMBI, C1a00CTh KOHEUHOCTEH.
MoskeT ynydiathbes Npy JICUSHUH OI0KaTOpaMH
ALIXO u 3,4-JAIL. YMmepeHHas HHBAJIHMIU3ALHS.
Anomanuu kuHetuku AXP:
A. CuHAPOM MEJJICHHBIX [Moropusie CITIJIM | Bo3pact ne6rora n TshKeCTh BapHaOeIbHBL. OO6BIYHO
ka"anos (CMK) IIpU OJUHOYHOH CenexTUBHas €¢1a00CTh MBIIII IIIEH, JIOIATKH 1 ayTOCOMHO-
CTHMYJILIMY HepBa | pasrubareneil mambues. Jlerkas odramsMoruierys. JIOMUHAHTHOE.
MoxeT yXyaImaThcs Ipu NPUMEHEHUH 0JI0KaTOPOB Omnucano
ALXD. [IpumeHsAIOTCS XMHUAUH U QIIyOKCETHH, HO ayTOCOMHO-
BBICOK PHCK TSDKEJIBIX TOO0UHBIX 3()(HEKTOB. pelieccuBHOE
HacJIe0BaHMHe.
B. Cunzpom ObICTpBIX BapunaOenbHbIi (PEHOTHII, OT JIETKOTO 0 TSHKEJIOTO. Pa3znnunsle
kaHanoB(CBK) DddexruBnbt 6mokatopsr AL[XD mMono wiw ¢ 3,4- MYTallUu TEHOB
JIATI, HO onricaHa cMepTh IBYX JI€TeH Mocie Havana cyosenuaun AXP
npuéMa, XoTs IpUYNHA cMepTH u3-3a 3,4-JIAIl He
JIOKa3aHa.
AHOManuu arperanuu
AXP: HEZIOCTaTOYHOCTH
MeMOpaHHOTOpancuHa
A. Panicue-P/1 (pannuii Yacro HopManbHas | Jlerkuii apTporpunos, runoToOHUs,
ne0roT) HNCH opodapuHreanbHas TMCHYHKIHS, STH30INYECKUE
aIlHO? WJIM OCTaHOBKA JIBIXaHUS C POXKICHUSA, Y
HEKOTOPBIX — JIMLEBOH AUCMOP(U3M,
odranpMoruterus — peako. DPpQeKTUBHBI OI0KATOPHI
AXP mono wiu ¢ 3,4-J1AIT
B. Pancun I1/] (o3 aawuii J1eGI0T B IOJIPOCTKOBOM HJIU B3POCIIOM BO3PACTE.
ne6roT) OwmunboYHBI UarHo3 ceponeratnBHoi MI'.
DddexruBnbl 6mokatopsr ALIXD.
Apyrue
Mpieunas penenTopHast JlexpeMeHTHbII Je6roT B HeoHaTasHOM riepuose. [11o3 u Myranuu rena
THPO3MHKHHA32 OTBET pecIHpaToOpHBIA AUCTpece. KOJIHUPYIOIIETO
MBIIIIIE-
CHeU(pUUCCKYIO
PELENTOPHYIOTHD
O3MHKHHA3y
(MuSK)
SCN4A (Nav.1.4) JlekpeMeHTHBIH 1103, cmabocTh, peUINBHPYIOIINE IBIXaTENBHBIE U Myranuu resa,
HaTPUEBBIN KaHal OTBET Oynmp0apHbIE MaparTuIn KOJIHUPYIOIIETO
BOJIBTAX-
3aBUCHMBIE
HaTpHUEeBbIE
kaHanel SCN4A
(Nav.1.4)

AXP-aneTnnxonnHOBBIN perentop; Omokatrop AXD — GuokaTtop amermixonuadcTepassl; CIIJIM — cymMMapHBIH MOTeHIHaT
nevicteust Mpinbl; 3,4-JIAIT — 3,4-anamunonupunun; MCH — nteparnronHas ctuMysisius Hepea; MIT — MuacTeHus rpaBuc.

Bpoxnennsle mMuacteHnueckue cuHApoMbl (BMC) — reHeTwyecku AeTEpMUHUPOBAHHBIC, HEAHTHTEIN-
OTIOCPEIOBAHHBIC PACCTPOMCTBA HEPBHO-MBIIICYHON Iepeiadun, OOBIYHO JEOITHPYIOT B HEOHATAILHOM
MEPHUO/Ie WM B TEUCHHE MEPBOTO M BTOPOTO ToAa KW3HH. AHaToMmdecku BMC MoryT pa3BuUBaThCS
BCJICJICTBUE MOJIEKYIAPHOTO jAedexkra NPOTEeMHOB HA MNPECHHANTHYECKOM, CHHANTHYECKOM H
MOCTCHHANTHYECKOM YPOBHE; W3BECTHO MHOTO BBI3BIBAIOIINX ITH JIE(PEKThl TeHHBIX MyTauui. Pemko
0one3Hp neOIOTUPYET B CTaplieM JAETCKOM WM JaKe BO B3pPOCIOM BO3pacTe, B 3TOM CIy4ae 4acTo
CTaBHUTCSl OINMOOYHBIH IMArHO3 CEPOHEraTUBHOM ayTOMMMYHHOW MuacTeHuH TrpaBuc. KimHuueckas
KapTHHA TeTeporeHHa. llepBbIMM HapyIIEHHSMH MOTYT OBITh CHIDKEHHE [BIKCHHH IUIOAA U
apTporpuno3. B HeoHaTanbHOM NepHOJE HYacTo MpeoliagaroT TPYAHOCTU IPHU KOPMIICHHH, cliaboe
COCaHHE U TUXUH KPUK, NTO3 U 0QTaIbMOIUIEIHs, C1a00CTh MBIIILL JIMLA U FeHEepaIu30BaHHAas cIa0oCTh.
Onwucanbl JeTKWi JUUeBod aucMopdu3M H Bbicokoe HeOo. [lo3ke MoOryT ormeuaTbcs 3alepiKka
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JIBUTATEIIFHOTO Pa3BUTH, (DIyKTYHPYIOMHUiI IT03 M 0()TaIbMOIUIETHs, OpodapHHTeaIbHas JUCHYHKIHA,
TpeOyromas KOPMICHHUS 4epe3 30H[ M3-3a OMACHOCTH ACHHUPALUH, CIa0OCTh M yTOMIAEMOCTb. Tarke
MOKeT HabmoAaThCs cKono3. Cepbe3Hol Mpo0IeMoli ¢ pOKICHHS U MOIKE, B MIIaJJIEHYECKOM BO3pacTe,
MOTYT CTaTh YIPOKAIOIIWE XU3HH AMH30Mbl AbIXAaTEJIbHOH HEAOCTaTOYHOCTU C BHE3AIHBIM amHOd M
UaHo30M. YacTo 3TH 3MU30/1bl MPOBOLUPYIOTCS JETKUMU WHPEKIUAMHI WU IPYTUMHU COMYTCTBYIOIIUMHU
3a00JIeBaHUSMH, W SBJISIOTCS OTIMYMTENBHBIM TPU3HAKOM COCTOSIHUS, HasbiBaeMoro ceiiuac BMC c
3MMU30/IMYECKUM aIHOd, paHee CUMUTABIIIECUCS CEMEMHOW MUAaCTEHUEW MJIaJICHIIEB.

