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CHucok COKpameHum

AXP — aneTHJIXOJIMHOBBIE PELETITOPHI

BMC — BpoX1eHHbI MUACTEHUYECKUA CHHAPOM
BIIP — BpOXIeHHBIE IOPOKU PA3BUTHSL

['KC — ri1toKOKOpTUKOUABI

NBJI — nckyccTBeHHAass BEHTWISLUSA JIETKUX

NC — ummyHOcopOLIMs

KT — xommbrotepnas Tomorpadus

KII® — kackagHas maa3MopuIbTpaIus

MI" — MuacTeHus TpaBUcC

MPT — MarHuTHO-pe30HaHCHas TOMorpagpus
OUII — o0peM MUPKYIHPYIONIEH TIIIa3Mbl

[TAU — nocTakTHBAIIMOHHOE UCTOIIICHHE

[TAO — mocTakTHBAIIMIOHHOE 00JIerueHne

[1O — nmnazmoob6meH

PCH — putMuueckast CTUMYJISILASL HEPBA

OMI" OMB - snekrpomuorpadus 0AUHOYHOTO MBILIEYHOTO BOJIOKHA
FOMI — roBeHuIbHAS (€TCKAs) MMACTEHUS

MuSK — mbiednas crienugpuueckas KuHaza



TepMHUHBbI U onpe/ieIeHUus

MuacreHu4yeckuii KpH3 — 3TO  OCTPOE€  KM3HEYIPOXKAIOIIEe  COCTOSIHHE,
XapaKTepU3YIOILeecs] HapacTarolel MbIIIEUYHONW c1a00CThIO C PAa3BUTUEM HApYIIEHUH INIOTaHUS
U JbIXaTEJIbHOW HEJOCTATOYHOCTH, TPEOYIOIIed MPUMEHEHUsS] WHBAa3WBHOW WJIM HEHMHBA3HBHOM
BEHTUISILIUM JIETKUX.

CocTosiHne - 13MEHEHNs] OPraHN3Ma, BO3HUKAIOIIHE B CBSI3U C BO3/1EHCTBUEM ITATOT€HHBIX
U (n1n) GU3N0IOrHYECKUX (PAaKTOPOB U TPeOYIOIIME OKa3aHUs METUIIMHCKOMN TOMOIIIH;

NmmyHocopOuusi — METOJ 3KCTPaKOPHOPAJIbHON I'€MOKOPPEKLIMH, OCHOBAHHBIA Ha
ylaJeHUe LEJEeBbIX KOMIOHEHTOB W3 IUIa3Mbl KPOBH, IOJIy4aeMOH MoOcCie OTAEICHHS KIJIETOK
KPOBHU IIOCPEJICTBOM LEHTPU(DYKHOW MIM MEMOpaHHOM TEXHOJIOTUH, IyTeM copOLMM Ha
UMMYHOCOpPOEHTE, 3a CYeT CBA3bIBAHMS C MMMOOMJIM30BAHHBIMHU Ha IOBEPXHOCTH COpOEHTa
AQHTHUTEIaMH, CTICHU(PUYHBIMU K IIEJICBOMY KOMIIOHEHTY.

NHcTpymMeHTaIbHAsT  IMATHOCTHKA—  JMAarHOCTHMKAa C  MCIOJb30BAaHUEM  JUIS
o0cie0BaHuUs NAllMEHTa PA3IMYHBIX IPUOOPOB, aNlapaToB U HHCTPYMEHTOB.

IL1azmagepes — HECEIEKTUBHBINA METOJI YKCTPAKOPIIOPATILHON N'€MOKOPPEKLIUU, B OCHOBE
KOTOPOTO JIEKUT MOJTHOE UJIM YaCTUYHOE y/IaJI€HHE I1a3Mbl, BBIJIEJIEHHON U3 KPOBU ITOCPEICTBOM
HEHTPUPYKHOIN UM MEMOpaHHON TEXHOJIOTHH.

IInazmoodmen — mnasmadepe3 ¢ o0beMoM 3Kkchy3uu IiasMmel O6onee 70% oObvema
LUPKYJIUPYIOLIEN TUIa3MBI.

[MnazmopuabTpanuss  KackagHasi  —  CCJICKTUBHBIA ~ MEMOpaHHBIA  METOJ
HKCTPAKOPIIOPAIILHOW TeMOKOPPEKIMHM, OCHOBAaHHBIH Ha NpUHIMIE (UIBTPALIMOHHOTO U
KOHBEKI[MOHHOI'O MaccolepeHoca yepes3 MoynpoHUIaeMyr0 MeMOpaHy BOJIbl M pAaCTBOPEHHBIX B
HEW MOJIEKYJ 3a cueT rpaJueHTa AaBjieHus, obecrneunBaronuii dPpPeKTUBHOE yoaleHUE U3
IJ1a3Mbl KPOBU TOCIIE OT/IETEHUSI KJIETOK KPOBU MOCPEACTBOM LIEHTPUPYKHOU MITM MEMOpaHHOM
TEXHOJIOTUI BBICOKOMOJIEKYJISIPHBIX KPYIMHOIJIOOYIAPHBIX KOMIIOHEHTOB IJIa3Mbl U APYTHX
MOJIEKYJ M HaJMOJEKYJSPHBIX CTPYKTYp, pa3Mep KOTOpBIX OoJbIlle pa3Mepa MOJIEKYIIbI
aIb0yMUHA.

YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — OTPAXKAET CTETIEHb YBEPEHHOCTH B TOM, UTO
HalIeHHbIN 3(pPeKT OT MpUMeHEeHUsI MEUIIMHCKOTO BMEUIaTeNIbCTBA SBISETCS HCTUHHBIM.

YpoBeHb y0eqUTeJIbLHOCTH PEKOMEHIAIMI — OTPAXKAET HE TOJIBKO CTENIEHb YBEPEHHOCTH
B JIOCTOBEPHOCTH (P PeKTa BMEIIATEIbCTBA, HO U CTETIEHb YBEPEHHOCTH B TOM, YTO CJIE€JOBAHUE

PCKOMCHAAIUAM ITPUHCCET OoJbIIIe MOJIB3bI, YCM BpCia B KOHKpCTHOﬁ CUTyalluH.



Pabouasi rpynna — aBoe wiu 0oJiee JIFOACH OAMHAKOBBIX WJIM PA3IMYHBIX MPOQECcCHi,
paboTaronMX COBMECTHO U COTJIACOBAHHO B HENSIX CO3/JaHUSA KIMHUYECKHX PEKOMEHIAlUi, U
HECYIINX OOIIYI0 OTBETCTBEHHOCTD 3a PE3yJIbTaThl JAHHON paOOTHI.

CuHAPOM — COBOKYTHOCTh CUMITOMOB C OOIIMMHU ATHOJIOTHEH U MAaTOTEHE30M.

Xupypruueckoe BMelIaTeJIbCTBO — HHBa3WBHAs MPOLEAYPA, MOXKET HCIOIb30BATHCS B
LEJSIX AUATHOCTUKY U/UITU KaK METO/ JIeUeHHs 3a00IeBaHUiA.

Xupypruyeckoe Jie4eHHe — METOJ JICYCHHs 3a00JeBaHUN MYTEM pa3zbeIWHEHHUS U

COCIUHCHUA TKaHEH B Xoae XI/IpprH‘leCKOﬁ orcpanuunu



1. Kparkas uHdopManus  1no_3a00J€BAHMIO  HJH _COCTOSHHMIO (Tpyiime

3200J1eBAHUN UJIH COCTOSTHUI)

1.1 Onpeaeaenne 3a00J1€BAHMS WM _COCTOAHUA _(TpVvInbl _3a00J1eBAHUI MM

COCTOSITHU)

Muacrenust rpaBuc (MI', myasthenia gravis, Oose3nr DIpbOa-I'ompadiaama) — 310

KJIaCCUYECKOoe, ayTOMMMYHHOE 3a0oyieBaHUE, KIMHUYECKHE IPOSABICHUS KOTOPOrO B BHJE
€1a00CTH ¥ NATOJIOTMYECKON MBIIIEYHOW YTOMJIIEMOCTH 00YCIIOBIIEHBI IBJICHUSIMU ayTOarpecCcCUu
C 06pa3OBaHI/I€M AHTUTCII, HaIlpaBJICHHBIX K Pa3siIn4HbIM AHTHUT' CHHBIM MMUIIICHAM

nepudepuyecKkoro HelpoMoTopHoro ammapara [1,2].

1.2 ITHOJIOTrHSA M IATOreHe3 3200J1eBaHus UM COCTOAHHUSA (IPYIIbLI 32001eBAHNH WJIN

COCTOSIHU)

MuacTeHus: SBISCTCS AyTOUMMYHHBIM 3a00JIEeBaHUEM H Pa3sBHUBACTCA IpU HAIUYUU

IeHETUYECKOM NpeapacloilokKeHHOCTH, Uil pealu3alud KOTOpoil HeoO0XOAUMBI (aKTOpbI
BHEUIHEW cCpezpbl, BBICTYNAIOUIME B POJM TPUITEpa ayTOMMMYHHOIO IIOPaXKEHHsS CTPYKTYp
NOCTCHHANTHYECKON MeMOpaHbl HepBHO-MbIeuHoro cuHanca [1,3]. Tpurrepamu wmoryt
SBJISITHCS KaK MH(DEKIMOHHBIC, TaK U HenH(peKunoHHbie (hakTopbl [3]. OCHOBHBIMU MEXaHH3MaMH
NeHCTBUSL TPUITEPHBIX (PAKTOPOB SBIAIOTCS: AaKTHBALMA TOJMKIOHAIBHBIX JIUM(OIMTOB
(HanmpuMep, MHPEKIIMOHHBIMM ar€HTaMHM ); MOJIEKYJISIpHast MUMHKPUS — UIEHTUYHOCTh YYaCTKOB
OeNKOBBIX MOCIIEA0BATEIbHOCTEN NHPEKIIMOHHOTO WM XUMHUYECKOT0 areHTa U ayTOAHTUT€HOB;
MOBBIIICHHAs] UMMYHOT€HHOCTh, WHAYLUpYIOIAas MUMMYHHbIH oTBeT [1]. DTM MexaHH3MBI B
KOHEYHOM CYETE 3aIlyCKaloT pa3BUTHE AyTOMMMYHHBIX IIPOLIECCOB, a TaK)K€ IPUBOAAT K
ayTOAKTHUBALMU T-KJIETOK M MPOAYKLHMH Pa3IUYHBIX AayTOAHTUTEN, HauOojiee 3HAUMMBIMU U3
KOTOPBIX SIBJISIIOTCS ayTOAHTUTENA K aleTWIXoduHoBomy perentopy (AXP), wmbimeuHoit
cnenuduyeckoi TuposuHkuHaze (MuSK), penentop-cBsi3aHHOMY JHUIIONPOTEUNHOBOMY OenKy 4
(LRP4), puanogunoBomy peuentopy (RyR), TUTHH-IpoTeMHY M Apyrum OeilkaM MHOIMTOB.
[Tpubnuzurensio y 80 % OONBHBIX ¢ TeHepainu3oBaHHOW ¢opmoi 3abosieBanus Uy 50 %
MAaIMEeHTOB C TJIa3HOM (OpMON MHACTEHUU omnpeaensitoTcs anturena Kk AXP. Aatutena k MuSK
u LRP4 o6uapyxuBarotcs y 5—8 % u 2-4% OG0IbHBIX ¢ TeHEpaTu30BaHHOU (OpMOii 3a00IeBaHUS,
cootBeTcTBeHHO [1,4,5]. V ocraBmmxcs «CepoHEraTHBHBIX» IMAIlMEHTOB B TIOJIOBHHE CIy4acB
umMeroTcs Hu3koadGuHHbIC aHTUTENA K KiIacTepusupoBanHsiM AXP [6,7].

Antutena Kk AXP moryr OIOKHpOBaTH MBIIICUHBIE AllETUIXOJUHOBBIE PELENTOPHl H
YCWJIMBAaTh WHTCPHAIM3ALMIO M YCKOpATh nerpajganuio AXP, ogHako dame BbI3BIBAIOT HX

KOMHHGMGHT-OHOCpGI{OBaHHBIﬁ ym3uc. KoHeyHBIMU pe3yiibTaTaM JaHHBIX IMATOJOTMYCCKUX

7



MIPOLIECCOB SBJISIIOTCA CHUKEHUE IIIOTHOCTU AXP, HapylleHrne HEPBHO-MBIIIEYHON MEepeaadu u
Pa3JIMYHON CTETNEHU BBIPAXECHHOCTU HAPYHICHUS (PYHKIUH MOTIEPEYHOIIONI0CATON MYCKYIaTyphl
[6]. Okcnpeccust aHTHreHa MPOUCXOIUT HA MUOUIHBIX KIIETKaX BUJIIOYKOBOH XkKeJe3bl. Y OOJIbHBIX
MHUACTEHHEH, 0COOEHHO MOJIOJBIX, OTMEUAETCsl YacTas accolualusl ¢ TUIepIUia3ueld Tumyca.
[TpubnuzutensHo y 10 % OONBbHBIX ¢ MUACTEHUEH BBIABIIAIOTCS OMYXOJU BUJIOYKOBOI JKeJe3bl
(tumowmnr) [8]. ITpn MuSK-no3uTHBHOI MUACTEHHH HE POUCXOIUT aKTUBAIIMU KOMIUIEMEHTA U
paspylIeHHs] aleTHIXOJMHOBBIX PELENTOPOB M MAaTOJIOTUM BHJIOYKOBOHM >KEJe3bl OOBIYHO HE

obuapyskusaercs [9,10].

1.3 DnuaeMuoJorusi 3a00/1eBaHUSA WM COCTOSIHUS (Trpyvnnbl 3a00JieBaHUM  WJIN

COCTOSIHU)

B nacrosiiee Bpemst pacipocTpaHEHHOCTh MMACTEHUU B MUpPE BapbupyerT oT 2,19 1o 36,71

genoBek Ha 100 000 Hacenenus [11]. JlaHHBIC 3MHUAEMHUOIOTHYECKHUX HUCCICIOBAHUI MUACTEHUU
B OTJENIbHBIX peruoHax Poccuu B cpeqHeM COMOCTAaBUMBI C OOIIEMHUPOBBIMU TEHICHIUSMHU.
PacripoctpaneHHOCTh MUacTeHHH B Poccmiickoii deepariui HaxoquTces B ipenenax 5,3 — 10,7 Ha
100000 genoBek [12—15]. MacmTaGHBIX HAIIMOHAIBHBIX AIHIEMHOIOIMYECKUX HCCIICI0BAHUI
muacteHun B PP He mpoBoamwioch. MuacTeHHs MOXKET Ne0I0THpOBaTh B JIOOOM BO3pacTe,
HAuMHAas C paHHEro JEeTCTBa U 3aKaH4YMBas TyOOKO# cTapocThio. B 3aBHCHMOCTH OT BO3pacTa
nebroTa 3a0051€BaHMsl BBIICIAIOT MUACTEHUIO ¢ paHHUM (<50 set) u mo3aHuM (>50 5iet) Havanom
[16]. Cpennuit Bo3pacT Havyaga OOJE3HU y KEHIIUH - 26 JeT, y My4uH - 31 roa. CooTHOIIEeHHE
MY)KYHH ¥ JKEHITHH CPEIU MAlMEHTOB C paHHUM HadaioM 3abojeBaHusi coctasiser 1:3 [16].
Mpuactennueckuit Kpu3 HaOmomaercs y 15-20% nanueHToB ¢ MUACTeHHEH XOTs Obl OMH pa3 B
xu3HU. Hambonee dWacTo 3TO COCTOSHHWE pa3BHUBaeTCs B IEPBBIE J[Ba roja mocie aebroTa
3a00JIeBaHNs W y JKEHIIMH JETOPOJHOrO Bo3pacta, 4ame 10 30 ser. Kpusel npu mMuacteHun
pa3BUBAIOTCS y OOJBHBIX C T'€HEpaIM30BaHHBIMU (hopMamu 3aboneBanusi. Kpome toro, y 20%
MAIMEHTOB KPU3 MOXKET CTaTh MEPBBIM CHUMIITOMOM, CBHJIETEIHCTBYIOIUM O HAIUYUH €IIe HE
JTUarHOCTUPOBAHHON MUACTEHUH. JJaHHBIE O CMEPTHOCTH BapbUPYIOT OT 2-5% 1o 6onee yem 16%
[17].

UYro kacaeTcst JETCKOr0 HAceJleHus, TO UCCIE0BaHus, MIpoBeeHHbIe B EBporie, A3un u
Ad¢puke, TeMOHCTpUPYIOT npeoOnagaHue 3aboieBaeMOCTH B Bo3pacte 8-14 ser c¢ Oonee
BBICOKMMH TTOKa3aTeIISIMU CPEIH MAIEHTOK JKeHCKOTo moJia. OHaKo, Ae0I0T MHACTEHHHA MOYKET

pa3BuThCs B 1I000M Bo3pacte ot 0 1o 18 yet [18,19].



1.4 Oco0eHHOCTH KOAUPOBAHNS 32001eBAHUS MJIH COCTOAHUSA (TPVIIILI 3200 1eBAHMI

WJIN  COCTOSIHMII) 1o MeXIVHAPOIHOH CTATHUCTHYECKON Kjaaccupuranuu O0oJe3Heil u

npo0.JieM, CBA3AHHBIX CO 3/I0POBbEM

G70.0 - Myasthenia gravis
G70.2 - BpoxaeHHast niv MpUOOPETCHHAS MUACTCHUS
G70.8 - [Ipyrue HapyiieHUs HEPBHO-MBIIIEYHOTO CHHAIICA

G70.9 - Hapymienue HEpBHO-MBIIIIEYHOTO CHHAIICA HEYTOUHEHHOE

1.5 Kuaccudbukanysi 3a00J1eBaHUA MM COCTOSHUS (rpyinbl 3200J1eBAHMI  WJIN

COCTOSIHUM)

B 2000 roxy Obuta mpuHATa KIMHUYECKas KiIacCupUKaIus AMEPUKAaHCKOTO KOMHUTETA T10

u3ydenuto muactennn (Myastenia Gravis Foundation of America — MGFA) [20].

Knaccudukanms muacteann MGFA

Kitace Kimmanueckue npusHaku

I CrnabocTh 1r000M MBIIINEI IJ1a3a; MOXKET HMMETBCSA ClIa00CTh

CMBIKaHHS BCK, CHJIa BCEX APYIUX MBI COXPAaHCHA

I Jlerkast cna®ocTh JIOOBIX JIPYTUX MBIIIL], KPOME IJIa3HbBIX; MOXKET
MUMETBHCS TAK)KE CI1a00CTh TIIa3HBIX MBIIIIT JII000H CTETICHN BBIPAXKEHHOCTH
Ila [IpenmylieCTBEHHOE TMOPAXKEHUE MBI KOHEYHOCTEH,
aKCHAJIbHBIX MBI JINOO U TeX M APYTHX; MOXKET TaKKe UMETbCsS
MEHbILIAs 110 BBIPAKEHHOCTH C1a00CTh OpO(hapHUHTeaTbHbIX MBI
b [IpeumymiecTBeHHOE  MOpaXkeHHE  OpodapUHrearTbHON
W/WIMA  TBIXaTeTIbHOH MYCKYJIATyphl; MOXKET TakKKe HWMEThCS
MEHbIIIAs MM AHAJIOTUYHAS 10 BBIPAXEHHOCTU €JIa00CTh MBIIIIL

KOHCYHOCTEH U/HMIIM aKCUATbHBIX MBIIIIIT

Il YMmepeHHas cnabocTh JIIOOBIX OPYTMX MBIIIL, KPOME TIJIa3HbIX;
MOXET HWMEThCS TakXke cIaboCTh TJA3HBIX MBI JF000H cTeneHn
BBIPa)KEHHOCTH

Ila [TpeumymiecTBEHHOE TOPAXEHUE MBI KOHEYHOCTEH,
AKCHAITBHBIX MBIIIIL JINOO U TeX M JAPYTHX; MOXKET TaK)KE HMETHCS
MEHBIIAs 110 BRIPAKEHHOCTH CI1a00CTh OpO(hapUHTeaThHBIX MBI
b [IpeumymiecTBeHHOE — MOpakeHue  opodapHHreasTbHON
W/WIKA  JBIXaTeJIbHOM MYCKYNATyphl; MOXET TakKe HMEThCA

MCHbBIIAA WM aHAJIOTMYHaA IO BBIPAXXCHHOCTHU ci1aboCTh MBIIIIY




KOHEYHOCTEN H/WIN aKCHAIIbHBIX MBIIIII]

\v Bripaxkennast cnabocTh JIIOOBIX IPYTUX MBIIII, KPOME TJIa3HBIX;
MOKET HUMEThCS TaKXkKe CJIadoCTh TIUIa3HBIX MBI JII00OH CTerneHu
BBIPAXXECHHOCTHU

IVa [IpenmylIeCTBEHHOE MOPAXXEHHUE MBI KOHEYHOCTEH,
AKCHAJIbHBIX MBI JINOO U TEX M APYTHX; MOXKET TaKXKe MMEThCS
MEHbIIast 10 BBIPAXKEHHOCTH cl1a00CTh Opo(aprHTeaTbHbIX MBIIII]
IVb [IpeumyiecTBeHHOE  MOpakeHHEe  opodapuHreanbHON
W/WIMA  IBIXaTeIbHOM MYCKYJNATyphl; MOXKET TakKKe HWMEThCA
MEHbIIasi UM aHaJOTM4YHAas IO BBIPAXXEHHOCTU CIA0O0CTh MBbIIIII]

KOHEUHOCTEN M/UIN aKCHAIbHBIX MBIIIIIY

V HeoOxonuMocTh HHTYOAIuu (C MEXaHUYECKOW BEHTUIISILIMEH WU
0e3 Hee), €claM 3TO HE CBS3aHO C OOBIYHBIM IOCIECONEPATUOHHBIM

BCACHUECM ITalIMCHTA C MHACTSHHUCH

[Ipumeuanue: ecnu mnanueHTy TpeOyeTcs KOpMIICHHME uepe3 30HJ, HO He Tpedyercs
UHTYOAIUs, TO OH OTHOCHUTCS K Kiaccy [Vb.

B nacrosimiee Bpems npu nuddepeHnpanuu pa3indHbix GOpM MHUACTEHUU HCIIOJIb3YETCs
HIMPOKUHN CIEKTP KIMHUYECKUX, DJIEKTPOPU3UOJOTHUECKMX U MMMYHOJIIOTMYECKUX KPUTEPHEB,
MO3BOJIAIOIINX BISBUTH MOATPYIIGI (TTOAKIacChl) 3aboaeBanus [1,21,22].

CyliecTBeHHBIM ~ JOCTOMHCTBOM  Kiaccudukammu Mmuactenun MGFA  sBisercs
BO3MOXKHOCTh ~ @HalM3a  BBIP@XEHHOCTH  JIBUTaTENbHBIX  pPAcCTPOMCTB €  OLICHKOM
IPEUMYIIECTBEHHOCTH U CTENEHU BOBJIEUEHMSI B MATOJOTMYECKUNA MPOLECC IKCTPAOKYISIPHOMH,
OynbOapHOi M TynoBHMIIHOW Myckynarypel. K uuciy HemocTtaTkoB Hambosee 1e1ecoo0pazHo
OTHECTH OTCYTCTBME HMH(OpPMAIMM O CTENEHM BO3MOXKHOM KOMITEHCAllMu Ha (hOHE BBEIEHUS
AHTUXOJIMHACTEPA3HbIX CpPEACTB. BMecTe ¢ TeMm cieayeT MOAYEpPKHYThb, YTO HCIOIb30BaHHE
HIKaJIbl CYIIECTBEHHO oO0jerdaer ¢opMynupoBKy nauarHo3a. Hampumep, Mwuactenus (I) —
Mpuacrtenus, rnasHas ¢opma, wiu Muacrenus (Illa) — Muactenusi, reHepanu3oBaHHas Gopma
CpEIHEN CTENEHH TSKECTH C MPEUMYLIECTBEHHBIM MOPAXEHUEM MBI TYJIOBUIIA H

KOHEYHOCTEH.

1.6 Kanunuyeckas KapTHHA 3200J1eBAHUA WM COCTOAHUSA (IrPynnbI 3200 1eBAHUN WU

COCTOSIHU)

MmuacteHust XapakTepu3yeTcsi XpPOHHMUECKUM TEUEHHEM C MEepuoJaMu OOOCTpeHHU H

pemuccuid. 3abosieBaHHEe MOXKET JACOIOTUPOBATH B JIIOOOM BO3pacTe, HAUMHAS C PAaHHETO JIETCTBA

W 3aKkaHuuBas TIyOOkoW crapocThio. Yacto ormeuaercs codyeranue MI ¢ apyrumm
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ayTOMMMYHHBIMH 3a0onieBanusiMu [1]. ['eHeTHdeckas mpeapacioioxKeHHOCTh He0OX0uMa ISt
pa3BUTHs 00JIE3HH, HO pean3yercs aajeko He Bcerna. FOBeHMIIbHAS, WM IETCKasi, MUACTEHUS
(FOMI') BcTpewaeTcst y MalMEHTOB TMPEMyOepTaTHOTO W MyOepTaTHOrO BO3pacTa U HUMEET
KJIMHUYECKHE MIPOSIBICHUS CXOKUE C MUACTEHUEH B3pOCIIbIX.

B ocHoBe ximHuueckoil kaptuHbl MI' nexaT MbliieyHas ci1aboCThb U NATOJOTMYECKH
ObICTpasi yTOMIISIEMOCTh PA3JIMYHBIX TPYIIN CKEJIETHBIX MBIIIL, YTO IPUBOAUT K 3aTPYJTHEHUIO HIIN
HEBO3MOXXHOCTH BBITIOJIHEHHSI OTIPE/ICTICHHBIX IBKEHUN. BMecTe ¢ TeM TsSKecTh CUMITTOMAaTHKU
MOJKET BapbUpOBaTh OT HE3HAYMTEIBHOH 10 IrpyO0 BblpakeHHOW. Kak mpaBuio, AnuTenbHOe
CTaTUYECKOE HANpsHKEHWE WIM IOBTOPHBIC COKpAILEHUs MBILIL NPUBOJAAT K HapacTaHHIO
ciabocTh. B nerkux cirydasx CHMIITOMBI MOT'YT HOCUTB CyOKJITMHHYECKHIA XapaKTep U BBISIBIIATHCS
TOJIBKO TIOCJIe HArpy3ku. B Takux ciydasix JUisi TOCTAaHOBKM JHAarHo3a TpeOyeTcsl MpUMEHEHHE
KJIMHUYECKHX Mpo0 ¢ AMHAMHUYECKOM M craTHueckoi Harpyskoil. IIpu Gonee Tskenom TeueHUH
00J1e3HM BBIpOKEHHAss CHMIITOMAaTHKAa MOXKET HMETbCA YXKe HCXOJIHO, M Harpyska Oyner
NPUBOJIUTH JIUIIB K €€ OTYETIMBOMY HapaCTaHHIO.

