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Cnmcok cokpameHmni

AT - anTuTena

AX — aneTmIXoanH

AXP — aneTWIX0JIMHOBBIE PELETTOPBI
AXD — aneTuIIXoJMHICTEpa3a

I'KC — riarokoKopTUKOCTEPOUIbI

WCH - utepannoHHasi CTUMYJISIUS HEpBa

MyCK - mblieunas cnenuduyeckasi peuenTopHas THpO3UHKHHA3a

MyCK-MI" —muactenus rpaBuc, cBa3aHHas ¢ HaanuueM AT knacca 1gG k MbleyHoM

crenu(puIecKoi pelenTopHO THPO3UHKHHA3E

CH-MI' - ceponeratuBHas MUaCTEHHUsI TPABUC

THM - TpaH3uTOpHAast HEOHATaJIbHAsl MUACTEHUS

OMI" — sanexTpomuorpadus

IOMI - lOBeHmbHas ayTOMMMYHHasi MUACTEHUS TPaBUC
HLA - human leukocyte antigen; riaBHBIM KOMILIEKC

YCJI0BCKa

TKAHEBOU COBMECTUMOCTHU



1. Kparkas nanpopmanus

1.1 Onpenesienue

MuacteHust — 3TO ayTOMMMYHHOE 3a00JIeBaHHME, XapaKTEPU3YIOLIEEeCs HapyLIEHUEM
HEpPBHO-MBIILIEYHON  Mepefaud U HposiBisiiolleecs  €1aboCThI0O W HATOJOTUYECKOM
YTOMJISIEMOCTbBIO CKEJIETHBIX (TIONEPEUHONOI0CATHIX) MBIIIIII.

1.2 ITHOJIOTUA U IATOTreHe3

[Io coBpeMeHHBIM NIPEACTABICHUSAM, OCHOBOM IIaTOr€HE3a MUACTEHUU SBISETCA
ayTOMMMYHHAasl peakliysi, BbI3BaHHAs CBSI3bIBAHMEM aHTHUTEJIAMU alleTUIIXOJMHOBBIX PELENTOPOB
(AXP) mnocTrcHHanTH4YECKMX MeMOpaH IONEepPeuHONoocaToll MycKyiarypsl. UYucio 3Tux
pPELENTOPOB 3HAYMUTEIBHO CHIDKEHO IIOJ BO3JECHCTBHEM JTHUX AayTOAaHTHUTEN. B HEKOTOpbIX
cllydasix nIpu ayTouMMyHHOU MuacteHuu rpasuc (MI') ne BoisBisitores antutena (AT) k AXP, u
Takasg (¢opMa moJiyuyuia HazBaHue cepoHeratuBHoi muactenuu rpaBuc (CH-MI). Tepmun
«CepOHEraTHUBHAas SBJIIETCS HETOYHBIM 0 OTHOLICHHUIO K TPYIIE MalleHTOB, BKIIIOYas JeTeH,
umeromux AT kmacca I1gG k MblmeyHoil crneuuduyeckoil peuenTopHOl THUPO3UHKUHA3E
(MyCK). Orta ¢dopma mnomnyunna nHazpanue MyCK-MI'. Xots mnonydeHsl yOeauTelbHbBIC
noka3zatenbcTBa naroreHHocT AXP AT, natorenetuueckas posib MyCK AT ocTaercs HesCHOM.
Moryt BbISIBISATBCS U Apyrue AT, posib KOTOpbIX HE YCTAHOBJIEHA, B TOM 4YHUCJIE K TUTHHY,
PUAHOIMHOBBIM PELIENITOPaM U BHYTPUKIETOUYHOMY AXP-cBsi3aHHOMY IPOTEUHY PAIICHUHY.

Mexanusm, 3anyckaoomuid BblpaboTky AT, ocraercs HeusBecTHbIM. Ha  poib
BUJIOUKOBOM jKelne3bl ykasbiBaeT coderanne AXP u nuMdongHON runepriia3uuu OImyXxoJsen
TUMYCa, a Takke 3P pextuBHOCTS TUMAIKTOMUU. [Ipr MyCK-MI' eciiu 1 BBISBIAIOTCS, TO JIUIIIb
HeOOJpIIME  THCTOJIOTMYECKHE  M3MEHeHus  Tumyca. Ha  Haimuuume  reHeTH4ecKou
MIPEIPacIoOKEHHOCTH YKa3blBa€T OTHOCHUTEIBHO YAacTO HaOIofaroluecs KIMHUYECKUE U
anektpomuorpapuueckne (OMI) cuMOTOMBI Yy PpPOJICTBEHHHKOB OOJBHOTO H  4acTo
BCTPEYAIOIIUECS OTIAENbHBIE IPYIIIBI AaHTUT'€HOB IJITABHOI'O KOMIUIEKCA TKAHEBOM COBMECTUMOCTH
yenoseka (HLA).

Otmedaercss couyeTaHue € JAPYrUMU ayTOMMMYHHBIMM PacCTpOMCTBaMU, OCOOEHHO C
[aTOJIOTUEN UIMTOBUJIHOM Kene3bl (THMep- WIM TUIOTUPEO03), PEBMATOUIHBIM AaApPTPUTOM,
KpacHOU BosiyaHKo# M auaberoM. IIo naHHBIM HEKOTOPBIX MCCiENOBaTENEl 3J0KaUECTBEHHBIE

OTTYXOJIM OTMEYAIHUCh Y 5% neTeid.



1.3 nuaeMuoJI0rus

Mpuactenust - 3a0oJjieBaHHE OTHOCUTENIBHO PEIKOEe, XOTA CYIIECTBYET JOCTAaTOYHO
OCHOBAaHUM CUUTaTh, YTO HAOJIOJAIOT €ro 3HAYUTENBHO 4Yallle, YeM cuuTainu paHee. Hauboinee
MpeApacloiokeHsl K 3aboneBanmio Jymna ¢ ¢enorunom HLA-B3, HLA-B8, HLA-DW3.
Pacnipoctpanennocts muactenuu cocrasiser 0,5 — 5 cinygaeB Ha 100 ThIC. HaceneHuUs, OJTHAKO B
HACTOsIIee BpeMs MMEeTCs TeHJEHIUsl K YBEJIWYEHUIO uncia O0JpHBIX U cocTaBiser 10 — 24
ciydas Ha 100 Teic. HaceneHus. MuacTeHus MOXeT 1e0I0THPOBaTh B JII0OOM BO3pacTe, HauuHas
C paHHEro JeTcTBa (4Yamie y JAeBOYEK M B IMOJPOCTKOBOM BO3pacTe) U 3aKaHuUMBas TIIyOOKOMH
crapoctbio. Jletr u moapoctku 110 17 net coctaBisitor 9-15% 6onpHBIX MUacTeHuel. B neTckom
BO3pacTe 4Yalle BCTpedaeTcs IoBeHWIbHas ¢opma wmuacteHuu. [lpubmusurensHo y 5-20%
MJIa/IeHLEeB (10 JaHHBIM Pa3HbIX UCTOUYHUKOB), POXKICHHBIX OOJILHBIMU MUACTEHUEH MaTepsimMH,
pa3BHUBaeTCsl TpaH3UTOpHas HeoHataibHass MmuacteHus (THM), oOyciioBieHHass MmepeHOCOM
yepe3 IUIalleHTapHbId Oapbep aHTUTEN K aleTHWIXOJHMHOBbIM peuentopaMm (AXP) ot marepu.
Haubonee Bbicokast 3a00/1eBaeMOCTh OTMEUaeTcs B 2-X BO3pacTHbIX KaTeropusx: 20-40 ner (B
3TOT MepHuoJ yaule O0JICIOT XKEHIIHUHBI) U 65-75 neT (B 3TOT MEPUOJl MYXKYHMHBI U SKEHIIUHBI
MOPAKAIOTCS OJIMHAKOBO 4YacTo). Cpenuuid Bo3pacT Hadayia OOJIE3HM Yy JKCHINMH - 26 JeT, y
MYX4uH - 31 rof.

1.4 KogupoBanue no MKb-10

G70 — Myasthenia gravis W Jpyrue HapyIICHUS HEPBHO-MBIIICYHOTO CHHAICA:
uckio4YeHsl: 6otynusm (A05.1), Tpan3uropHast HeoHaTanbHas Myasthenia gravis (P94.0)

G70.0 — Myasthenia gravis

G70.1 - Tokcuueckre HapyIlIeHUsI HEPBHO-MBIILIEYHOI'O CHHAIICA

G70.2 - BpoxaeHHast Ui npuoOpeTeHHass MUacTEHUS

G70.8 - Ipyrue HapyiieHuss HEPBHO-MBIIICYHOTO CHHAIICA

G70.9 - Hapymienre HEpBHO-MBIIIIEYHOTO CHHATICA HEYTOYHEHHOE

1.5 IIpuMepbI ATHATHO30B

o Muacmenus, eenepanuszosannas gopma, npozpeccupyroujee medenue, cpeoHss Cmenetsb
msdicecmu, 00Cmamoynas komnencayus Ha goone AXIII.

o Muacmenus, noxkanvnas (21a3nas) ¢opma, cmayuonapHoe meueHue, J1e2Kds CMeEneHb
madxcecmu, xopowias komnencayusi Ha AXOI1.

o Muacmenus,  ecemepanuzosannas — ¢opma ¢ ObIXAMENbHLIMU  HAPYUEHUIMU,
npoepeccupyrowee msaoicenoe medenue ¢ Hedocmamounou komnencayueu na AXIII.