Jlo HacToAIIero BpeMeH! 3T CHHAPOMBI MU3YUYEeHBI HE MOJHOCTHIO, NMOCIEAHNE JOCTH)KEHUS MO3BOJISIOT
co3z1aTh 6osIee COBEPIICHHYIO KIaCCU(PHUKALUIO U BEISIBUTH KOPPEIALUHN (PEHOTUIT-TEHOTHII.

Takum o0pa3oM, OTIMYHEM BcCeX CHMITOMOB MHACTEHHMH fIBJISAETCA ITMHAMHYHOCTHL B TeYeHHe
CYTOK, yCHJICHHE II0cJe HArpy3KH, 00paTHMOCTh WJIH yYMeHbIIeHHMe CTelMeHM WX BbIPasKeHHOCTH
nocJje oTabIXa.

Ocoboe cocTosiHuE — MHACTEHHYECKUH KPU3, IPH KOTOPOM IO Pa3HbIM NPUYMHAM MPOUCXOIUT PE3KOoe
YXyAIIEHHNE COCTOSHHSI C  HapylmIeHWeM  BUTAIBHBIX  (QYHKOHHA. MONEKyIapHOW  OCHOBOH
MHACTEHHMYECKOI'0 KpH3a, BEPOSITHO, SIBISAETCS PE3KOEC YMEHBLICHHE KOJIMYECTBA (DYHKIHOHHPYIOLIMX
AXP BcieiacTBHE MacCHpPOBaHHOM aTakM UX ayTOaHTHUTenaMHu. YacTo MHACTEHMYECKHH Kpu3
MpoBOIHpyeTcss OpoHXoneroyHod wH(peKImel, a B psne ciaydaeB Ha (oHe Kpu3a pa3BUBAETCS
MMHEBMOHUS, M TOT/Ia HapyIICHHUS JbIXaHWS MOTYT HOCUTh CMEIIaHHBIA Xapaktep. JuddepeHunpoBath
MHACTEHUYECKHHA KpHU3 OT JAPYIHX TSDKEIBIX COCTOSHHUM, CONPOBOXIAIOIIMXCS PECIHPATOPHBIMU
paccTpoiicTBaMH, MOXKHO IO HAJHYUIO OylIb0apHOr0 CHHAPOMA, TMIIOMUMHHM, NTO33, ACHMMETPHYHOIO
Hapy>KHOTO O TaibMOIape3a, CJIa0OCTH U YyTOMIIIEMOCTH MBIIIII KOHEYHOCTEH U IIeH, YMECHBIIAOIIMXCS
B OTBET Ha BBeJIeHNE MHTHOUTOPOB AXD.

Crnenyer oTnuuaTh MHACTEHUYECKHH KpU3 OT Xoruuepeuyeckozo (Tabin. 3), KOTOPBIA pa3BHBaeTCS NpU
U30BITOYHOM 1103¢ MHTUOMTOPOB AXD. OOIMMMHU CUMOTOMAaMHU KPHU30B SIBJIICTCS BBIPAXKECHHAs CJIA00CTh
NPOMU3BOJIBHOM MYCKYJaTyphl C HapylIEHHEM JIbIXaHus U OyabOapHBIM CHHIPOMOM, IICHXOMOTOPHOE
BO30YKJICHUE M HApYIICHNE CO3HAHUS (COIOp, KOMa).

Tabnuua 3
OTAMYUTETHHBIE CUMIITOMBI MHACTEHIHYECKOT'O U XOJMHEPTHIECKOTO KPU30B
MuacTeHn4YecKHil Kpu3 | XoJIMHepruYecKuii Kpu3
M-xonunepeuueckue (6ecemamugHsie) CUMRMOMbI
-CYXOCTb CIM3UCTBIX -cJIe30TeUeHUE, OPOHXOPES, PUHOPESI
-Tycras ClltoHa -KHJIKas CIIOHA
-MUIpua3 -MHO3
-TaXUKapAUs -Opagukapaus
-IIOBBIIIEHHE aPTEPUAILHOTO JIaBJIECHUS -[IOHMKEHHE apTEPUAILHOTO JAaBJICHUS
-TOIIHOTA, PBOTA, KMILIEYHAsl KOJIUKA, >KUJIKUN CTYJI,
MOJINypUsl
H-xonunepeuuecxue cumnmomoi
-II0JIOXKUTENbHAS pPEaKlihsl Ha BBEJCHUE -YXyJALLIEHUE COCTOSIHUS Ha BBEJCHUE
AaHTHXOJINHECTEPA3HBIX IIpenapaToB AHTHUXOJIMHECTEPA3HBIX IIpeEnapaToB
-(QacuuKyIspHBIE TIOEPTUBAHMS MBIIII]
-KpamIiy, TPEMOP MBIIII]
-onuIenTH(GOPMHBIE CyJOPOTH

CMmemanHble (MHACTEHHMYECKUN + XOMMHEPTUUECKUiT) KpU3bl BCTPEUAOTCA Y OOJIBHBIX MUACTEHUEH MPH
HETPaBUIILHOM ITpreMe ¥ / WK N3HAYAIbHO Y3KOM THANa30He TePareBTHISCKUX /103 HHrHOUTOpoB AXD,
a Takke Ha (OHE COCTOSHHM, BBI3BIBAIONIMX OONIYIO WJIM MBIIIEYHYIO cIa00CTh Pa3InYHOro TeHe3a
(MHTEpKYppEeHTHBIE WH(EKIHH, COMATHYeCKHe, TOpPMOHAJbHBIE HApyLICHUS, NpUEM MpenapaTos,
BIIHSIIOIINX HAa COKPATUTENBHYIO (PYHKIIHUIO TPON3BOIBHBIX MBIIII] H JP.).
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JUATHOCTHUKA

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

MOJIOKUTEJbHOI Npodbl ¢ HHruduropaMu AXD, 31eKTPOoPH3NOTOTHIECKOT0 00C/TeT0BaAHMSA,
AUHAMHYECKOT0 HAOII0ICHNS.