JUis  MblmeyHod c1aboCTM  NpU  MHUACTEHMM XapakTepHbl: 1) wu3bupaTesnbHOE
(MpeuMyILECTBEHHOE) MOpPaKEHUE OTAEIbHBIX MBIIIEUHBIX TpyHn; 2) HECOOTBETCTBHE
JIOKaJIM3alMK CabOCTH 30HE MHHEPBAIMM OTIENbHBIX HEPBOB; 3) JaOMIBHOCTh KIMHUYECKHX
posiBIIeHUH ¢1ab0CcTH; 4) yMEHbIIEHUE cI1a00CTH MOCIe MpUeMa aHTUXOJIMHAICTEPa3HbIX CPECTB
[23].

YacTo nepBbIMH kKajno0aMH SBISIOTCS JBOCHUE B I1a3aX U OMYCKaHHE BEK, 3aTPYIHEHHS
OpU JKEeBaHMM U TJIOTAaHUHM, CHIKEHHE 3BYYHOCTH T0JIOCA MPU JUIMTEIBHOM pa3roBOpe,
MOBBIINIEHHAsT YTOMJIIEMOCTh MBIIIIl PYK WJIM HOT TpU JIUTEIBHOH Harpys3ke. TummdaHa
JTMHAMAYHOCTH STHX CHMIITOMOB C X HapacTaHWeM B TeueHue aHa. Habmromarorcs QuokTyanun
3a00JeBaHMs Ha MPOTSHKEHUH HeJleNlb UM MecsLeB. B psizie ciydaeB MOTyT BO3HUKATh TSKEIIbIE
obocTpenus (MuacTeHndeckuii kpus) [1,22].

[Tpu aHanmm3e aHaAMHECTUYECKHUX NAaHHBIX YaCTO UMEIOT MECTO NMPU3HAKH, YKA3bIBAIOIIUE
Ha HaMM4Ke B OJFpKaiIeM MponuioM KPaTKOBPEMEHHBIX ATH30/I0B CIIA00CTH M YTOMIISIEMOCTH,
IOJHOCTBIO MJM  YAacTUYHO  PErpecCHpOBaBUIMX  CAMONPOU3BOJIBHO MM Ha  (oHe
Hecrienuguueckoro JeueHus. B 90% cimyuaeB 3TH 3MU30/4bI CBA3aHBI C BOBJICUEHUEM
AKCTPAOKYIIIPHOW MYCKYJIATYPhl U TPOSIBISUIMCH AUTUTONHEH M MTO30M BEK. 3HAUUTENBHO PEkKe
9TO 3MU30/bI OYJILOAPHBIX PACCTPOMCTB WM CIA0OCTH TYJIOBHUINHONW Myckyiarypsl [1]. Tlpu
MuSK-nio3uTHBHOM MUACTEHUH MMEETCS TEHJICHIMS K Pa3BUTHIO OYyIbOApHBIX M JbIXATEIbHBIX
paccTpoiCTB, 4YaCcTO BO3HUKAIOT MUACTCHUYECKHE Kpu3hl [9,24].

[TpubnusurensHo y 2/3 mauueHTOB ¢ Tia3HOW (OpMOW MHUACTEHHH Ha MPOTSHKEHUH
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NEpPBBIX JBYX JIET pa3BHBACTCS TeHEepajiu3oBaHHas ¢opma. Y ocTaBHIMXCS 3a00JeBaHUE
POTPECCUPYET C Pa3BUTHEM TI'CHEpATU30BaHHOW MuacTteHuu Jimiib B 10-20 % ciyuaes [1].
CMepTHOCTh IPY MHACTEHHUH B MOCJIETHEE BPEeMsI 3HAUYMTEILHO CHU3MIIACh U COCTABIISIET OKOJIO 5
% [16,25]. V Gomblieii 4acTH MAalUEHTOB MOXKET OBITH JOCTHTHYTa KIMHHYECKAss PEMHCCHS,
OJTHAKO MHOTHE OOJbHBIC HA TMPOTSHKCHUW BCEH JKU3HM HAXOMSATCS B 3aBUCHMOCTH OT
nojjepxuBatoiiedi tepanuu [1,22,26]. B pspe ciyuacB BO3MOXKHO pedpakTepHOE TEUCHUE
3a007eBaHNsA, KOTOPOE OIpENesIeTcsl KaKk OTCYTCTBHE NOJOXHTEIbHOrO 3(ddekra wmm
yxynuieHue cocrostaus nociie npuema ['KC 1 kak MUHEMYM ABYX JPYTUX UMMYHOCYIIPECCUBHBIX
npenapatoB (B aJeKBaTHBIX J033aX U B TEYCHUE JIOCTATOYHOTO BPEMEHH), C MEPCHCTUPYIOIIUMHU

CHUMIITOMaMH WM ITOOOYHBIMHU Bq)(beKTaMI/I, OrpaHn4uvBarOIMMHU CIIOCOOHOCTH K JACATCIIBHOCTH

[27].

2. Jluarnocruka 3a00JeBaHUA WJIH COCTOSHHUA (rpyinbl 3a00JIeBAHUN WJIH

COCTOSIHMI), MeANIMHCKHE NMOKA3aAHNS M NPOTHBONOKA3aHUS K NIPUMEHEHHUIO

METOA0B TMAIrHOCTHKH

B ocHoBe quarHoctuku MI jexar deTbipe OCHOBHBIX Kputepwust [23]:

1. Knunuyeckuit: u30HpaTenbHOE TOPAKEHHWE OTICNBHBIX MBIIMICYHBIX TPYII
(6;rehaponTo3, HAPYKHBIH ACHMMETPUYHBIN O TabMOIape3, MOPaKEHNUE MBIIIIL
Oynp0apHOU TPYIIIBI, CTA00CTh MPOKCUMAIIBHBIX MBIIII KOHEYHOCTEH);

2. VIMMYHOIOTUYECKHUH: UCCIIEOBAHNE aHTHUTEN K alleTUIXOJIMHOBBIM PEIenTOpaM 1
MuSK;

3. DJEeKTpOAMAarHOCTUYCCKUI: BBISBICHHE JEKPEMEHTA aMIUTUTYAB M-BOJIHBI TpH
HU3KOYACTOTHOM  CTHUMYJISIIMA  HEpPBA, TNPOBEJIEHUE  AJIEKTpoMHOorpadum
OJIMHOYHOTO MBIIIEYHOTO BOJIOKHA (MCCIEA0BaHUE JIKUTTEPA);

4. ®dapmMakoJIorHyecKuii: mpobda ¢ #HEOCTUTMHUHOM METHIICYIb(haToM.

2.1. ’Kaao0bl 1 aHamMHe3

e Pexomenayercsi paccipocuTh NMarueHTa (MM 3aKOHHOTO TIPEICTaBUTEIIS MTAIUECHTA, €CIIH
pedb UAET O JETAX) O HATMYMU JABOCHUS B TIa3ax, ONMYIIEHUS BEK, 3aTPYAHCHUS KEBaHUS,
HApYIICHUS peYH, TJIOTaHUs (YTOYHUTH, 3aTPYAHEHO TJIOTAHHE MPEUMYIIECTBEHHO
KUIKON UM TBEPJIOH MU, a TAKXKE HE TIOTIa1aeT JIN JKUJIKAs MUIIA TPU TJIOTAaHUH B HOC).

PaccnpocuTh 0 HanmMYuMM MBIIIEYHOM C€Ia0OCTH M YTOMIISIEMOCTH, a TakXke o
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JMHAMUYHOCTH CHMIITOMOB B TEYeHHE JHS. PaccrpocuTh O 3aTpyJAHEHHHU JIBIXaHHS,
ojpIiike [23,28-31].
YpoBenb  yOenutedbHocTH pexkomeHganmii C  (YypoBeHb  /10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Kommenrapun: nayuenmvr ¢ MI oicanyromes onyweHue 6ex, 08oeHue 6 21a3ax,
Hapyulenue pedu U 2l0Manus, Ha He803MONCHOCHb NOOHAMYb PYKU 68€pX, 3ampyOHeHUe
npu Mblmbe U PACYecbl8anull 6010¢, bpumee u pazeewusanuu denvs [32], sampyonenue
npu nodveme no aecmuuye. B Ooebrome 3abonesanus 62,8% umeom monbKo 2uazuvie
cumnmomsl  (nmo3s, ounionus, ogmanvmonapes). B 14,8% cnyuaes muacmenus
oebromupyem u3oauposaHo ¢ 6yaboapHvlx Hapywenui u moavko y 4,8% nayuenmos MI’
HauuHaemcs ¢ U30IUPOBAHHOU crabocmu KoHeunocmeu. HM3onuposannas ciabocms
Muluy-pazeubamenetl weu nadrooaemces 6 1,3% cayuaes, a oeorom MI ¢ ovixamenbHbix
Hapywenuti ommeyaemces 6 0,5% cayuaes. Eciu debrom 3aboneéanusi Obll ¢ 2NA3HBIX

cumnmomos, cenepanuzayus M1 uawe 6ce2o npoucxooum 6 nepgvle 08a 200a 3a60.1e8aHUS

[33].

PeKOMeHI[yeTCﬂ Y BCCX MAIIUCHTOB C KJIMHHUYECKOM KapTHHOﬁ MHACTCHUUN TIpU 060pe

aHaMHe3a yTOYHHTH, ObLT JIH TIpUeM NeHuImuiamuaa** [33,34].

YpoBenb  yOenurteqabHocTH  pekoMenaanmuii  C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).
Kommenrapum: npuem nenuyunnamuna™®* 6 peoxkux cayyasx Modcem 6bi36amb

muacmenuio [29].

PexoMeHnayercsi y BCeX MalMEHTOB C KIMHUYECKOW KapTHHOW MHACTEHUHU TIPH cOOpe

aHaMHe3a YyTOYHHTh, OB JIU TIPHEM MOHOKJIOHABHBIX aHTUTeN [35].

YpoBenb yOeautenbHocTH pexkoMeHaanuii C (ypoBeHb [10CTOBEPHOCTH

0KA3aTeJbCTB — 5).

Kommenrapuu: Muacmenus sgnsemcs 0OHUM U3 peOKUX HE8PONOCUYECKUX OCTOHCHEHUL

p}lba MOHOKJOHAJIbHBLIX aHnmumen (uH2u6um0p06 KOHMpPOJIbHbLX NOYeK uMJwaumema)

[35,36].

2.2 dusukajabHoe 00cJae10BaAHHE
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e Pexomenayercss npuem (OCMOTp, KOHCYJIbTAllMs) Bpaua-HEBPOJOra C LEJIbIO OLIEHKH
(YHKIIMHM 9epPEeITHO-MO3TOBBIX HEPBOB, B YaCTHOCTHU: HAJIMYME MITO3a, I1a30/[BUTaTEIbHBIX
HAPYIICHU, pa3Mepa 3payKoB, OICHKHU KEBATEIbHBIX MBIIIIL, OyIh0apHBIX HAPYIICHUN
(nu3aptpusi, aucdarus, Ha3zoyuadus, IUCHOHMS, MOABIKHOCTH SI3bIKa U HEOHOU
3aHABECKH ), OIEHKOM CHIIBbI MBI 110 mKkaje MRC, olleHKo# pecnupaTopHbIX (YyHKITUH,
OIICHKOW CYXOXXWJIBHBIX pe(JIeKCOB, TOHYCAa MBI, MATOJOTUYCCKUX 3HAKOB,
YYBCTBUTEIHHBIX M KOOPJWHATOPHBIX HAPYIICHUW, (DYHKIIUU TA30BBIX OPTaHOB BCEM
narpeHTaM ¢ KJIMHHYeCcKoi kapTtuHoi muactennu[23,30,33,37-39].

YpoBenb  yOenureqabHocTH  pekoMeHaanuii C  (YpoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — D).

Kommenrapun: xnunuuecku MIT nposensemcsa crabocmvio Mmuludy U CUHOPOMOM
Namono2u4eckol MulledHoU ymomaaemocmu (ycuieHuem ciabocmu npu @usuyueckou
HazpysKe u yMmeHvueHuem nocie omovixa u nocie cua) [37]. Ans muacmenuu xapakmepHo
usdbupamenbHoe NopaxceHue OOHUX MblWY NPU  COXPAHHOCMU OpPY2UX: UACMO
gcmpeuaromcs nmo3, ogmanvmonapes, 0yrbOapHvie HapyuleHus, CciadOCmy MLy
KoHeuHocmel u  mo2ym  Habnooamecs  Ovixamenvhvie Hapywenus [23,30,33].
Xapaxmephvim makoice AGNAEMC HeCcOOmemcmeue JNOKAIU3AYUU c1abocmu 30He

unHepsayuu omoenvhblx Hepeos [23].

Ipu enasznoii hopme nopaxcaromes IKCMpaoKyIapHule Mbluybl, 00bIYHO ACUMMEMPUYHO,
€ MUNUYHBIMU CUMIIMOMAMU 8 8UOe NEPUOOULECKO20 ONYWEHUsL BEPXHe20 6eKa (Nmo3) u
080eHUs 6 2nazax (buHokyaapuou ounionuu). Pazmep 3pauxos u 3pauxosvie peaxyuu
coxpanenvl. Ilmos npu enazuoti opme modxcem Ovimb U3IUPOBAHHBIM. Mooicem
nabnooamecss cumnmom Cumncona (npu e32nade esepx napacmaem nmo3s) [40].
Tlooepeusanue eex Kocana 0na ouacHocmuku MuacmeHuu umeem 4y8CmeumeibHoCms om
50% 0o 99% u cneyughuunocmo om 75% oo 100% (nocne 63enaoa enuz 10-15 cexyno npu
832/1510€e NPsSIMO BO3HUKAEM KPAMKOBPEMEHHOe N00epUBAHUE NOPANCEHHO2O BEePXHE20
gexa). Buisgnienue cumnmoma Koeana ycunusaem noOdo3peHue HA MUACMEHUN, HO He
sensaemesi namocnomonuunvim [41,42). Ipu eenepanruzosannoii gpopme nabrooaemcs
Makdce cumMmempuiyHoe Hapyulenue MUMUKU Tuyd, ClaboCcmb HceamenbHbiX MblulY,
nopabsicerue oko100y160apHbIX MbluY (OU3APMPUS, HAPACMAIOWAS NPU PeYeBoll Hacpy3Ke,
Hazonanus, oucghonus, oucgazus, 4acmo ¢ HA3AILHOU pecypeumayuell HCuoKou nuuu).
bynvbapnuvie u ovixamenvhvie HapyuieHus mMo2ym Obimb ONACHbBL 0I5 HCUSHU U MPedosamb
unmencuerou mepanuu [37,43]. Ilomumo ruya naubonee nopasceHHbIMU MbIUYAMU NPU

Muacmenuu AGIAOMCs 0MEodsuIe Mbluybl nieya, ccubamenu beopa u mviuysl uweu [41].
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Koppensyuu mesncoy mviueunoii crabocmoio u onumensnocmoio 3aboneéanus vem [32].
Cyxoorcunvuvie  peghnexcol  npu  MUACMEHUU — COXPAHHBI,  YYBCMBUMENbHLIX U
KOOpOUHAMOPHbIX HapyweHuti Hem. Hapywenus ¢hyynkyuu masoevix opeanos Kax npasuio
Hem. Jns cepono3umuerol muacmernuu ¢ anmumenamu Kk AXP e xapaxmepHol mbluieutvie
ampoguu, npu muacmenuu ¢ anmumenramu Kk MuSK mocym nabniooamvcs ampoghuu
sa3vika u Opyeux moiuy [43). Knunuueckas oyenxa pecnupamophulx (yHKyuil 6Kiouaen 6

cebst OYEHKY IKCKypcuu ZpyC)HOT;l KJllemkKu, Kauinieeoco noJjadka u 4acnionivl ObIXAHUSL.

PEKOMeHI[yETCﬂ BCEM ITallMEHTaM C MHACTEHHEH onpeacCiIATb CTCIICHb TAXKCCTH 110

kiaccudukarun MGFA [33,39].

YpoBenb yoenuteabHocTH ~ pexkoMenaanumii C  (YpoBeHb  [I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

Kommenrtapuu: kiunuueckas knaccuguxayus MGFA 6vina pazpabomana 015 8vlasieHus:
nooepynn nayuenmos ¢ MI ¢ paziuuHbIMU KIUHUYECKUMU OCOOEHHOCTAMU UU
msidcecmvio 3a007e6anUs, OHA 8 ONpedesieHHOU Mepe CYObeKmMuUHAa 8 NiaHe pas3iudull
medxncoy N1eekoll, ymepeHHoU u cuibHol crabocmvio [33], mem ne menee ucnonvsosanue

knaccugpurayuu MGFA y0obHo 6 KnuHuueckol npakxmuke.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCAe10BAHUS

PEKOMCH}]yeTCﬂ BCEM IalMCeHTaM C IMOJ03PpCHUCM Ha MHUACTCHUIO OIPCACIICHUC
COACPpIKAaHNA AaHTUTCII K PpeUeunTopy auCTUIXOJIWHA [JIA MNOATBCPKACHUA JUArHo3a

[1,42,44-52].

YpoBenb  y0eauTeIbHOCTH  pekOMeHAamuiik A  (YypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 2).

KommenTapum: nonoowcumenvuwiti pesynomam aumumen k¥ AXP 6 cosokynnocmu c¢
XapakmepHoU KIUHUYECKOU KAPMUHOU, CUHOPOMOM NAMOJIOSUYECKOU MbIUEUHOU
ymomasiemocmu — noomeepycoaem — ouacrnoz  muacmenuu  [37].  OmpuyamenvHuolii
pesyromam anmumen Kk AXP moorcem nabnodamvcsa npu cepoHe2amusHol MUACMeHuuU, 8
oamom caydae Heobxooumo ucciredoganue amwmumen Kk MuSK, a maxoce credyem
UcKIouUms opyeue 3a001e8anus, KIUHUYECKAsl KApMUHA KOMOPLIX MONMCEm HANOMUHAMb
muacmenuto. B peOkux cayuasax modcem HAOGMOOAMbCA  NOHCHONOIOHCUMENLHBIL

pesyromam anmumen k¥ AXP [53] .Juacnocmuxa MI" y demeii mpyonee omuacmu u3z-3a
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bonee 6bICOK020 npoyenma cepoHe2anmueHblx ciydaes u zavacmyro Heobxooumocmu

oughghepenyuanvbHoll OUAZHOCMUKU C 8POAHCOCHHBIMU MUACTEHUYECKUMU CUHOPOMAMU.

PeKOMeHHyeTCﬂ BCCM MNalMCHTaM C IMOJO3PCHHUECM Ha MHUACTCHHIO W OTPHULATCIbHBIM

pesyibratoM antuten k AXP ucciaenoBanne antuten kK MuSK [49,54].

YpoBenb  yOeaureqabHocTH  pekomeHaauuid C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJbCTB — 5).

KommenTapuu: nonosxcumenvuulii pezyiomam anmumen k MuSK ookazvieaem nanuyue
muacmeHnuu, accoyuupogannou ¢ anmumenamu k¥ MuSK. Cneyuguunocms anmumen x
MuSK ouenwv evicoxa (97-98%), u éce sice Heobxooumo nomuums, umo & 1,9% ciyuaes
BO3MOJICEH JIOJCHONONIOMCUmenvHulil pesyabmam [54,55]. [leasicovl ceponecamusnas
muacmenusi (npu komopou omcymcmeyiom anmumena Kk AXP u MuSK) ecmpeuaemcs
npumepno 6 15% cayuaes eenepanuzosannou u 50% enasnoi muacmenuu [56]. V
nayuenmos ¢ 08adicObl CepOHe2amUBHOU MUACeHUell MO2YM GbLABISAMbCA HUSKOADUHHbIE
anmumena Kk AXP (He onpedensemvie pymuHHbIMU MEMOOAMU UCCTIe008AHUS), aHmMumend

k LRP4, acpuny u kopmaxmuny [45,56-58].

B cnyyae omcymcmeus amwmumen k AXP u MuSK Hneobxooumo nposedenue
oughghepenyuanvuol  OuacHOCMuUKU ¢ Opyeumu 3a001e8aHUAMU, NPOMEKAWUMU C
2na3008uamenvHbiMy,  OYIbOAPHBIMU — HAPYWEHUAMU U  NPOKCUMATLHLIM — 65IbIM
mempanapesom, 8 nepeylo ouepedb 3mo cunopom Jlambepma-Umona, 6Gomynusm,
8pPOJACOEHHbIE MUACTNEHUYECKUE CUHOPOMbL, IHOOKPUHHAS OMANbMONAMUSL, MUONAMUU U

boe3Hb MOmMmoneuporos ¢ byibbaphuvim oebiomom [23].

PexoMenayercss y neTeil mpu TOJO3pEHMM Ha TeHepaim3oBaHHyro MIT B ciydae ¢
orcyrctBus anTuTeN K AXP 1 MuSK npuem (ocMoTp, KOHCY/IbTaIIMs ) Bpaya-TeHETHKA JUIs
UCKJTFOUEHHS BPOXKAEHHOTO MHACTEHHYECKOro cuHapoma [59].

YpoBenb  yOenureqnbHOcTH  pekoMenaanmuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 4).

KommenTapuu: spooicoennvie muacmenuueckue curnopomsr (BMC) npedocmaensiom
co00ll  2emepocenHyl0  2pYNny paccmpoucme, Xapakmepusyrowuxcs HapyuleHuem
nepeoauu HepeHO-MbIUEYHO20 CUSHANA U3-3A NAMOSEHHbIX APUAHMOE 3aPO0bIULEGOU
JUHUU 8 2€HAX, IKCNPECCUPYEMbIX 8 HEPEHO-MblueyHOM coedunenuu. Ilo cocmoanuio na

aneape 2023 2o0a 6vin0 3apecucmpupo8arno 35 2eH08, mMymayuu 8 KOMOpblX MO2ym
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npusooums x passumuio BMC (AGRN, ALG14, ALG2, CHAT, CHD8, CHRNAL,
CHRNB1, CHRND, CHRNE, CHRNG, COL13A1, COLQ, DOK7, DPAGT1, GFPT1,
GMPPB, LAMAS, LAMB2, LRP4, MUSK, MYO9A, PLEC, PREPL, PURA, RAPSN,
RPH3A, SCN4A, SLC18A3, SLC25A1, SLC5A7, SNAP25, SYT2, TOR1AIP1, UNC13A,
VAMP1). Ilepsvie nposenrenus 3abonesanusi dawe 6ce20 MO2yn OmMedamvcs npu
POJICOeHUU UMY HA NEPBbIX 200aX JHCU3HU, OOHAKO, 8 psde cliyuaes, 0edIom Modicem
HaO.I100amvcsl 8 NOOPOCMKOBOM ULU 83POCiom eo3pacme. Knunuueckue npossnenus BMC
ecemepozcennvl. CUMIIMOMAMUKA MOJICem 8apbuposams 0adice 8 npeoeiax 0OHOU CeMbl.
Knunuueckue npuznaxu BMC xapaxmepu3yromcsa MululedHoU YCMAloCmbio, MblUEUHOU
cnabocmoio, 2unONA3Uel MblliYy U HeOONbUUMU AHOMATUAMY TUYA, MAKUMU KAK HUZKO
nocadicenmvle YU U 8blcokoe ceo04amoe Hebo y HeKOmopulX nayueHmos. B omauuue om
MI, cymouHvle KOneOAHUS MbLUEYHOU CULbl U MbIUEYHOU YCMALoCmu He 8ce20d
Haonooaromea npu BMC. 'V nexomopuvix nayuenmos ¢ BMC evipasicenvl cymounvie
Konebanusi moiuweunol cunvl. Cymounvle KoIeOaunus HAPYJj’CHOU omanbmoniecuu
cesazamnbl ¢ ounnonueu npu MI, no ne ececoa npu BMC. ¥V nekomopwvix omcymcmeyom
2lazublie CUMNMOMbL, U UX HA3bl8arOm KoHeuHocmuo-nosacuvim BMC. 'V bonvuuncmea
nayuenmos ¢ BMC 3abonesanue pazsusaemcs 00 2 jem, HO Y HEKOMOPLIX NAYUEHMO8
CUMNMOMbL  PA36UBAIOMCS CPA3Y NOCAE POACOEHUs, HO BpeMeHHO ocrabesarom 00
HOOPOCMKOB020 UNU 83POCN020 803pACMA. Brutouas smux HeonamanbHulX mpaH3umopHbIx
nayuenmos, BMC mooicem pazsumwscsi 6 11060m 603pacme, KI04As NOOPOCHMKOBbIU U
83pOoCabli. YV Hekomopvix nayueHmog Habno0aemcs 3a0epiHcKa NCUXOMOMOPHOSO

pazeumus [60].

24 HNHCTpYMeHTAJIbHAS AMATHOCTHKA

2.4.1 DJeKTPOANATHOCTHYECKHE UCCIeI0BAHUS

Pexomenayercss nanueHTaM ¢ [IOJO3PEHMEM  HAa  MUACTEHHMIO  IIPOBEICHHE
HU3KOYACTOTHOM PUTMHYECKOM CTUMYJSIIUU HEpBa (IEKPEMEHT-TECT), BKIIIOYAIOIIEEe B
ce0st mpeakTUBALMOHHYIO TIPO0Y, MPO0y C MOCTaKTUBAIIMOHHBIM O0JIErYeHHEM U MPO0y
C MOCTaKTUBAIMOHHBIM UcTOIeHueM [40,42,61-65].

YpoBenb  yOenurenbHocTH  pekoMenaanmuii C  (YpoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5).

KomMeHnTapuu: nokasana cynpamaxcumanvbHas Henpamas CmumMyisayus Hepea 4acmomotl
2-5 Ty 5-10 cmumynos (wawe e6ceeo ucnonvzyemcs cmumyaayus yacmomou 3 Iy, 5

cmumynos). Ilpodba ¢ nocmaxkmusayuonuvim obnecuenuem (I1A0) nposodumcs nocie
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UBOMEMPUYECKO20 HANPAXCeHUs uccaedyemou mvluuysl 10 cexyno (0o 1 munymol), a npooa
¢ nocmaxkmugayuoHHvim ucmowgenuem (IIAH) npoeooumcs uepez 1-5 munym nocne
uzomempuueckoeo Hanpsaxicenus. J{ocmamoyunvim 01 oyenku IIAW sensemcs unmepean 2
munymul [66]. s muacmenuu xapakmepno nanuuue Oekpemenma amniumyovt M-eonmvl
6 ¢opme «eunepoonviy unu U-obpasznas opma, oexpemenm amniumyosl Haubosee
svipadicen medxcoy 1-2 cmumynom u meuee evipadxcern medxcoy 4-5 cmumynom. [na
OONLUUHCINEA MBLULY NAMOLOSUYECKUM cuumaemcst oekpemenm bonee 10% [67]. B npobe
T1AO oexpemenm ymenvuaemes unu pecpeccupyem, a 6 npooe AU cnosa ysenuuusaemcs
[61]. Boibop mbiuyst 3asucum om KiuHULeCKoU KapmuHvl U NPOBOOUMCS 6 KIUHUYECKU
crnabou motuye [22,33]. Ipu enasznoii popme muacmenuu yenrecoobpasHo ucciedosanue
Kpy2060u mbluiybl enaza. llpu nanuuuu 6y160apHbIX HApYUWEHUl NOKA3AHO UCCIe008aHUe
ogyoprownou  muluysl. Ilpu  2enepanuzoeannou  opme muacmenuu  Haubojee
YYBCMBUMENbHLIMU  AGNAIOMC  0elbMOBUOHAs, mpaneyuesuoHas muluyvl. Haumenee
YYBCMBUMENbHBIMU ABTIAIOMCA MbIUYbL KUCU, KOMOPBIX cledyem uzbezamos npu evloope
Muluyvl 05l ucciedosanus. HdyecmeumenbHOCmMb HUBKOYACMOMHOU  PUMMUYECKOU
cmumynayus Hepea npu ceHepanuzoeanuou popme MI" cocmasnsem 71,6%, npu enaznou
popme 38,5% [68). Hcnonvzosanue HUKOUACMOMHOU PUMMUYECKOU CIMUMYISYUU HEPEA
07151 OUACHOCIMUKY MUACMEHUU 8 YCI08UAX CMAYUOHAPa Modcem Obimb 60Jiee noae3HbIM
Memooom OuacHoCmuKu, 4em uccreooganue anmumen k AXP, max kax pesynbmam
anmumen Ovleaem ¢ CYUeCMBEHHbIM ONO30aHUeM N0 CPABHEHUI0 C PUMMUYECKOU
cmumynsiyuetl nepea [68].