1.6 Kitaccudukaius




Cy1iecTByeT HECKOJIBKO Kiaccudukanuii muactenud. Haubosee pacnpoctpaneHna B Mupe
knaccudukanus no Occepmany (MpuHATA Kak MexayHapomHas B 1959r. B Jloc-Amxenece,
Moauduimponana B 1971r. Occepmanom u J>KEHKHHBIM).

['enepanu3zoBaHHasi MUACTCHUS:

o MmwuacreHus: HOBOPOKICHHBIX
o Bpoxnennas MuacteHus
o JloOpokadyecTBeHHas ¢ 0TaTBLMOTIAPE30M MK O(QTATBMOTIIETUEH
o CewmeiiHas nerckas
o IOnomeckas MuacTeHus
I'ma3nas Muacrenus:
o IOnomeckas
o B3spocnas

B.C. Jlo63unbiM B 1960r. mpemioxkeHa kiaccUPUKAUS MHUACTEHHM [0 TEYECHUIO
MaTOJIOTUYECKOTO Mpoliecca:

1 — octpoe Hawano ¢ OBICTPHIM PA3BUTHEM CHMIITOMOKOMIUIEKCA W B JaJbHEUIIEM
MEJICHHOE MPOTPEeCCHpPOBAHNE,

2 — ocTpoe Hauajo, Oojiee AnuTesnbHOE (0T 3 MecsieB A0 | roga) pa3BUTHE CHHApPOMA,
TEYEHHUE C PEMHUCCHUSIMH, HO HEYKJIOHHBIM ITPOTPECCUPOBAHUE,

3 — mocCTeneHHOe Hayalo, MEIJICHHOE Pa3BUTHE HAa MPOTSHDKEHUH HECKOJBKUX JIET U
MOCJIEYIOIIEe MEAJIEHHO MTPOTPECCUPYIOLEe TEUEHHE,

4 — HayaJyo ¢ OrpaHUYCHHON TPYIIIHI MBIIII U MEUIEHHOE TPOTPECCUPOBAHUE.

B 1965 r. A.I. IlanoBeiv, JL.B. J[lorenem u B.C. Jlo63unbM pa3paboTana
KJaccu(uKaus MUACTEHUH 10 JIOKAJTU3AIUH TTaTOJIOTHIECKOTO MPOoIiecca ¢ y4eTOM HapyIICHHS
BUTAIBHBIX (PYHKIMH (HApyIIEHHEM JIBIXaHUS M CEPICUHON NIEATETLHOCTH):

| - renepasin30BaHHAasA:

a) Oe3 HapylleHUs BUTAIbHBIX (DYHKUMHA, 0) C HapylIeHHEM [bIXaHUS U CEepJIeUHOU
JeSTeIbHOCTH,

2 - TOKajbpHasi:

a) nuueBas ¢opma (ry1a3Has, TJIIOTOYHO-JIUIIEBAs), 0) CKeJIeTHO-MbledHas dopma: 0e3
HapYIIEHUs IBIXaHUS U C HAPYIICHUEM JIbIXaHUSI.

Haubonee ynoOHa mist mpakTHYECKOTO Bpaya KiaccuduKaims, mpeyiokennas B 1965 r.
b.M. I'extoMm. B Hell yuuTbiBaeTcs Xapakrep TeueHHUs 3a00JIeBaHUS, CTENEHb IeHepalu3aluu
MHUACTEHUYECKOTO IMPOIIECcCa, TSHKECTh JBUTATEIBHBIX PACCTPONCTB U CTETIEHh UX KOMIICHCAIIUU
Ha (OHE MHTUOMTOPOB aleTUIXOIHHACTEpa3bl (AXD), 4TO MOMOraeT JOCTATOYHO IIOJHO H

TOYHO COPMYIHPOBATH JUATHO3.
8



[lo xapakrepy TeueHus:

1. Muacrennyeckue »Hnu304bl (OAHOKPATHBIA WM PEMHUTTHUPYIOLIEE TEUYEHHE) —
MpeXodlue ABUraTeIbHble HApyIIEHUs ¢ TOJHbIM perpeccoM (10-12%).

2. MuacreHudeckre COCTOSIHMSL (T.€. CTAallMOHAPHOE TEUEHUE) — CTalMOHapHas
Herporpeccupymoias ¢popma B TeueHre MHOTuX JieT (13%).

3. Ilporpeccupyroiiee TeueHHE — HEYKJIOHHOE MporpeccupoBanHue 3adoseBanus (50-
48%).

4. 3nokauecTBeHHas (opMa — OCTpO€ Hayajo U OBICTPOE HapacTaHWE HapYIICHUS
bynkuu M (25%).

DopMBbI IEPEXOIAT APYT B Apyra.

[To noxanuzanuu:

— JIOKaJbHBIE (OTPAaHUYEHHBIE) TPOIECCH: TJa3Hble, OyIbOapHbIE, JHIICBHIE,
KpaHUaJIbHbIE, TYJIOBULIHBIE;

— TeHepalM30BaHHbIE MPOLECCHl: TeHepalu30BaHHble 0e3 OynbOApHBIX HapPYIICHUH,
reHepaI30BaHHbIC U F'€HEPAIM30BaHHbIEC C HAPYILIEHUEM JbIXAHHUS.

[1o crenenun TsHKECTH JBUTATENIBHBIX PACCTPOMCTB:

- JIerKas

- CpeAHEN TAKECTH

- TsDKeTast

[lo cremeHn KOMIIEHCAlMM JBHUTaTElIbHBIX HapylleHUH Ha (OHE HUHTHOUTOPOB
aneTUIXoauHAICTEpas3sl (AXD):

- TIOJIHAs,

- I0CTaTOYHasl,

- HeJlocTaToYHas (TUI0Xast).

2. JIMarHoCcTUKA

2.1 Kaao0bl U1 aHaMHe3

IIpu coope anammesa u xHcanod oopawarom HUMAHUE HA USMEHYUBOCMb CUMNIMOMOS 8
meyeHue CYmokK, C65A3b UX C HA2PY3KOU, HAIU4ue YACMUYHLIX UAU NOJHbIX PeMUCCULll,
o0bpamumMocms CUMnNmMoOMO8 Ha ¢hone npuema uneubumopos AX2 (na epems ux oelicmeus) u Ha
ghone adekeamuol UMMYHOCYNPECCUBHOU MePanuu.

2.2 du3ukaJILHoe 00cIeI0BaHNe

Knunuueckuti ocmomp 00JIdICeH BKIIIOYAMb UCCACO08AHUE 061/14620 HeBspolocU4YeCcKo2co
cmamyca, a makoice npoeepKy  Culbl Nnpou3zeosibHblx Mbluly Jauya, weu, myjiosuwa u

KOHeuHocmel 00 U nocje Hazpy3Ku (oyenka cunvl 8 bannax, 20e () — omcymcemesue cunvl, 5 — cuna



OaHHOU 2pynnvl MbluY 300p08020 4enogeka). OOHUM U3 CAMbBIX BANCHLIX KIUHUYECKUX Mecnmos
015l OUACHOCMUKU MUACMEHUU SAGTISIeMCsl HAAuYyue CUHOPOMA NAMON0SUYECKOU MblUledHOU
VMOMAAEMOCMU. HAPACMAHUE CUMAMOMO8 nocie Haepy3ku. Hanpumep, napacmanue nmosa,
271a3008U2AMENbHBIX HAPYULEHUU NPU uKcayuu 630pa, nocie 3aHCMypUBaHUsl;, CHUNCEHUE CUTb
8 OMOENbHbIX 2PYNNAX MblldlY NOCe NOBMOPHLIX AKMUBHBIX OBUNCEHULl 6 ucciedyemou
KOHEeYHOCMU, NPUCeOaHuti uiu Xoo0boOvl, Nos6IeHUe UlU HaAPACMAHUe peyesblx HApYuleHUl npu
cueme, umeHuu 8cayx u m.o. Ilpu smom He 8blAGNAEMCA HUKAKUX CUMNIMOMOS8 OP2AHUYECKO20
NOpaNCeHusi HepeHOU U HEPEHO-MbIULEYHOU CUCmeMbl (Npu OmMCYmMCmeuu COnymcmeyiouux
3ab0ne6aHull): Hem HAPYUIEHUL 6 peqhieKmOpHOU U KOOPOUHAMOPHOU c@epe, COXpaHeHa
YY8CMBUMENbHOCMb, 8 MUNUYHBIX CAVYAAX OMCYMCMBYION MbluleyHble ampoduu, COXpaHeH
MbIUEYHbBIT MOH)C.