IIpu cOope anamHe3a oOpaiiar0T BHUMaHHE Ha M3MEHYHMBOCTH CHMIITOMOB B TEUEHHME CYTOK,
CBSI3b UX C HArpy3Koi, HaJM4Me YAaCTHYHBIX WM MOJHBIX PEMHUCCHH, 0OPaTHMOCTh CUMITOMOB
Ha ¢oHe mpuema HMHrHOMTOpoB AXD (Ha BpeMsi UX JeicTBUS) M Ha (OHE aJeKBaTHOU
MMMYHOCYTIPECCHUBHOM TEpauH.

KiuHnveckunii 0cMOTP 107KEH BKIIOYATh UCCIIEA0BaHNE OOIIEro HEBPOJIOIMYECKOTO cTaTyca, a
TaKXXe MPOBEPKY CHJIbI IPOM3BOJIBHBIX MBIIILL JIMLA, [I€H, TYJIOBHIA U KOHEYHOCTEH 10 U 1OCie
Harpy3ku (oreHka cuibl B 6amnax, rae 0 — OTCyTCTBHE CHIIBI, 5 — CHila JaHHOW TPYIIBI MBIIIIT
30pOBOTO yenoBeka). OOHMM M3 CaMbIX BaXKHBIX KJIMHUYECKHX TECTOB MAJSI TUArHOCTHKH
MHUACTEHHH SBIIETCS HAJIMYME CHHAPOMA MNATOJOIMYeCKOW MBIIIEYHOH YTOMJISIEeMOCTH:
HapacTaHWe CHMITOMOB MOCie Harpy3ku. Hampumep, HapacTaHue mro3a, Iia30JBUraTeIbHBIX
HapyLeHnH NpH (YUKCALIMK B30pa, OCTIE 3aKMYPUBAHUSL; CHIPKEHHE CHJIBI B OTAEIBHBIX IPYIIaX
MBIIII TTOCJIE TTOBTOPHBIX AKTHUBHBIX IBW)KEHHH B MCCIIENyeMONH KOHEYHOCTH, MPUCEIAHHUN WITH
X0Ab0BI; MOSIBIICHUE WM HApaCTaHUE PEUYEBbIX HAPYLICHUH NpHU cUeTe, YTCHUH BCIyX U T.14. [Ipu
9TOM HE BBIABIISICTCS HUKAKHX CHMITOMOB OpPraHHUYECKOTO MOPaKEHHsT HEPBHOW U HEPBHO-
MBIIIEYHOH CUCTeMBI (TP OTCYTCTBHM COMYTCTBYIOIIMX 3a00JI€BaHUI): HET HapyLICHUH B
pedIeKTOPHON U KOOPAWHATOPHOU cepe, coXpaHEeHa TyBCTBUTEIBHOCTh, B THIIMYHBIX CIydasx
OTCYTCTBYIOT MBIIIIEUHBIE aTPOQUH, COXPAHEH MBIIICYHBIA TOHYC.

IIpuMeHeHHe aHTUXOJIMHAICTEPa3HbIX Npenapartos. CrenuduyeckuM TeCTOM ISl JUArHOCTUKU
MHUACTeHHHU SIBIsIeTCS mpoda ¢ uHruduropamu AXJ: HeocTurMuHaMeTHICymbdhaT (kog ATX:
NO7AAOQ01, IIpozepun), mupumocturmuHa ruapoxiopun (kox ATX: NO7AAQ02, Kamumun).
[Tocne BBeneHUs: OTHOTO U3 ATUX MpenapatoB dP¢deKT HaOmoaaeTcs B OJHONH MIH HECKOJIBKUX
ocnabnenHbIx Mbimax. Hanbosee yacto nposoautcs npoba c IIposzepunom. o3a nogdupaercs
WHIMBHYyaJIbHO U3 pacueTa 0,125 mr/kr maccsl Tena (opuentupoBouHo: 1,5mi 0,05% pactBopa —
npu Macce tena nmo 70kr m 2mMn — mpu Macce Tenma Oonee 70Kr WM TIpH BBIpaXEHHOUH
TeHepaTM30BaHHON CJIa0OCTH MBI KOHEYHOCTel Oe3 ydera Macchl Tena). MokHO U30parth
nr000#1 mapeHTepaIbHEIHN MyTh BBEJICHHUS NIpenapara, Ho OObIYHO JeIaeTCsl TOIKOKHAsI MHBEKIIUSI.
OnenuBaerca paeiicteue npenapara veped 30-40 munyt. IlomokuTesbHOW MOJHONH mNpoda
CUUTAETCS IPU BOCCTAHOBJICHWH MBIIICYHOM CHIIBI IO 5 0aJUIOB ¢ KOMIIEHcanuei Oynms0apHbIX 1
IJ1a30/IBUTATENIbHBIX HAPYLICHUH, MOJI0KMTeJIbHONH HENMOJIHOi — py HapacTaHWW CHUJIBI Ha 1-2
Oaita, HO O3 MOJTHOTO €€ BOCCTAHOBIIEHUS M (MIJIM) COXPAHEHUH PeAylIUpPOBAHHOTO OYIH0apHOTO
WIN TTa30/IBUTaTeNbHOTO AedekTa. YacTHuHass KOMIEHCAMsl 3aKII0YaeTCsi B U30MpaTeIbHOM
JeiicTBur MHruOMTOpoB AXD Ha OTAENbHBIE TPYMIIbI MBIIIL, KaK IPaBUIIO, C HAPACTAHUEM CHIIBI
MPOM3BOJIBHBIX MBI Ha 10ami. Beigessercs cOMHUTeIbHAsi NMPO3epHHOBAsi Mpoda, Korja
OTMEYaeTcss HEKOTOpasl IOJIOXKHTENbHAs IUHAMHUKA B OTHOIICHWM OTAEIBHBIX CHMITOMOB
(ymeHblLIeHHEe NTO3a Ha 1-2MM, HEKOTOpOE YBENMYEHHE OO0beMa JBW)KCHUH TIJa3HBIX S0JIOK,
HECKOJIBKO 0oJiee 3BOHKMH TOJIOC, BIIEYATICEHHE O HEKOTOPOM HApacTaHWUW CHIIBI MBIIII]
KOHEYHOCTEH! U T.II.