Pexomenayercsi TpU TIOJO3PEHMM HAa TMPECHHANTHYCCKUN YPOBEHb TMOPaKEHUS
npoBeJieHHue NpoObl ¢ (U3NYECKON HArpy3Koil WM BBICOKOYACTOTHOM PUTMHYECKON
CTUMYJISAIIUEH HepBa (TeTaHu3aIuel Mbiib) [61].

YpoBenb  yOenureqnbHOocTH  pekoMeHaanmuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

Kommenrapum: memanusayus sensiemcs OOJE3HEHHOU Npoyedypou U  mAxtcelo
nepeHocumcs nayuenmamu, MnodMomy 6blNOIHAMb ee HeoOX00UMO No CMpocUM
nokazanuam. Temanusayus ne mpebyemcs 0 OUASHOCMUKY MUACEHUU, A He0OX00UMa
o oughghepeHyuanvHoU OUACHOCMUKU C NPECUHANMUYECKUM VDPOBHEM NOPANCEHUS.
(cunopomom Jlambepma-Umona, 6Gomynuzmom) [67]. [pecunanmuueckuii yposems
NOpadceHus npu  HU3KOYACMOMHOU PUMMUYECKOU CMUMYIAYUU Hep8a  MOICHO
3anodo3pume npu 1. couemanuu HU3KOU aMAAUMYObL nepsoli M-60inbl U HaIuyuu

Ooekpemenma amnaumyovt M-eonusl (xapaxmepho u oas cunopoma Jlambepma-HUmona, u
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0151 bOMyIUIMA, UHO20A MOdNCEM HADII0OAMbC NPU MUacmenuu), 2. npu 03pacmaHuul
amnaumyovl nepsoti M-eonuvt 6 nepuoo I1AO 6onee 100% no cpasuenuro ¢ amniumyoou
nepsoti M-801bl 6 npedaxmueayuoHHol cepuu (xapaxmepro 0 cunopoma Jlambepma-
HUmona, unoeoa ons muacmenuu, Ho He 011 bomynuzma). Ilpu evicoxowacmommoi
PUMMUYECKOU cmumMyaayuu (memanuzayuu moluiyvl yacmomou 50 I'y) npu muacmenuu
8bIABNIACICA OEKPEMEHM AMNAUMYOvl M-801Hbl, a npU NPpecuHanmuyeckux 3a001e6aHusax
(cunopom Jlambepma-Umona u 6omynusm) — unkpemenm amniumyovt M-eonnsi. Jns
ouggepenyuanvroli  ouacHocmuku —muacmenuu u  cunHopoma Jlambepma-Hmona

onmumanvrou yacmomou cmumynsyuu aeisemces 50 [y, a muacmenuu u 6omynuzma 20

Iy [69].

PexoMenayercsi manueHTaM C KJIMHUYECKOW KApTHHOM MHACTCHHH M OTCYTCTBHUEM
HApyIICHU HEPBHO-MBIIICYHOW TMepeJayd TMpPU  HHU3KOYACTOTHOH PUTMHUYECKON
CTUMYJISIIIUU HEPBA MPOBEICHHUE JICKTPOMUOTPAPUN OJUHOYHOTO MBIIIEYHOTO BOJIOKHA
(uccnenoBanue pxuTTepa) [33,61].

Yposenb  yOeaureqnbHOCTH  pexoMeHaamuii C  (YpoBeHb  /J0CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

KommenTapuu: uygcmeumenvHocmo 31eKMpomMuocpaguu  0OUHOYHO20 MbIUUEUHO20
BOJIOKHA NO pasHvim oyenkam cocmaesnsem 77-96% [70], Yyscmeumenvrnocmo IMI" OMB
npu enasmou ¢opme cocmasnsiem 80%, a npu eenepanuzosannotn 95-99% [71].
Banuouposarno uccredosanue oxcummepa KOHYEHMPULECKUM ULOTbUAMBIM IJLEKMPOOOM
[72]. Memoouxa uccnedosanus Ooxicummepa Kpaiine mpyooemKdas U CIONCHAS, U 6
OCHOBHOM BbINOIHAECMCA 8 CReYUAIUSUPOBAHHLIX Yyenmpax. Eciau ouaenoz muacmenuu
noomeepxcoer opyeumu memooamu (viaenenvt aumumena Kk AXP uwiu MuSK),
noJaodcUmenvHas gapmarkoiocuieckas npooa ¢ #neocmuemuna memuicyivpamom™*, mo
uccneoosanue oxcummepa e mpebyemcs. Heooxooumocms 6 ucciedosanuu 6o3Huxaem
cayuasx oughghepeHyuanvbHot OuacHOCmuKy, Koz20a opyeue memoobl He NO360158I0M
OKOHUamenbHO — YCMAaHosums  OuacHos.  Hccneoosanue — Oxcummepa — Modcem
UCNONBL308aMbCA 8 NpocHocmudeckux yensx [62]. oicummep ne asnsemcs cneyughuurvim
OJ15 MUACMeHUU U NOBLIUAEMCS. MAKJHCe NPU OpYeUx CUHANMU4YecKux 3a001e6anHusX, npu
peunnepsayuu u psaoe muonamui. IMI" 00UHOUHO2O MbIWEYHO20 BOJIOKHA UMeem
8bICOKYIO OMPUYAMENLHYIO NPOSHOCIMUYECKYIO YEHHOCb NPU BbIAGNIEHUU NAYUEHMO8 De3

muacmenuu [56,70].

19



e Pexomenayercsl manyeHTaM C COMHHUTENIBHBIM JHArHO30M MUACTEHUH (C OTCYTCTBUEM
aututen Kk AXP u MuSK) nposenenue snexrpomuorpaduu (OMI) wuronpuaToin u
WCCIICIOBAHUS TPOBOMAIICH (YHKIIMH HEPBOB /IS UCKIIOYCHHS NPYruX 3a00JIeBaHUU,
COITPOBOKIAIONINXCS MBIIIEUHOM cirabocThio [61,73,74].

YpoBenb  yOeaureqabHocTH  pexkomenaaumid C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJbCTB - 5).

2.4.2 Buzvaausanusi OpraioB nepeaHero cpeaoCcTeHust

e Pexomenayercs BcEM IMALIMEHTaM C YCTAaHOBJICHHBIM IMarHO30M MUACTEHUHU IIPOBEACHUE
KT cpenocrenus wnmm KT opraHoB rpyaHOW IIOJNIOCTH I MCKJIIOYEHUS THUMOMBI M

rUIepIuia3uu tumyca [75-79].

YpoBenb  yOenurTebHOCTH  pekoMeHgauuii B (YypoBeHb  /10CTOBEpPHOCTH
J0KA3aTeJbCTB - 1).

KoMmMmeHnTapum: suszyanuzayus opearnog nepeoneco cpedoCmeHus no360.5enm 6blasuimb
2UNepnIasuio 8UI04UK08ouU cenesvl unu mumomy. KT cpedocmenus c enympuseHHbiM
OoNIOCHBIM KOHmMpacmuposanuem npeonoumumenviee, yem MPT [75,76]. Yacmoma
NOBMOPHOU  GU3YANU3AYUU — OPeAHO8  NEPeOHe20  CPeOOCMeHUs.  Onpeoesisemcs
unousuoyanvro. Kax npasuno, npu omcymcmeuu usmeHeHuti N08MopHoe Uccie008anue He
mpeoyemcs, HO Modicem OblMb 8bINOIHEHO NOGMOPHO Yepe3 HeCKONbKO Jiem HaAOI00eHUs.
Heobxooumocmys euzyanuzayuu nocie yoaneHus UI0UK08OU Hcene3vl Uil Nocie yOaieHus

mumomabul onpe()ejmemc;l 6paAvYOM - MOPAaAKAaAlIbHbIM XUPYPSOM.

e PexomeHayeTcs BCeM NALMEHTaM IPH BbIsIBIEHUM TUMOMEI ITpoBeaeHue KT cpenocrenus
C BHYTPUBEHHBIM 00JIIOCHBIM KOHTpacTtupoBanueM uinu KT opranoB rpyaHoii mojgoctu ¢

BHYTPUBEHHBIM OOJIIOCHBIM KOHTpacTHpoBaHueM [75-78].

YpoBenb  yOenuTenbHOCTH  pekoMeHgauumid B (YypoBeHb  J10CTOBEpHOCTH

JI0KA3aTeJILCTB - 1).
e Pexomenayercsi manMeHTaM € MHAcCTEHHEM W C THUMOMOM IIPU HEBO3MOXKHOCTH
BoinoyiHUTh KT cpenoctenus MPT cpenoctenusi B KauecTBE METOAA BU3yalU3alluU

omyxoJeit Tumyca [75-78].
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YpoBenb yOeauTelbHOCTHM  pexkoMeHaauuii B (ypoBeHb  [10CTOBEpPHOCTH

J0KA3aTeJbCTB - 1).

Kommenrapun: MPT cpedocmenusi 06biuHO He UCNONb3Yemcs 0N OYeHKU Onyxo.ell
mumyca, Xomsi 0OCMAMOYHO UHGOPMAMUBHO U Modcem 6blnoaHamocsi emecmo KT
cpeoocmenus, ecau KT nedocmynno unu umeemcs annepeudeckas peaxkyusi Ha U0O-

cooepoicaujee KOHMPACMHOE 8eujecmeo, NOYeyHdas Hedocmamounocms [16].

He pexoMeHayeTcsl pULeIbHAS PEHTICHOTpa(ust OPraHOB TPYAHOM KJIETKH B Ka4ecTBE
METO/I0B BU3yallM3allMl THMYCa, TaK KAk IMIIEpIUIa3us TUMyca HE BU3YyalHU3UpYyeTCs Ha

pentrenorpaduu [79].

YpoBenb  ybeauteqbHOCTH — pekoMenaamuii C  (YpoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

KommenTapum: cunepniazus mumyca He  SU3VAIUUPYEMCS HA  NPUYETbHOU
penmeenozpagpuu opeanos 2pyonot kiemku [19], nosmomy ucnonvzosanue npuyervroi
penmeenocpaguu  0peaHos  cpyoOHOU  KIemKU — O2PAHUYEHO  NpU  MUACMEHUU.
Penmeenocpaghus moscem 6vime UCnonb308aHA KAk Memoo NepeuyHol OUASHOCIMUKU NpU

onyxoasx mumyca [16].

PeKOMeHI[yeTCﬂ MalMeHTaM ¢ MUaCTeHUEH MCCIIeJOBaHUE q)YHKI_II/II/I BHCIIHCTO JbIXaHUA

npH kato0ax Ha OJIBIIIKY U 3aTpyAHEHHE Jbixanus [42].

YpoBenb  y0eauTeqbHOCTH  pekoMeHAanuii A  (YypoBeHb  J0CTOBEPHOCTH

JI0KA3aTEJILCTB - 2).

2.5 Uuag nMarHocTuKa

PexoMenayercsi B3pOCIBIM IMallMEHTaM MW JIETSAM C IIOJI03PCHHEM Ha MHACTEHUIO
npoBeseHue (apmakosgoruyeckod mpoObl ¢ #HEOCTUTMHMHA MeTwicylbharoM™* mpu
OTCYTCTBUH NMPOTUBOIOKa3aHui. OIeHKa TecTa MpOBOAUTCA B MHTepBaje oT 40 MUH 10

1,5 4 moce BBeneHus npenapara [23,42,80-82].

YpoBenb  yOenurenbHocTH  pekoMeHaamuii C  (YpoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJbCTB - 5).
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Kommenrapum: cywecmeyem mpu  cnocoba — esedenusi:  nookodcHolii  [23],
snympumvluteunviti [81] u emympusennwviii [42). #Heocmuemuna memuncynvpama**
680051mM NOOKOXNCHO unu Hympumviuweuno 1,5 mn 0,05% pacmeopa npu eece 6011020 50-
60 ke, 6 003e 2,0 mn — npu ece 60-80 ke u 2,5 mn — npu eece om 80 0o 100 ke. ¥V demet
0o3a npenapamos cocmagnsem 1,0 ma. Ilpu nposedenuu npodwvl y 15% nabnwodaemcs
NOIHAsL KOMReHcayusi (yeeauuenue cuivl mviuy 00 5 6annos MRC), v 75% uenonnas
Komnencayus (yeeiuyeHue cuivl Ha 2-3 banna, Ho He docmuena 5 oannoe MRC, yacmuunas
KOMNeHcayusi (6 0moenbHblX MbLUYAX CUIAd Y8eauuulacs Ha 1 oaun, moeoa Kaxk 6 opyaux
MeCmupyembiX MblUYax He MeHANach u omcymcmeue komnencayuu. Ilpu noanotl u
HEeNnolHOU KOMNEHCAyuu OBUSAMENbHbIX — HApYWeHUuti npoba oyeHueaemcs Kax
nosumusHas. Ilpu uacmuunol KOMREHCAyuu — COMHUMENbHAS, NPU OMCYMCMEUU —

necamuenas [23].

Dapmarxonocuveckass npoba ¢ AHTUXOJIMHACTEPA3HBIMH  CPEICTBAMH  6bI3bl8AEH
XonuHepeuueckue nobounvie d¢hgexmvl U Modcem Oblmb C843AHA C ONpedeleHHbIMU
puckamu. bpaouapummusi 00 aCUCMOIUU U OCAHOBKU cepoya, OPOHXOCNA3M, CYOOPO2U U
MPAH3UMOPHas uwemudeckas amaka. [Iposooums ee 0ondicen cneyuarucm 8 yCiogusix,
NO360NAIOWUX pPeasuposams Ha makxue dgdexmol, KOHMPOIUPYs YACMOMY CePOeHUHbIX
cokpawenuti u apmepuanvhoe oasienue [80,81]. B cesazu ¢ smum nposedenue ee
NPeOnoYmumensHo 8 MHO2ONPOPUILHOM — YUPEHCOeHUU UL  CReYUaIUUpPOBAHHbIX

yermpax.

PexoMeHnayercsi 1pu  BO3HUKHOBEHHH BBIPAKEHHBIX MYCKAPHMHOBBIX 3] deKToB
AHTHXOJIMHACTEPA3HBIX CPEJICTB BHYTPUMBIIIEYHOE BBeIeHUE #aTponmHa**B no3e 0,2-0,5

mit 0,1% pactBopa [23,80].

YpoBenb  yOenurenbHocTH  pekoMenaanmuii C  (YpoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJbCTB - 5).

PexoMeHnayeTcsl manyueHTaM ¢ ITO30M MpoBeeHNe X0y100BoM mpoObI («Ice Pack testy)
JUTSl TUArHOCTHKK MuacTenuu [83].
YpoBenb  y0equTeqIbHOCTH  pekoMeHAanuii A  (YpOBeHb /I0CTOBEPHOCTH

JI0KA3aTeJbCTB - 1).

KomMeHnTapuu: xo100060ti mecm («auicnak mecmy») sA6715emcs npocmot U IKOHOMUYECKU

yenecoobpasnoli  npuxposamuou npooou. Cneyuguunocme mecma NnO  PAa3HbIM
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uccnedosanuam cocmasnsiem 62,5%-95%. Hccnedosanue moscem npoeooumscs Ha 0oa
2na3a unu Ha 21a3 ¢ Haubosee GblPANCEHHbIM NIMO30M, NAKEM CO JbOOM HAKIAObIBAem sl
Ha 2 munymul. X0n1000601 mecm OYeHUusaemcs KaxK noJ0#CUMeNbHbll NpU No0beme 8eKd
bonee, uem na 2 mm [83-85]. Xonooosoii mecm obradaem evicoxkou ompuyamenbHou
NPOCHOCMUYECKOU YEHHOCMbIO (OMpUyamenvbhslii X0100080l Mecm ¢ 6eposimHOCbIO

94% ucknrouaem muacmenuro) [85].

e Pexomenayercs npueM (OCMOTpP, KOHCYJIbTAIlMsI) Bpaya-TeHETHKA MPHU TOJA03PCHUU HA
KOHI'€HHTaJIbHYI0 MuacteHuto [23,42,80-82].
YpoBenb  yOeauteabHOCTH  pexkoMmeHgamuii C  (YpoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5).
KommenTapum: nayuenm ¢ KIUHUYECKOU KAPMUHOU MUACMEHUU, OOKA3AHHbIM C
HOMOWBIO INEKMPOOUACHOCMUYECKUX MEeMO0008 (pummuyeckas cmumyasyus Hepea, IMI”
OMB) napywenuem HepsHo-mbluieurolU nepedadu, Ho be3 anmumen Kk AXP u MuSK u 6e3
NONOAHCUMENbHO20 IPPeKkma namozeHemuyeckou mepanuu 00Ix#ceH OblMb HANPABIeH Ha

eenemuyeckoe mecmuposanue [23,42,80-82].

e Pexomenayercsi npueM (OCMOTpP, KOHCYJbTAlMs) Bpada-TOPAaKaJbHOTO XHUpPypra s
yJIaJleHHUs BUIOYKOBO#T XKeJIe3bl MPH BhISIBICHUU TUMOMBI [23,42,80-82].
YpoBenb  y0eauTeIbHOCTH  peKoOMeHAanmuii A  (YPOBeHb  [10CTOBEPHOCTH

J0KA3aTeJIbCTB - 2).

3. JleueHue, BKJIIOYAS MeIUKAMEHTO3HVIO M HeMeJIMKAMEHTO3HYI0 Tepanuu,

TUETOTEePaANNIo, 00e300JIMBaHHUE, MeINIMHCKHE MOKA3AHUSA "

NIPOTHBOINOKA3AHUA K IPUMCHCHHNIO ME€TOA0B JICUCHUA

JleyeHre MHACTEHUH COCTOUT U3 CUMIITOMATHYECKOW M MAaTOr€HETH4YecKoW Tepanuu. K
CUMIITOMATUYECKON T€panuu OTHOCSTCS aHTUXOJMHACTEPa3Hble cpencTBa. K maroreHeTnueckum
MeronaMm  JiedeHus —  HasHauenne ['KC, mpoTuBoOmyxoneBbIX — MpemnapaToB U
WMMYHOMOJYJISITOPOB, ~ MUMMYHOTJIOOYJTMHOB  HOPMAJIbHBIX  YEJIOBEUECKHX, TPOBEICHUE
miazMadepe3a, MOHOKJIOHAIBHBIX AHTUTEN, a TAKXKE€ XUPYPTUUYECKOTO JICUCHUS — yJajeHUe

BUJIOUKOBOM >Keyie3bl (TUMAIKTOMHUSI). Y JeTed MEeTOAbl JEUYEeHHs] aHAJIOTMYHBbl TE€M, KOTOpbIE

23



MMPUMCHAIOTCS Y B3pPOCIbIX U OOBLIYHO OYEHH 3(1)(1)CKTI/IBHBI C BBICOKOM YacTOTOH JOCTHIXCHHUA

peMuccum.

3.1 KouncepBaTuBHOE JieueHHe

3.1.1. CumnromaTnudeckoe Jgeuyenne MI'

B kauecTBe mnpemnapaToB, BPEMEHHO YBEJIWUYMBAKOIIMX KOJUYECTBO AUECTUIIXOJIMHA B
CUHANTHYECKON IIeNW W, TaKUM O00pa3oM, YIy4lIAlIUX HEPBHO-MBIIICUHYIO Iepeaady

MPUMCHAIOTCS aHTUXOJIMHICTCPA3HbIC CPEACTBA — IIUPUJOCTUIMHUHA 6pOMI/I,I[**.

e PexomeHnayercs manyeHTaM ¢ MUacTeHHEH crapiie 18 et Ha3HaYeHne MUPUIOCTUT MUHA
Opomua** B KauecTBe CHMIITOMATHYECKO# Tepanuu mnepBoro psina npu MI'. Ilpenapar
NpUHUMAETCs IepopasibHO. Pa3oBas j103a mogoupaercsi B 3aBUCUMOCTH OT KJIMHUYECKOTO
s¢dexTa ¥ BEIPa)KEHHOCTH MOOOYHBIX XOJIMHEPrHUeCKuX sBienui [21,86,87].

YpoBens  yOeauteqbHocTH  pexkoMenaauuu C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

Kommenrapmii: nauanvuas 0oza 30 me 0o 4 paz 6 cymku na npomsicenuu 2-4 oueil. Ilpu
HOPMAIbHOU NEePeHOCUMOCU U  OMCYMCMEUU NOOOUHBIX SGNEHUN  PA308YI0  003)
yeenuyusaiom 0o 60 me ¢ kpamHocmuio npuema 00 4 paz 8 Cymxu Ha npomsidceHue 5 OHell.
Ilpu neobxooumocmu MoHCHO ygeruuusams pazosyio 003y 00 90 me — 0o 4 npuemos 6
cymku [88]. Pazosas doza nupuoocmuemuna opomuoa™* npu neobxooumocmu mMoxicem
ovimb yeenuuena 0o 120 me, HO Npu 3MOM YEEIUUUBAEMC PUCK PA3BUMUSL NOOOYHBIX
appexmos. Ilepedo3uposka aHMUXoIUHICMEPA3HbIX CPEOCmE MOodCem Npusecmu K
CHUDICEHUIO dhPekmusHoCmu npenapama u yXyoueHuo medyeHus MUacmeruu 61ni0ms 00
pazeumusi  XOAUHEPSUYeCKo20 — Kpusd,  HOIMOMY  noodupas  pedcum  npuema
AHMUXOIUHICMEPAZHBIX — Ccpedcme ciedyem pezyasipHo  mouwumopums M- u H-
Xoaunepauyeckue nobounvie d¢hghexmul (Ouckomgpopm u 601U 8 Hcusom, ouapesi, pUHopes,
opounxopes, chudcenue A/l mviueunvie nooepeusanus, Kpamnu u 0p.) u npu ux NOSAGIeHUl
u, mem Oonee, HAPACMAHUU - CBOEBPEMEHHO KOPPEKMUpPO8AmMb Mepanuro, YMeHbuUldsl
003upo6Ky uau  Kpamuocmv  npuemog [86].  Onmumanvuoii  senrsiemcs  003a,
obecneyusaowjas OaANAHC  MeNHCOY  OMUEMAUGHLIM — KIUHUYECKUM — YAyduleHuem U

MUHUMATIbHBIMU XONUHepeudeckumu s¢gpexmamu [21].
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Ilpu ceponecamuenou MI' ¢ auwmumenamu x MuSK omeem Ha mepanuto
AHMUXOIUHICMEPAZHBIMU CPEOCMEAMU MOJHCEM DbIMb MeHee 8bIPAINCEH, YeM Y NAYUEHMO8
¢ AXP-noszumusnou ghopmoti 3aboneeanus [21,24].

Ilpu 2nasnoti hopme muacmenuu maxice Mojicenm OMMeuamvpcs 02paHudeHHblll ¢gdexm
OM AHMUXOUHICEPA3HbIX cpedcms. [Ipu smom nmo3 peazupyem Ha mepanuro iyyuie, 8
Mo 6épems Kak o00beMm O08UdCeHUll 2Na3ublx AONOK NpU npueme npenapama uydacmo
noanocmvio He éoccmanagiueaemcs [89].

Ilpu Oocmuoicenuu pemuccuu 3a60n1e6aHuss Ha (HoHe NAMOLEHeMUYECKUX Memo0o8
JleYeHUuss NnompeOHOCMb NayueHma 6 aHMUXOJIUHICINEPASHLIX CPeOCmBax Modicem
cHuxcamocsi. B maxux  cnyuaax  HeobXooumo — Koppekmuposamv — npuem

AHMUXONUHICMEPAHBIX CPEOCME 6 3a8UCUMOCmU om nompebrocmu [28].

Pexomenayercst TmamuMeHTaM C  MHAcT€HHUEH J€TCKOrO BO3pacTa Ha3HAYCHUE
H#OUPUIOCTUTMHHA OpoMHUIa*™* B KadecTBE CHMITOMATHYECCKOW TEpaIriuu MEPBOTO psiaa
npu MI'. Ilpenapar npunumaercs nepopainbHo. Pa3oBas 103a moadupaercs B 3aBUCUMOCTH
OT KJIMHUYECKOro d()(heKTa 1 BIPaKEHHOCTH TOOOYHBIX XOJIMHEPIrHUECKUX sBieHuii [18].
YpoBenb yOeauteabHocTH  pexoMeHaanmuum  C  (YpoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB - 5).

KommenTapmii:  npu  nevenuu  muacmenuu y — Oemel  HAYAIbHAA ~— 003d
AHMUXOIUHICMeEPA3HbIX cpedcms cocmasnsem (,5—1 me/ke kaxicovle 5—6 uacos 60 epems
bo0pcmeosanus. MaxcumanvHolil 2¢hpghexkm Hacmynaem uepes 1-2 uaca ¢ oxoHuaHuem
Oeticmeus uepe3 5-8 uacos. Maxcumanvuas 0oza y oemeu cocmagisem 7 me/ke/0eHb, HO
ee HeoOX00UMO OYeHU8amsv ) Kaxcoo2o nayuenma. Bvicokue 0031 He npusedym K
VAYUUIEHUIO COCMOSIHUA, HANPOMUS, 803pacmaem pUCK pa3eUumusi XOJUHEPSUUEeCKUX
peakyuil (npusnakoe nepedo3uposku). Koppexmupoexa 0o3vl neobxoouma 6 meueHue
Kypca nedenus. B koneunom umoee, 003a anmuxonuHICmepazHbix cpedcms noooupaemcs
UHOUBUOYATILHO OJIsl  KAXHCO020 NAYUEHMA 6 3ABUCUMOCIU OM NepeHOCUMOCU U
docmamounou s¢hghexmuenocmu. Ilayuenmol, 0coOeHHO NOOPOCMKU, U UX POOUMENU
OO0JIHCHBL AKMUBHO COMPYOHUYAMb C JIeYaujUM 8PAYOM U Pe2yIUpo8amy PEXCUM Npuema u
003UPOBKY AHMUXONUHICNEPASHBIX CPEOCE HA NPOMANCEHUU 6CE20 OHSL 8 3A8UCUMOCTIUL

om cumnmomos [18,90,91].

3.1.2. IlaToreHeTn4eckoe JeueHue
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K npenaparam natoreneTnueckoit Tepanuu nepBoro psga ornocstces I'KC, okaspiBatoiue

MHOTOCTOPOHHUH HHTHOHPYONHi 3¢ (heKT Ha UMMYHHBIN OTBET.