FOgenunvnas aymoummynnas muacmenus zpasuc (FOMI)

Cumnmombl 601€3HU MO2YM pa38UBamuvCs 6 106oM o3pacme cmapuie 00H020 200d, HO
Haubonee yacmo nposBIAIomcs y 0e804eK 8 N0OPoCmKo8om eo3pacme. Hauano 6oneznu modxcem
ObIMb NOCMENEeHHbIM UIU BHE3ANHBIM.

Knunuueckasa kapmuna xapaxmepusyemcs.
O nopadiceHuem 2na3008U2amelbHbIX MbldY ¢ OunIonueu, ogpmanvmonnecuer U nmo3om

(mo2ym 6bimb CUMMEMPUUHBIMU, ACUMMEMPUYHBIMU UTU OOHOCMOPOHHUMU),

O cnabocmeb Muluy auya (0COOEHHO Kpy2o8ol Mbluybl 21a3a),
O €1abocmsb NPOKCUMATILHBIX OMOEN08 KOHeUHOCmell,

O nopasiceHue OblXamenbHOU U POMO2N0MOYHOU MYCKYIAMYypbl,
O 2nyOOKUe CYXOHCUTbHBIE PepIeKCbl COXPAHEHDL.

Ilpu obcnedosanuu Ooemeil ¢ pazeusuielicsi ObIXAmMeabHOU HeOOCMAmMOYHOCMbIO NPU
Omcymcmeuu 1e20YHOU NamoI02uu HeooxXooumo yuumoleams 6osmodicHocmos FOMI, daoice ecnu
omcymcmeyom opyaue CUMNMoMbl 3mMo20 3a001e6aHUSL.

llepsonauanvro melweunas cuna modxcem Obimb HOPMATLHOU ULU NOYMU HOPMATbHOU,
U NOIMOMY MBIUUEYHYIO CUTLY HYIHCHO OYEHUBAMb 00 U NOCIe PUULECKOL HA2PY3KU.

Yacmoma  cnyuaes, npu  KOMOp®LIX  NOpaXdCeHue  O2PAHU4eHo  MOJbKO
271a3008U2AMENbHLIMU ~ MbIUUYAMU  (27IA3HASL  MUACEHUs), CYWECMBeHHO Omau4aemcs: 8
Pa3uuHbIX nyonukayusx, Ho, eeposmuo, cocmasusiem 20-50%, u 0o 80% y manenvkux oemetl 6
Kumae. MyCK-MI" uawe ecmpeuaemcs y dHCeHwuH, 8 KIUHUYECKOU KapmuHe npeobiadaem
c1abocmo 21a3008USAMENbHBIX MbIUY U MbIUY Yepend, OMMedaromcs 4yacmole pecnupamopHble
kpusvl. Paznuuus mexcoy MyCK-MI" u AXP-MI" ewye npedcmoum 6visacHums.

Tpanszumopnan neonamanvnasa gpopma (MuacmeHus HO80OPOIHCOEHHHIX)

Knunuueckue NPpOA6IEHUA 6KII0OYAIONt.
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O 00WYI0 MBIULEYHYIO 2UNOMOHUIO,

O cnabwlil KpuK,

O 3ampyoHeHHOe ObIXaHUue U COCaHue,

O  B8O03MOJICHO pazeumue nmosd,

O  amMuMuu, e1a3008uU2amenbHblX HapyuleHuUl,

O paccmpoiicme 210manus, CHux3cenue 21y00Kux pegiekcos.

Bpoorcoennvie muacmenuueckue cunopomsl 6oee noOpoOHO NpedCcmasieHvl 8 NPULOHCEHUU
Il

Tpexooswuti muacmeHuueckuii CUHOPOM, NPOABAAIOWULCS Y MAKUX Oemell 8 nepavie OHU
HCUSHU U npoooadcarowulca 6 medenue [1-1,5 mec., o00ycnoenen nepeHocom uepe3
naayenmapuslil bapvep aumumen kK AXP om mamepu.

O conymcmeyrwumMu  3a001€8aHUAMY, U  AGIAIOMCA  OMAUYUMENbHBIM — NPUSHAKOM
cocmosinus, nazvieaemozo ceuuac BMC ¢ snuzoouueckum antos).

Taxkum obpazom, omauyuem 6cex CUMNMOMOE MUACMEHUU ABNAeMcs OUHAMUYHOCMb 8
meuenue Cymox, YCUleHue nocie Ha2py3Ku, 00pamumocmv Ul YMeHbuleHue CMeneHu ux
8bIPANHCEHHOCU NOCIE OMObIXA.

Muacmenuueckuii Kpu3, npu KOMOPOM NO PA3HLIM NPUYUHAM NPOUCXOOUM pe3Koe
VXyouieHue COCMOSHUA C HapyuleHuem SUmanbHulx @yHkyui. Monekynsaphoi o0cHO8ouU
MUACMEHUYecKo20  Kpusd,  6epOsAmHO,  ABNAEMCs — pe3Koe  YMeHbuleHue  KOIudecmeda
dyukyuonupyrowux AXP ecredcmeue maccupo8anwHol amaku ux aymoawmumenamu. Hacmo
MuacmeHu4ecKuil Kpus nposoyupyemcs OponHxone204nol uHgexyuet, a é psoe ciyiaes Ha ¢oue
Kpu3a pazeueaemcs NHEGMOHUS, U MO020ad HAPYULeHUs ObIXAHUS MO2YM HOCUMb CMeUlaHHblU
xapaxkmep.

Hudhdepenyuposamov  muacmenuueckuti Kpuz om Opy2ux MAMNCENbIX COCMOAHUL,
CONPOBOAHCOAIOUSUXCS PECNUPATNOPHBIMU PACCMPOUCMEAMU, MONCHO NO HATUYUIO!

o 6ynbbapHo2o cuHopoma,

O  2UNOMUMUU,

O nmos3a,

O  ACUMMEMPUUHO20 HAPYIHCHO2O Oppmanbmonapesa,

O crabocmu u YmMoMaAAeMOCmU Mbluiy KOHEeYHOCmel U weu (YMEeHbUAoWUxcs 6 omseem

Ha 8gedeHue uHeubumopos AX2).

Cnedyem omauuams muacmeHudyeckuil Kpu3 om xonunepeudeckozo (Ilpunoscenue 172),

KOMOpbwlll pazeueaemcs npu u3dowblmounou 0oze uneudbumopos AXJ. Obwumu cumnmomamu

KpU308 A8/15emcsl 8blPANCEHHAS CLAOOCIb NPOUBONbHOU MYCKYIAMYPbl C HAPYULeHUeM ObIXaHUs
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U Oy1bOapHbIM CUHOPOMOM, NCUXOMOMOPHOE B030VICOeHUe U HapyuleHue CO3HAHUs (conop,
Koma,).

Cmewannvle (Muacmenuueckuti + XoauHepeudeckutl) Kpusvbl 6Cmpeyaomcs y 001bHbIX
muacmenueu Npu  HeNpABUIbHOM nNpueme U/ UIU  UBHAYATLHO  V3KOM  OUAna3oHe
mepanesmuueckux 003 uneubumopos AX3, a makdce Ha @oHne COCMOAHUL, BbI3LIBAIOUUX
00WYI0 UMY  MBIEYHYIO  CIAO0CMb  PA3IUYHO20 2eHe3d (UHMepKyppeHmHble UHpeKyul,
comamuyeckue,  20pMOHANbHbIE — HAPYWIEHUs,  NpueM  Npenapamos,  GIUAWUX  Hd

COKpamumensuyro QyHKyuro npou380IbHbIX MblY U Op.).

2.3 JIaGopaTopHas AMATHOCTHKA

(Cuna pexomenaanuii — 1; 1octoBepHOCTH J0Ka3aTeabcTB — C)

e PexomenayeTcs onpeaesieHne aHTUXOJIMHAICTEPA3HBIX aHTHUTEI.
Kommentapuu: Aumumena x AXP eviasnaiomcs y Oemeii 6 npederax 60-80%. B
0 50% o . T
npenybepmamuHom 803pacme mecm NOoJN0ICUMENeH NPUMEPHO Y o Oemeu. Tump
aHmumen CHUMNCaemcsi y YCnewHo NponedeHHblX nayuenmos. M3 ceponecamusHulx Ha
anmumena k AXP, okono 40-50% ceponecamusnvr na anmumena k MyCK. bonee
8bICOKAS 4ACMOmMa HAIU4Usl SMUx anmumen y oemel mo4HO He YCMAHO08]eHd, HO OHU

mozym npucymcmeoeambv npu Hadaie 3abonesanus 6 PaAHHEM 0emcKkom eozpacme.