Ecnm nmarHo3 MMacTeHWH BBI3BIBAET COMHEHHS, TPEOyeTCs MTWHAMHUYECKOE HAOIIOJCHHE, MPOBEACHUE

npoOHoro Kypca MHruOuTopoB AX3D (KanuMmuH B codyeraHuH C mpenapaTaMu Kajisi — TOJIBKO CTPOTO

n30eras XOJMHEPIHYECKUX PEakihii), MOBTOPHOE KIMHUYECKOe U 3nekTpomuorpaduueckoe (OMI)

o0clieg0BaHueE.

Hrepanuonnas crumyasauusa HepBa (MCH) mo3BOisET BBIABUTH 3IEKTPUUYECKYIO HEPBHO-
MBIIEYHY0  Onokany. CyMMapHble MOTCHIMANBI JCHCTBHS MBIl (PUKCUPYIOTCS  C
MMOBEPXHOCTHBIX AJICKTPOJIOB, JIYUIIIC HAJ CIA0O0W MBIMIIEH; 4acTOTa CTUMYJIAIMK 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 BBIIOJIHATHCS INaasie. TeXHUUecKue TPYIHOCTH y MaJCHbKUX JeTeil
TaKXe COCTaBJIIOT MPOOJIEMY, M TO3TOMY IEpe]] TeM, KaK OOBSBISATH TECT MOJOKUTEIBHBIM,
HYXKHO OBITh IIOJHOCTBIO YBEPEHHBIM, 4YTO CHIDKCHHE aMIUIUTYAbl IPOUCXOAUT IO
MuacTeHnyeckoMy Tumy. OpHoBosokOHHass OMI, mo3BosAOmas BBIIBUTH  YCHIIEHHOE
«OpO’KaHHe» TMpPH COKPAICHWH Tap BOJIOKOH, fABJseTcs Oojiee YyBCTBHTENBHBIM, YeM
knmaccuueckas VCH, HO TpyaHOBBIMONMHMMBIM y geteir metogoM. Hopmampnas HWCH we
uckiItovaer auarsoza KOMI'.

e Onmnpeaenenue antuten. Anturena Kk AXP BeuBnsiorcs y nmereit B mpenenax 60-80%. B
mpermyoepTaTHOM BO3pacTe TecT NoJoxuTeneH mnpumepHo y 50% nmereir. Tutp aHTHTEN
CHIDKAETCSl y YCIEIIHO MpPOJICUYEHHBIX MalMeHTOB. M3 cepoHeraTuBHBIX Ha aHTUTena k AXP,
okos10 40-50% ceponeratuBHbl Ha antutena kK MyCK. Boiee BbicOkas yacToTa HalmW4us 3THX
AQHTUTENl y JAeTel TOYHO HE YCTaHOBJIEHAa, HO OHM MOTYT IIPUCYTCTBOBaTh INPH Hadaie
3a00JIeBaHUs B paHHEM JICTCKOM BO3pacTe.

e B IMarHoCTHYEeCKH CJIOXKHBIX CIIy4dasiX MPOBOIUTCS Mopdgooruyeckoe ucciaejoBaHue
MBILIEYHOT0 OuonrTara (CBETOBas, OJJIEKTPOHHAS  MHKPOCKONMSA, THCTOXMMHYECKOE,
UMMYHOTHCTOXHMHUYECKOE, UMMYHO(IYOPECICHTHOE W JpPYyrde BHIBl BU3yalbHOTO HW3yUCHHS
HEPBHO-MBIIIEYHOTO COECOMHEHHUS U OKPYXAIOIMX ero TKaHel). OCHOBHBIE KaueCTBEHHBIC H
KOJINUECTBCHHBIE H3MEHEHUS MPH MHUACTEHHH OOHApYKUBAIOTCS B IOCTCHHANTUYECKOM
MeMmOpane, kotopast cofepkuT AXP, u B cTaguu pa3BepHYTOH KIMHHUYECKOW KapTHHBI YHCIIO
AXP cumxaercsa 1o 10-30% oT HOpManbHBIX 3HAYCHUH, MafaeT UX MJIOTHOCTb. JlecTpyKTHUBHbIE
U3MCHCHUA I[BHFHTCHBHOﬁ KOHHCBOﬁ INTaCTUHKHN COYECTAlOTCA C (I)OpMI/IpOBaHI/ICM HOBBIX
CHHAIITUYECKNX KOHTAKTOB 3a CUET pa3pacTaHus TEPMHUHAIM aKCOHa ¢ 0Opa3oBaHMEM HOBBIX
CHHAIITUYECKUX (Yalle «HEe3pembIX») CKIAIOoK, T.. OJHOBPEMEHHO IPOUCXOIAT 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 HeOHATAJIbHASA (popMa (MHACTEHUS] HOBOPOKIEHHBIX)

KnvHnveckne CHUMOTOMBI TO3BOJISIIOT —MOCTABUTHh IMPAaBWIBHBIA JIHArHO3, €CJIM HM3BECTHO O
CYIIECTBOBAaHMHM MHACTEHHH Y MaTepH, HO 3a00JeBaHHE MaTepPH MOXKET ObITh HEIMAarHOCTHPOBAHHBIM
WIN TIPOTEKaTh OeCCUMNTOMHO. JIMarHo3 MOATBEP)KAAeTCsl MPH BHYTPUMBIIIEYHOM 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 W JUI JICUSHHs, NpPEANOYTHTEIbHEee
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 KopmiieHHEM, a JJONOJHHUTENBHBIE O3B - TIO Mepe
HEOOXOIMMOCTH).