PexoMenayercsi Ha3zHaueHue #rpeaHu3onoHa™* mamuentam ¢ MIT nmpu HeOCTaTOYHOM
KOMIIEHCAI[MM CUMIITOMOB Ha ()OHE CUMIITOMAaTH4eCcKoi Tepanuu [6,86,88,92]. IIpemapar
MPUHUMACTCS TIEPOPATHHO.

YpoBenb yOeautenbHocTH  pexoMeHaanmun C  (YpoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB - 5).

Kommenrtapuii: mepanesmuueckas 0oza #upeanuzonona™* sapvupyem 6 npedenax 0,75-
1,5 me/ke maccor mena (60-100 me) [88). Ilpenapam nasnauarom no anemeprupyiowei
cxeme (uepes Oenv). IlepsonauanvHo npenapam MOMCHO HAZHAYAMb 8 MEPANEEMUYECKOLL
cmapmosoti doze [6]. Buecme ¢ mem 6 psde cayuaes npu naznavenuu donvuux 003 I'KC
8 meueHue nepevix 08yx Heodelb 803MoNCHO yxyouenue mevenuss MI™ [93], umo oenaem
yenecoobpasHviM HauuHames mepanuio #npeonuzonronom™* ¢ nuszkux 003 (5-25 me) ¢
nocmenennbiM  mumposanuem 0o mepanesmuveckou  [6,86,88].  Vwmenvwenue
BbIPAINCEHHOCMU CUMNIMOMO8 8 DOJILUUHCTGE CILyYAe8 HAYUHAEH OMMeYambCsi Yiice uepes
2-6 Hedenv nocne Hauana mepanuu [86]. Omuemnuewiti KiuHuueckuu 3¢pghexm
oocmuzeaemcs 8 meyenue 3-x mecayes [88]. Yemoiiuusoti pemuccuu 3abonesanus npu
nasnavenuu I'KC yoaemcs oodoumwvcs ¢ 70-80% cayuaes [86]. I[locre oocmuoicenus
KIUHUYeCcK020 d¢hghekma 003y noCmenenHo CHUNCAom 00 NOIHOU OMMeHbl UL 00 HUZKUX
NO00ePAHCUBAIOUWUX 003, KOMOPbLEe NAYUEHM NPUHUMAEN OIUMENbHOEe 8DEMSL.

Tepanus I'KC conpsoicena ¢ 601buuM KOAUYECMBOM 803MONCHBIX NOOOUHBIX IPDeKmos,
makum Kak Habop eeca, caxapHuvlli ouabem, 2unepmoHnusl, A36eHHAs1 O0Ie3Hb dHcelyoKa U
12-munepcmunou  kuwiku, Kamapaxma, 21AyKOMd, OCMEONOpo3 U  HCUXUYecKue
paccmpoticmea. B ceéazu ¢ smum npu OnumenvHoUu mepanuu OAGHHbIMU RPEnapamamu
NOKA3aHO HAOI00eHUue NayueHma CReyualiucmamu COOmeemcmayoue2o npoguis o
NPOPUIAKMUKU, CBOEEPEMEHHO20 8blsiGNIeHUs. U Koppekyuu Hapywenutl [88,94].

Ipu FOMI mepanus #npeonuzononom™* nposooumcs 6 0oze 1 me/ke/0enb nepopanvho 8
gude 0OHOKpAMHO20 npuema ympom nocie eovl. Haubonee payuonanvuvim seisemcs
anvmepuupyrowull (vepes 0eHb) npuem 6 cayuae i1ecKoll u cpeoHel maxicecmu MUacmeHuu,
a maxaice maxcenvix hopm 6e3 nopadicenuss 2I0MOYHOU U ObIXAMENbHOL MYCKYIAMYPbL.

B cnyyae masxcenoco meuenus muacmenuu Heob6xo0UMO HA3HAYEHUE eHCeOHe8HO20 npuema

I'KC ¢ uepedoganuem noaHOU 003bl U NOJNOBUHBI CYMOYHOU 003bl Yepe3 OeHb 00
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docmudiceHuss cmaobunuzayuu  Oy1b0apHbIX U  ObIXAMENbHLIX PACCMPOUCMS,  Odlee
B03MOJICEH NePex00 HA albMEPHUPYIOWUL NPUEM.

Hannviti no0xo0 noseonsiem CYweCmeeHHO CHU3UMb  BbIPANCEHHOCb  NOOOYHbIX
aghghexmos I'KC u nossonsiem uzbedcamov ycuneHus mviuueunou ciabocmu 6 nepsvle 7—10
OHell kopmuxocmepouornou mepanuu. Haronetwui npuem I'KC no anemeprupyroweii
cxeme ocywecmensaemcs 00 O0CMUICeHUsi COCMOosiHUA, kKo2oa 6 oenwb nponycka I'KC ne
HaOnwoaemcs — YCuieHus — MblWEeYHOU  c1abocmu,  4mo  C8UOEemenbCmeyem O
80CCMAHOGNIEHUU OOCMAMOYHBIX KOMNEHCAMOPHBIX MEXAHUIMO8 6 HEPEHO-MbIULEYHOM
COeOUHEeHUU U pa3sUumul yCmouyueo2o npomusogocnaiumenvho2o sggexma I'KC
npenapamos. [anee npuem I'KC ocywecmensiemcs 00 noIHOU KOMREHCayuy KIUHUYECKUX
npossnenuti. CHudicenue 003Uupo6Ku, 6NJI0Mb 00 OMMEHbL (NPU BOZMONCHOCIU) OO0JIHCHO
0CYWecmenamsbcsi MeoleHHO U ocmopodicho. Tloodepocusarowas 003a noobupaemcs
UHOUBUOYATILHO.

Hauano neuenus eniokokopmurxouoamu 00 yOaneHus GUNOYKOBOU dicele3bl NO360JIsem
CHU3UMb  PUCKU, conymcmeylowue — XUpypeuueckomy — eMmeulamenvcmey U
CMadUNU3UPOBaAMb COCMOsAHUE NAYUEeHMA 8 YeloM 6 NOC/eONepAyUOHHHOM nepuode, 8
odrcudanuu Iggexma om onepayuu.

Kpome nepopanvnozo, eozmodrcen maxoce napenmepanvHuiil cnocob esedenus I'KC.
Pewenue o cnocobe 6sedenus I'KC Oonxcno npunumamecs nedawum 68pavom
UHOUBUOYATILHO OJ18 KAHCO020 NAYUEHMA, 8 3A8UCUMOCIU OM KIUHUYECKOU CUmMyayuu Ha
MOMEHM NPUHAMUS PeULeHUs..

Ucnonvzosanue I'KC npu enasnoii ¢popme muacmenuu y oemeti 0Cmaemcs. CHOPHLIM,
0Cc0OenHO 6 npenybepmamnHom 803pacme, U3-3a 603MONCHOCMU CHOHMAHHOU PeMUCCUU,
bonee 00OpoKauecmeeHHO20 MmeueHUs, MeHbUel Yacmomsl NpPOSPeccupo8aHus 00
2eHepanu308anHol opmel, a makxice pucka 3adepxcku pocma. OOHako 6 ciyuae nioxou
peaxkyuu Ha AaHMUXOJIUHICINEPAZHBIX CPEOCM8, 803MONHCHO ucnonv3osams I KC, nockonvky
oocmuzaemcs Xopouwiuii KOHMpPO.b CUMNMOMO8 NPU 00CMAMOYHO HU3KUX 003ax. /[eotiHoe
cnenoe paHoOMU3UPOBAHHOE UCCIe008AHUE HA 63POCIbIX NPOOEMOHCIMPUPOBALO NONb3Y

I'KC npu enasnou ¢popme muacmenuu [18,90,91,95,96].

K npenaparam natoreHeTH4eCKON Tepanuy BTOPOTO psifia OTHOCATCS HIPOTUBOOITYXOJIEBBIE
npenaparsl ¥ UMMYHOMOLYJISITOPBI.
PexoMenayercs Ha3HaueHUE azaTHonpuHa** nanuentam ¢ MI™ wim B BUue MOHOTEpaniu

i B komOuHanuu ¢ ['KC npu Henocratounom 3¢dexre monorepanuu I'KC(oTcyrecTBue
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O00BEKTUBHOT'O YBEIMUEHUS MBIIIIEYHOU CHIIbI, yMEHbIIIEHUS OyJIbOAPHBIX U JbIXaTEIbHBIX
HapyIEHUA TpH JIOCTATOYHOM JO3MPOBKE IMpernapara M JJIMTEIBHOCTUA TEPAIuM);B
CiIy4asix HEBO3MOXHOCTH CHU3UTH nojaepskuBaroniyto 103y 'KC nmxke 15-20 mr uepes
JI€Hb, IPY 3HAYUMBIX T0004HBIX 3 PexTax oT Tepanuu ['KC, 3aTpyaHstomux AMTUTeIbHbIH
[IpUEM MAlMEeHTOM MOACPKUBAIOIINX /103, @ TAKXKE y MAIIMEHTOB C CaXapHbIM 1Ha0eTOM
WIH OCTEOMOPO30M, Y KOTOPBHIX HE YAaI0Ch JOOUTHCS OBICTPO PEMUCCHH MPHU TEePaIUH

I'KC [26,88,97]. [Ipenapat Ha3HA4aIOT IEPOPAIBHO.

Yposenb yOeaureabHocTH  pexoMenaanmun C. (YpoBeHb /I0CTOBEPHOCTH
JI0KA3aTeJILCTB - 3).

KommenTapwmii: munuunas nauanvuas 0oza azamuonpuna™* cocmasnsem 50 me 8 Oens
meuenue O0OHOU Hedenu, 3amem ee ygeauuusarom Ha 50 me Kadxicoyw Heoenro 00
mepaneemuueckol 003vl 6 2-3 me/ke 8 Oenv, pazdensisa Ha 2-3 npuema. Azamuonpun™**
obnadaem OnumenvHo paszsusaiowumcs Ipgexmom. Omuemaugoe KIUHUYECKOE
VayuweHue Habaroaemcs He pamnee uyem uepe3 4-6 mecAayes nocie Hauand npuema
npenapama [98). Ilocne docmudicenus pemuccuu yenecoodopasHo nPoOONCAMb MePaAnuro
no Kpatinetl mepe 6 meueHue 08yX-mpex jien, nocie 4e2o noo muameibHbiM HAOI0OeHUueM
C Yenvio BblAGNeHUs pPeyuoOUuBo8 MONCHO HAYAMb NOCMENeHHoe CHUJCEHUe O003bl
asamuonpuna** 0o nonnot ommenwi [26].

Haubonee yacmuoimu nobounvimu s¢hpghexmamu azamuonpuna™** aenaromes netikoneHus u
2cenamomoxcuyHocms. Heobxooumo pezynsipnoe npogedeHue 00we20 (KIUHUYECKO20)
aHanusa Kposu (popmenuvie d1eMeHmbl), a MaKtce UCCIeO08AHUE YPOBHI MOYEGUHbL 8
Kposu, onpeoenenue AKMUBHOCMU ANAHUHAMUHOMPAHCPeEPasbl,
acnanmamamuHompancgepaszvl, WenouHoll gocgamaswi, eamma-
2MOMamMuimpancghepasvl 8 Kposu u ucciedosanue odwe2o oburupyouna 6 Kposu. B nauane
mepanuu Ha (OHe NOBblUEHUs 003bl aA3amuonpuHa** 0o mepanesmuueckoul
1aOOPaAMOPHbILL MOHUMOPUHE NPOBOOANM eHCEHeOelbHO, a 3amem edcemecauno. Ilpu
Hanuyuu 1a60pamopHuxX usmeHerull 003y npenapama cmoum ymenvuiums [88,94]].

B 10-20% cnyuaeé na HauanvHulx 3manax jeveHus (nepgvie 1-2 nedenu) modwcem
HaOIO0aAmbCsi HeNepeHoCUMOCmb 8 BUde CneyupuuecKoll JeKapCmeeHHOl peaxkyuu,
NPOAGNAIOWAACS  NOBbIUUEHUEM MEeMNepamypbl U HeOOMO2aHuem, uYmo mpebyem
HeMeONeHHOU U OKOHYAMENbHOU ommensl npuema npenapama [94].

Ilpu neuenuu FOMI' nazumauenue azamuonpuna™* maxowce yenecoobpazno 8 ciayuae

Hedocmamoynozo (unu omcymcmeus) omeema na I'KC (unu 6 ciyuae ocpaHuyeHHOl
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so3modicnocmu ucnoavzosanus I'KC, nanpumep npu ouabeme) 00 yoanieHus: 6UI0UKO80U
Jrcenesvl Ul npu omcymemeuu 3¢pgpexma nocie yoaneHus UL0YK080ll cenesvl. B makoi
cumyayuu azamuonpun™** aensemcsa npenapamom nepeou aunuu evibopa. Hauanvnasn
003a cocmasnsem 1 me/ke/Oenv 1-2 paza 6 0eHb, ¢ NOCMENEeHHbIM Y8eaudeHuem 003bl no
0,5 me/xe/oenv KagicOvle 2-4 Hedenu 00 MAKCUMANLHOU O003Uposku 2,5 me/ke/OeHb.
THoooepocusarowasn 0osa 6 2,5 me/ke/Oens, coxpansemcs 8 meuenue 10-12 mecayes, a
3amem OuyeHb MedleHHO cHudcaemcsi 00 1 me/ke/Oensv. Knunuueckuil sgpgpexm ciedyem
odcuoams He pawuee, yem uepes 3 mecaya om Hayana npuema. IIpodondxcumenbHocmo
mepanuu mModcem cocmagiams 00 2-x nem. B ciyuae nposenenus nobounvlx 3¢hpexmos
(nuxopaoka, mowHoma, O01b 8 Hcusome, JIEUKONEHUs) mpedyemcs HemeOleHHAs OMMeHA
npenapama [18,90,91,99].

PexomMenayercs HazHaueHue #MukodeHonara Mmodermia** nmauenram ¢ MI', y KOTOpbIX
oTMevaeTcsi pe3ucteHTHocTh K Tepanuu [KC w  asarmompuHOM™**  (OTCyTCTBHE
00BEKTUBHOTO YBEIIMUCHUS MBIIIICUHOW CHIIBI, yMCHBIIICHUS OYIIbOAPHBIX U JBIXATCIIbHBIX
HAPYIICHUHA TIPH JOCTATOYHOW JO3UPOBKE IMPEIApaToB W JUTUTCIBHOCTH TEPAITHH) WIIH
no0ouHble APPEKTHI, 3aTPYAHSIONIME JUIMTEIbHOC BEJCHUEC NAIMEHTOB HAa JaHHBIX
npenapatax. [Ipenmapat HasHauaioT nepopanbHO. Mcmonp3yeTcss kKak B KOMOWHAIIMU C
I'KC, no3Bosisist 6osiee ycnenrHo u 6e3onacHo cHu3uTh 103y ['KC 110 momHoi#t OTMEHBI, Tak
u B Bujie MoHoTepanuu [100,101].

Yposenb yOeauteabHocTH  pexoMenHaanmuum  C  (YpoBeHb  10CTOBEPHOCTH
JI0KA3aTeJILCTB - 4).

KommenTapmii: mepanesmuuecxkas oosa #muxogenonama mogpemuna™* 1000-2000 me 6
Oenwv 3a 06a npuema [94,100,101]. Maxcumanvnoiii knunuueckuil s3¢hghexm paszeusaemcsi
npu onumenvrocmu aevenust om 13 mecsyes u 6onee [100-102].

Yuumeieas puck paszsumus noboOuHbIX AGNEHUU, MAKUX KaK JeluKoneHus, amemus,
NAHYUMoOneHus U azpanyioyumos, YeiecooopasHo nposederue 0oue2o (KIuHu4ecKo2o)
AHANU3A KPOBU 8 NEPBblll MeCsiy JedeHUs 08axcobl, 3amem edxcemecsuno [94,103].
Vuumeieas nomenyuanvuviti mepamoeenHulii 3¢pgexm om npuema #Hwmukogpenorama
Mogemuna**  yenecoobpasno  uzbecamv  HA3HAUEHUS ~ NPenapama - HCeHUWUHAM,
nAGHUPYIOWUM — OepemeHHOCmb  unu  OepemenmwviM.  Ilpu  He3aniaHUpOBAHHOU
bepemennocmu yenecoobpaszna ommena npenapama [104].

Vuumeisas, umo #muxoghenonama mogemun** npaxmuyecku He uzyueH npuUMeHUmMenIbHoO
Kk FOMI, ezo cnedyem paccmampueéams MONLKO KAK Npenapam 6mopol JIUHUU U

UCnonb306amv, 8 cayuae eciu 6ce oOpyaue 6uobl mepanuu Hedppekmunvl U
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npomueonokasausl. Obviunble NOOOUHblE IDheKmbl BKIOYUAIOM MOUHOMY, PEOMY,
ouapero u pedxice Jnetikonenuio. Takdce 803MONCEH PUCK PA3ZBUMUSL MYTbIMUPOKATLHOL
npozcpeccupyioujell 1elUKodHyeparonamu.

Hasznauamo npenapam nayuenmam demckoeo eospacma ciedyem uz paciema 600 me/m2
6 cymku. Iloooepoicusarowas 0oza cocmasisem 1000-1500 me 6 2 npuema 6 cymxu.

Pexomenoyemas onumenvnocme npuema 2-12 mecayes [18,90,91,99].

PexoMenayercsi HazHaueHUe #pkiaocnopuHa** nmanuentam ¢ MI™ B komOunanuu ¢ ['KC
WIA B BHJE MOHOTepanuu mpu HexoctarouHoM d¢pdekre or mnpuema [KC wu
azaruonpuHa** (0TCyTcTBHE OOBEKTUBHOTO YBEIIMUYCHHS MBIIICYHON CHIIBI, YMCHBIIICHUS
OyIb0apHBIX M JBIXATEeIBHBIX HAPYIICHHH NPH JOCTATOYHOU JIO3MPOBKE MPENapaTroB H
JUTMTEIILHOCTH TEPAITUH ), a TAKXKE NIPU MOOOYHBIX 3 dekTax, 3aTpyIHAIONIMX JIITUTEITBHOC
BeJeHHE ITAMEHTOB Ha JaHHbIX mpenaparax[97,105-108]. Ilpemapar Ha3Ha4aroT
NEPOPAITBHO.

YpoBens yOeauteabHocTH pexkoMenaanuu C  (YpoBeHb  /10CTOBEPHOCTH
J0KA3aTeJbCTB - 4).

Kommenrapmii: ona nayuenmos cmapwe 18 nem navanvnas 0osa #uukinocnopuHa**
cocmaensiem 3-4 me/xe 6 cymku, pazoenennvie na 2 npuema [94,109,110]. Omuemnuswiii
KIUHUYeckull 3ggexm y Ooabuuncmea nayueHmos Habaooaemcs depe3 6 mecayes,
O0OHAKO 8 HEKOMOPBIX CLYHASX YIYUULCHUE MOJCEM OMMEYamvcsl Ha 60nee PAHHUX CPOKAX
nevenuss — Hauwunas ¢ 3 Hedenv npuema npenapama [105]. ITocre odocmuowcenus
VCMOUYUBO2O KIUHUYECKO20 VIAVHUEHUSL 003a MOXCem Oblmb CHUdCeHa 00 2-2,5 me/ke 6
cymku [111].

Haubonee yvacmoimu nobounvimu s¢ppexmamu npu npueme #Hyuxnocnopuna™* aenaomes
HeghpomokcuyHocmy U apmepuanvhas  eunepmensus. Heobxooumo  pecynaphoe
uccnedosanue Kpeamununa kposu u monumopune A/ [94].

B Oemckou npakmuxe ucnonvzosanue Hyuxiocnopuna®*  maxoice  803MONCHO
paccmampusams 8 cayuae Omcymcmeus dghgexma nocie yOanieHus 6UL04YK0BOU JHceesbl,
Ha one npuema azamuonpuna** u, eoobue, peghpaxmepnozo meuenus FOMI.
#L[uknocnopun™* egooumcs 6 cxemy JedeHuss 6 Kauecmee 6mMOpPO20 npenapama
coemecmuo ¢ I'KC. Hauanvuas 0o3a u3z pacuema 2,5 me/ke/cym, pazoenennas Ha 2 npuemd.
Credyem KOHmMpoOIUposamsv KOHYyeHmpayuro #yuxiocnopuna™* 6 kposu pas 6 Heoenio 6
nepewviii Mecsay npuema, a oanee, npu oocmudiceHuu pabdoueti konyenmpayuu 100-150

HZ/MJZ, pas 6 wmecsy. Takoice HeoOX00UM excemecsuUHblLL KOHmMpOJlb MOYeBUHbl U
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KpeamuHuHa 6 Kposu, m.K. #yuxiocnopun™** neghpomokcuuen. /[numenvnocms npuema,
npu  xopouieti nepeHocumocmu, modxcem oocmueamv 1-2 nem. Ilpu Oocmudicenuu
Xopouwieco KIUHUYECKo2o 3¢gexma, Ha Gone npuema Hyuxnocnopuna** ciredyem
nposooums nocmenennoe chudicenue 0o03vl 1KC, enioms 00 ommenvl (npu

sozmooicnocmu) [90,91,108].

PexomMenayerca HasHaueHue #merorpekcara** mammentam ¢ MI crapme 18 ner B
Ka4yecTBEe cpelcTBa TpeThel mHuu B komOuHanuu ¢ 'KC npu Hepocrarounom 3ddexre
ot npuema ['KC u azatronpuna** (oTcyTcTBUE OOBEKTHBHOTO YBEIMYCHUS MBIIICYHON
CHJIbI, YMEHBIICHUS OyJIbOApPHBIX W JBIXATEIBbHBIX HAPYIICHHH IPH JTOCTATOYHOMN
JIO3UPOBKE TIPENapaToB W JUIUTEIHLHOCTH TEPAINHU), a TAKXKE MPU MOOOYHBIX dPdeKTax,
3aTPYIHSIONIMX JJIMTEIbHOE BEICHHUE TMAllMCHTOB Ha JaHHBIX mpemaparax [94,112,113].
[IpenapaTt Ha3HAYAIOT MEPOPATHHO.

YpoBenb yOeaurteqbHOCTH  pexkoMeHaauuu C  (YpoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB - 5).

Kommenrapuii: o1 nayuenmos cmapwe 18 nem nauanvuas oosa 10 me/neo c
nocmenennvim  yeenuuenuem 0o 20-25 me/meo 6 meuenue 2 mecayes [94,102].
Yemotiuusoviit agpgpexm 6 Oonvwuncmee ciayuaee ommeuaemcs yepes 10-12 mecsayes
npuema npenapama [112). Ilocne cmaburuzayuu cocmosinus 03MOICHO MeOIeHHOE U
ocmopodichoe crudxcenue 003wl [110].

Haubonee uacmuvimu nobounvimu s¢pgexmamu npu npueme Hmemompexcama™*
AGNAIOMCSL 2eNAMOMOKCULHOCMb, S36CHHbLIL cmomamum, jetikonenus, anemus [111].
Tloxazano pezynaproe nposedenue 06we2o (KIUHU4Yecko20) anaiusa Kposu u onpeoeieHue
AKMUBHOCMU  AIAHUHAMUHOMPAHCPEPA3LI, ACNAPMAMAMUHOMPAHCHEPA3bl, WeNT0UHOU
Gocchamaszvl, camma-enomamurimpancgepasvl 6 Kpogu U ucciedosamnue 0owe2o
ounupybuna 6 Kkposu. /[na npoguirakmuxu cmomamuma y nayuenmog cmapuie 18 nem
yenecoobpasHo Haznavenue oauesoil kucioml ** 6 0oze 1 me/cym [94]. K b6onee peokomy
OCIONCHEHUIO OMHOCAM PUOPO3 1e2KUX, YUMo mpedyem 0CMOPOHCHOCHU NPU HA3HAYEHUU
npenapama  nayuenmam ¢ 3abonesanusimu  neekux [94).  Vuumwieas, umo
#uemompexcam™** obnadaem mepamozeHHbiM Oelicmeuem, e20 NPUMEeHeHUs Ccledyem
uzbecamv y OJHCEHUWUH OEPEMEHHbIX UL NIAHUPYIOWUX OepeMeHHOCMb. 80 6peMs
bepemennocmu u Kopmaenus epyovio. Kpome moeco, npenapam obradoaem mymazenHvim
oeticmeuem, NOIMOMY neped e20 HA3HAYEHUEM MYICUUHAM UYerecooOpasHo obcyoums

803MOdNCHOCHb coxpanenus cnepmbl [110].
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e Pexomenayercs HazHaueHue #rakponumyca** manuentam ¢ MI' B kombunanuu ¢ ['KC
WIY B BUJIe MOHOTEPAIHNH B Citydasix peppakrepHoit MI' k mpenapaTam IepBOro 1 BTOPOro
psifa WK IpU HEBO3MOXKHOCTH MPOAOJIKUTE TEPANUIO MpernapaTaMu epBoro U BTOPOro
psiaa B CBA3M C pa3BUTHEM MOOOYHBIX PPEKTOB MM HAIUYUEM MPOTUBOMOKA3aHUI, a
TakKe TAlWeHTaM, TMPUHUMAIONINM BBICOKHE momaepxkuBapomue g0361  [KC,
ACCOIIMMPOBAHHBIE C BBHICOKMM PHUCKOM pa3BUTHS ocioxHeHuH. Ilpemapat HazHaudaioT
nepopanbho [114-118].

Js1 B3pocJioil monyasinuu YpoBeHb Y0eauTeJbHOCTH pekoMeHaanun A (YpoBeHb
JIOCTOBEPHOCTH I0KA3aTEJbCTB - 2).

Jas nerckoil momyJsAiuMu YpoBeHb yOenuteabHocTH pekoMenHaanuun C (YpoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB - 4).

Kommenrapuii: 012 nayuenmoe cmapwe 18 nem Hauanehas cymouHas 0034
#maxponumyca** cocmasnsem 3 me/cymxu (06a paza 8 Oewv). B Oanvheiiuwem, 6
3a8uUcuUMocmu  Om KIUHU4eCcKo2o 3¢gexma, KoHyeHmpayuu npenapama 6 Kposu U
OCNIOJCHEHUI, CYMOYHYIO 003Y MOJICHO CHU3UMb 00 2 M2 Ul yseiuuums 00 4 me.
Knunuuecxuii a¢pgpexm nauunaem nosgnamscs 8 meyenue 1-3 mecsayes, MaKcUMaibHblll
appexm oocmueaemcest uepes 6-12 mecsyes om navana mepanuu [114-119].
Iayuenmam oemckozo 6o3pacma #makpoaumyc™* nazuauaiom 6 HAYANLHOU CYMOYHOU
oosze 0,05 me/ke/cym (06a pasza 6 Oensw). Ilpu neoocmamounom s¢hghexme 003y MOACHO
yeenuyums 00 0,1 me/ke/cym (maxcumym <4 me/cym) [118].