2.4 UHCTPpYMEHTAJILHAS JUATHOCTHKA

e Pexomenpayercs nmpoBenaeHue urepanuonHo crumyssinuu HepBa (MCH), uto mo3BossieT
BBISIBUTH JICKTPUICCKYIO HEPBHO-MBIIIICYHYIO OJIOKATY.
(Cuna pexomengaruii — 1; 10cTOBepHOCTH A0Ka3aTeabcTB — C)
KommenTapuu: Omom mecm ewizvieaem cmpecc, 0COOEHHO Y ManNeHbKUX Oemel, U
NO3MOMY OONIHCEH BLINOTHAMbBCA waoswe. TexHuueckue mpyoHocmu y MAaieHbKux oemeti
makoice CcocmaegnAm npoonemy, u nod3MoMy neped mem, KAK 00bAGIAmMb mecm
NONOACUMETILHBIM, HYHCHO OblMb NOTHOCMbIO YBEPEHHBIM, YMO CHUNCEHUe aAMNIUMYOobl
npoucxooum no muacmenudeckomy muny. CymMmapHvle nOmeHyuanbl 0eticmeus Moluiybl
Quxcupyromecs ¢ no8epxXHOCMHLIX 31eKMpPoo08s, Iyuuie HA0 C1abou mwluyel, Yacmoma
cmumynayuu Hepsa 31y u 51y. CHudcenue amnaumyovl 6onee uem Ha 10% 6
NpOMedCYmKe ¢ mpemve20 Nno NAMvlil HOMEHYUAN CYUMAemcs: NOJI0NCUMENbHBIM
pesyiomamom. OQonosonokonnas IMI, nossonsowas 6biA6UNMsb YCULEHHOE «OPOACAHUEY

npu cokpawleHuu nap 60JI0KOH, A6JIAENICA bonee uyecmeumenbHblM, 4em KilacCudecKkas
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HUCH, no mpyonoswinonsnumvim y oemeti memooom. Hopmanvnas UCH ne ucknrouaem

ouazrnoza IOMT"

Pexomenayercs B TUAarHOCTHMYECKH CIIOKHBIX CIIydasX MPOBOAMUTCS Mopdojaornyeckoe
WCCIeOBAaHUE  MBIIIEYHOro OuomnTata (CBETOBAas, DJIGKTPOHHAs  MHKPOCKOIIHS,
TUCTOXMMHYECKOE, UMMYHOTUCTOXUMHUYECKOE, UMMYHO(DITYOPECIICHTHOE U IPYTrHe BUIBI
BHU3YaJIbHOTO M3y4€HUSI HEPBHO-MBIIIICYHOTO COSMHEHUS U OKPYKAIOIIHUX €r0 TKaHEH ).
KommenTapuu: OcHogHnbie KauecmeeHmble U KOIUYECMBEHHbIE UBMEHEHUs Npu
MuacmeHuu 0OHAPYIHCUBAIOMCS 8 NOCIMCUHANMUYECKOU MeMOpane, KOMopas cO0epiHcUm
AXP, u 6 cmaouu pazeeprHymot KiuHudeckou kapmunvl yucio AXP chuscaemcs oo 10-
30% om HOpmanbHLIX 3HAYEHULl, nadaem ux niIOMHOCb.

2.5 UHasi AMarHocTuKa

(Cuna pexomenaaunuii — 1; 1ocroBepHOCTH J0Ka3aTeabcTB — C)

PCKOMGHIIYGTCSI IIPUMCHCHUC AHTHUXOJMHICTCPA3HBIX  MPCIapaToB

mpoba ¢
unruouropamu  AXD:  HeocturmuHamerwicyinbdar  (kog  ATX: NO7AAO01),
nupunocturmMuia rugpoxiopus; (kog ATX: NO7AAO02). Ilocne BBeneHuss OJHOTO W3
X mpemnapaTtoB 3hdexT HaOMogaeTCss B OJHOM WM HECKOJBKHUX OCIa0JIEHHBIX
Mblmnax. Haubonee vacto mpoBoauTcs mpoba ¢ HeocTUrMuHameTwicyiabparom. Jloza
noadupaercs MHAMBUAYabHO M3 pacyera 0,125 mr/kr maccel Tena (OpUEHTUPOBOYHO:
1,5mn 0,05% pactBopa — nipu Macce tena g0 70kr u 2mi — npu Macce tena Oosiee 70kr
WIN TPU BBIPAKEHHOW TIeHEpaJIu30BaHHOW cIabOCTH MBbIIIL KOHEYHOCTed 0e3 yuera
Macchel Tena). MoxHo u30paTh 1000 MapeHTepalbHbI MyTh BBEACHUS IpernapaTa, HO
O0OBIYHO JIeTIaeTCs MOJKOXKHAsA UHbeKIMsA. OneHnBaeTcs AeiicTBUEe mpemnapaTa yepe3 30-
40 MUHYT.

KommenTapuu: [lonoscumenvuou nonnou npoba cuumaemcsi Npu 60CCHMAHOGIEHUU
MbIUEYHOU Culbl 00 5 0annoe ¢ KomneHcayueu Oy1b0apHblX U 21a3008UcAMENbHbIX
HapyuieHutl, NOJOHCUMENbHOU HeNoHOU — NpU Hapacmauuu cuivl Ha 1-2 6anna, Ho 6e3
NOJIHO20 ee 8O0CCMAHOBAEHUs U (UTlU) COXPAHEHUU PedYYUPOBAHH020 0Y1b0aApHO2O UIU
enazooguzamenvHo2o  oegpekma.  HYacmuunas — Komnencayus — 3axkniodaemcs 8
usbupamenbHom Oeticmsuu urneubumopos AX3 Ha omoenvHble epynnvl Mbluly, KaK
npasuno, ¢ HApacmaumuem CUulvl NPOU3BONbHLIX Mblwy Ha 10ann. Bwidensemcs
COMHUMENbHASL NPO3EPUHOBASL NPOOA, KO20d OMMedaemcs HeKomopas NoI0HCUMENbHASA

OUHAMUKA 6 OMHOUIEHUU OMOENAbHbIX CUMNIIOMOS (ymeHbmeHue nmos3a Ha ]—ZMM,
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HeKomopoe yeseluderue 0bvema O08udCeHUll 21A3HbIX }16JZOK, HecKkoIbKko bonee 360HKUL

20Jl10C, 6nedaniiieHue 0 HEKoOnopom HapacmaHuu Culbl Moblutly KoHeynocmell u m.o.

e PexoMmeHayeTCsl  BBEACHHWE  BHYTPUMBINICYHOC WM TIOJKO)KHOE  HEOCTUTMHHA
METHJICYJIb(aTa MpH MOJ03PESHUU HA TPAH3UTOPHYIO HEOHATAIBHYIO (OopMy (MHUACTCHUS
HOBOPOKJICHHBIX).

Kommenrapumn: Kiunuueckue cumnmomsl nO3601410M  NOCMAGUMb  NPABUTbHBLU
0uazHo3, eciu U38ecmHo O CYWeCmeo8aHuu MUACmeHuu y mamepu, Ho 3abonesanue
mamepu modcem OblMb  HEOUASHOCMUPOBAHHBLIM UNU NPOMEKamv  0ecCUMNIMOMHO.
Juacnoz noomeepocoaemcs npu  GHYMPUMBIUUEYHOM UTU  NOOKONCHOM  68€0€HUU
Heocmuemuna memuncynoghama (Koo ATX: NO7AA01); HCH makace modcem
8LINOIHAMBCA 0151 NOOMBEPHCOCHUS. OUASHO3A, HO ee NposedeHue 8 3MOM 803pacme
MexHu4ecKu 3ampyoOHumenbHo u 6one3nento. /s ouaznocmuku, a 3amem u OJisl leYeHus,
npeonoumumenvree npumenamo Heocmuemuna memuncynvgpam (koo ATX: NO7AA0I,
Ilpozepun), ocobeHHo neped KopmieHUeM, MaxK Kaxk e2o d¢hgexm npoooaxcaemcs
dosvue, umo oaem 6ovbule 8pemenu 01 00caedo8anus (Hanpumep, pazosas 0o3a 0,1 me
nepeo KoOpMieHuem, a OONOJIHUmMeNbHble 003bl - N0 Mepe He0OX0OUMOCML).

Ecnu  ouaenos muacmenuu  8vizvigaem — comHeHus, mpeOyemcsi  OUHAMUYECKOe
HabawoeHue, nposedeHue npodHo2o Kypca uHeubumopos AXD (nupudocmuemuna
2UOPOXTIOPUO 8 COYemaHuu ¢ Npenapamamu Kaius — mMOIbKO Ccmpo2o u3be2as
XOJIUHEpUYeCKUX peakyuil), NOBMOpHoe KIUHU4YecKoe u snekmpomuozpaguueckoe (OMI)
obcnedosanue.

Anmuxonunscmepasuwiii mecm u MCH ne obnaoarom 6vlcokoil Yy8CmMeumenibHOCmvo U
cneyugpuuHocmolo, moeoa Kax Hanudue awmumen Kk AXP cneyugpuuno ons muacmenuu
epasuc.

2.6 lupdepennmanbHas AMArHOCTHKA.

Huaenos muacmenus cmasumcsi Ha OCHOBAHUU COBOKYNHOCMU KIUHUYECKUX OAHHUBIX,
Pe3yIbmamos UHCMpPYMeHmManbhblx 0ociedosanull. 1 1aenoe omauyue MuacmeHuu om Opyeux
Gdopm namonocuu - OUHAMUYHOCMbL CUMNMOMO8 U NOJONCUMENbHAS DeaKyus HA B8edeHue
AHMUXOJIUHICMEPAZHBIX NPENAPamos.