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

JNOOEPEHINAJITBHASA TUATHOCTHUKA

Haubosnee vacto onmmboyHas MOCTAHOBKA JMArHO3a MHACTECHHUHU CBA3aHA C HAJTMYKMEM MTO3a U PA3THYHON
CTEMEHBI0 BBIPAYKEHHOCTH TJIA30/IBUTATENBHBIX PacCTPOUCTB. HeoOXOMMMO WCKITIOUEHHE CIIEAYIOMINX
3a00JICBaHUIA:

- OSHOOKPUHHASL OPMANbMONAMUSL,
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- OKY0GhapuHeeanvbHas Mblueynas OUcCmpopusi,

- PACCeaHHblIL CKepOo3;

- cunopom DQuwepa;

- bomyauzm;

- cunopom Tonocvl-Xanma,

- MUMOXOHOPUATbHBIE YUMONATHUU,

- KOHeeHUmMAaibHble MUACMeHu4YecKue CUHOPOMbL U Op.

Byne6apHble TposiBICHUS MHACTCHUHU cieAyeT AuddepeHIpoBaTh ¢ COCYAUCTHIMH U OIyXOJEBBIMH
MOPAKEHUSAMHA MO3Ta, /IS KOTOPBIX THUIHUYHBI BBIPRXKEHHBIE OOIIEMO3TOBBIE CHMIITOMBI, a TakKke
OTCYTCTBHE AMHAMUYHOCTH HapYyLUICHUH U PEaKlUK Ha BBEJCHHE aHTUXOJIMHICTEPa3HBIX penaparos.
WHorna 3HauuTeNbHBIE TPYIHOCTH BO3HHKAIOT Npu AuddepeHIHaIbHON JUArHOCTHKE MHUACTCHHU H
b6okoso20 amuompoguueckozo ckiepoza (BAC), mpu KOTOPOM B HEKOTOPBIX CIIy4asX BO3MOXKHBI HE
TOJIBKO KJIMHMYECKHE CUMITOMBI MHACTEHHUH, HO ¥ HAPYLICHUs] HEPBHO-MBIILICYHOW Mepeaddl U peaKkuu
Ha BBEJCHHE AaHTHXOJMHICTEPA3HBIX IMperaparoB. B Takmx ciydasx MpaBUIBHBIA IHATHO3 MOYKHO
MIOCTaBUTh TOJIBKO Mocie npoBeaeHuss OMI', BeIABISONICH MPU3HAKU JECHEPBALMU U PEUHHEpBALUU, 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 apequiekcHs, HapyIICHUE COCTaBa JIMKBOPA, OTCYTCTBUE
HapyIICHWH HEPBHO-MBIIIICYHOH Mepeiaul U PeakIny Ha BBEICHNUE aHTUXOIMHACTEPA3HBIX IIPENapaToB.
CnaboCTh MBI TYJIOBHINA W KOHEYHOCTEH y OONBHBIX MUacTeHreH nuddepeHnupyoT ¢ pa3InIHbIMI
(hopMamMu BpOXKIEHHBIX U IPUOOPETEHHBIX MUONAMULL.

Muonatndyeckuii mporecc, Kak MpaBUiIO, XapaKTEepPHU3yeTcsl OTIMYHBIM OT MHACTEHHH XapaKTepoM
pacrpenencHus JBUTATENBHBIX PACCTPOMCTB: OTCYTCTBHEM (32 PEIKHUM HCKIIOYCHHWEM) TPH3HAKOB
MOPaKEHHUSI DKCTPAOKYJSIpHOW U OyiapOapHOW MYCKyNaTrypbl, JAbIXaTeIbHBIX HapylIeHWH; darle
COTIPOBOX/IAETCSl CHIDKEHHEM WM OTCYTCTBHEM CYXOXUJIBHBIX pPEeQIIEKCOB, Pa3UYHON CTENEHBIO
BBIPRKEHHOCTH MBIIIEYHBIX aTPOQUii.

KimmHngeckre CUMITOMBI, HAIIOMUHAIOIINE MUACTEHUIO, BO3MOXKHBI U TIpU APYruX (Gopmax HapymeHus
HEPBHO-MBIIICYHON TIepelaun, TakuX, Kak cunopom Jlambepma-Hmona u 6omynuzm. W ecmm ans
curgpoma JlamGepra-MToHa HE TUIMTUYHBI DKCTPAOKYJISIpHBIE, OyIb0apHbIe W JbIXaTelbHbIe HAPYIICHHUS,
TO UMEHHO OHH COCTABIIIIOT OCHOBHOE KJIMHHYECKOE SIIPO OOTyNM3Ma. XapakTepHbIe Ul CHHIPOMA
JlamGepra-UToHa c1aboCTh M yTOMIISIEMOCTH MBIIII TYJIOBUINA M KOHEYHOCTEH IpH OOTyJiH3Me
BEISBIISIFOT OTHOCUTENLHO penko. [[imst ob6enx popm xapakTepHa THITO- WK apeQIIeKCHsl.

OddexT oT BBeACHHS aAHTUXOIWHAICTEPa3HBIX IpemapaToB Tmpu cuHApome Jlambepra-HToHa
MUHHMAQJIBHBIA, a TpH OOTyjJIM3Me OTCYTCTBYeT. HapymieHus HEpBHO-MBIIIEYHOH Iepenadn
XapaKTepU3yIOTCS CHIKEHHEM HMCXOJIHOW aMIUUTyIbI M-0TBeTa M €€ CYyIIeCTBEHHBIM YBEINYCHHEM B
npoIecce BBICOKOYACTOTHOH CTHMYINSIMU (MHKPEMEHT) WM T0Cie MaKCHUMAIBHOTO IMPOU3BOJIHHOTO
YCUIIHAL

B nenom cienyer moguepKHYTh, 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 CHeneHb MANCecm,
xopouwasn komneucayus Ha AXIII.
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Muacmenus, eeneparuzosannas opma ¢ ObIXAMETbHbIMU HAPYUWEHUSIMU, NPOSPECCUpYIowee maiceioe

meuenue ¢ Hedocmamounou komnerncayuei na AXII1.

JIEYEHUE

IOBennbHAasA ayronMMyHHasi MuacTenust rpasuc (FOMI)

1.

2.

3.

4.