Haubonee uacmvimu nobounvivu sghgexmamu, pazeusarowumucs npu npueme
#maxponumyca™* saensaiomcea nosviulenue 2n10K03bl, HEUMpouius, unomacHuemus,
UNEPIUNUOeMUsl,  PeCNUpamopHvle  UHQpeKyuu,  apmepuaibHas  cunepmeH3us,
paccmpoticmea KKT, pedice pazsusaromes negponocuieckue nposasietus 6 guoe mpemopa
u napecmesuti. Ilobounvie s3¢hghexmul sAsnAIOMCA O0OpAMUMBIMU U NPOXOOSIM NPU
CHUDICeHUU 003uposku unu npu ommene npenapama [119). Ilpu nasnauenuu npenapama
cnedyem nposooums pecyisipuslil 00wull (KIUHUYeCcKull) aHaiuz Kposu, Ucciedo8aHue
VPOBHSA 2NIIOKO3bl 8 KPOBU, UCCNI008AHUE YPOBHS XOJeCmeputa 6 Kposu, UCCIe008aHue
VPOSBHS MpUIUYepuo0s 8 Kposu, onpeoeneHue akmusHoCmu alanuHaMUHOmpancgepasoi,
acnanmamamuHompancgepasoi, WenoyHol docghamasvi, eamma-
miomamuimpancgepazvl 8 Kposu U UCCAe008aHue o00we20 OunupyouHa 6 Kposu,
Uccne008anue ypoeHs MOUeUHbl U KPeamuHUuHa 6 KpoGu , UCCIe008aHUe YPOBHS KANUsl 8

KpOBU, UCCLe008aHUe YPOBHA HAMPUSL 8 KPOBU, PecUcCmpayus 31eKmpoKapouocpammol,
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xkoumpoav AJ] [119,120]. ILlenecoobpasno pecynaprno ucciedosams KOHUESHMPAYUIO
MAaxKpoIumMyca 6 Kposu, yeiegvle nokazamenu KOmopou 00uicHvl cocmaeniams 4,0-10,0
He/Mn. B ykazannom ouanazone KonyeHmpayuu ommedaemcs KiuHuveckull s¢pgpexm npu
MUHUMATILHOM PUcKe pazsumust nobounwlx seirenuil [121]. Heobxooumo yuumoeieams, umo
npu  0OHOBPEeMEeHHOM npueme Hmakponumyca** ¢ npenapamamu, GIUAIOWUMU HA
akmusnocmos  yumoxpomoma  CYP3A4  603mM0dicHO — usmeHeHue  KOHYeHmpayuu

makpoaumyca 6 niasme [122].

PexoMeHnayercss Ha3HaYCHHE HWMMYHOTJIOOYJIUHOB HOPMAIIBHBIX YEIOBCUCCKUX JUIS
BHYTPUBEHHOTO BBEJCHHS B Ka4eCTBE KPAaTKOCPOUYHON ITATOTEHETUYECKOH Teparuu y
NAlMEHTOB C JKM3HEYrpOKAroIMUMH cumnrtoMamu MI, TakMMH Kak BBIPaKCHHBIC
OynbOapHble  HApylmICHHS W HapacTaionias  JbIXaTelbHAas  HEJOCTAaTOYHOCTb,
PE3UCTEHTHBIMH K 0a30BOI NATOr€HETHUYECKOW TEPaNuu U TPEOYIOIIUX OBICTPOrO OTBETA
Ha JICYCHHE, a TAKKe B KA4eCTBE NPEIONEPAIMOHHONW IMOATOTOBKH Mepen yIaleHHEeM
BUJIOYKOBOM KeJe3bl B CIydae BBIPAKEHHONH CHMITOMATHKH, TPEOYIOIIEH KOMIIEHCAIUU
nepen Xupypruieckum jgeuenuem [123-130].

Yposenb yOeautenbHOCTH  pekoMeHaanun A  (YpoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB - 1).

KommenTapmii: ons nayuenmoe cmapwe 18 nem ynueepcanbHuili NPOMOKON 86€0eHUs.
HuMMYHO2N00YIUHAG  YeNo8eKa HOPMANbHO20™* — cymmapuas 0o3a na Kypc 2 2/ke,
ggooumas edxceonesno 6 meuenue 5 oueu (0,4 2/ke 6 Oens). Knunuueckoe ynyuuienue
pazeusaemcst wepes 10-14 ouneil u coxpansiemes 6 meuenue 4-18 nedenv [114-119].
HUnghyzuro cnedyem nauunamo co ckopocmu 0,5—1 mn/xe/uac 6 meuenue nepsovix 15-30
munym. Ilpu omcymcemeuu noOOYHBIX peakyuil CKOPOCMb MOXNCHO NOCMENeHHO
yeenuyusamo Kadxcovle 15—30 munym 0o makcumanvhoiui - 3—6 ma/ke/uac [131]. Haubonee
yacmuiMu nOOOUHBIMU d¢hhekmamu npu 66edeHUU UMMYHORI00VIUHO8 HOPMATbHLIX
Ye06eyecKUx AGIAMCA IUXOPAOKA, MOWHOMA, 20JI08HASL OONb, MECMHble KOJCHblE
peakyuu, Kak npasuio, Hocswue ymepenHulil xapakmep. B peoxux cuyuasx 603modchbl
makue cepvesHvle NoOOYHblE Ipghexkmbl, KAK ocmpas noueunas HeoOoCMamo4HOCHb,
2eMONUMUYECKAsl aHemMus, msadcenvie ailepeuieckue peaxyuu, mpomboImbonuyeckue
ocnoxcnenus [123,131,132].

Ilpu  FOMI"  ummyHO2100yIUHBL  HOPMATbHLIE — HellogedecKue makdice  Ccaedyem
UCNONbL306aMb NPU JeYeHUU 000CMpPeHutl Ul 01 CMAbUIUAYUU COCMOAHUA Nepeo

yoaneHnuem Ui04K080u xcenesvl. Taxce o aghghexmusen 6 kauecmeae nodoeparcusaroujeli
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mepanuu. /loza #ummynoznobiuna yenogexa nopmaivnoz2o** npu FOMI cocmasnsiem 1

e/ke/kypc snympuegenno kaneavno [133-135].

PexoMenayercsi Ha3HaYeHHE OKyau3ymMaOa** mamueHtam crapme 18 mer ¢
pedpakTepHbIM TEUCHHEM CEPONIO3UTHBHOM (hopmbl MI', HetoCTaTOYHO pearupyromiel Ha
OCTaJIbHBIE METO/IbI JIEYCHHUsI (OTCYTCTBUE OOBEKTHBHOTO YBEITUUEHUS MBIIICUHOW CHJIBI,
YMEHbIIIEHUSI OyJIbOAPHBIX U JBIXATEIbHBIX HAPYIICHUH WM HEMEPEHOCHMOCTh TEePaITiH
NpyU  JIOCTaTOYHOM  JO3UpPOBKE TpemnaparoB M juTensbHoctd  Tepanun  ['KC,
NPOTHBOOIYXOJIEBBIMU ~ TIperapaTaMd ¥ WUMMYHOMOAYJIATOpAMH, a TaKkke W
UMMYHOTJIOOyJTHHAMH HOPMaJIbHBIMU uesioBedeckumu [136-139].

YpoBenb yOeautejlbHOCTH pekoMeHaanuun A (YpoBeHb 10CTOBEPHOCTH
J0KA3aTeJbCTB - 2).

Kommenrapmii: npenapam 6600sm eHympusenHo kaneibHo 6 meuenue 35 mun. B
Hacmoswee 8pems peKomeHOyemblll pexcum 0o3uposanus - 900 me 6 nepavii OeHb
JleueHUst, c NOBMOPOM depe3 Hedelllo 8 meueHue nepsvix uemoipex 003. C 4-1i Hedenu 0o3a
yeenuuusaemcst 00 1200 me u 6600umcst kaxcowvie 08e nedenu 0iist noooepacanus [136,140].
Llepswiti 3¢pghexm mooicem Habnooamvcs yoce na I mecaye mepanuu u 8 6OIbUIUHCIGE
cyuaes nposigisiemcs 8 meueHue 3 mecayes om navana aevenus [136].

K naubonee uacmvim noboumviM  A61EHUAM, BO3HUKAIOWUM HA (HoHe Jledenus
IKYAUIYMAOOM™** omHocamcs 207106HAA O0b, UHDEKYUU BEPXHUX ObIXAMETbHBIX Nymell U
Hazopapuneum. Haubonee cepvesuvbiM — 803MONCHBIM — OCLONCHEHUEM  SGIAEMCA
Mmenuneokokkosas unghexyus [136]. Beedenue npenapama npomusonoxasano nayuenmanm,
umerowum mexywee uH@exyuontoe 3abonesanue, evizéannoe N. meningitidis, a maxaice
nayueHmam, Komopbvlie He BAKYUHUPOBAHLL NPOMUE MEHUHZOKOKKOBOU UHpeKyuu 3a
UCKIIOYEHUeM Clyyaes, K020a pUcK OMCpOUKU JledeHus dIKyausymabom** nepesewineaem
PpUcKk pazeumusi MeHuHeokokkosou un@exkyuu [136]. [layuenmovl Oonoicnvl  Obimb
UMMYHUZUPOBAHbL MEHUH2OKOKKO8bIMU 8akyunamu (JO7TAH Bakyunwvl ons npogunakmuxu
MeHUHeuma) no Kpauueu mepe 3a 2 neoenu 00 86edeHuUsi nepeotl 003bl IKyausymadba™*, u,
ecnu Heobx00UMo HeMeOdleHHO Ha4ams npuem dKyausymaba™*, nayuenmam Heo6Xo0umo
npogecmu NPoQGUIAKMUKY AHMUOAKMEPUATLHBIMU NPENAPAMAMU CUCMEMHO20 OeliCEUs]

6 meuenue 2 nedenv [136].

PexoMeHnayeTcsl Ha3HAUCHUE paByIM3yMada nanueHTam crapiue 18 et ¢ pedpaxTepHbIM

TEUYEHUEM Ceporno3uTHBHON (opmbel MI', HemOCTAaTOYHO pearupyrouieil Ha OCTalbHBIC
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METOABI JIeYeHUsI (OTCYTCTBHE OOBEKTHBHOI'O YBEIUYCHHUS MBIIICYHOH  CHIIBI,
YMEHbIIIEHUs OyJIbOAPHBIX U JBIXATEIBHBIX HAPYIICHUH W HENEPEHOCUMOCTh Teparuu
OpU  JOCTaTOYHOM JO3MpPOBKE ImpenaparoB M JyurensHoctH Tepanuun  ['KC,
NPOTHBOOITYXOJICBBIMU ~ TIperapaTaMd W WUMMYHOMOXIYJISAITOpAaMH, a Takke |
UMMYHOIJIOOYIMHAMH HOPMaibHBIMU uenoBeueckumu) [141-143]. Tlpenapat BBOAST
BHYTPUBEHHO KaIelIbHO.

YpoBenb  y0enuTeJbHOCTH  pekoMeHgamuu A  (YpoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB - 2).

Kommenrapmii: 0o3upoeka 3asucum om maccel mena. B nepewiii Oenb mepanuu 6600umcsi
HAYAaIbHAs 003a, COCMABIAIOUAs 0I5l RAYUEHMO8 ¢ Maccoll mena om >40 0o <60 ke - 2400
Mme, 013 nayuenmos om >60 0o <100 ke - 2700 me; o1 nayuenmos ¢ maccoii bonee 100 ke
- 3000 me. Hdanee na 15 denwv ¢ nocnedyrowum nogmopom yepes Kaxcovie 8 Heoeib 88005m
noooepicusawyio 003y, cocmaesiaowyio 01 nayuenmos om 40 oo <60 ke — 3000 me,
om >60 00 <100 ke - 3300 u npu macce mena 6onee 100 ke - 3600 me [141,144]. [1epswiii
ahpexm moowcem nabriooamucs yxce uepes 2-4 nedenu nocie nauana mepanuu [142].
Haubonee uacmoie nobounvie sghgexmovr om mepanuu — 2o106nas 601b, ouapes u
mownoma [143]. K cepbesHbim 803MONCHBIM OCLONCHEHUEM JIeUeHUs. Pagyiuzymabom
OMHOCUMCS MEHUHEOKOKKOBASL UH(peKyUs, OJisl YMEHbULeHUS PUCKA PA3BUMUSL KOMOPOTL 8ce
nayueHmsl OONNHCHbL ObIMb BAKYUHUPOBAHLL NPOMUE MEHUH2OKOKKOBOU UHGeKyuu 6
meueHue 3 1em mepanuu uiu 3a 2 Hedeau 00 MOMeHmA Hayana ieyeHus. B ciyuae, eciu
mepanust pagyiuzymabom Ovlia Havama meHee yem uepe3 2 Hedelu NOCie aAKYUHAYUU,
nayueHmy HazHauaemcs NpoQuUIaKmMudeckull Kypc aHmubaKmepuaibHulX Npenapamos

cucmemHoz2o oeticmausi Ha npomsiicenuu 2 nedelb nocie eakyurnayuu [142,144].

Pexomennyercsi HazHaueHne #pUTykcuMaba™* malMeHTaM ¢ pepakTepHBIM TEUCHHEM
cepono3uTuBHO (opmbl MI', HEJOCTaTOYHO pearupyromei Ha OCTaJbHBIE METOIbI
JCYCHUS(OTCYTCTBHE OOBEKTHBHOTO YBEIMYCHHUS MBIIICYHON CHIIBI, YMEHBIICHHUS
OynbOapHBIX ¥ JIBIXAaTeNbHBIX HAPYIICHUH WJIM HEMEePEHOCUMOCTh Tepanuu Tpu
JOCTaTOYHOM  JO3MPOBKE  mpemapatoB W juurenbHoct  Tepamuu  [KC,
NPOTUBOOITYXOJEBBIMHA  TIperapaTaMd W HWMMYHOMOAYJISATOPaMH, a TaKke |
UMMYHOTJIOOYJTMHAMH HOPMaJbHBIMU YesioBeueckumu) [145-147]. Tpenapar BBOAUTCS
BHYTPHBEHHO KaIleJIbHO.

YpoBenb yOeauteqbHOCTH pekoMeHaanun A (YpoBeHb [10CTOBEPHOCTH

J0KA3aTEJbCTB - 2).
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KommenTapmii: y nayuenmos cmapuie 18 nem naubonee pacnpocmpaHenHvlll pericum
ésedenus #Hpumyxcumaba** - 375 me/M® eocenedenvno — 6 meuenue 4 Hedenw,
noaodcumenvusli d¢hghexm mocem Habnooamscs uepes 1-3 mecaya. Beedenue moocem
Oblmb nosmopeno npu neobxooumocmu yepes 6 mecsayes [94,145-147].

Beeoenue npenapama nposooumcsi nod HabMooexnuem 6 CmMayuoHape npu HAIUYUU
HeoOX00UMbIX 06Ul OJisl NPOBEOeHUsl PeaHUMAYUOHHbIX Meponpuamui. K naubonee
uacmulm NOOOYHBIM IPHEKMAM OMHOCAMCI KOHCHASL CbINb, 3)0, OOb 8 20pie, 20108HAs
0oL, MowHOmMa, 03HO0, apMepPUAIbHAsL SCUNOMEH3US, ANIePeULeCKUe PeaKyul, aHemus,
netikonenust, mpomboyumonenus [94,148,149]. Oonum u3z peokux, HO NOMEHYUAILHO
GpamanvHbIX OCOdNCHEHUU mepanuu Hpumykcumabom™* sensemcs npoepeccupyrowast
MYTbmupoKranvras netkodHyepanonamus, ceéazannas c peaxmusayueu JC-eupyca ([[HK-
cooepoicawuil supyc uz cemeiicmea noauomasupycos) [150]. Iayuenmam cmapwe 18 nem
nepeo Kadxcoou ungysueti npenapama H#Pumykcumab** nokasan nepopanvhuwiii npuem
#napayemamona®* 1000 me ons npoghunakmuru 2on06nou 6onu u #oupeneuopamuna™*
25 me ona mpogunakmuxu xoxcrnoeo 3yoa [94,148]. B meuenue xypca neuenus
UenecoodpasHo edxcemecsaunoe nposedenue obwe2o (Kiunuuecko2o) ananusa kposu [94].
Ilpu FOMI' makoce 603MOJNCHO — UcCnonv3osanue H#Pumyxkcumaba™* 6 cuyuae
pedpaxmeprnozo meuenusn 3aboneeanus, omcymcemeus s¢ppexma na ¢one npuema I'KC
nocie yoaneHus BUNOYKOBOU dicenesvl, HedhdexmusHocmu Opyeux yumomokCUYecKux
npenapamos. Ileduampuueckas aumepamypa no #Hpumyxcumaby** xak npaeuno,
noKasvieaem O1a2onpusimubvle pe3yibmamsl npu jevenuu pegpaxmeprozo FOMI'. Pexcum
o0o3zuposanus. 375 me/m2 paz 6 nHedenro, 8 meuenue 4x nedenv. [[iumenbHOCMb JeyeHus

onpeoesiemcs KIUHU4eCcKol KapmuHou u Modcem cocmaesnsams om 1 0o 2 nem (2-3 Kypca)

[18,151-154].

® PeKOMeHIIyeTCSI OTMCHa TEpallMi MOHOKIIOHAJIbHBIMHU AHTHUTCIaMHU, €CJIM MHACTCHUSA

BO3HHKJIA Ha (poHE uX nmpuMeHeHus [36].

YpoBenb  yOeauteabHocTH  pekoMengaumii B (YpoBenb  J0cTOBepHOCTH

JI0KA3aTeJIbCTB — 2).

3.2. MeToabl DKCTPAKOPNIOPAJILHONH reMOKOPPEKINHT

[Ipumenenue HeceneKTUBHOTO TuTazMadepesa (rmmazmooomen - [10), momyceneKTHBHOTO

miasmadepesa  (torazmodunsTpanus  kKackamHas -  KII®) wu  cemektuBHOTO  adepesa
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(nmmyHocopOius - MC) nokazaHo B KauecTBE MMaTOTCHETUYECKON Tepanud MUACTEHUU I'PaBUC
JUI TIALIMEHTOB C TSDKEJIBIM OOOCTpPEHHEM 3a00JI€BaHUS NMPH HAIWYMU SKU3HEYTPOXKAIOMINX
CHUMIITOMOB, TaKUX KaK BBIp@XCHHbIE OynbOapHble HapyLIICHHS W HapacTalollas JbIXaTellbHas
HEI0CTaTOYHOCTb, IIPU PE3UCTEHTHOCTH K 0a30BOM NMAaTOr€HETUYECKOM Tepanuy UM B KauecTBe
IpEeIONEPalMOHHON  MOJArOTOBKKM IIEpel  yJaJeHHEM BHJIOYKOBOM kene3bl  [155-158].
[TO/KII®/MC MoryT MCHOJB30BATHCS B KadyecTBe Tepamuu nepBod iuHuu MI, B kauecTBe
MOHOTEpAaNud WM B COYETAHHMM C JPYTUMH METOJAaMU IaTOT€HETHYECKOH Teparuu
(TJIFOKOKOPTUKOU/IBI, WMMYHOIJIOOYJIMHBI HOpPMajibHbIC 4YEIOBEYECKUE, MPOTUBOOITYXOJICBHIC
npernapatel 1 umMmyHomonyinsatopel). [IO, KII® u HC npoaeMOHCTpUpOBAIU paBHYIO
addexruBHoCcTh B siedenun MI [159,160]. Beigensiror nBa pexuma nposenenus: [1O/KIID/MNC
npu MI': 1) kpaTkocpoyHOE JIeYeHHE - TPUMEHSETCS IPH MUACTCHUYECKIX KPU3aX U 000CTPEHHSIX
MI' ¢ XU3HEYrpOXKalOIUMU CUMIITOMaMH (TsDKesas IeHepalu30BaHHAs MbllleyHas ci1a0ocCTh,
BbIpa)kKeHHbIE OyJbOapHbIC HApPYIICHUs, HapacTalollas AblXaTelbHas HeJOCTaTOYHOCTh). Takxke
UCIIOJIB3YETCS JUIsl MPENONEePallMOHHON MOATOTOBKHM IEpesl yJaJICHWEM BUIOYKOBOW KEJEe3bl.
Kypc xpatkocpoyHoro jieuyeHusi coctapisieT 3-6 ceaHCOB, MPOBOJAMMBIX €KEAHEBHO WU 4Yepe3
neHb B Teuenue 10-14 nueit. ExxeHeBHbIE M yepe3iHEBHBIE IPOTOKOJIBI 001a1al0T OJAMHAKOBOM
s dexTrBHOCTEIO U Oe30macHOCThIO [127]. KnHuueckoe yiydiieHre 00bIYHO pa3BUBACTCS Yepe3
1-12 nHelt m coxpansercss B TedeHue 4-12 uemens [161]. 2) monrocpounoe JedeHue -
UCITOJIB3YETCS JUIS OAJIEP/KAHMS YACTUYHOM MIIU MOJIHOU pemuccun MI' y MaliMeHToB ¢ 4acThIMU
oboctpenusiMu (Oosee 2 0OOCTpeHMI B Troj), NMPU PE3UCTEHTHOCTU WM HENEPEHOCUMOCTH
MEMKaMEHTO3HON Tepalnuy WM KaK [ONOJHEHHE K KOPTUKOCTepOHIHOH Tepamuu [162].
BbiaenstoT HECKOJIBKO PEKUMOB JOJTOCPOYHOro jeueHusi: 1 ceaHc B Hejaemnto, 1 ceaHc B /iBe
Henenu Wi 1 ceaHc Kax/ple 4-6 Helenb A0 YIydlleHus KIMHHYeckux cumntoMoB [162]. [pu
nposeneHun [10/KIID/MC Bo3MOKHO pa3BUTHE CIECTYIOIUX OCIOKHEHUH JETKOM U yMEepeHHOM
TSKECTH, TaKUX KaK CHUMIITOMBI THIIOTEH3UM (TIPECUHKOIE/CUHKOINE, TaXUKapus), LUTPaTHbIE
peaknuu (MapecTe3nr, MBIIIEYHbIE CYIOPOTH, MBIIICYHbIE TOJEPTHBAHUS, THIIOKAIBIIUEMHS),
rojioBHast 00JIb, TOIIHOTA U PEIKUX TSKEJIBIX OCIOKHEHUMN: aiieprudeckue (aHaumakTuyecKuit
oK, OpoHxocma3zM), TpoMmOoTuueckue (TpomO03 TinyOokux BeH, TOJIA), cepaedHble
(ckenynoukoBast aputmus, octpas JDK HemoctarouHocTs), MH(peKuHOHHBbIE (OakTepueMus,

cericuc) ocnokuenus [123-125,161,163,164].

® PeKOMeH)IyeTCﬂ MMPUMCHCHUC I1a3M000MEHA B KA4yeCTBE IATOICHETUYECKOM TCpanuun

MT [156].
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YpoBenb yOenuTeJbHOCTH pekoMeHaanuid A  (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 2).

Kommenrapuii: nauano 110 na panneu cmaouu obocmpenus oaem 3Ha4umenbHo ayyuiue
KAUHUYecKue pe3yiomamsl U COKpawaem npooodCUmenrbHOCms 20CHUMAIU3ayuy no
cpasHenuio ¢ bonee no30HUM Hauanom nevernus. Omcpouka mepanuu 110 6onee uwem na 2
OHA OM MOMeHma 20CNUMATUZAYUU MONCem NPUBeCmU K YBeIUYEHUIO HacmOombl
OCNIOJCHEHUU U CMEPMHOCIMU, NOIMOMY De30maazamenbHoe Hauaa0 1edeHus onpasoano
[165]. Lenecoobpasmo UHUYUUPOBAMD unu npoooIICUMb nposeoerue
UMMYHOCYRpEeCcCUsHou mepanuu coemecmuo ¢ Hauaiom 110 0Ons xkowmpons 3a
obocmpenusmu MI" u npedomepawenus 3¢pghexma puxowema nocae I10 [156,166]. 110 u
UMMYHONIOOYIUHBL HOPMAIbHbIE YelogedecKue 0OUHAKOBO Idekmusnsvl npu ieyeHuu
obocmpenuti MI', 3a ucknrouenuem ¢popmor MI' ¢ anmumenamu xk MuSK, 20e 110
npesoCcx00um UMMYHO2I00YIUHbl HOPMATbHble YelogeuecKkue. Bvibop memooa neuenus
3asucum om conymcmeyowux 3a001e6anuti NayueHma, NepeHoCUMOCmU U OOCHYRHOCIU
memooos [10,124,127,167-170]. [loorwcunvim m00sm  u  JHOOIM  CO  CLONCHBIMU
conymcmeayiouumu 3a601e6aHuAMU, BKIIIOYASL ocmpyro O0bIXAMENbHYIO
HeOO0CMamoyHOCmy, Jyyule NPUMEHAMb GHYMPUBEHHOE 66edeHUe UMMYHO2I00VIUHO8
HopmanbHblx uenoseyeckux [165]. Texnuueckue xapaxmepucmuxu.:.nep@ysupyemvlii
obovem naasmel 3a 1 ceamc pasen 1-1,5 obvéma yupxyaupyroweu niazmer (OLI1);
3amewjarowias  AHCUOKOCMb -  NONUINEKMPOIUMHbBIE — PACMBOPbl,  ANbOYMUH**,

CBEIAHCE3AMOPOIHCERHAA NIA3IMA.

Tokazanus k npumenenuro 110 npu FOMI" maxoice ananoeuunsbl NOKA3aHUAM K 66€0€HUIO
UMMYHO2I00YIUHO8 HOPMATbHBIX 4el08eUeCKUX - 8 OCHOBHOM NpU ledeHuu 06ocmpeHutl u
obecneyenuu cmaburbnocmu neped onepayuel. bnazonpusmuuvle pe3yiomamol maxaice
oviiu ommeuenvr npu FOMI ¢ awmumenamu x MuSK. Tunuunvii xypc Jneuenus
cocmasnsiem 3—5 0bMeHO8 uepe3 Oenb U mpedyem YCmMaHO8KU YEeHMPATbHO20 8eHO3HO20
kamemepa. 3a 1 ceanc niazmoobmen oondicen cocmasnsime He menee 1 OL[I1. OcHosHbIM
02PAHUNUBAIOWUM (PAKMOPOM Y MATIEHbKUX Oemell SGNAemcs HeaoeK8amHblll 6eHO3HbIIL
00Cmyn,  NOIMoOMYy  GHYMPUBEHHOE  66€0eHUe  UMMYHO2I00YIUHO8 — HOPMANbHBIX

yenoseyeckux moxcem ovimo 6onee npaxkmuunwvim 6 smou cumyayuu [10,124,135].

PexoMenayercs manueHTam crapiue 18 et nposezeHre mia3MoQHIbTPALIMH KacKaTHON

(KTI®) B kauecTBe maToreneTuueckoi tepanuu MI™ [171].
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YpoBenb  yOeauTEJNbHOCTHM  pekoMeHAauuid A  (YpoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 2).