Heobxooumo ucknouenue credyrouux 3a001e6anull.

- BHOOKPUHHASL OQhMATbMONAMUSL,

- OKyn0GapuneeanbHaAsk MblledHAs OUCMPOPUSL,

- PACCesHHbII CKepO3,

- cunopom Duwepa;
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- bomynuzm,

- cunopom Tonocwi-Xanma;

- MUMOXOHOPUANbHbIE YUMONAMUU,

- KOH2eHUMAalbHble MUACMEHUYeCcKUe CUHOPOMbL U Op.

bynvbapnvie npossnenus muacmenuu credyem oughghepenyuposams ¢ cocyoucmvimu u
ONYX0JIe8bIMU NOPANCEHUAMU MO32d, Ol KOMOPLIX MUNUYHBL BbIPAINCEHHbIE 00UeM03208ble
CUMNMOMbL, a4 MAaKHCe Omcymcmeue OUHAMUYHOCIU HAPYWEHUU U peakyuu Ha 68edeHue
AHMUXONUHICMEPAZHBIX NPENApaAmos.

Hnoeoa 3nauumenvhvie mpyoHOCmMuU 803HUKAIOM NPU OUDDepeHYUATbHOU OUACHOCTIUKE
muacmenuu u 060xk06020 amuompoguueckozo ckiepoza (bBAC), npu xomopom 6 HeKomopwvix
CILYYAsIX 803MOICHBL HE MOIbKO KIUHUYECKUe CUMNMOMbI MUACMEHUU, HO U HAPYUEHUS HEPEHO-
MblUEYHOU nepedauu U peaxkyuu Ha 86edeHue aHMUXoIUHICMEPAa3HulX npenapamos. B maxux
CYYasX NPABUNIbHLIL OUASHO3 MONCHO NOCMA8umb MONbKO nocie npogedenuss IOMI,
gvlAGAIOU el NPUSHAKU OeHep8ayul U peuHHepeayuu, a makdxice Hauiuyue 601buo20 Koiuvecmeda
nomenyuanos gacyuxyrayuu, xapakmepuwix o1 BAC. /[vixamenvuvle paccmpoiicmea u Kpu3svi
npu muacmenuu credyem ouggpepenyuposamo ¢ cunopomom [uiiena-bappe (CI'B), ons
KOMOpo2o xapakxmepha apegiekcus, HapyueHue cocmasa IuKeopd, Omcymcmeue HapyuleHuu
HEPBHO-MbIUUEUHOL nepedayu U peakyuu Ha 66e0eHue aHMUXOIUHICMEPA3HbIX NPEenapamoa.

Crabocmov mviuiy mynosuuia u KoHeuHocmet y O0IbHbIX MuacmeHuetl ouggepenyupyrom
C pa3IUUHbIMU POPMAMU 8POIHCOEHHBIX U NPUOOPEMEHHBIX MUONAMUL.

Muonamuyeckuii npoyecc, Kak npasuio, Xapakmepusyemcs OmIUYHbIM Om MUACMeHUU
xapakmepom pacnpeoeneHusi O08USAMENbHbIX PACCMpPOUcCmE: omcymcmeuem (3a peokum
UCKTIOYeHUeM) NPUSHAKO8 NOPAXNCEeHUs OSKCMPAOKYIAPHOU U  OYIbOapHol  MYCKYIamypbl,
ObIXAMENbHLIX — HAPYUIeHUL, dauje CONPO8OHCOAemCsl CHUJCEHUeM UMY  OMCYymcmeuem
CYXOHCUTLHBIX pepheKCcO8, pA3IUUHOU CMENEHbIO 8bIPANCEHHOCMU MbIUEYHbIX ampoduil.

Knunuueckue cumnmomvl, Hanomumaowjue MUacmenuio, G03MONCHbL U HpU OpY2UX
dopmax HapyweHus HepeHO-MblUUEeYHOU nepedauu, makux, Kak cunopom Jlambepma-Hmona u
oomynusm. M ecnmu ona cunopoma Jlambepma-Umona He munuunsl 3KCmMpaoKyisApHble,
0y1bbapHble U OblxamebHble HaAPYUeHUs, MO UMEHHO OHU COCMABTIAIOM OCHOBHOE KIUHUYECKOe
a0po bomynuzma. Xapaxmepuule 05t cunopoma Jlambepma-Hmona cnabocms u ymomisiemocms
MbIWY MYI0BUWA U KOHEYHOCMel npu OOMYIu3Me 8blasaaiom OmHOCUmensHo peoko. /s obeux
¢ opm xapakmepna euno- unu apeguexcus.

Opdexm om 66edeHUs AHMUXOTUHICEPASHBLIX NPenapamos npu cunopome Jlambepma-
Hmona munumanvnoui, a npu 6omynusme omcymcmeyem. Hapywenus nepeHno-muluiedHoul

nepeoauu  Xapakmepuszylomcs — CHUJMCEHUeM UCXOOHOU  amnaumyovl M-omeema u eé
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CYWECMBEHHbIM YBelUdYeHuemM 6 npoyecce B8bICOKOUACMOMHOU cmumynAayuu (MHKP@M@HI’I’I) uiau

nocjié MaKkCcumaibHo2o I’lpOUBGO]leOZO ycwzuﬂ.
3. Jleuenue

3.1 KoncepBaTuBHOE JeYeHHUE

e PexoMeHI0BaHO MPUMEHEHHE 0JIOKATOPOB XOJHMHACTEPA3HI.
(Cuna pexomenaanuii — 1; 10cTOBEpPHOCTH 10Ka3aTeabCTB — B)
KommenTapuu: Smu npenapamsi ygenuuusarom nepuoo noiypacnada 8bloOpouleHHo2o 8
cunanmuyeckyro wenb ayemuixoiuna (AX) nymem uneubuposamus ezo euopoauza
AYeMUIXOIUHICMEPA3ol, VBeIudueas maxkum o0pa3om BeposmHOCmMb MOo20, Ymo
monexynvl AX oocmuehym peyenmopos, Yucio KOmMopvlx CHUNCEHO.
o IMupuoocmuemuna opomuo™ “ (koo ATX:NO74AA02) ¢ o0ose 0o 7 me/xke/Oenb
Haznauaemcs 6 3-5 npuemos.
o Heocmuemuna memuncynopam™ * (ko0 ATX:NO7AA0I) wnauanvnas o0oza
cocmasnsiem 0,2-0,5 me/ke kaxcovle uemvipe uaca y oemeu 00 5 nem u 0,25 me/ke

y bontee cmapuiux demetl, MAKCUMANbHAS paA3068as 003a 15 me.

¢ PexkoMeH0BaHO MPUMEHEHNE KOPTHKOCTEPOHIOB.
(Cuna pexoMeHaanuii — 2; 10CTOBEPHOCTH 10Ka3aTeNbCTB — B)
KommenTapuu: ['KC swizvisarom pemuccuro vy 6Oorvuiuncmea Oemeu ¢ FOMI.
Ilpeonusonon ™ "™ (koo ATX: H024AB06) nasnauaemcs 6 0ose 1-2 me/ke/Oenv 00

00CUINCEHUS yCI’I’IOIZ’{LlBOZO 3(b(ﬁekma, nocie 4eco npenapan noCmeneHHo OnmeHAIont.

® PCKOMGHI[OBaHO MIPUMCECHCHUC APYTUX BUAOB HHI/ITGJ'IBHOﬁ HUMMYHOTCpaIu.

(Cuna pexomenaanuii — 1; 10cTOBEpHOCTH 10Ka3aTeNbCTB — B)

KomMeHnTapum:

HC ,6K

o Azamuonpun (k00 ATX:L044X01) moorcno npumenams 6 KOMOUHAYUU CO

cmepoudamu uiu omoenvHo. Hauanvnas ooza 50 me/cymxu u oo 100-200
me/cymku emecme ¢ noooepacusaroujeis 0030u lIpeonusonona.
o Huxnocnopur™ (koo ATX: LO4AD01) moosicHo nazHauame npu HenepeHocumocmu

Azamuonpun.

o Huxnogocghamuo ™ * (Koo ATX: LOIAAOI) npumensiemcs npu ouenb msaxnceiom

meyenue 6oae3Hu.

o Ilynvc-mepanusi  evicokumu oOozamu Memunnpeonuzonona ™ % (H02AB04)

npumeHsemcs y oemeiti ¢ peghpaxkmepHolM meyeHuem Oone3Hu.
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e PexoMeH0BaHO MPUMEHEHHE 3aMEIICHUS TUTa3MBbl.
(Cuna pexomenaanuii — 1; 10cTOBEPHOCTH 10Ka3aTeNbCTB — B)
Kommenrapuu: [lnazmagepes npumensemcs 01 jeyeHus MUACMEHUYecKux Kpuzos, da
makace 01 npe- U NOCle ONepayuoHHou nooodepocku. Ilpoeooumcs eHympueenHoe
86eoeHUe UMMYHO2100YIuH08 Kiacca G — UMMYHO2IO0YIUH Yel08eKa HOpManbhblil ™ "™
(k00 ATX: JO6BA02, UmmyHnozcnobynun uenogexa Hopmaiwbuwsiii) Ipgdexm nabdaodaemcs

yepes 3-4 OHA u coxpamnsemcs 00 3-x mecayes.