Enoxkamopeut xonunscmepaszvl — npenapatsl  nepBoit swmuuum (1B).  Jlannas rpymma
neprnapaToBOKa3bIBAET CKOpEe CHMITOMATHIECKOE, HEXKeIH JieueOHOoe eiicTBIE. DTH MpenapaTsl
YBEITMUMBAIOT TMEPHUOJ MONypachaga BHIOPOIIEHHOTO B CHHANTHYECKYIO ILENb AleTHIXOJIMHA
(AX) myrem WHTrHOMpOBAaHWS €r0 THAPOIN3a AlETHIXONHHICTEPA30i, YBEIHYUBAS TaKUM
00pa3oM BEpPOSTHOCTb TOTO, YTO MOJEKylIbl AX JOCTHTHYT PELENTOPOB, YUCIO KOTOPBIX
cHmkeHo. HecMoTps Ha TO, 9TO IMepBOHAYAIBEHO M HAOI0aeTCsT XOpomHid 3P QeKT, Co BpeMEeHEeM
JieificTBUE MpenapaToB CHIKACTCS.
IMupunocturmuna 6pomun (kox ATX:NO7AA02, Kaiumun) B 103€ 10 7 MI/KI/IeHb Ha3HAYAETCS
B 3-5 mnpuemoB. Hauampnas pno3a Heocturmmua wmermncyibdata (kom ATX:NO7AAOQL,
[Mpozepun) cocrapnsier 0,2-0,5 Mr/kr kaxaple 4eThipe Yaca y aereit g0 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 JAETH C H30JUPOBAHHOU TINIa3HOU
MHUacTeHHeH, MOTYT 4YacTo, HO He BCEerja, YCIEIHO JEYHTHCS TOJNBKO OJioKaTopamu
XOJIMHACTEPa3bl, U MOTYT HYXIAThCS B IPUCOCANHEHHH UMMYHOTepanuu (1B).
Kopmuxocmepouowi. I'mokokoptukoctepouibl (I'KC) BBI3BIBAIOT PEMHUCCHIO Y OOJIBIIMHCTBA
neteit ¢ FOMI', HO mHTENpPHOE MPUMEHEHHE, OCOOEHHO Y TOJPOCTKOB, JAOJDKHO MPOBOAUTHCS
TOJIBKO C y4eToM TOro ¢akrta, 4To 3PQEeKT Tepalud NPEBHICHT IMOTSHIMAIbHBIE MOOOYHBIC
a¢pdexrer. O0b1uno Ipeanuzonon (kox ATX: HO2ABO06, IIpennn3omon) Ha3HauaeTcst 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 MaKCUMaJIbHON — BO 2-it JeHb. llepexoa Ha mpueM ¢ WHTepBajIaMu
MOXET OKa3aTbCsl 3()(EKTUBHBIM TPH NOAJCPKUBAIOLICH Teparnud, TaK Kak OTMEYaeTcs
MUHHMU3AIHS T000YHBIX 3P GexToB. [Ipu TshKeIoM TeueHHH OO0JIEe3HH IS Tepanuu Kakoro-auoo
OCTPOTO YXYIIICHUS MOXET MOTpe0OBaThbc BHYTPHBEHHOE BBEJACHHWE MMMYHOTJIOOYIWHA HIIH
azmadepes.
Jlpyeue 6uobt OnumenvHOU UMMYHOMepanuu — MOTYT TIOTPEOOBAThHCS B KAUECTBE AIbTEPHATUBEI 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 otTaenabHo (2B). Hauanbhas jo3a 50 Mr/cyTku u
mo 100-200 mr/cyTku BMecTe ¢ mojuepkuBatomneit 1030l [Ipennnsonona. [{ukinocnopun (kox
ATX: LO4ADO01, Hukmocriupun ['ekcan, Iwuknopan-®C) MoXHO HazHauaTh TNpPU
HernepeHocuMocTH 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 nrasmol. 1lnazmadepes BbI3BIBACT OBICTPOE, HO HEMPOJIOKUTEIBHOE YIyUIlIeHHE, 1
NPUMEHSIETCS JUIs JICYCHHUsI MUACTEHHYECKUX KPH30B, a TAKXKE YISl Tpe- ¥ MOCie ONeparioHHOM
NOJICP)KKK. BHYTpHBEHHOE BBeJEHHE WMMYHOTJIOOYJIMHOB Kiacca G — HMMMYHOMIIOOYIHH
yenoBeka HopMmaibHbld (kog ATX: JO6BA02, MmmyHornoOynuH dYenoBeKa HOPMabHBIN)
HPEBOCXOJHT 3aMEIICHNE IIa3Mbl B OTHOLIEHUH IPOCTOTHI MPUMEHEHUS U MPOQHIS MOOOYHBIX
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 maHHbM, Tepanuss BBUIT nMeer 3nadueHme
MpU KYIMUPOBAHWHM OCTPBIX COCTOSIHWM, TeHepalim3oBaHHOW (opmMer MIT mimm B KadecTBe
JUITTENTFHON TOJEPXKHUBAIOLICH Tepanuu NpH HEed(P(PEKTUBHOCTH APYTUX METOAOB JICUCHHS,
HanpuMmep, Ha Gore Tepanuu [Tupugocturmunom (1B).

5. Tumdxkmomuss — IPUMEHSETCS B KAUECTBE OCHOBHOTO METO/Ia JUINTEIHLHOTO JICYEHUSI, OCOOCHHO Y
JeTell ¢ BBICOKMM pPHCKOM pPa3BUTHSL OCIIOKHEHUH JiedeHus OnokaTopamMu XO MM
KOPTUKOCTEPOHWIaMH, JHOO JpYrHX BHIOB HMMyHOTepanmuu. OOBIYHO XUPYprHYEecKOe
BMEIIATENLCTBO AaeT AJUTENBHOE BBIPKEHHOE YIydllleHHe, XOTS B TEUEHHE 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 MaKCUMaJbHOTO - TpeOyercss Oojiee IMTENBHBIA CPOK.
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 TIepes omepanuell M TOoCiIe Hee MOXKET
nmoTpedoBaThCS KpaTKOBpeMeHHas Tepamus, Hampumep BBUI, 3amemenue mmasMbel win
KOPTUKOCTEPOUIbl. Y JeTell TUMAIKTOMUS MOBBIIIAET YacTOTy peMuccuil 1o 67%. BeposTHocTh
HACTYIUICHHS PEMHCCHH WM YIYYIISHHs BBIIIE, €CIM THUMAKTOMES BBIIOJHSETCS B PaHHUC
CPOKH, 0COOCHHO B TEUCHHE MEPBOTO rojia MOCie MOSBICHUs CUMNTOMOB. He pekomenmyercs
BBINIOJTHEHHE TUMAIKTOMHH y marueHToB ¢ MyCK-MI' 6e3 tumomsr (2C). IlenecooOpasno
MPOBEJICHNE THUMAKTOMHH y TAIlMeHTOB 0e3 THMOMBI B Bo3pacte 1m0 60 IeT, ¥ WMEIOIIX
ceponerartuBnyo ¢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 ONIEPaTUBHOMY JICYCHHUIO TIOAXOSAT W30MPATEIbHO.
ITlpomusonoxazanusi K MUMIKIMOMUL:

— TSDKENble IGKOMIICHCUPOBAaHHBIE COMATHUECKHE 3a00JICBaHUS;

— cTapuecKkuii Bo3pacT (bonee 55 jieT).

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

— 00IIEYKPEIUISIOIAs TEePAITHs;

— 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 WMHTeHCHBHOW BeHTwsiimu Jierkux (MBJI). Tlokazammsmun 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 miazmMacopOiuu. [IpoBoauTCsS 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: JO6BA02, IlenrarnoOWH) TNpeICTaBISIOT CO00H HWMMYHOpPEaKTHUBHBIA Oenok. B
HaCTOsIIIiee BpeMsl Teparnusi IMMYHOTJIOOYJTMHAMH SIBIISIETCS aJIbTEpPHATHUBOW Tuiazmadepesa
U3-3a CXOJCTBAa MEXaHM3MOB, JIEXKAILMX B OCHOBE 3THX METOZOB JeueHus. HaszHauarorcs
npenapaTsl HMMYHOTI00yIMHOB U3 pacuéra 0,4 r/Kr/BBeacHHE, 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(p(HEeKTUBHO MX BBEACHHE MPH MHACTEHHMUYECKOM Kpm3e). HeocTurmuna
metmicynbbhat (kog ATX:NO7AAOQ1, TIposzeprn) BBoauTCs /K B 03¢ oT 1,5 10 2,5 M, amnst
YMEHBIICHUS HeXeNaTeIbHbIX 3P QekToB BBoIAT ATtponuH (kox ATX: AO3BAO1, Atponuna
cyabdar) 0,2-0,5 ma 0,1% pactBopa. PesynpTrar onieHHBaeTCs Kak MpH MPO3epUHOBOM MPoOe.

5. HazHayeHwe TIIOKOKOPTUKOCTEPOHMIHBIX mpenapatoB. Hambomee »sddexTuBHa IMMymbe-
tepanust Merunnpeannzononom (kox AXT:H02ABO04, Comy-menpon, Metunpen, demno-
MEZpOJ) BHYTPUBEHHO KamlelbHO B BO3pacTHON mosupoBke. llocne mpoBemeHHs mylbce-
Tepalnuyd pPEeKOMEHAyeTcd eXeIHEBHBIH mnpueM mnpeaHuszonoHa (koxg ATX: HO02ABO6,
[Mpeauuzonon).

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

7. IlporuBomnoka3aHbl Npo(UIAKTUYECKUE NPUBUBKH, BBEAEHHE Y-TIOOYIMHOB. Psin aBTOpOB
PEKOMEHIIIOT BCEM MalMeHTaM C TeHepaln30BaHHON W riazHoi ¢popmamu MI' nmposeneHue
BaKLMHALWHU IPOTUB THEBMOKOKKOBOM MH(EKINU U BaKLWHALWN IPOTUB CE30HHOTO T'PHIIIIA

(20).

CrnexyeT MOMHHTH, YTO TPHUEM HEKOTOPHIX JIEKAPCTBEHHBIX IMPENapaToB, HAa3HAYAEMBIX IJIS JICUCHUS
COIMMYTCTBYIOIIMX 3a00JIeBaHWH, HapyIIaeT HEPBHO-MBIIICUHYI0 Tepeaady. K pacmpocTpaHEeHHBIM
mpermaparaM C  BBICOKOH  BEpOATHOCTBIO  yTsoKeneHuss MIT  OTHOCSATCS:  aMUHOTJIMKO3HIBI,
XMHOJIOHBI/QTOPXUHONOHB!  (IMIPOQIIOKCALIMH), Tpenaparbl JTUTHA, (EHUTOWH, TPUMETAINOH,
MPOKaWHAMUJ, [-aApeHO0IOKATOPBI (BKIIIOUas riia3Hble Karuin). Cpely 4acTo Ha3HaYyaeMbIX MPernapaToB
C BBICOKOW CTETEeHBI0 BEPOSTHOCTH CBSI3aHHBIX C yTsDkeneHHeM MI' aMIUIMIUIAH, XOJWHOOIOKATOPHI,
SPUTPOMHUIIMH, BepariaMuil, peHTTCeHOKOHTPACTHEIE Mpenaparsl. [[eHuMIaMiuH MOXKET CITPOBOIMPOBATH
oJIvH U3 BapuaHToB MI'; onricaH CXOIHBIN C MUAaCTEHUEH CHHAPOM, BhI3BaHHEIN D, L-kapautnnom. Ecin
COCTOSTHME TAI[MECHTa, IMOJYYalolero BBICOKHE JI03bl KOPTUKOCTEPOMIIOB, YXY/IIAETCs, HEOOXOIUMO
YYIUTHIBATH BO3MOXKHOCTH PA3BUTHS CTEPOUTHON MUOTIATHH.