KommenTapuii:  npeumywecmeamu  0anHozo — mMemooa — AGIANOMCA  6bICOKASA
CeleKMUBHOCMb, CHUNCEHUE 00beMa NAA3MO3AMEeWAIOWUX PACMBEOPO8, CHUMICEHUe PUCKA
anepeuUteckux U UHGEeKYUOHHbIX OCLONCHEHUU, UMMYHOMOOYaupyrouee oeticmsue. KITD
3HAUUMENLHO COKpawaem cpoKu oOCNUMAaIu3ayuu, ymeHbuaem Koauiecmseo anmumen K
AYEMUIXOIUHOBLIM — peyenmopam u epems 0as Odocmudicenus pemuccuu [172].
Eoiceonesnvie cearcor KIID mozym 6vimo Oonee s¢hghexmuenvimu npu iedenuu nayueHmos
¢ nozonum oebromom MI' [170]. KII® 6 couemanuu ¢ nepopaivbHbiM RpUMEHEHUeM
2NIIOKOKOPMUKOUOO8 OKa3bleaem 00/iee GblpANXCEHHbI mepanesmuyeckuti dghgexm no
CpasHeHuro c MOHOmepanuel aniokoxopmukouoamu[171]. Texnuueckue
xapaxkmepucmuku.: nepgysupyemviii obvem nnazmel 3a 1 ceanc pasen 1-1,5 OLII;
UCNONL3YIOMCS PPAKYUOHAMOPBL NAA3MbL C QUILMPAMU MATL020 UTU CPEeOHe20 pasmepa
nop (10um, 20um); 3amewarowas HCuoKoCms — arbOYMUH** unu ceexnce3amopoiceHnas

niaasma.

Pexomenayercs nposeaeHue ummyHocopOumu (MC) B kadecTBe MaTOreHETHYECKOM
teparuu MI™ y nanmentos crapie 18 et [173].

YpoBenb  yOenureqabHocTH — pexoMeHaamuii C  (YpoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 4).

KommenTapmii:  npeumywecmeamu  0anHo2o  memooa  AGIAIOMCA — BblCOKAs
CeNeKMUBHOCMb (UMMYHO2NO00YIUNbL, UMMYHHbIE KOMNJIEKCbl U (PaKmopvl c6epmul8aHus
Kposu aocopoupyromcs 6 menvuieti cmenenu, yem npu 110), Huzkas yvacmoma nobouHbIX
appexmos,  omcymcmeyem — HEOOXOOUMOCMb — NPUMEHAMb  NIAZMO3AMeujarouue
pacmeopul. [Ipumenenue KIID u UC ykopauusano eépems HACMYNIEHUS PEMUCCUU NO
CPABHEHUI0 ¢ UMMYHOIOOVIUHAMU — HOPMAAbHbIMU — yenoseweckumu — [173,174].
Texnuueckue xapaxmepucmuxu: nepgyzupyemsiti 06vem niazmul 3a 1 ceanc pagen 0,5-1

OLII; 3amewarowas sHcuokocms He mpedyemcs.

3.3. Xupypruueckoe Jgedyenue MI'

Pexomenayercs npoBeeHue yaaaeHUsl BAWIOYKOBOM KeJe3bl NAllUEHTaM C TUIEPIUIa3uei
TUMYycCa ¢ pedpaKkTepHbIM TEYCHHEM CEPOINO3UTHBHON dhopmbl MI', mpu HemocTaTOUHON

s dextuBHOCTH MOHOTepanuu [’ KC, kommekcHo Tepanuu ['KC 1 mpoTHBOOTYX0JIEBBIX
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[pernapaToB U UMMYHOMOAYJISITOPOB UM MOOOUYHBIX 3¢ (deKTax OT IPOBOAUMON Teparuu,
JICTIAIONINX 3aTPYAHUTEIBHBIMHU JUTMTEIBHBIA IpueM npernaparos [8,175-179].

YpoBeHb yOenutTesqibHOCTH  pekoMenaauuu B (YpoBeHb j10cTOBEpHOCTH
J0KA3aTEJbCTB - 2).

KommenTapuii:  onepamuenoe  emewiamenbcmeo — NpoGOOUMCs  NIAHOB0  C
npeosapumenbHou cmabuiuzayuei COCMmosAHus 6 ciyuae msaiceno2o medenus MI npu
nomMowu npogedeHuUs Kypca niasmagepesa, 6HympuseHHo20 68e0eHUsL UMMYHO2I00VIUHO8
HOPMANbHBIX — YeloBeYecKuUx — Uiu  VYCUNeHUsi  UMMYHOCYNPEeCCUBHOU  mepanuu
[94,175,179,180]. Jocmosepmuvix npeumywecme pacuupenHo2o mpaHCcCmMepHAIbHO20
Memooa neped MeHee UHBA3UBHLIMU MEMOOUKAMU ONepayuu He 6blsGNeHO, NOIMOMY
YenecooopasHo UCNONBL30BAHUE MALOUHBAZUBHBIX BMeuamenbcms (MopakocKonuieckoe
i pobom-accucmuposannoe yoaienue eunoukosou oceneswt) [180]. Dpgexm om
JleyeHuss Hacmynaem 8 medenue 1 2o00a nocie emewamenbcmeda 8 6uUde YMeHbUleHUs
HeoOX00uUMOU 003bl U NPOOOJNCUMENLHOCIU — MEPAnuU  UMMYHOCYRPECCUBHBIMU
npenapamamu, a maxyice ymeHbuleHus Koauvecmea obocmpenuil 3abonesanus. Haubonee
Xopowiue pe3yibmamvl OMMedaromcs y nayuenmos 00 05 jiem, umerowux HeboIbUuL)o
onumenvrHocms 3abonesanus MI™ (0o 5 1em)[27].

Yoanenue eunoukosoii scenezvl makoice nposooumcs npu ceponosumuerou FOMI. Ona
OOHO3HAYHO NOKA3AHA NAYUEHMAM NOOPOCMKOB020 B803DACMA, C 2eHepalu308aHHOU
Gopmoii muacmenuu ¢ 0YIbOAPHLIMU HAPYUEHUAMYU, CPEOHEMNCEN020 UNU MAHNCEN020
meuenus, a maKxmce npu HAIUYUY 8 AHamMHe3e MUACTNEHUYEeCKO20 Kpu3d.

B nooasnaowem borvuwuncmee ciyuaeg (oxono 70%) yoanenue 8unouko8otul sxcenezvl npu
IOMTI" npusooum k OdocmudiceHuro CMOUKOU ONUMENbHOU DEeMUCCUU, d 8 HEeKOMOPbIX
CYYaAx 603MOJCHA NOAHAS omMeHa ecex npenapamos. Ocoboe eHumanue cieoyem
yoenamos MAaneHbKUM Oemsam;, 6epOsImMHOCIb peMUccuu Haubonee 6blcOKA 6 MOl
nonynayuu. Ileped yoaneHuem 8unouKo80uU dHcenezvl maxice OOIHCHA ObIMb QOCMUSHYMA

MAKCUMATIbHASL KOMReHcayust 0yaboapHulx u ovixamenvhvix Hapywenui [18,181-185].

PexoMenayercss TpoBeleHHE YAaJNeHMS BHJIOYKOBOW  JKele3bl TMallMeHTaM ¢
cepono3uTuBHO hopmoit MI™ mpu Hanmumu Tumomsl [86,177,179].

YpoBenb yoOenurteqbHOCcTH  pekoMeHaauuu C  (YpoBeHb [10CTOBEPHOCTH
J0KA3aTeJbCTB - 5).

KommenrTapmii:  onepamusnoe  emewamenbcmeo — npogooumcs — NIAHOBO — C

npeosapumenbHou cmabuiuzayuei COCMoAHUs 6 cayuae msdceno2o meuenus MI npu
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nomowu npogedeHuUs Kypca niasmagpepesa, 6HympuseHH020 66e0eHUsL UMMYHO2L00VIUHO8
HODMAIbHBIX — YelOBeYecKUX — Uiu  YCUIeHUs  UMMYHOCYAPECCUBHOU  mepanuu
[94,175,179,180]. [lpu nanuuuu mumomvl ¢ ONYXOAbIO YOANAEMCS 6CS MKAHL MUMYCA
[94,179]. IIpu mumomax pacwupennas mpanccmepHalbHAs MEMOOUKa Modxcem Oblmb
yenecoobpasHa npu HAIUYUU UHBAUBHO20 POCIA, BbIPAICEHHO20 CRACYHO20 Npoyeccd U
PUCKA MACCUBHO20 KPOBOMEUEHUsl, KOMOPOe CLONCHO KOHMPOIUPOBAMb NPU NPUMEHEHUU
MANIOUHBA3UBHBIX MEXHUK. B ocmanbHuiX ciyuasx npeonoumeHnue ciedyem omoasams
MATOUHBABUBHBIM — MEMOOUKam  (MOpPAKoOCKonuueckoe u  pobom-accucmuposanHoe

yoanenue suioukosoil sxcenesol) [186].

3.4. Jleuenue MI' npu 0epeMeHHOCTH

MI" He sBasieTcs 3a001eBaHUEM, IEPEIAIOLIMMCS 10 HACJIEACTBY, U IIOTOMY CEMbSI MOKET
UMETb MOJHOLEHHBIX 3/I0POBBIX JeTeil. ENMHCTBEHHBIM OrpaHUYEHUEM MOKET CIYXKHUTh TSHKECTh
camoii MI', HO B ycJOBHSX KOMIIEHCAllUU 3a00JI€BaHUS U 3TO OrpaHUuYEHHe cHuMmaercs. boiee
TOTO, Yy MHOTUX JKEHIIMH, OOJIbHBIX MHAacT€HHUEH, BO BpeMsl OEpPEMEHHOCTH pPa3BUBACTCS
peMuccHsi, 1 OHU JUOO COBCEM HE HYXKIAIOTCS B MIPUEME aHTHXOJIMHICTEPA3HBIX CPENICTB, MO0
IPUHUMAIOT MUHUMAJIBHBIE 103bl. BO3MOXKHBI HEKOTOpBIE YXYIIIEHHUS] COCTOSIHUS Ha IO3HUX
cpokax OepemenHocTu. KpailHe peako MOTyT BO3HMKATh YXYALICHHMS COCTOSIHUSA, TpeOyrolue
npepbiBaHusl OEPEMEHHOCTH. 3HAYUTENbHO OO0Jiee CIOXKHBIM SIBISETCS PaHHUM MOCIEpOI0BOM

nepuo, B KOTopom 0kosio 30% >KeHIMH OTMeYaeT yXyAlleHNe TeYeHUs] MUACTEHUU.

e Pexomenayercs mpueMm #nupuIOCTUTMUHA OpoMuIa** B KaueCcTBE CUMITOMATHYECKOU
Tepanuu MHACTEHUH BO BpeMsi OEpeMEHHOCTH TaK ke, Kak U BHe 6bepemeHHOCTH. [Ipemapar
HEC ITPOHUKACT YCPE3 IJIALICHTY B 3HAYUTCIbHBIX KOJINYCCTBAX. O IMMOPOKax pa3BHUTHA I1JI0OAA
He coobmanock [187-189].
YpoBenb yOeaurenbHocTH  pexkomenaauuid C  (ypoBeHb  JI0CTOBEPHOCTH
A0KA3aTeabCTB 4)
KommenTapuii: ciedyem uzbecame napenmepanvroe 68edeHue aHmuxoIuHICMepasHblx

cpedcme, 0COOEHHO 6 mpembem mpumecmpe u3-3da pucka npesxcoespemernvix pooos [190].

e Pexomenayercs: namueHtkam ¢ MIT Bo Bpemsi GepeMEHHOCTH MpPOAOJKATh TEPAIHIO
nepopaibabiMu ['KC [191-193].
YpoBenb  yOenuTeqabHOCTH  pekoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH

I0Ka3aTeJbCTB 4)
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Kommenmapuii: #npeonuzonon™** 6 kauecmee namozenemudeckor mepanuu MUacmenuy
60 6peMs OepeMeHHOCmU Ccuumaemcs 0e30NACHbIM, HO OO0JNHCeH HPUMEHAMbCA 6
HaumeHbuwux d¢gpexmusnvix 0ozax. Cnedyem uzbecamv 003, npesviwiaiowux 20 me
nepopaivHo 6 cymiku #npeonuszonona** y bepemennvix u xopmswux dwcenuun.[205].
Hannvlie no Oe3onachocmu OCHOB8AHLL HA UCCEO08AHUAX, NPOBEOEHHBIX C NOMOULIO
peaucmpos, sKuouarwue OoIbUOoe KOIUYeCMBO OepeMeHHbIX JHCEHWUH, a MmaKdce
007120CPOUHBIX KIUHUYECKUX Habtooenusax. Kpynnoe uccieooseanue na ocnose 0amckoeo
peaucmpa He 8blABUNI0 NOBbIUEHHO20 PUCKA B03HUKHOBEHUSL NOPOKO8 pa36umus, 8 mom
yucie pacuenunvl Heba, Komopoe 8blAsIsAN0Ch 6 bonee cmapwlx uccieoosanusx [194,195].
Pempocnexmuenoe uccnedosanue, nposeoennoe 6 Aecmpanuu, makxice He 6blAGULO
HOBLIUEHHO20 PUCKA PACWeURbl Heba unu 0edheKmoe Hep8Holl mpyoKu nioodd, 0OHAKO 8
9MOM  UCCNe008AHUU  HAONIOANCA NOBBIUEHHBIU PUCK  BPOINCOEHHBIX ~AHOMANULL
YPO2EHUMANLHO20 MPAKMA Y HCEHUUH C IKCMPAKOPROPANbHBIM 0niodomeoperuem [196].
#lIpeonusonon™* aengemcs npeonoumumenvHuviM, MAaK KAk —Memadoausupyemcs
niayenmou u moavko 10% nonadaem 6 kposomox ninooda [197-201]. Heobxooumo
yuumseieams, ymo uchnoavzosarue evicokux 003 I'KC yeenuuusaem puck pazeumuist
2ecmayuoHHo2o ouabema u apmepuanvbHou eunepmensuu y mamepu. Taxoice npuem
svicokux 003 I'KC 60 epems bepemenHocmu modxcem Oblmb ACCOYUUPOBAH C 3A0EPHCKOU
BHYMPUYMPOOHO20 Pa38UMUs, NPEHCOEBPEMEHHBIMU POOAMU U USTUMUEM OKOJIONIOOHbIX
600 [195,202-204].
Pexomenayerca nanueHtkam ¢ MIT mpu OepeMEHHOCTH B Cilydae HEJIOCTaTOYHOU
3¢ (HEKTHBHOCTH CUMITOMATHYECKONW TEPaMd AHTUXOJIHMHAICTEPA3HBIMH CPEICTBAMU
Ha3HauYeHHE #TpeTHN30J0Ha™* B 103 MeHee 20 MT B CYTKH KPOME TSKEJBIX CIy4aeB C
puckoM muacteHndeckoro kpusa, MGFA IIIB u Beime [195,202,205].
YpoBenb  yOenureqabHocTH  pexoMenaanmuii C  (YpoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB 5)

Pexomenayercst manueHTkaM ¢ MIT mpu OGepeMeHHOCTH B cllydae HEIOCTaTOYHOM
KOMTIEHCAIIF CUMIITOMOB 3a00JI€BaHUs MPU JICYCHUU TTIOKOKOPTUKOUAMHU PACCMOTPETh
TEpanuio CIEAYIOUIMMH MPOTHBOOIYXOJIEBBIMY MpernapaTaMid ¥ UMMYHOMOTYJISITOPAMH
#azatronpuu** B 03¢ 75 mr/cyt, mepopansHo. [206,207,209]..

YpoBenb yOeaureqabHocTH  pexkomenmanmuidi C  (YypoBeHb  JI0CTOBEPHOCTH

JI0KA3aTeJbCTB 4)
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KoMmmenTapuii: 6 ucciedosanusx na scusomHulx Obll 8bis6leH mepamoceHHblll 3¢ gexm
#Hazamuonpuna®* npu esedeHuu 6 003ax, AHAIO2UYHBIX 003e 05l yenosekd. OOHAKO
KAIUHUYecKue OauHble He NoOmeepOuny HAIUYUs mepamocenHozo s@gexma npu
npumeHeHuu 0aHHo2o npenapama y arooeil. #Azamuonpun** cuumaemcs be30nacHvim 60
epems bepemennocmu [208,209].

Pexomenayercsi JKCHIIMHAM C  MHACTCHUEH, IUIAHUPYIONIMM  OEpPEMEHHOCTbD,
BO3JICP)KATBCS OT MATOTEHETHYECKOW Tepamuu Tpernaparamu  #MeToTpekcaT™**,
#mukodenonara modermwr** u nukmodochamua** [210].

YpoBenb  yOenurteqabHOcTH  pexoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH

10Ka3aTeabCTB 4)

Pexomenayercs namueHtkam ¢ MIT ¢GepTHILHOTO BO3pacTa, MOIYYAIONUM TEPAITUIO
NPOTHBOOITYXOJIEBBIMU  TIperapataMd ¥ HMMYHOMOJYJISITOPaMH  WCIOJIB30BaTh
s¢dextuBHbIe MeTOIBI KOHTparenuuu [201,211].

YpoBenb  yOenuTeabHocTH — pexkoMengamuii C  (YpoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB 5)

KommenTapmii: eciu swcenwuna ne nianupyem depemeHHoCmy, cliedyem Ucnoib308amy
aghpexmusuvie Memoovl Kowmpayenyuu, 4moovl ceecmu K MUHUMYMY 6EPOSIMHOCHIb
8030elicmaus Ha NJ100 NOMEHYUATbHO 8DPEOHbIX IEeKAPCMBEHHbIX NPenapamos 6 ciyiae

Hezannanuposannol 6epemennocmu [201,211].

Pexomenayercsi otmeHa #uemompexcama™**, #muxogenonrama mogpemuna**[201,211] u
yuknogochamuoa** [201] npu raHupoBaHUN OEPEMEHHOCTH.

YpoBenb  yOeaureqabHocTH  pexkomeHaauuid C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

KommenTapuii: #uuxopenonama mogpemun** cnedyem npekpamums Kax MUHUMYM 3a 6
Hedelb 00 Hacmynienusi oOepemennocmu. #Memompexcam™* u yuxnogocghamuo**

cnedyem npekpamumo nO KpatiHeli mepe 3a 3 mecaya 00 NiaHupyemou bepemenHocmu

[212-215].

He pexomenayercsi Ha3HAYATH KEHITMHAM C MHACTECHUEH NP MPEIKIIAMIICUN/IKITAMIICUT
maruus cynbdar**[216,217].
YpoBenb  yOenureqnbHocTH  pexoMeHaanmuii C  (YpoBeHb  [10CTOBEPHOCTH

A0Ka3aTeJabCTB 5)
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KommenTapmii: macnus cynogpam™** npomusonoxazan nayuenmrkam ¢ muacmenuei npu
APEIKNAMACUU/IKTAMNCUL, MAK KAK MOXHCEM CHRPOBOYUPOBAMb MUACMEHUYECKUL KPU3.
Ecnu pazeusaemcsi cyoopooicHvlil npucmyn, 6bl36aAHHbIL IKIAMNCUEH, BMECMO MA2HUS

cyﬂbqbama** MOICHO UCNOJIb306ANTIb Ccoomeemcemeyroujue npomusosnuienmudecKue

npenapamul(N03) [216,217].

3.5.Anecre3us npu MI'

[Tanmentam ¢ MI' B cocToSHUM peMUCCHU B Ciy4ae HEOOXOJWMOCTH OINEPaTHBHBIX
BMEIIATENILCTB HE INPOTHBOIIOKA3aHO MpOBeleHHE oOmel aHecresud. [lpu maHupoBaHUU
AHECTE3HOJIOTHUECKOT0 MOCOOHS ¥ ONIEPATHBHOTO BMELIATENILCTBA TPeOyeTcs IpeiBapuTeIbHas
CTa0WIM3anusl COCTOSIHMSA —TIallMeHTa, KOMIICHCAIlUsl CHUMITOMOB MHAacTeHHH 3a CUeT
NaTOTEHETHYECKON Tepamuu C I[elbl0 MPEeIyNpekJeHUs HapacTaHHs T'eHEpalIn30BaHHOU
MBIIIEYHOW CIAa00CTH M HEOOXOIUMOCTHM B JUIMTEIBHON BEHTHJISIIMOHHOW TMOIJICPKKE B
HocJeonepaoHHoM nepuoje. HeoOxoanmo mpoBeneHHe TINATEIBHOTO MPEIONEpariiOHHOTO
oOcnenroBanus nanueHTa ¢ MI', o0s3aTenbHa KJIMHUYECKast OLIEHKA BpadyaMy Pa3HOTrO Mpoduiis
(Bpau-aHeCTE3MO0JIOT-pPEaHMMATOJIOT, Bpay-Xupypr, Bpay-KapAHoJIor, Bpad-MyJIbMOHOJIOT, Bpay-
HEBPOJIOT), IIPOBEJICHHE peCIMPaTOPHBIX TECTOB [218-222]. [IepopasibHbIe
AHTHXOJIMHACTEPA3HbIEC CPEICTBA, €CITH ATO HEOOXOIUMO, JOJDKHBI IPUMEHSTHCS Ha MPOTSHKEHUN
BCETO MPEIONEPA[IOHHOr0 ePHOAa, 3a UCKIIOYEHHEM YTpa B JIEHb ONEPAINH, TIOCKOIbKY OHH
MOTYT B3aWMOJICHICTBOBAaTh C MHOPEIAKCAHTAMH M YCHJIMBAaTh OPOHXUAIBHYIO CEKPELHIO

[218,221,222].

® PeKOMeHI[yeTCﬂ n3oeraTh MMPUMCHCHUA NPOU3BOJHBIX 66H30,Z[I/Ia3eHI/IHa n OnmnouaoB B

KavecTBe npemeaukanuu [218-221].

YpoBenb yOeauteabHocTH  pexoMenaanmuun  C  (YpoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB - D).

KommenTapwuii: npumenenue ceoamusHnvlx npenapamos (ouaszenam™*) u onuoudos
MOdcem oKazvleams yeHemarooujee elusHue Ha QYHKyuro ovixanus nayuenmos ¢ MI. B
cnyuae HeoOX00UMOCmU NPUMEHeHUsi ONUOUO08 — UX HAZHAYAIOM KpAlHe OCMOPONCHO.
THayuenmam cmapwe 1 200a npeonoumenue cmoum omoasamsv pemugeHmaununry u
Gpenmanuny**. Ilpenapamol HeoOX00UMO HAZHAUAMb 8 MUHUMANLHO BO3MONCHOU 003€ U

axkkypamno mumposams [218,223,224].
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e Pexomenayercss uzberarb MPUMEHEHUS JCHOISPU3YIOIIUX MHOPEIAKCAaHTOB BO BpeMs
XHPYPrHYECKOTO BMeIaTenbcTea [218-222].
YpoBenb yOeautenbHoctH pexoMenaanmuun  C  (YpoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB - 5).
KommenTapuii:  603mooxcHo  ocmopodicHoe — npumeHeHue — HeOenoApUIVIOUUX
MUOPENAKCAHMO8 KOPOMKO20 Oelicmsus (nayuenmam cmapuie 1 mecaya - pOKYpOHUs.
opomuo™*). Cmanoapmuasn pekomenoyemas HauyaibHas 003a POKYPOHUSL OpoMuoa™™ ons
nayuenmos 1106020 so3pacma cocmasisiem 0,6 me/ke, noooepaicusarowyas 0isi NAYUeHMmMo8
cmapwe 18 nem - 0,1-0,2 me/ke, onn demeit - 0,075-0,125 me/xe. [186,225]. Bozmooicro
UCNONIb306aHUE cyeammadeKkca™™ ona ycmpanenus HeupombliueuHou OJ10KaAbl, 8bI136AHHOU
POKYPOHUSL OPOMUOOM™ ™ Unu 8eKYPOHUS OPOMUOOM OJISl YCMPAHEHUS HEPBHO-MbIUEUHOU

* unu 8eKypoHus OpomMuoomM, a makoice y

O10Ka0bl, B8bI36AHHOU POKYPOHUSL OPOMUOOM™
oemell U NOOPOCMKO8 6 gospacme om 2 00 17 nem Onist ycmpaneHusi HepEHO -MblULEeUHOT
010KA0bL, 8bI36AHHOU POKYPOHUL Opomudom™ ™. Ilokazano, umo e2o npumenerue C653aH0
C MEHbUWUM PUCKOM DA3BUMUSL MUACMEHUYeCKO20 Kpusa Nnocie YOaieHUs: SUlI0YKOBOl
arcenesvl [226-228].

e Pexomenayercss mamnueHTaM crapiie 18 JeT mpu TUIAHUPOBAHWU HMHTAISAIIMOHHOTO
HApKo3a MPUMCHEHUE WHTASIMOHHBIX AaHECTETHKOB, TaKMX Kak ceBoduypan**, B
Ka4eCcTBE TOTAJbHOW BHYTPUBEHHOW AHECTE3WH - KCIOJIb30BaHHE Mporodoaa**[229—
232].

YpoBenb yOeauresbHOCTHM  pexkoMengauuu B (YpoBenb  1ocToBepHOCTH
JI0KA3aTeJILCTB - 2).

KommenTapmii: anecmesuss nponogonrom™** u cesogpnypanom™* 6e3 muopenaxcanmos y
nayuenmos ¢ MI" obecneuusaem 6ezonacuvle u d¢hpexmusnvle yci08us 0isi NPosedeHUs
yoaneHus BUNOYKOBOLL dicele3vl mopaxkockonudeckum memooom. Cesopaypan™** oaem
bonee  8bICOKULL  YPOBEHb  UHMPAONEPAYUOHHOU  MBIUEYHOU  penakcayuu, dem

nponoghon**[229-232]. Ilpumenenue wnampus oxcubymupama** yerecoobpasno

uzbecams [218,223,224].

e PexomeHayercs namueHTaM ctapiie 18 JeT mpoBeleHME MECTHOW W PEerMoHapHOM
aHeCTe3WH B CJydyae HEOOXOJUMOCTH TIPOBEICHMSI BMEMIATENHCTB IO/ JIOKAIHHOU
aHecresueit [233-235].

YpoBenb yOeauteabHocTH  pexoMeHganun C  (YpoBeHb [10CTOBEPHOCTH

JI0KA3aTeJbCTB - 4).
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KommenTapuii: nposedenue mecmuou uiu pecuOHApHOU anecmesuu NO360J5em
uzbedcamv 68 UHMPAONEPAYUOHHOM Nepuooe NPUMeHeHUus oobujell aHecmesuu, ONUOUOO08,
CHOMBOPHBIX U CeOaMUBHbIX CPeOCms, 8 NOCIeONePayUOHHOM nepuooe - Kynuposambs
bonesvie cunopomvl. Ilpu HeobXOOUMOCMU MAKHCE BO3ZMONCHO UCHONB30BAHUE
SNUOYPATbHOU U  CRUHATLHOU — anecmesus. [lokazano UCHONbL306AHUE MECHHBIX
anecmemuxkos amuonozo psoa (oynusaxaun™**, menusaxaun (v oemeti cmapwe 4 nem,
maccou mena bonee 20 k), ponusaxkaun**, nuooxkaun**). Mecmuvie anecmemuxu epynnol

2¢hupos amunob6en30UHol Kuciomsl (npokaun™>) credyem uzoeeamo [233-235].