3.2 Xupypruyeckoe JedyeHue

e PexoMeHI0BaHO MPUMEHEHHE THMIKTOMHUH.
(Cuna pexoMeHaanuii — 2; 10CTOBEPHOCTH J0Ka3aTeabcTB — C)
KommenTapuu: npumensemcs 6 kauecmee OCHOBHO20 Memood ONUMENbHO20 JleYeHlUs,
0COOEHHO Yy Oemell ¢ BbICOKUM PUCKOM PA3BUMUSL OCIOMCHEHULL JleyeHus O10Kamopamu
XD unu kopmuxocmepouoamu, iub6o Opyeux U008 UMMYHOMEPANULU.
Tokazanuamu Kk OnepamusHoOMY 1e4eHUrO A6IAIOMCA:
a) 3noxavecmeeHHvle PopMbl;
6) npoepeccupyrowas hopma,
8) MUacmeHuyecKkoe COCMOosIHUe 8 3a8UCUMOCIU OM CIeNneHU 8bIPAXCeHHOCIU depexkma.
Ilpu noxanvHvlx hopmax Kk OnepamusHOMY JedeHuto N0OX00Am U3OUPaAmeibHo.
IIpomugonokazanus Kk MUMIKMOMUU:
O  msdicenvie 0eKOMNEHCUPOBAHHbIE CoMamuyecKue 3a001e6anus,;
o onepamuenoco neuenus ooazamenvbHa npeooOnepayUOHHAs NOO20MOBKA.!
O obweykpennsiowas mepanus;
O npogedeHue eyebHo2o niazmagpepesa,

O npu HeoOdXOOUMOCMU — KYPC 2IIOKOKOPMUKOCMEPOUOHOU Mepanui.

4. PeaOnauranus

He tpebyercs
5. IlpodpunakTka u AUCaHCEPHOE HADJII0IeHNe
5.1 lIpopuirakruka

IIpogpunaxmuxa ne pazpabomana.

5.2 Benenue nanueHToB

Beoenue nayueHmoe ¢ muacmenuel 8 aM6leam0pH0—n0ﬂumuHuttecxux yciaosusix
OO0JIJCHO BKIIIOYAMb.

o OKI ecem oemsam 1 paz 6 3 mecsy.
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Y3U oprowmnoii nonocmu, cepoya, nouek — 1 paz 6 6 mecsy.

peHmeeHonocuueckoe  0bcredoganue  2pyoOHOU — KIemKu,  Cycmaeos, npu
HeobXo0uMocmu N0360HOYHUKA, KPECMUYO0B0-NO08300UWHbIX couNleHeHull — I pas &
6 mecsy.

930¢hacoeacmpodyoderockonus ¢ ouoncuett  Ha Helicobacter  pylori u
Mmopghonocuueckol ouacHocmukou — 1 paz 6 6 mecayes 0ai UCKIIOUEHUS
9PO3UBHBLX, SI36EHHBIX NPOYECCO8 U 2ACMPONAMUII.

npu obocmpenuu — Y3U enympennux opeanosé u penmeenozpagus opeaHos
epyonou knemku, IKI' u Opyeue neobxooumvie UHCMPYMEHMANbHbIE MEMOObl
oocneoosanus (KT, MPT) no nokazanusm.

nayuenmam c¢ muacmeHueu peakyus Manmy nposooumcs, obcredosanue Ha
mybepKyne3 0Cywecmensemcs no0 KOHmpoaiem hmusuampa

npu  BbIAGNIEHUU  NOJIONCUMETbHBIX — MYOepKYIUHOo8blX npob  (nanyna> 5
MM) HanpasieHue Ha KOHCYIbMAayuio K 6pavyy — ¢musuampy O peuienus
gonpoca o0 nposedenus J{uackun-mecma unu mMyOepKyIUHOBbIX Npod ¢

paseeoenuem u nposedeHuU cneyuguieckou mepanuu

Beoenue nayuenma, nonyuaroueco umMmMyHoCynpeccusHyo mepanuio

O

O

ocmomp 8paya-nesponoza — 1 pasz é mecay;

KAUHUYECKUL aHanu3 Kposu (KOHYeHmpayus 2emMo2io0una, 4ucio 3pumpoyumos,
mpomboyumos, aevxoyumos, netkoyumapHas ¢opmyna, CO3) - 1 paz 6 2
Heoenu;

NpU CHUINCEHUU YUCTIA IeUKOYUMO8, IPUMPOYUINOE, MPOMOOYUMOE HUNCE HOPMbL
— UMMYHOOenpeccanmsl ommeHums Ha 5—7 oueti. [locie KOHmMpoabHO2O ananuza
Kpo8U npu HOPMAIU3AYUYU nokazamesel — 0300HO8UMb NPUeM npenapama;
aHanuz OuoxXuMuueckux nokazamenet (oowuil 0Oenok, Oenkosvie @paxkyuu,
KOHYEHMpayusi MO4e8UHbl,  KpeamuHuHa,  Oumupyouna,  Kaius,  HaAmpus,
UOHUBUPOBAHHO20 KANbYUsl, MPAHCAMUHA3, WelouHou ¢ocghamazvl) — 1 paz 6 2
Heoen:

npu NOBLILUEHUU YPOBHS MOYEBUHbl, KPeamuHuHd, MpaHcaMunas, OunupyouHa
8blllle HOPMbl — UMMYHOOENnpeccanmsl ommeHums Ha 5—7 OHel. Bozobnoeumbo
npuem npenapama nocie 80CCMAHOBNeHUs. OUOXUMUYECKUX NOKAa3amenell,

aHanuz uMMyHono2udveckux noxasameneu (konyenmpayus Ig A, M, G, CPb, P®,

AH®) —1 pa3z 6 3 mecaya.

Beoenue nayuerma c muacmenuetl, nojiyuarnweco aHmuxojauHaIcmepasHoble npenapanisl
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O  KIUHUYECKUU aHANU3 KpOo8U (KOHYeHmpayus 2emo2100UHa, YUCio dIPUMpOYUmos,
mpomboyumos, aevuxoyumos, netikoyumapHas ¢opmyna, CO3) - 1 paz 6 2
Heoenu;

O aHamu3 OuoxXumMuweckux nokazamenei (oowuil 0Oenok, Oeikosvle @paxyuu,
KOHYEHMpayusi MO4e8UHbl,  KpeamuHuuHa,  Oumupyouna,  Kaius,  HaAmpus,
UOHUBUPOBAHHO20 KANbYUs, MPAHCAMUHA3, WenouHou ¢ocghamazvl) — 1 paz 6 2
Heoenu;

O  aHanu3 umMmyHono2udeckux nokazameneti (konyenmpayus Ig A, M, G, CPb, P®,
AH®) —I1 pa3z 6 3 mecaya,

O NIaHO8as 2ocnumanuzayus 2 paza 6 200 0l NPo8edeHUsl NOIHO20 00CIe008aHUsL
U npu HeoOXOOUMOCMU KOPPEKYUU Mepanuu.

Ilayuenmam ¢ muacmenuei nokazano ogopmienue cmamyca «pedeHox — uneaiuoy. B
nepuoovl 0bocmpenuss 001e3HU HeoOX00uMo obecneuenue o00OyueHus Ha oOomy. B cmaoduu
pemuccuu 6one3Hu  pekomenoyromces 3anamus JIOK co cneyuanucmom, 3HAKOMbIM C
ocobennocmamu namono2uu. Ilpu nocewenuu wKoasl 3aHamus GuU3KyIbmMypou 6 obwell spynne
He nokasauvl. bBonvHbim Mmuacmenueli npomusonoxazaHvl NPoOGuUIAKMUYECKUe NPUBUBKLL,
86ederuUe y 2100y IUHa.

layuenmvr ¢ Ouacno3om MuacmeHuss OOIHCHbI HAXOOUMbCA NOO  NOCMOSHHbIM
OUCNAHCEPHBbIM HAONI00eHUeM neouampa u Hegpoaoza. emsam ¢ 0aHHOU namono2uell NOKa3aHo
KOMNIIeKCHOe 00cnedosanue 6 YClo8UAX CReYUanu3upo8aHHO20 Kpy2i0CYmo4H020/OHe8HO20
cmayuonapa, cpeoHss NpooodxcumenbHocms 2ochumanuzayuu — 21 oems. Llenecoobpasno
nposedeHue Kypcos peabuiumayuoHHou mepanuu cpokom He menee 21-28 oneii 2-3 paza 6 200

noo Habv0eHuem Hesponamoioza, epaia-guzuomepanesma u cneyuanucma JIOK.