Tpau3utopHas HeoHaTajdbHas ¢opMa (MHACTEHUS HOBOPOKIEHHbBIX)

s nMarHocTrKY, a 3aTeM U AJIs JISYeHUs], IpeioYTuTeNbHee npuMeHsITh Heocturmuna metuncynbdar
(xkom ATX:NO7AAO01, Ilpo3epuH), 0OCOOCHHO Tepen KOpMIICHHEM, Tak Kak ero 3(QexT mpojomkaeTcs
JIOJIBIIIE, YTO JaeT OOoJjbllle BpeMeHHU Juisl oOciemoBaHus (Hampumep, pazoBas jgo3a 0,1 mMr 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 amoOyIaAMOPHO-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
MUATHOCTHKOH — 1 pa3 B 6 MecsmeB UIs WCKIIOYEHHUS JPO3HMBHBIX, S3BEHHBIX IPOILIECCOB U
racTpoNnaTui.
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e 1pu oboctpeHur — Y3 BHYTPEHHHUX OPraHOB U PeHTreHorpadus opraHoB rpyaHoi kinertku, IKI u
JIpyTre HeoOXO0ANMbIe HHCTpYMeHTaIbHbIe MeToabl oocnenoBanus (KT, MPT) o nokazanwusim:

e TlalMeHTaM C MHACTeHHWeH peakius MaHTy TpOBOAWTCS, oOcienoBaHHe Ha TyOepKyles3
OCYILIECTBIISIETCS TIOA KOHTPOJIEeM (THU3naTpa

® TpU BBIABICHHUH IOJIOKHUTEIBHBIX TYOCPKYJIMHOBBIX NpoO (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 umMmyHoCynpeccusHyo mepanuio

® OCMOTp Bpaua-HeBpoJjora — |1 pa3 B MecHI,

® KJIMHWYECKUH aHaN3 KPOBH (KOHIICHTPAIWS TeMOTJIOOWHA, YHCIO SPUTPOIUTOB, TPOMOOITUTOB,
TIEHKOIHTOB, NeiikonuTapras hopmyna, COD) - 1 pa3 B 2 Henenw;

® MPU CHWKCHUHM 4YHCJa JCUKOLHUTOB, JPUTPOLUTOB, TPOMOOLMTOB HIKE HOPMBI —
HMMYHOJEIIPECCAHThl OTMEHUTh Ha S5—7 nHeid. Ilocie KOHTPOJIBHOTO aHaiau3a KpOBU IIpU
HOpMAaJTH3aIliH TT0Ka3aTelleil — BO30OHOBUTH MPHUEM TIperapaTta;

e aHanu3  OWOXUMHYECKMX  TOKazareyned  (oOmmit  Oelok, OelKoBbIE  (ppaKiuH,
KOHLOCHTpauud MOY€BUHBI, KpCaTHHHHA, 6I/IHI/IPY6I/IHEI, Kajyd, HaTpusa, HWOHU3UPOBAHHOI'O
KaJbIUsl, TPAaHCAMUHA3, MEN0YHOH QocdaTtasel) — 1 pa3 B 2 HENENro:

® [pH MOBHIIICHNH YPOBHS MOYEBHHBI, KpeaTHHWHA, TpaHCAMUHA3, OMITMpYyOUHA BBILIE HOPMBI —
MMMYHOJICTIDECCAHThI OTMCHUTh Ha S5—7 paHel. Bo0300HOBUTH mpueM Ipernapara IOoCie
BOCCTAHOBJICHHS OMOXMMUYECKUX TTOKa3aTelNeH;

® aHaM3 UMMYHOJIOTHYECKHX TIoKa3aTenel (konnentpanus Ig A, M, G; CPb, PO, AH®) —1 pa3 B
3 Mecsa.

Beodenue nayuenma ¢ muacmenuetl, nonyuaroue2o aHMUXOIUHICMEPA3HbLE NPENApamvl

e OCMOTp Bpaua HeBpoJiora 1 pa3 B MecsI

e [IMHWUYECKHWA aHanu3 KpoBU (KOHIIGHTpAlUs TEeMOTJOOWHA, YHUCIIO 3PUTPOIHTOB,
TPOMOOIIUTOB, JIEHKOLIMTOB, JelKouTapHas gopmyna, COJ) - 1 pa3 B 2 Heneny,

e apaim3 OWOXUMHYECKMX ToKazarened (oOmmii  Oesok, OenkoBble  (pakmuy,
KOHIIEHTpAIl¥sl MOYEBHHEI, KpeaTHHUHA, OMITHPYOUHA, KaWs, HATPHUSL, HOHU3UPOBAHHOTO
KaJbIUs, TPaHCAMWHA3, MEN09HOH (ocdaTa3sr) — 1 pa3 B 2 Heneny,

e  aHANIN3 UMMYHOJIOTHYECKUX TOKasareneit (konmentparus Ig A, M, G; CPb, PO, AH®D)
—1 pa3 B 3 mecsma,;

e IUIAHOBAs TOCHUTAIM3AIMA 2 pa3a B TOJ IS MPOBEIEHUS MMOJHOTO 00CIeIOBaHHS U MTPH
HEOOXOMMOCTH KOPPEKIIUU TePATTHH.

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 ¢ 0c00eHHOCTAMHU nmaTtoJsoruu. [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
HAONIOJICHNEM T[euaTpa W HeBpoiora. JlersM ¢ JaHHOW maroiorneld MOKa3aHO KOMIUIEKCHOE
o0cJiesioBaHHE B YCIIOBHSX CIIEIHAIH3HPOBAHHOTO KPYTJIOCYTOYHOTO/THEBHOTO CTAIMOHAPA, CPEIHSS
MPOJODKUTENBHOCTh  rocnuranmu3amuun  — 21 genp.  llemecooOpa3Ho — mpoBeneHHE  KypCOB
peaOUIUTAIIMOHHON Tepanuu CpoKoM He MeHee 21-28 nHeld 2-3 pa3a 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 MHOXKECTBEHHBIMHU CTUTMaMHU
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 THPCYTH3M W JAPYTHE), HE3PEIOCTHI0 JTUM(OUTHON CHCTEMBI HOCOTJIOTKH (aIeHOUIbI,
TOH3WLIUT, (DapUHTHUT), OPOHXOOOCTPYKTUBHBIM CHHAPOMOM M JPYTOil COMYTCTBYIOIIEH maroyoruei. Y
MaJIBUYUKOB C JICOIOTOM 3a00JICBaHUS B MPENyOePTATHBIN MEPHOA U PErPEcCOM CUMITOMOB MUACTCHHUU K
KOHITy ITy0epTarta, Kak MpaBuiIo, OTMEYAIOTCSl 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 HaCcTOAIICTO BPEMCHU HE CYHIECCTBYET MCTOJOB IIPOTrHO3a TCUCHUA
336OHCB3HH5{ u CHCHI/IQ)I/I‘ICCKI/IX IIaTOI'€HECTUYCCKUX MCTOJ0B JICUHCHUS MHUACTCHUU.
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