4. MeaunuHCKAss  peaOMJMTALIMS M CAaHATOPHO-KYPOPTHOE  JieueHHe,

MECANMIMHCKHEC TNMOKAa3aHU{d M IIPOTHBOIOKA3AHHUA K INPHUMCHCHHUIO METOIA0B

MeJIUIMHCKOH peaOuJIMTAllMM, B TOM YHCJI€ OCHOBAHHBIX HA MCIO0J1b30BAHUHU

NMPUPOAHBIX JIeUeOHbIX ()AKTOPOB

e Pexomenayercss TpPOBOAUTH YCIAYTd MO MEIULMUHCKON peadHIWTAlMM MalueHTa ¢
3a00JIeBaHUSIMA HEPBHOM CHCTEMBI AJIs MAallMEHTOB C MUACTCHHUEH, BKIIIOYas Pu3ndeckue
U JIIXaTeNIbHBIC YIIPAXKHEHUS, a TAKXKe YIPaXHEHHS Ha MOJIepKanue paBHoBecus [236].
YpoBeHb yO0eAuTeJBLHOCTH peKoOMeHJamuii — A (YpOBeHb 0CTOBEPHOCTH
A0KAa3aTeabCTBA 2).
Kommenrapumii: ymuepennas usuueckas axmueHocmbv He 6bvi3vleaem NOOOUHbIX

aghhexkmos u nokazama Ol NAYUEHMOB C JNe2KOU U CpeOHemsdceNol popmamu

3abonesanusi (MGFA 114 u 1IB) [236].

5. IlpohuaakTka U JTMCHAHCEPHOE HADJIONCHHE, MeIUIIMHCKHE TTOKA3ZAHUSA |

NMPOTHUBONMOKA3AHNUS K IPMMEHEHHI0O METOA0B NPOPUIAKTHKH

e Pexomenayercs y nauuentoB ¢ MI' crapmie 18 siet TmarenbHO KOHTPOJIUPOBATH MPUEM
JIEKapCTBEHHBIX TIPEMapaToB W OCTOPOXXKHO YMEHBIIATh JO3UPOBKY TIPH Teparuu
MIPOTUBOOITYXOJIEBBIMH TIpenapaTaMiu ¥ UMMYHOMOIYJISTOPAMHU, C TIEJIbIO TTOAICPKAHUS
CTaOUITFHOTO COCTOSIHHSI M CHIDKEHUS PECKa 000CTpeHUs 3a00JIeBaHUSI 1 BOZHUKHOBEHUS
MHACTEHUYECKUX Kpu30B [237,238].

YpoBenb yOeaurTeabHOCTH pexkoMeHgamuii — C (ypoBeHb JI0CTOBEPHOCTH

JA0Ka3zaTreabCcTBa 4).
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Pexomennyercs y nanuerntoB ¢ MI' crapmie 18 ner akueHTHpoBaTh BHUMAaHHE Ha
npoduIaKTUKE U paHHEM JieueHHH MHDEKIUI y NanueHToB ¢ Muactenuei [237,238].
YpoBenb yOenureabHOcTH pexkoMmenaanuii — C (ypoBeHb /10CTOBEPHOCTH
JA0Ka3zaTejabCcTBa 4).

KommenTapmii: 6ajscho  npumenams  KOMNWIEKCHOe  JledeHue  CONYyMmMCmeyouux
3a001e6aHull, YBEIUYUBAIOWUX DUCK UH@EKYUll U Cmpo2o C1e008amb NPOMOKOIAM

BAKYUHAYUU.

6. Opranvsanys MeIUIIMHCKOW MOMOIIM

1)

2)

1)

2)

Tlokazanusa A TOCIIUTAIM3allui B MCIMIIMHCKYIO OpTraHHU3alnIo:

[TnmanoBas rociTaIH3aIHs

BBenenne  MMMYHOTJIOOYJIMHOB —~ HOPMAIBHBIX — YEJIOBEYECKUX,  JKylIu3ymada™*,
paBynm3yMaba, #putykcumaba**, a Takke mpoBeleHHE IazMadepe3a MPOBOIUTCS B
YCIIOBHSAX CTaI[OHApA.

Hauano tepamuu ['KC y mnanmueHTOB, MMEIOMIUX TSHKEIOE€ TEYEHHE MHUACTCHHH C
OyIp0apHBIMU U ABIXaTEIbHBIMU HAPYIICHUSMHU B CBSA3HM C BOZMOKHBIM MIEPBOHAYATBHBIM

yxyawmeHuem coctosaueM Ha ¢pone ['KC.

OKCTpeHHas TOCIUTAIN3aLuUs
Hanuune nHapactarommx OyabOapHBIX U JIBIXaTEIbHBIX HApyLIICHUH, SIBIISIOLIMXCS
MOTEHIUAIBHOW YTPO30H JJIs pa3BUTHUSA KpU3a.

Kpn3oBoe TeueHne MuacTeHUH
ITokazaHus K BBITMCKE NAIIUEHTA U3 MEIULIMHCKOW OpraHu3alun

Crabunusanusi COCTOSIHMSI TallMeHTa C YCTOWYMBBIM BOCCTAHOBJIEHHEM (DyHKUIUU

JbIXaHUS U Oyab0apHbIX HApYIIEHUH.
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7. donmogaurtebHasgs uHpopManusa (B ToM 4ucjie (hakTopbl, BJUSIONIHE HA

HCXO0/1 3200J1€BAHNS MJIM COCTOSIHMSA)

MmuacTteHus ¢ paHHUM HayaJloM B 3 pasa yaiie BCTpeyaeTcs y KEHIIUH, YeM Y MYXKUUH, B
JIAHHYIO KaTETOPHUIO TIONAIal0T KEHIIUHBI pepTmwibHOro Bo3pacra [239]. [Ipexne, 4eM HauYMHATD
TEpanuio y MalMeHTOK ATOT0 BO3pPACTa, CIEAYeT YTOUYHUTHh PEHpPOJYKTHBHBIC IUIaHBI. BBIOOD
MOJXO/ISAIIETO BapuaHTa JIeYeHUs TpeOyeT OajlaHCa MEXAY PHCKOM BO3JCHCTBUS Ha IUION U
puckoM yxynuieHus. [IpoBefeHrne KOHCYJIbTAlMU MO BOMPOCAM IUIAHUPOBAHHS OEPEeMEHHOCTH
JUIs TAIMEeHTOK JETOPOJHOTO BO3pacTa sBIAETCS LeiecoodpazHbiM. CrenyeT paccMOTpeTh
NPOBE/ICHUE YJAICHUS BHUJIOYKOBON JKeNie3bl JKCHIIMHAM PENpOIyKTHBHOTO BO3pacTa 0
HACTYIUICHHUsSI OEPEeMEHHOCTH, TaK KaK 3TO MOXET CHHM3UTh PUCK YXYIICHUS MHUACTCHUYCCKHX
CHUMIITOMOB BO BpeMsi 0€peMEHHOCTH U BOZHUKHOBEHUS TPAH3UTOPHON HEOHATAILHOW MUACTCHUN
[240,241].

BOJIBIIMHCTBO MHUACTCHUYECKHX KPH30B OOYCIIOBJICHO CHEIM(PHUUECKUMH MPUUYNHAMH,
cpead KOTOPBIX Hambojee paclpoCTpaHeHbl pecnupaTopHbie uHbekiuu [242]. B pomn
NPOBOLUPYIOMKUX (AaKTOPOB MOTYT TaKK€ BBICTYNAaTh XHUPYPTrHUECKOE BMENIATEIbCTBO,
OepeMEeHHOCTh, HECOONIOIEHHE pEeKHUMa TEpalruu, JIEKapCTBEHHBIE CPEICTBA, YXYALIAIOIINE
TE€4YeHUEe MUACTEHUH, BaKIIMHALIUHU, YMOIIMOHANBHBIN cTpecc. Tem He MeHee, y 30-40% mnanneHToB
BBISIBUTH KOHKPETHBIN HMHUIMUPYIOIIUI (akrop He ymaercs [243]. B pesynabTare BO3ACHCTBHS
IpoBOLMpYIOMIETO (akTopa pa3BUBACTCS 3HAYUTEIBHOE YXYALICHHE HEPBHO-MBIIICYHON
nepeaayr, BBI3BAHHOM ayTOMMMYHHBIM TIPOIIECCOM, KOTOPBIH MPHBOAUT K KPUTHYECKOMY
NeQUIUTY alleTUIXOJIMHA B CHHANTHYecKol mienu. KomuuecTBo comyTcTBYIONIMX 3a00JI€BaHUM,
HEOO0XOMMOCTh NPOBEIEHUS HMHTYOAIMM, MPOAOIDKUTEIbHAs MEXaHWYeCKas BEHTWIALUSA U
MHUACTEHUYECKUH KPH3, BRI3BAHHBIA HH(EKIHEH, aCCOIMUPYIOTCS C HEOIArOMPHUITHBIM HCXOI0M
[237,238].

[IpaBuibHAs AMArHOCTHKA, CBOEBPEMEHHOE U a/IeKBATHOE JICYEHUE TPUBOAUT K PEMUCCUH

3aboneBanus Oonee ueM y 80% manueHToB ¢ MUACTEHUEH.
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KpMTepnn OIICHKH KavYecCTBa MeIlHIII/IHCKOﬁ oMo

Kpurepuu xkauecrBa

Ouenka BbINOJIHeHNS (1a/HeT)

[laniieHTy NpuU TOMO3pEHWH HA MHACTCHHIO TIPH
[MOCTAaHOBKE JMAarHo3a IMpOBEACH IMpueM (0CMOTD,
KOHCYJIBTAIIMS]) Bpada-HEBPOJIOTa C MCCIIECIOBAHHEM|
cripl  Mbemmn o mkane  MRC,  oneHkoi
[1a30ABUTATENIbHBIX M OYyJIbOApHBIX HaApYIICHUH,
XapakTepa paclpeielieHus] Iape3oB, W CHUMIITOMA
[aTOJIOTMYECKON YTOMIISIEMOCTH.

Ja/uer

OnpezneneHa CTeNneHb TSHKECTH MO KiacCU(UKAIUH
MGFA

JHla/uer

[MpoBenena puTMuuYecKas CTUMYJSIusS W/ OMI
OMB

la/uer

I[Ipy  COMHEHMSAX B  JHMarHo3e  OINpPEICICHUE
COJIEP)KaHUsl aHTUTEN K PELENTOpY aleTUIXOINHA U
MuSK

la/uer

[IpoBeeHO KOMITBIOTEPHAS TOMOTpadusi CPEAOCTCHHS
583071 MarHUTHO-PE30HAHCHAs TOMOTpadus
CpPEIOCTEHUs I HCKIIOYCHHUS HOBOOOpa30BaHMMA
BHJIOYKOBOM JKEJIE3BI

Ja/uer

B kadecTBe TepamMM TIEPBOrO psAa Ha3HAYCH
HoupugocturmMuHa 6pomug**

Ha/uer

[Ipn HemoctarouHOM 3(ddexTe OT MUPUAOCTUTMHUHA
opomuaa** naznauensl [ KC

Ha/uer

[Ipn HepocTaTouHOCTH MM HemepeHocumocTH ['KC
Ha3HAYECHbl IIPOTUBOOIYXOJIEBBIE  IpENapaTbl WU
MMMYHOMOTYJISITOPBI.

Ha/uer

[lpy HaTMUUM TUMOMBI MALIMEHTY IMPOBEJECH IpuUeM|
(ocmoTp, KOHCYJIbTaIus) Bpayda-TopakaabHOTO

XUpypra.

Ha/ner

[Tpu Hea(pPeKTUBHOCTH I'KC, a TaKke
MIPOTHBOOITYXOJIEBBIX MpernapaToB "
MMMYHOMOIYJIITOPOB HITH TIPH TSDKETIOM TedeHud MT,
COIIPOBOKIAIOIIEMCS]  HApyIIECHUSIMU  JIbIXaHHUS |
Oynp0apHBIMH HApYIICHUSIMH C YIPO30H pa3BUTHS
MUACTEHHYECKOr0  KpH3a  IPOBEJCHHE  Kypcal
MMMYHOTJIOOYJTHHOB HOPMAJTBHBIX YEJIOBEUECKUX HITH

3KCTpaKOpHOpaHLHOﬁ IFCMMOKOPPCKIINN

JHa/uer
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Ipuaoxenue Al. CocraB padoyeid rpynnbl Mo pa3zpadoTke M MepecMoOTpy

KJHMHUYECKHX PeKOMEeH AU

1.

AnekceeBa Tarbsina MwuxailiioBHA, JOKTOp MEIUIIMHCKUX HayK, THpodeccop,
3aBeqyromas Kadeapoil HeBpPOJIOTUH C KIMHUKOW HHCTUTYTA MEIUIIMTHCKOTO 00pa3oBaHus
OI'bY "HMMUILI um. B.A. Anma3zosa" Munzapasa Poccuu

Baacos Slm  BuaguMupoBu4, Bpauy-HEBPOJOr, JOLEHT, J.M.H., IPE3UJEHT
OO01mepoccuicKkoil  OOIIECTBEHHOW OpraHW3allii  HHBATUIOB-OOJIBHBIX PaCCESHHBIM
ckiepo3oM, mpodeccop Kadeapbl HEBPOJIOTHU U HeWpoxupypruu DeaepanibHOTO
roCyJapCTBEHHOI'O OIOJKETHOT0 00pa30BaTeIbHOIO YUPEXKIEHHUS BBICLIET0 00pa3oBaHUs
«Camapckuil  rOCYJApCTBEHHBIM ~ MEIMLMHCKHNM  yHMBeEpcuTeT»  MuUHHUCTEpCTBa
3apaBooxpanenust Poccuiickoit denepanmnu

I'ext Anna bopucoBna, Unen-koppecnonnient PAH, n.m.H., nupexrop ['BY3 «Hayuno-
IIPAKTUYECKUN nIcuxoHeBposiornueckuid neHTp uMmenu 3.I1. ConosbeBa» JlenaprameHnra
3IpaBOOXpaHEeHUs Topoia MockBEl, mpodeccop Kadepbl HEBPOIOTUH, HEHPOXUPYPTHH U
meaunuHckoi reHeTukn ®I'AOY BO «Poccuiickuil HallMOHAIbHbBIN UCCIIE0BATEIbCKUN
MeauuuHckui yHuBepcuteT umenu H.U. IIuporosa» MuHucrepcTBa 34paBOOXpaHEHUS
Poccuiickoit ®@enepanuu, yueHslii cekperapb Bceepoccuiickoro oiiecTBa HEBpPOJIOIOB,
yJieH npe3uanyma HannonanbsHo# acconuanuy no 60pb6e ¢ MHCYIbTOM.

I'mnbBanoBa Oubra BajepbeBHa, Bpau (YHKUHMOHAJIBHON JMAarHOCTUKH, Bpad
HeBpoJjor, 3aBeayromas lleHtpom HepBHO-mblmieuHoil marosnornn MKHI[ um. A.C.
JlornnoBa JlemaprameHnra 3apaBooxpaHeHus: ropona Mocksbsl. Unen Bcepoccuiickoro
olmiecTBa HEBpOJIOroB. UYJeH accolMaluy  CHEIHUAIUCTOB IO  KIMHUYECKOH
Helipopuznonorun ACKJINH.

I'yceB EBrenunii UBanoBuu, akanemux PAH, npodeccop, a.M.H., mpodeccop kadeaps
HEBPOJIOTUH, HEUPOXMPYPTMU U MEAULIUHCKOW T'eHETUKU JeuyeOHOro (akyiapTeTa
@denepanibHOTO T'OCYJApPCTBEHHOIO aBTOHOMHOIO  00pa3oBaTENbHOTO  YUPEKACHUS
BBICIIIETO 00pazoBaHusi «PoCCUIICKMA HAITMOHAILHBIN UCCIIEA0BATEIbCKUN METUITMHCKHII
yHuBepcuter umenn H.W. IlmporoBa» MunuctepcTtBa 3apaBooxpaHeHust Poccuiickoin
Oeneparun, npe3uaeHT HannonansHoON acconnanum mo 60ps0e ¢ MHCYJIbTOM, MPE3UICHT
Bceepoccuiickoro o61ecTBa HEBPOJIOTOB.

JerrepeB [laHumi AJiIeKCAaHAPOBHY, K.M.H., 3aBEAYIOLIUN OTAEIECHUEM HEBPOJIOTHUU
I'bY3 MKHI] um. A. C. JlorunoBa [lenapramenTa 3apaBooXpaHeHus ropoaa MOCKBBI.

YneH acconuanuy CrelyanrucToB Mo KIuHnueckon Heripodusunonornu ACKJINH.
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7.

10.

11.

12.

13.

14.

15.

lenaeB Cepreii HropeBud, K.M.H., 3aBEAYIOIIMA OTJEIOM IO HM3YyYCHHUIO OOJIU U
comaropopmubix Hapymenuit ['bY3 HIIL[ um. ConoBeeBa JI3M. Unen Beepoccuiickoro
00111ecTBa HEBPOJIOTOB.

Jpyxununa EBrenuss CepreeBHa, K.M.H., JOICHT Kadeapbl HEBPOJOTHH,
HEUPOXUPYpPruM U MeAUUMUHCKOM reHetukn umenHu JI.O. bapansna nenuatpudeckoro
dakynerera @OI'BOY BO  «Poccwiickuii  HallMOHANBHBIA  UCCIIEIOBATEIBCKUN
menuuuHCckuit ynuBepcuter uM. H.M. IMuporosa. Umen Bcepoccuiickoro oOmiecTBa
HeBpoJoroB. YileH accolMalnyy CIEUUAINCTOB M0 KIMHUYECKON Heipodusnonoruu
ACKJIMH.

Jpyxunun JImutpuii CepreeBud, J.M.H., JOLEHT Kadeapbl HEpBHBIX OOJie3HEH C
KypcoM MEIUIUHCKON reHetuku u Hepoxupypruu @I'bOY BO AI'MY Munsgpasa
Poccun.Unen Bceepoccuiickoro obmectBa HeBposoroB. Ilpencenartens accouuanuu
CIEIHMANIMCTOB MO KIMHI4YecKoi Heiipouznonornn ACKJIMH.

HNBanosa I'asimna EBrenbeBHa, 1.M.H. ipodeccop, INIaBHbINA BHEIUITATHBIA CHELUATUCT
N0 MEIWIUHCKOW peabunuranuyn MuUHHCTEpCTBA 3ApaBOOXpaHeHus: Poccuiickoit
Oenepanuy, 3aBeayromas kadeApoll METUIIMHCKOW peabunmutanuu  (paxkyiabTeTa
JOTIOTHUTEIBLHOTO MPOo(ecCHOHANBFHOTO 00pa3oBaHus (henepaabHOr0 roCcyAapCTBEHHOTO
ABTOHOMHOTO 00pa30BaTEILHOTO YUpEXKIACHUsI BhICIIEro oOpaszoBaHusi «Poccuiickuit
HallMOHAJIBHBIN UCCIIEA0BATENbCKUI METUIIMHCKUI yHUBepcuTeT nMenu H.W. [Tuporosay»
MunuctepctBa 31paBooxpanHenus Poccuiickoit ®epeparuu. Ilpeacemarens Corosa
peabwimmronaoroB Poccuu. ['71aBHBIM BHEIITATHBIA —CIEIHMAIUCT 110  MEAUITUHCKON
peabunuranuu MuHucreperBa 3apaBooxpaHeHus PO.

HcadexoBa Ilatumar IllamuiaeBna,Bpau-HeBposor I[lepunaransHoro nentpa ®I'BY
«HMMUII nMm. B.A. AnmazoBa» Munsapasa Poccun.

Kacarkuna Jlio6oBp @POuaunmoBHa, 1.0.H., CcHOeUUATUCT MO (YyHKIMOHATHHON
JTUarHoCcTHKe 3a00seBaHuil nepudepuueckoilt HepHoil cuctembl ®I'BHY HITH.
KoBaabuyk Mapus  OJieroBHa, Bpay-HEBPOJOr, K.M.H., 3aBeaytomas |
HeBponoruueckum otaenenuem I'bY3 I'Kb um. B.M. bysHosa.

KosnoBcknii Anapeit CranmceaaBoBHY, Bpad-HEBPOJOT,K.M.H. Poccuiickas Jlerckas
Kmuanueckas bonsauiia ®BI'AOY BO PHUMY um. H.U.ITuporosa Mun3apasa Poccun.
Kotos Cepreii BuktopoBu4, Bpau-HEBpOJIOT, A.M.H., podeccop, IIaBHbIA HayYHBIN
COTPYAHUK HEBPOJOTMYECKOT'O OTIENICHUs, 3aBeayrounmii kadenpoit HeBponorun ®YB

I'bY3 MO MOHUKH um. M.®. Biagumupckoro.
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16.

17.

18.

19.

MaxkamoBa Enu3aBera CepreeBHa, Bpau-Heposior ®I'AY HMUL velipoxupypruu um.
H.H. bypnenko M3 P®, [lentpa HepBHO-MbIIeuHOM natoioruu I'bY3 MKHII um. A.C.
Jlorunosa /I3M.

MaakoBa Hanexna AJiekceeBHa, Bpad-HEBPOJOr, M.M.H., mpodeccop Kadeapsl
KJIMHUYECKOW HeBpoJioruu U Heitporepuatpuu @PI'bOY BO HI'MY Munsnpasa Poccun,
PYKOBOJUTENb OOJACTHOTO IEHTpa PAacCEeSHHOTO CKJIEpO3a M IPYTUX ayTOMMMYHHBIX
3a0oneBannii HepBHOM cucrtemsl ['bY3 HO «l'ocynapcrBennas HoBocuOupckast
oOJacTHas KIMHUYecKasi OOJIbHULIAY.

MaprteinoB Muxana IOpbeBuu, unen-koppecrnonaeHt PAH, npodeccop, n.M.H.,
IIEPBBIM 3aMecTUTENb reHepaibHOro nupekropa PI'bY «DenepanbHplii HEHTP MO3ra U
HeliporexHonorui» ®MBA Poccun, u.o. 3aBeayrouiero kageapoil  HEBPOJIOTHH,
HEHPOXUPYPrUM U MEAMIMHCKOW TeHEeTUKH JedeOHoro (dakynapTera dDeaepanbHOro
roCy/IapCTBEHHOT0 aBTOHOMHOT'O 00Pa30BaTEIbHOTO YUPEXKICHHUS BBICIIEI0 00pa3oBaHUs
«Poccuiickuil HAlMOHAJIBHBIA HCCIEA0BATEIbCKUNA MEIULMHCKUN YHUBEPCUTET UMEHHU
H.N. ITuporosa» MuHuncrepctBa 3apaBooxpaneHus Poccuiickont ®denepanuu, y4E€HbIN
cekpetapb Bcepoccuiickoro oOmiecTBa HEBpPOJIOTOB, WieH NpaBieHUs HarumonanbHOU
accoluuanuu no 6opr6e ¢ HHCYIBTOM.

Meabauk EBrenusi AjieKCaHJApPOBHA, K.M.H., BEIYIIIMHA Hay4YHbIA COTpyAHUK HayuHo-
KoHcynbTaTuBHOro otnena @OIBHY «MI'HL», nouent kadenpsl reHeTHKH

HeBposorudeckux oonesneit UBulI10 ®I'BHY “MI'HLy».

20.

Cananze Auexcanap I'eoprueBmuy, |Bpau-HEBpoJIOT, I.M.H., podeccop, 3aBeryromuit

21.

22.

23.

24.

amOynaropHbsiM kabuHeToM st 60apHbIX MuacTenuet ['bBY3 I'Kb um. B.M. BysHoa
J3M, Unen Bcepoccuiickoro o01ecTBa HEBPOJIOTOB.

Cenn Enena KoHcTaHTMHOBHA, Bpad-HEBPOJOr, K.M.H., Bpaud-HeBposior KimHukn
HEPBHO-MBbIIIEUHBIX Oone3neit «HMby.

CuaneB JImurpuii  BaaaumupoBu4, Bpay-HEBPOJOT, J.M.H., 3aBEIyIOIIHI
aMmOynatopasiM kabuHeToM utsi 601pHBIX MuacteHue ['bY3 I'Kb um. B.M. bysHoBa
J3M, Unen Beepoccuiickoro o61ecTBa HEBpPOJIOTOB.

CunopoBa Ouabra IlerpoBHa, a.M.H., mnpodeccop kadenpsl HeBposorun DPYB
['ocymapcTBEeHHOTrO OIOKETHOTO YUpEXJIEHUsS 3/1paBoOXpaHeHuss MOCKOBCKON 00acTH
«MocCKOBCKHIA 00J1aCTHOM HAyYHO-HCCIIEeI0BATENbCKUM KITMHUYECKH HHCTUTYT UuM. M.OD.
Biagumupckoroy.

CunkuH Muxaua BaagumupoBHY, Bpay-HEBpOJOr, Bpad  (YHKIMOHAIBHON

JUArHOCTHKM, I.M.H., Beayliud HayuHblii cotpyanuk ['bY3 "HUU CII um. H.B.
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Cxmudocorckoro /[3M", "CKIIU®", YUnen Accoruaiuy CrienUaJIuCcTOB M0 KIUMHUYECKON
Heiipopusznonorun ACKJINH.

25. TepuoBbix MBaH KOHCTAHTHHOBMY, acCUCTCHT KaeApbl HEBPOJIOTUU C KIMHUKOU
WHCTUTYTa MeAHMIMHCKOro oOpazoBanuss DPI'BY «HMUIL wum. B.A. AnmazoBay
Munzapasa Poccuu, Bpau-HeBposior, MiaAui HaydHblil corpyaauk HUJI neBponoruu u
ueiipopeadbmmuranuu PHXU um. A.JL. [Tonenoa — ¢pummana ®I'BY «HMUIL] um. B.A.
AnmazoBa» Munzapasa Poccun.

26. TymypoB JMutpuii AJjeKCaHIAPOBUY, Bpay-HEBPOJOT, K.M.H., BEAYUIUH Hay4YHBII
COTPYIHUK OTJeNa Mo u3yueHuto 601 u comaropopmusix HapyueHuit I'bY3 HIILL um.
Conosresa /[3M, Bpau-HeBpoJIOT aMOyJIaTOpPHOTO KaOWHETa i OOJbHBIX MHACTCHUEH
I'bY3 I'Kb um. B.M. bysinosa JI3M, Unen Bcepoccuiickoro o01iiecTBa HEBPOJIOTOB.

27.1llamanoB Hmukoaaik AHATOJbEBHY, J.M.H., Npodeccop, TIJIaBHBIA BHEIITATHBINA
CIeHMagucT HeBposior MuHucTepcTBa 3ApaBooxpaHeHust Poccuiickoit ®denepanum,
IJ1aBHBIA BHELITATHBIMA HEBPOJIOT [lernmapramenTa 31paBooxXpaHeHus I. MOCKBBI, JUPEKTOP
MHCTUTYTa 1IepeOpoBacKysipHOi naTojoruu u uHcyiabta OI'BY «®DenepanbHblil HEHTP
Mo3ra u HelporexHojoruii DOMBA», oOTBETCTBEHHBIN cekperapb HanuroHanbHOMN

accoluuanuu no 6opr6e ¢ HHCYIBTOM.

Kouaukrt nuntepecos:

Unensl paboueil rpynmnsl 3asBUIM 00 OTCYTCTBUM (PMHAHCOBOM WJIM HEMaTepualbHON
3aMHTEPECOBAHHOCTH 10 TeMe pa3pabOTaHHON KIMHUYECKOH pexoMeHaanuu. YneH(sl) paboueit
IpyMNIbl, cooOmuBIIMEe 00 OOCTOATENBCTBAX, KOTOPbIE MOTYT IOBJIE€Yb 3a COOONH KOH(QIIUKT
MHTEPECOB, ObUI(M) UCKITIOUEH(bI) U3 00CYKIEHUS pa3esioB, CBA3aHHBIX ¢ 00JacTbi0 KOH(IIMKTA

UHTEPECOB.
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Ilpunoxenne A2.  Merogosorusi  pa3spadoTKM  KJIMHHYECKHX

peKOMeHAanuin

IleaeBas ayIUTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMM:

Bpaun-HeBponiory, BpadHM-TEpaneBThl, Bpadd-TIEAUATPBI, Bpadd OOMICH TPAKTHKU
(cemeitHbIe Bpaun);

Crynentsl MeauMHCKUX BY30B, opauHaTOphl, aCOUPAHTHI;
[IpenonaBarenu, Hay4YHbIE COTPYAHUKHU.