6. lonosinuTeIbHAS HH(pOPMALKS, BIUAIONIAST HA TeYeHUE U HCXO0/
3a00/1eBaHUSL/CHHAPOMA

6.1 Ucxoanl ¥ IPOrHO3

Haubonee Ttspkenoe TeyeHHe MHUACTEHUM HAONIOAAeTcs y JieTell ¢ MHO>KECTBEHHBIMU
CTUTMaMM  JIUCAOMOpHOreHe3a  (KOCTHO-MBIILIEUHbIE  JAMCIIA3WM, AaHOMAJIUMU  pa3BUTHUSA
LEHTPAJbHOM HEpPBHOW CHCTEMbI), HEHPOIHIOKPUHHBIMU HapyHIEHUsIMH (Au3HLEdaIbHO-
BUCOYHBIE MAPOKCU3MAIBHBIE COCTOSIHMS, 3aJep’KKa pocTa M IOJOBOIO CO3peBaHMs Ha (hoHe
TUIONUTYUTAPHOTO CHUHApPOMA, MPHOOPETEHHBIH THUPCYTU3M U JIPYrUE), HE3PEIOCTHIO
UM GOnTHOM CUCTEMBI HOCOTJIOTKH (anenoumpl, TOH3UJUINT, (bapuHrur),
OpOHXOOOCTPYKTUBHBIM CHHJIPOMOM U JIpYroi COMYTCTBYIOILEH MaToJOTHel. Y Majb4HUKOB C
ne0roroM 3alosieBaHMsI B MpenyOepTaTHbI Mepuoj] U pPerpeccoM CHUMITOMOB MHACTEHHUU K

KOHIy myOepTara, KaKk MpaBUJI0, OTMEYAIOTCS CTOUKUE PEMHUCCHH.
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Br100op npaBuiibHON TaKTHKHU JICUCHUSI TIO3BOJISIET IOCTUTHYTH TOJIOKUTEIHHOTO A dexTa
(cTolikas MojHasl WIM YaCTUYHAs peMHUCCUs Ha (poHe mpHemMa MeJIUKaMEHTO3HBIX CPEICTB WU
6e3 Hux) y 80 % OonpHbIX MuacteHueil. OnHaKO, 1O HACTOSIIEr0 BPEMEHHM HE CYIIECTBYET
MCTOZOB IIPOrHO3a TCUYCHUA 3a0oyieBaHusa U CHGHI/I(i)I/ILIeCKI/IX NaTOIr€HETUYCCKUX MCETOJ0B

JICYCHHUA MUACTCHHH.

Kputepuu oneHku kauecTBa MeIMIUHCKON MOMOLIHT

Tabauua 1 - Opraan3aiMOHHO-TEXHUYECKUE YCIIOBHS OKa3aHUS MEAUITUHCKON TTOMOIIIH.

Crnenmann3upoBaHHasi METUITMHCKAs TTIOMOIITb
Bua MeaunuHCKON mOMOIINA

YcnoBus OKa3aHUs CranuoHapHO / B THEBHOM CTallMOHApe
MEIUIMHCKON TOMOIIN
dopma OKa3aHUs [InanoBas

MEIUIUHCKON TOMOIINA

Taoumuua 2 - Kputepuun kadecTBa 0KazaHusl MEIULIMHCKON TOMOIIN

Ne Kpurepnii YpoBeHb Cuna
JOCTOBEPHOCTH | PEKOMEHIAIINN
J0Ka3aTeIbCTB
1. | BeimosiHeHO onpeenenue C 1

AHTUXOJIMHACTEPA3HBIX aHTUTEN, ITpoda C
uHruouropamu AX0O

2. | BpinoJyiHEHO IPOBENEHNE UTEPALMOHHOMN C 1
CTUMYJISILINM HEPBA

3. | BeinosgHeHo nmpuMeHeHue 6J10KaTopoB B 1
XOJIMHACTEPA3BI

4. | BpimosiHEeHO MpoBeIeHUE UMMYHOCYIIPECCUBHOM B 2

TCpaIlln KOPTUKOCTCPOUTaMU
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Ipuioxenue Al. CoctaB padoyeil rpynnbi:

BapanoB A.A., akan. PAH, mpodeccop, n.m.H., [Ipencemarens Hcnmonkoma Coroza
neguaTpos Poccun.

HamazoBa-bapanosa JI.C., akan. PAH, npodeccop, a.M.H., 3amectutens [Ipencenarens
Ucnonkoma Coroza nmeauatpoB Poccum.

Kypenkos A.JL., mpodeccop, A.M.H., wien Coro3a neauatpoB Poccun

Ky3zenkoBa JI.M., npodeccop, n1.m.H., wieH Coro3za nenuatpoB Poccun

I'onbuosa H.B., x.M.H., unen Coro3a nenuatpoB Poccun

MamenbsipoB A.M., k.M.H., wieH Coro3a neauatpoB Poccun

Bypcarosa b.U., x.M.1., wien Coro3a neauarpos Poccun

Bummuena E.A., k.M.H., wien Coro3a nenuatpoB Poccun

ABTOpPBI TOJATBEP)KIAIOT OTCYTCTBHE (PMHAHCOBOW MOAICPKKU/KOH(IIUKTA HHTEPECOB,

KOTOPBII HEOOXOMMO 0OHAPOI0BATE.
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Ipunoxkenue A2. MeronoJiorusi pa3padoTKu KIMHUYECKHX PEKOMEeHAaM i

[leneBas ayauTOpys TaHHBIX KIMHUYECKUX PEKOMEHIAlA:
1. Bpauu-nenuarpsl, Bpauu-HEBPOJIOTH;
Bpauu-opronensr;
Bpauu JIOK, Bpauu-¢puznorepaneBThl,
Bpauu o6mieii npakTHKu (ceMelHbIe Bpayun);

Crynentsl mequnmHCKux BY308;

A T

OO6yuaromuecs B OpJIMHATYpE U UHTEPHATYpE.
Metoipl, UCHIOIb3yeMbIE JUIsl cOOpa/CeNeKIM JOKA3aTeNbCTB: MOUCK B AJIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTOA0B, HCHOJb30BAHHBIX /IJIsi OLEHKH KayecTBAa W  CHJIbI
A0KA3aTeJNbCTB: JI0Ka3aTeIbHON 0a301 JUIsl pEKOMEHIANK SBIISIIOTCSA MyOIUKAINK, BOIICIITNE
B KoxpeiinoBckyto Oubnuoreky, 6a3zpl nanHeix EMBASE, MEDLINE u PubMed. I'myOuna
IIOMCKa - 5 JIET.

MeTo1b1, UCIIOJIb30BAHHBIE [Tl OLIEHKH KayecTBa U CUJIbI JOKA3aTEeNIbCTB:

® KOHCEHCYC JKCIIEPTOB;

® OILICHKA 3HAYMMOCTH B COOTBETCTBUHU C PEUTUHTOBON CXEMOI.

MeTo1bl, NCIIOJIb30BAHHBIE JUISl aHAJIN3a J0KA3aTebCTB!

e 0030pHI OITyOJTMKOBAHHBIX METa-aHAIH30B;

e cucTeMaTH4ecKHe 0030pbl ¢ TaOIMLIaMU JOKa3aTeIbCTB.

Onucanue METO0B, UCIIOJIb30BAHHBIX JIJIS aHAJIN3A JJOKA3aTEIbCTB

IIpu otbope mnyOnukamuii, Kak MOTEHUUAIbHBIX HCTOYHUKOB JI0KA3aTEJIbCTB,
HCII0JIb30BaHHAS B KaXOM HCCIIEIOBAHUU METOJIOJIOTUSl U3Y4aeTCs [UIsl TOT0, YTOObI YOeIUThCs
B €€ BaJIMJHOCTH. Pe3ynbTaT M3ydeHus BIMSIET Ha YPOBEHb JOKAa3aTeNIbCTB, NPUCBAUBAEMBIi
yOJIMKaIMK, YTO B CBOIO OYEpe/b, BIUSET Ha CUITy PEKOMEHIaIuil.

JUis MUHMMM3AIMM TOTEHUUAIbHBIX OIIMOOK Ka)XJ0€ HCCIIEOBAaHUE OLIEHUBAJIOCH
He3aBUCUMO. JIroOble pa3inuus B OLEHKaX OOCYXJAINCh BCEH TpYIION aBTOPOB B IOJHOM
cocrtase. [Ipy HEBO3MOKHOCTHU JIOCTHKEHUS KOHCEHCYCa MPUBJIEKAJICs HE3aBUCUMBIM SKCIIEPT.

Tabauubl J0Ka3aTEJIbCTB: 3aI0JIHAINCHh ABTOPAMU KIIMHAYECKUX PEKOMEHTANN.

Meroapl, WCHOJb30BaHHBIE A1 (GOPMYIMPOBAHUS  PEKOMEHAAIMA: KOHCEHCYC
9KCIIEPTOB.

Pekomennyemass noOpokadecTBeHHasl MpakTUKa Oa3sUpyeTcs Ha KIMHUYECKOM OIIbITE
aBTOPOB pa3pabOTaHHBIX PEKOMEHIAIUH.

OKOHOMHUYECKHI aHAJIN3
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AHanu3 CTOMMOCTHM HE€ HpOBOAWICA U MyOIuKauuh 1o (apMakOdIKOHOMUKE HE
aHAJIM3UPOBAIIHCS.

Meron Banuaanuy peKoMeHaanuii

e BxenHsas skcrepTHas OIEHKa.

e BHYyTpeHHsIS KCIIEpTHAs OLIEHKA.