Tab6amnna 1. Ilkana oueHkn ypoBHEN 10CTOBEpHOCTH JToKkazarenbeTs (Y /1) st MmeToioB

JUAarHOCTUKH (,I[I/IaFHOCTI/I‘ICCKI/IX BMeI_HaTeJ'IBCTB)

YA Pacun¢pposka

1 CucremaTudeckre 0030pbI UCCIICOBAHMIA C KOHTPOJIEM peepPeHCHBIM METOJIO0M WIIH
CHCTEMaTHUYECKH 0030p pPaHIOMU3UPOBAHHBIX KIMHUYECKHX HCCIECJOBAHUN C
NpUMEHEHHEM MeTa-aHajn3a

2 OTtpenpHbIE KCCIENOBAaHUS C KOHTPOJEM pedepeHCHBIM METOAOM WM OTHeIbHbIe
PaHIOMU3UPOBAHHBIE KIMHUYECKHUE MCCIEAOBAaHUA U CHCTEMaTH4ecKHe 0030psI
UCCIIEIOBAaHUM  Jr000ro  Au3aiiHa, 3a  UCKIIOYCHHEM  PaHIOMH3UPOBAHHBIX
KJIMHUYECKHUX MCCIIeIOBAaHNH, C IPUMEHEHUEM METa-aHaIn3a

3 HccnenoBanust 0e3 TOCIEAOBATENIFHOTO KOHTPOJS pePEepeHCHBIM METOJIOM WU
UCCIIEIOBAaHUS C peepeHCHBIM METOJIOM, He SBISIONIMMCS HE3aBHUCHMBIM OT
HCCIIETyeMOTO METO/1a WM HEPaHIOMU3UPOBAHHBIE CPAaBHUTEIBHBIC UCCIICIOBAHUS, B
TOM YHUCJI€ KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHuTenbHBIE HCCIIEIOBAHUS, OMTUCAHHE KIMHUYECKOTO Cydast

5 Hmeetcs numib 000CHOBaHNE MEXaHU3Ma JACHCTBUS UM MHEHHE YKCIIEPTOB

Tabauua 2. [llkana onenku ypoBHel nocToBepHocTH goka3arenscts (Y 1) ans metonos

npoUIaKTUKY, JIEUECHHUS U peabunuTanuu (MpouIakTHIecKux, Je4eOHbIX, peabUITUTAIIHOHHBIX

BMEIIIATENILCTB)
YA Pacumiugposka
1 Cucrematnuecknii 0630p PKU ¢ npuMenennem mera-ananmsa
2 Otnenpabie PKM u cuctematmdeckune 0030phI MCCIIENOBAHMM JTHOOOTO W3aiiHa, 3a
uckmouennem PKU, ¢ nmpumenennem MeTa-aHanmsa
3 HepanmoMu3upoBaHHbIE  CpaBHHUTEIbHBIC  WCCIICOBAaHHWS, B  T.4. KOTOPTHBIC
HCCIIEIOBAHUS
4 HecpaBHuTenbHBIE UCCIIEIOBAHUS, OTIMCAHNE KITMHUYECKOTO CIy4asi MM CEPUU CITy4yaes,
WCCJICJTOBAHUS «CITYIaii-KOHTPOITb)
5 HNmeercs numb 000CHOBaHWUE MEXaHW3Ma JCHCTBUS BMEIIATENIbCTBA (JIOKIMHHYECCKUE

I/ICCJ'Ie)IOBaHI/ISI) HJIN MHCHHEC SKCIICPTOB
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Tabauma 3. Illkana oreHku ypoBHEH yOemutenbHOCTH pekomeHmanuii (YVYP) nmns
METOJIOB TPO(MUIAKTUKY, ITUATHOCTHKH, JICYCHHS U peadmwmranuu (TmpoduIaKTHIECKUX,

JUarHoCTHYCCKHX, JIC‘IC6HLIX, pea6I/IJII/ITaI_[I/IOHHBIX BMGI_HaTeJIBCTB)

YYP PacmmmdposBka

A CunpHasi pekoMeHJaIus (Bce paccMaTpuBaeMble KpUTEpUU IPGHEKTUBHOCTH
(MCXO/Ipl) SIBJSIFOTCS B@KHBIMH, BCE WCCIICIOBAaHUS HMEIOT BBICOKOE WIIU
VIOBJICTBOPUTEILHOE  METOJOJIOTMYECKOE  KAa4ecTBO, WX  BBIBOJBI IO
WHTEPECYIOIIUM HCXOJIaM SIBIISTFOTCS] COTJIACOBAHHBIMH )

B YcioBHas pekoMeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3PpPeKTHBHOCTH
(McxXompl) SIBISIOTCS Ba)XKHBIMH, HE BCE HCCIECJOBAaHHUS HMMEIOT BBICOKOE HIIH
YIIOBJIETBOPUTEIHHOE METOAOJIOIMYECKOe KayeCTBO W/WIIM HMX BBIBOABI IO
MHTEPECYIOIINM HCXO0/1aM He SIBIISTIOTCS COTJIaCOBAHHBIMHU )

C Crnabast pekoMeHaIus (OTCYTCTBUE I0KA3aTeIbCTB HAJUICKAIIETO KauecTBa (BCe
paccmaTpuBaembie Kputeprn 3G(HEeKTUBHOCTH (MCXO/IbI) SBIISIOTCS HEBAXKHBIMH,
BCE MCCIICJIOBAHUS UMEIOT HU3KOE METO0JIOTHIECKOE KaYeCTBO M MX BBIBOJIBI I10
WHTEPECYIOIINM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )

I[Mopsinok 00HOBJIEHUS] KIMHUYECKUX PEKOMEHIaH.

MexaHu3smM  OOHOBJIEHUS  KJIMHMYECKMX  PEKOMEHJAIUN  mpeaycMaTpuBaeT — UX
CHCTEMAaTHUYECKYIO aKTyaIM3allIi0 — HE PEeKe YeM OJIMH pa3 B TPU rojia, a TAKKE MPH MOSIBICHUN
HOBBIX JaHHBIX C IMO3UIMH J0KA3aTEIbHOM MEIUIMHBI MO BOIMPOCAM JAMArHOCTUKH, JICUYEHUS,
npoQUIaKTUKA U peadWINTallud KOHKPETHBIX 3a00JeBaHMil, HaTU4YUU OOOCHOBAHHBIX

JIOTIOTHEHUI/3aMeuaHuil K panee yrBepk1€HHbIM KP, Ho He yaie 1 pa3a B 6 MecseB.
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Ipuaoxenue A3.

CHDaBO‘IHLIe MaTepHuaJbl,

BRJIKOYAasd COOTBETCTBHE

MOKA3aHUI K NPMMEHEHHUI0 M NPOTHBONOKA3AHUM, CIIOCO00B NMPUMEHEHHUS U

103 JICKAPCTBCHHBIX

npenapartros,

HHCTPYKIINHU 110 IIPUMECHCHHUIO

JICKAPCTBCHHOI'O IIpeHapartra

Cnmcok JiekapCcTBEHHBIX MPenapaToB, NPOTHBONOKA3aHHbIX npu MIT

IIpenapar KomMmenTapuii
AnTHOaKTepuanbHple Ipenaparbl cucreMHoro | IIpumensercs Ipu IrpaMOTPULIATENbHBIX
JNefcTBUs M3 TPYNNbl  aMUHOIVIMKO3UJIOB | OakTepuanbHbIX MHPEKIUSIX. MOryT HpHUBECTH K

(reHTaMHIITH**, TOOpaMUTLIUH™* | 1Ip.)

YXYAUICHUTO COCTOsAHMHA. Hcnonp3oBarh C
OCTOPOKHOCTBIO U TOJIBKO B TOM CJIydac €CJIM HET

AJIbTCPHATUBHOTI'O JICUCHUS.

AnTnOaKkTepuaNbHBle  mpenapaTthl  cuctemHoro [ Yacro Ha3HaYaeMble aHTMbakTepuanbHble
JeUCTBHSA u3 TPYIIIBI (GTOpXHHOJIOHOB | MNpenapaTtbl CUCTEMHOrO [AEWCTBUS  LIMPOKOTO
(uumpodokcaMH™*, aeBo(IIOKCAMH™™, | creKkTpa AedcTBUS. MOryT NpUBECTH K YXYALICHUIO
oduiokcaruH** u n1p.) cocrosiHus.  M30erath  MCMONB30BaHUS WU
HCIOJb30BATh C OCTOPOKHOCTBIO M TOJBKO B TOM
Cllyyae €CJIM HEeT albTePHATUBHOTO JICUCHHUS.
AnTHOaKTepuanbHble mpemnaparbl  cucteMHoro | Yacro Ha3zHavyaeMble aHTnbakTepuanbHble
JeMcTBUS U3 TPYIIIBI MAKPOJIUIOB (3pUTPOMUILIMH, | Mpenaparsbl CUCTEMHOTO AevcTBus npH

A3UTPOMMLIMH**, KIIAPUTPOMHULIMH™* U JIp.)

TpaMITIOJIOKUTCIIbHBIX 6aKTepI/IaHLHLIX I/IH(i)eKI_II/ISIX.
MOFYT MNpUBCCTH K YXYAUICHUIO COCTOSAHHA.
M306eraTth HMCHOJNB30BAHUS HIIM HMCIOJIB30BaTh C
OCTOPOKHOCTBIO U TOJIBKO B TOM CJIydac C€CJIM HCT
AJIBTCPHATUBHOTO JICUCHU .

Bera-anpenoGiokaTopsl

Haznavatorcss mpu rumepToHuM, 3a00sieBaHUIX
CepAla U MUTPEHH, HO MOTEHIIUAIIBHO OMACHBI IIPU
MI'. Moryr mnpuBectd K oboctpenuro MI.

Hcnons3oBaTh C OCTOPOIKHOCTBIO.

[Tpokannamug**

[IpuMeHnsieTcss mnpH  HAPYWIEHHMSX  CEPACYHOTO

putma. Mosker BbI3BaTh oOocTpeHue MI.

Hcnonws3oBaTh C OCTOPOKHOCTBIO.

[IpenapaTsl 60TYTUHUYECKOTO TOKCHHA

[IpecunanTrueckuii 6JIOKaTOpP HEPBHO-MBIIICUYHOMN
nepenaun. M30eratb UCMOIb30BaHMUS.
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XJOpOXUH U TUAPOKCUXIOPOXUH™*

Hcnonp3ytorcss st jedeHuss / NpoQUIaKTUKU

MaJispun n HCKOTOPBIX AYTOUMMYHHBIX

YXYyILIEHUE
Hcnonn3oBaTh C

Moxet
MT.
TOJIBKO

3200J1€BaHUIL. BBI3BATH

COCTOSHMS  IIpHU

OCTOPOXKHOCTBIO npu KpalHen

HEe0OXOIUMOCTH U 1101 HAOIIOICHUEM.

['1rOKOKOpPTUKOU B Bxonar B cranpaptHyro cxemy jedeHus MI', HO
MOXET BbI3BAaTh BPEMEHHOE YXYALICHHUE B TCUCHUE
NEPBBIX 2 HE/IEeNb, YTO TPeOYeT HaCTOPOKEHHOCTU
IIpY Ha4aJie TEPAIMH.

[Mennmmmnamuna™* Ucnonwzyercss mnpu  Oosnesun  Bunbcona wu

peBMaTouIHOM apTpute. M30eraTh UCTIOIB30BaAHUS.

MoHokIIOHaNIbHBIE aHTHUTeNa (MIIUMymMa0™™*,
neMoponuzymad™*, aTe30JIM3yMad**,

HUBOJITYyMaO™**)

HCHOJ’ILSYIOTCH A1 JICYCHUA HCEKOTOPBIX BHAAX

OHKOJIOTHYCCKHX 3a00JIeBaHUHA. MOFYT

npoBoLMpoBaTh pazgurue MI wnam  yxXyamarb
Hcnons3oBaTh c

TCUCHHUC 3a00/1eBaHus.

OCTOPOKHOCTBIO B 3aBUCHMMOCTH oT

OHKOJIOTHUYECKOI'O CTATyCa.

PCHTFCHOKOHTpaCTHHC cpeacTtBa, COACPIKAIIHNC

B otaenpHBIX ClIydyadXx BO3MOXKHO YXYIAHICHUC

non cocrosuus  npu  MI.  Hcnoms3oBate ¢
OCTOPOKHOCTBIO
IIpenapatsl Maraus [loreHuManpHO ONACHBI IIPU  BHYTPUBEHHOM

BBCACHWU, HAIIPUMEDP, IIPU SKIIAMIICUHN HA MMO3JHUX

Cpokax OEpeMEHHOCTH WM TUIOMarHueMHH.
Hcnons3oBarh  TOJBKO B Cllydae  KpaWHEW
HEOOXOJMMOCTH  MOJl KOHTPOJIEM  COCTOSIHUSA
MalMEeHTa

HNuruburopsl I'MI'-KoA-penykrazsl
(aTopBacTaTUH**, mpaBacTaTHUH, PO3yBaCTaTHH,

CUMBaCTaTHH**)

Hcnonw3yroress npu runepxonecrepuHeMun. B

HEKOTOPBIX  CIIy4asX  MOXKET IIPUBECTH K
yxyawenutro tedeHus MI.  Hcnoms3oBars ¢
OCTOPOKHOCTBIO.

JKuBbie ocnaOiieHHBIC BaKIMHBI (BaKIMHA IS

npoUIaKTUKH KOpH, BaKIMHA JUTSt
npoUIaKTUKA  MapoTUTa,  BakKUWMHA  JUJIS
npoQUIaKTUKA  KpacHyXH,  BaklIMHA  JJIs

NpOQIIAKTUKA BETPSHHOW OCIIBI, BaKIMHA IS
NpOQIIAKTUKA TTOJIMOMUEIINTA, BaKIWHA JUIS
npodunakTuku rpunmna (KuBas), BakmuHa s
PO UITAKTUKH

POTOBUPYCHOW  WMH(EKINH,

He Bmusror Ha Teuenne MI', HO TpOTUBONOKAa3aHbI
MalMEeHTaM, MOJYYaIIUM UMMYHOCYIIPECCUBHYIO
TEpanmul0 B  CBA3U C

pPUCKOM pPa3sBUTHA

I/IHCbeKHI/IOHHI)IX OCJ'IO)KHGHI/If/i, CBs3aHHBIX C
BBEJICHHEM JKHBOTO OCIJIA0JICHHOTO BO30YIUTEIS

3a00JI€BaHNU.
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IICHTaBaJICHTHA, JKuBasd, BaKIiMHa JJIsL

npopHIAKTUKI OCIIBI, BaKI1HA JUTS

NpOPHIAKTUKH JKEITOH JTHUXOPaIKH)

AHTHIICUXOTHUYECKHE CpeacTBa, aHKCHUOJIUTUKHU

Ucnone3yrorcs  ansi  J€4YEHHUS  TCHUXHUYECKUX
paccTpoiicTB. MoryT npuBecTd K oboctpennro MI'.

H30eraTth HCIIOIL30BaHUA.

MuopenakcaHTsl nepudepuaeckoro eicTBus

HCHOJ’ILSYIOTCH JJIA paccna6neHI/m CKCJICTHBIX
MBI IIPpH HOPOBCACHHU 06H.[eﬁ AHCCTC3HUH IIpHU

XUpypruueckux  BmewarensctBax u - WBJL
[IpoTrBOTIOKa3aHBI IPH TsHKENOM hopme MI'.
Hatpus okcuGyrupar™* CpenctBo  ajii  HEUMHTASILMOHHOTO  HapKo3a.
[IpoTrBONOKAa3aHO IPU MUACTEHUMU.
Moueronssle npenapaTsl Hcnonb3yroress miist  JiedeHUss OTEKOB. Moryt

npuBectd kK oboctpernto MI.  Hcnonb3oBath

AHTarOHMUCTHI Apyrue

anbJA0CTEPOHA u
KanuiicOeperaroliye cpeicTBa

Narayanaswami P. et al. International Consensus Guidance for Management of Myasthenia
Gravis: 2020 Update. // Neurology. UnitedStates, 2021. Vol. 96, Ne 3. P. 114-122;

Muacrenus u muacteanueckue cuaapomsl / Cananze A. I'. - Mocksa : [D0OTAP-Menua, 2019. -

256 c.
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Ipuiaoxenue 5. AJropurMsl 1eliCTBHHA Bpadya
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Ipuaoxenune B. Undbopmanus s nanmueHra

1. YUto Takoe Mmuacrenus?

MpuacTtenust — 3TO ayTOMMMYHHO€E 3a00JIeBaHKE, NIPU KOTOPOM HapyllaeTcsl Iepenayda
CUTHAJIOB OT HEPBOB K MBIIIIAM. DTO MPUBOJIUT K MbILIEYHOMH €1a00CTH, YCIINBAIOIIEHCS TPU
Harpy3Ke U yJay4llIaroliencs B MOKoe.

2. OCHOBHbBIE CHMIITOMBI
o TI'na3a: onymeHue Bek (1T03), IBOCHUE B IU1a3ax (JUILIONUSA).
e JIMIO ¥ ropJI0: TPYAHOCTH C KEBAaHUEM, TTIOTAHUEM, HEBHATHAS PEUb.
o Koneunocru: cnabocts B pykax/Horax, ObICTpast yTOMIISIEMOCTb.
e JIpIXaHMe: OJbIIIKA, CTA00CTh JIBIXATEIbHBIX MBIIII] (TPeOyeT SKCTPEHHOU romMotu!).
3. Yro nenarb npyu yXyALICHUH COCTOSTHUA?
o MuacTteHnyeckuii Kpu3 (pe3kas ciaboCTh, HAPYIICHUE JIBIXAHUS/TIIOTAHUS ):
o Hemeonenno evizeams cxopyro nomows (103/112)!
o Coo0muTh Bpady 0 TUarHo3e «MHACTECHHS.

o IlnanoBoe oOpaieHue K Bpayy: Npy HapacCTaHUU CIA00CTH, HHPEKIHUIX, U3MEHEHUN
peaxkuuu Ha mpenaparsl.

4. Jleyenue: KJI04YeBble NIPABUJIA
o IlIpenaparsr:

o #llupuoocmuemuna 6pomMud™™* — yinydiaeT HEpBHO-MBILLICUHYIO NEepeady
(mpuHUMATH CTPOTO MO rpaduKy!).

o Kopmukouosr u ummynooenpeccanmol — CHUXKAIOT aKTUBHOCTh UMMYHHOMH
CHUCTEMBI.

o Monoxnonanvuvie aumumena — B TSHKEIIBIX clIyvdasx.

e HeMeaukameHTO3HBIE METOABI: TUTa3Madepe3, TAMIKTOMUS (yAaaeHHe BUIOYKOBON
JKEJIe3Bl).

e Baxno:
o He nponyckate npuem npenaparos!

o MW3berath camosiedyeHNs] — MHOTHE JIEKapCTBa OMACHBI IPU MUACTEHHH (CM.
pazzen 5).

5. OnacHeble (paKTOPHI U 3aNPETHI
o M3sberaiire:

o Cmpecc, nedocwin, gpuzuueckoe nepeymomieHue.

74



o Hughexyuu — cobmoaaiite TMTHEHY, BAKIIUHUPYHUTECH (TOIBKO MOCTIE
KOHCYJIbTAIIMH C Bpauom!).

o Jlekapcmsa:

* AHTHOaKTepUANIbHBIC TIPenapaThl CHCTEMHOTO JICHCTBHS
(aMUHOTIIMKO3HIBI, PTOPXUHOJIOHBI).

* MuopenakcaHThl, IpenapaThl MarHus, 6eTa-oJI0KaTopsbI.
* CHOTBOpHBIE U CEaTHBHBIE CPEJICTBA O€3 COTTIACOBAHMUS C BPAYOM.
o [Ilepecpes (cayHbl, TOpsIYMC BAHHBI).
6. O0pa3 »KU3HU: peKOMEeH AU

PexxuMm qHsi: yepeayiTe akTUBHOCTD U OT/IbIX. M30eraiiTe NIMTEeNbHOM Harpy3KH Ha
OJIHY TPYIITY MBIIIILI.

ITuranmue:
o Empre MArkyro nuily npu HapylmeHuH riIoTaHusl.

o Ilpunumaiite #rmpugocturmuaa oOpomua*™* 3a 30—40 MuH 10 ebI AJIA
YIYUIICHUS JKEBAHHUS.

Pduznyeckas aKTUBHOCTDb:

o YMepeHHbIe ynpakHeHus (x0ab0a, MiaBaHue, iora) mocjae KOHCYJIbTaluu ¢
BpauoM.

be3onacHocts qoma:
o YcTaHOBMTE MOPYYHHU B BaHHOM, n30eraiiTe CKOJIb3KUX MOBEPXHOCTEH.
7. bepeMeHHOCTH 1 MHACTCHUSA
[Tnanupyiite 6epeMeHHOCTb B IEPUO PEMUCCHH.
Perynspao HaGmoaiiTech y HEBpoJIOra M aKkyliepa-ruHeKoIora.

HexkoTopsie npenapatsl (Hanpumep, #a3aTHONPUH**) MOTYT ObITh G€301acHbBI, HO
TpeOyIOT KOHTPOJIS.

8. KoHTaKkThI

Jlewamuii Bpau-HEBPOJIOT:

Tenedon cxopoit momommu: 103/112.

SKCTpeHHHﬁ KOHTAaKT pOACTBCHHUKA:

Ba:xHo!
Hocwute ¢ coboit medanrvon/bpaciem ¢ ykazaHUEeM TMarHo3a.

E)KCFOI[HO npoxXoauTe OGCJIG,[[OBB_HI/IC Mo COrJIaCOBAaHUIO C JICHAIIUM BpavOM.
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IIpoBepsbTe ceds:
e 3Haere M BBl CUMIITOMBI MHACTEHHUYECKOTO Kpu3a?
e Bcerna mu HOcuTe ¢ cO00¥ CIMCOK MPUHUMAEMBIX TPEapaToB?
e OOcynunu ¥ ¢ BpayoM IUIaH JeHCTBUIA pu HH(EKIusx/crpeccax?

Jannas namamka He 3amensem KoHcyIbmayuto epada. Muousuodyanivhsvie pekomeHoayuu
VMOYHALImMe y Cneyuaiucma.

JlocTOBEpHOCTH MOATBEPKAEHA:
o Pexomenmarmn MGFA (Myasthenia Gravis Foundation of America).
e Metonuueckoe nocodue Canamze A.I'. «Kak )XUTh ¢ MUACTEHUEI.
e AKTyanbHbIC KIMHHYECKHE TPOTOKOIBI eueHus (2020-2023 rr.).

Ecau BeI O6Hapy>KI/IJ'II/I HCETOYHOCTH WJIN HYKAACTCCh B JOIIOJIHCHUHU, CBSIXKUTECH C BALIUM
JeyamyM BpauyoM
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IMpuiaoxenue I'l-I'N. HHIkaabl OLeHKH, BONPOCHUKH H JAPYrue ONEHOYHbIE

HHCTPYMCHTBLIL  COCTOSHMUA HNAIIMCHTA, IMPHUBCACHHLIC B KIMHHYCCKHUX

PEKOMCHAAINAX

IIIkana koMuTeTa MEIUIINHCKHUX I/Icc.]'le)IOBaHI/Iﬁ AJIA OHCHKH MbIIIEYHON CHJIbI

Ha3Banue Ha PYCCKOM H3BIKE: IIIxana xoMHTETa MCIUIIMHCKHUX I/ICCJIGI[OBaHI/Iﬁ JIIsL
OLICHKHU MBIIIIEYHOI CHIIBI

OpurunaibHoe Ha3Banume. The Medical Research Council Manual Muscle Testing
(MRC)

Hcrounnk: Kleyweg RP, van der Meché FG, Schmitz PI. Interobserver agreement in the
assessment of muscle strength and functional abilities in Guillain-Barré syndrome. Muscle Nerve.
1991 Nov;14(11):1103-9. doi: 10.1002/mus.880141111. PMID: 1745285.

https://www.ukri.org/councils/mrc/facilities-and-resources/find-an-mrc-facility-or-

resource/mrc-muscle-scale/

Tun (MogYepKHYTH):

- IKaJa OICHKH

- UHJIEKC
- BOIIPOCHUK

- Ipyroe (yTOYHUTB)

Ha3Hauyenme: 17151 KOTMYECTBEHHOM OIIEHKE MBIILICUHON CHIIBI

Conep:xanue:

CuJta MBIIIII] bamel

HOpMaJ'IBHaH MBIIIICYHAasA Cujia 5

I[BI/I)KCHI/IC C IPpCOHOJICHUCM AKTUBHOT'O COIIPOTUBJICHUA (cnna CHI/I)KeHa) 4

" CHUJIBI TAXKECTHU

I[BI/I)KCHI/IC C IMPCOAOJICHUCM CUJIBI TAKCCTU B ITIOJIHOM o0BeMe 3
HBI/I)KGHI/Ie KOHEYHOCTH 0€e3 Mpeoa0JICHUA CHIIBI TAXKECTU 2
Bugumoe COKpalICHUC MBbIIII 0e3 ABUIKCHUS B CyCTaBC (He OLICHUBACTCA 1

npu crubanuu Oeapa)

OTtcyTCcTBHE BUAUMBIX MBIIIEYHBIX COKPAILIEHUN 0

Ipumeuanue: oyenxy MRC 05 Kaxrcoou mvluiybl YKa3ul8ams YeablMu YUCIAMU.
Kiarou (uHTepnperanms): MpoBOAUTCS OayuTbHAS OLEHKA CHUIIBI TECTUPYEMBIX MBIIIIIL,

COTJIaCHO JaHHBIM, MIPHUBCICHHLIM B TaGJII/ILle
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https://www.ukri.org/councils/mrc/facilities-and-resources/find-an-mrc-facility-or-resource/mrc-muscle-scale/
https://www.ukri.org/councils/mrc/facilities-and-resources/find-an-mrc-facility-or-resource/mrc-muscle-scale/

IlosicHeHus1: OCHOBY TECTHPOBAHMS BCEX MBIIIL COCTABIIAIOT IMPUHIMIBI MaHyaJIbHOI'O
MBIIIEYHOTO TeCTUPOBaHMS. CHEUATUCTY CIEAYET 3HATh MOJIOKEHUE TECTUPYEMOM YacTH Tella U
KaKoe [IBIDKEHHE TIO3BOJIICT B HAHWOOJNBIIEH CTENEHH HArPy3UTh TECTUPYEMYIO MBIIIILY.
Creuuanuct ciaeAauT, YTOOBbl MBIIIIBI-ATOHUCTHI ObUIM, 1O BO3MOKHOCTH, ''BBIKJIIOYEHBI" W3

JIBIDKCHHUSI, @ TECTUPYEMasl MBIIIIAa MAaKCHMAJIBHO ""BKIIFOYaach" B paboTy.
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