Onucanue MeTOAa BaIMAALUN PEKOMEHIallui

Hacrosiiiue pexkomMeHzauuu B MpeIBAapUTEIbHOM BepcHUM ObUIM  PELIEH3UPOBAHBI
HE3aBUCHUMBIMU JKCIEpTaMHU, KOTOPBIX, MPEXKIE BCEro, MOMPOCHIN HPOKOMMEHTHPOBATD,
HACKOJIBKO JOCTYIHA JUIsl MMOHMMaHUS MHTEpIpeTalus J0Ka3aTelIbCTB, JieKallas B OCHOBE
PEKOMEHIalN .

Ot Bpaueill MepBUYHOIO 3BEHA MOJYYEHbl KOMMEHTApHUH B OTHOIIEHHUU JTOXOJAYUBOCTU
U3JIOKEHUS JaHHBIX pEKOMEHJAllMi, a Takke MX OILIEHKa BAXXHOCTH MpeJiaraeMblX
peKOMEeHAalNH, KaK UHCTPYMEHTA IOBCETHEBHOM MPAKTHKU.

Bce koMMeHTapuu, MOJNy4€HHbIE OT SKCHEPTOB, TIIATEIBHO CHCTEMATHU3UPOBAIUCH U
oOcyxjanuch wieHaMu pabodeil rpynnbl (aBropamMu pexkomeHaauuit). Kaxnaplii myHKT
00CyX1aJICsl B OTJEIHHOCTH.

KoHcynbTanus u s3kcriepTHas OLeHKa

[Ipoexkt pexomeHmanuil ObLT PpELEH3UPOBAH HE3aBUCHMBIMH JKCIIEPTAMH, KOTOPBIX,
MPEXJE BCEro, MONPOCHIA MPOKOMMEHTUPOBATh JIOXOAYMBOCTh M TOUHOCTbh WHTEpPIpETAINU
J0Ka3aTebHOM 0a3bl, JIeXkalle B OCHOBE PEKOMEHIAIUH.

Pabouas rpynma

Jlis OKOHYaTEeNbHOW pefakiMu M KOHTPOJIA KauecTBa PEKOMEHJALUU ObUIM IOBTOPHO
[IPOAHAJIU3UPOBAHBl WiIEHAMHM pabodeil rpynmbl, KOTOpPbIE MPHUIUIM K 3aKIOYEHHIO, YTO BCE
3aMeyaHusl 1 KOMMEHTapHH 3KCIEPTOB MPUHSITH BO BHUMaHUE, PUCK CUCTEMATUYECKUX OLIHO0K
IIpH pa3paboTKe PEKOMEH AU CBEJEH K MUHUMYMY.

OcHOBHBIE pEKOMEHIAITUN

Cuna pexomennanuii (1-2) Ha OCHOBaHHMM COOTBETCTBYIOIIMX YpPOBHEH JOKa3aTEJIbCTB
(A-C) nmpuBoaATCS MPU U3JI0)KEHUN TEKCTa PEKOMEHIAIINH.

Tab6umua I11 - Cxema U1t OLIEHKH YPOBHS PEKOMEH Al

CreneHn CooTHolIEH MeTomomoruaeckoe Tlosicnenus
JIOCTOBEPHOCTH He pHucKa U | KauyecTBO UMEIOIIUXCA | I10 MIPUMCHCHHIO
pEeKOMEHTAITUI MIPEUM yIIICCTB JI0Ka3aTeIbCTB PpEKOMEHTAITUIH
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1A [Tonb3a Hanexubie CurnbHas
CunbHas OTYCTIIUBO HEMPOTUBOPEUNBBIC JTOKA3aTEIbCTBA, | PEKOMEHIAIINA,
pEeKOMEHTaIHS, MIPEBATUPYET HaJ | OCHOBAHHBIC Ha XOpOIIO | KoTopas MOKET
OCHOBaHHAas Ha | pUCKaMHU U | BBITOJHEHHBIX PKU WK | WCIOJIB30BATHCS B
JTOKa3aTeIbCTBAX 3aTpaTtamu, JU0O0 | HEONPOBEPKUMBIC JOKa3aTelIbCTBA, | OOJBINIMHCTBE CIyJdacB
BBICOKOT'O KauecTBa HA00OPOT MPEJCTaBJICHHbIE B  KaKOH-1H0O | y
npyroit hopme. MIPEUM yIIIECTBEHHOT O
JlanpHelmue uccaeaoBaHus | KOIHYIECTBA
BPS JIM U3MEHAT HAIly YBEPEHHOCTh | IMAIMCHTOB 0€3 KaKHX-
B OIICHKEC COOTHOIICHHS IOJNB3bI U | TUOO WM3MCHECHUH W
pHcka. HCKITIOYEHUIA
1B ITonw3a Jloka3zarenncTBa, CunbHas
CunbHas OTYCTIIUBO OCHOBaHHBIC Ha pesynbraTax PKMU, | pexoMmeHmamus,
pEeKOMEHIAIHS, MIPEBATUPYET HaJ | BBIIOJHCHHBIX c HEKOTOPBIMH | MIPUMEHCHHE KOTOPOU
OCHOBaHHAas Ha | pUCKaMHU U | orpaHMYCHUAMHU  (MPOTHBOPCYUBBIC | BO3MOXKHO B
JTOKa3aTeIbCTBAX 3aTpaTtamu, 00 | pe3yNbTaTHl, METOAOJIOTUYCCKHE | OONBITHHCTBE CIy4acn
YMEPEHHOTO KauecTBa HA000POT OIMIMOKH, KOCBEHHBIC WJIH CITydJaiiHbIC
U T.L), JauO0 JPYrHX BECKHX
OCHOBAHUSIX. JlanpHeimue
HCCIICTOBAHUS (ecnu OHH
MPOBOIATCS), BEPOSATHO,  OKAXYT
BIUSHHC HA HaIly YBEPEHHOCTh B
OIICHKE COOTHOIICHHS TIONB3BI U
pHUCKa M MOTYT H3MCHUTH €€.
1C Ilonp3a, Jloka3zarenncTBa, OTtHOCUTEIEH
CunbHas BEPOSITHO, OyZeT | OCHOBaHHBIE Ha OOCEpPBAI[MOHHBIX | O CUJIbHAS
pEeKOMEHTaIHS, MPEBAJTUPOBATh HAJ | UCCICIOBAHHMSAX, 0OCCCUCTEMHOM | pPEKOMEHIAIIHS,
OCHOBaHHAas Ha | BO3MOXHBIMH KIUHUYCCKOM OINBITE, pe3yiabTaTax | KOTopas MOXET OBITh
JTOKa3aTeIbCTBAX pUCKaMu u | PKU, BBITIOJTHCHHBIX C | U3MEHeHa pu
HHU3KOTO KauecTBa 3aTpaTtamu, JU00 | CYIIECTBEHHBIMHU HEIOCTaTKAMH. | TOIYUCHUH
HA00OPOT JTrobas OIICHKA a¢dekTa | A0Ka3aTEILCTB Oolee
paclieHHBaeTCs KaK HEONpeIAeICHHAs. | BRICOKOIO KaueCcTBa
2A Ilonp3a Hanexxnrie mokaszaTeabCTBa, Cnabas
Cnabas COIMOCTaBUMA C | OCHOBaHHBIE Ha XOpOIIIO | peKOMEHIAIIHA.
peKoMeHaaIus, BO3MOKHBIMU BBITIOJITHEHHBIX PKU WId Bri6op
OCHOBaHHAas Ha | pUCKaMHU U | TIOATBEPKICHHBIC JOPYTUMU | HaWIydliedl  TaKTHKU
JIOKa3aTeIbCTBAX 3aTpataMu HEOITPOBEPKUMBIMU TAHHBIMH. Oymer 3aBHCETh OT
BBICOKOT'O KayecTBa JlanpHelue uccaenoBaHus | KIMHHUICCKOMH
BPSI JIM U3MEHAT HAIy YBEPEHHOCTH | CUTYaIlUH
B OLEHKE COOTHOIIEHHs NOJNB3bI H | (0OCTOSTENLCTB),
pHCKa. MaIeHTa WA
COIMATBHBIX
MIPEANOYTEeHU.
2B ITonw3a Jloka3zarenncTBa, Cnabas
Cnabas COIIOCTaBUMa c | ocHoBaHHble Ha pe3ynbratax PKU, | pexomeHnmarus.
pEeKOMEHTaITHS, pUCKaMu BBITIOJIHEHHBIX C  CYIIECTBEHHBIMH AJIBTEpHATHB
OCHOBaHHAas Ha | OCIOKHCHUSIMH, OTpaHUYCHUSAMH  (IIPOTHBOPCYMBEHIC | Has TaKTHKa B
JTOKa3aTeIbCTBAX OHAKO B 9TOH | pe3yJbTaThl, METOAOJIOTMYCCKHE | OMPEICICHHBIX
YMEPEHHOTO KauecTBa OIICHKE €CTh | Me(eKTHl, KOCBCHHBIC WA | CUTYaITHsIX MOXKET
HEOIPECICHHOCTD. CITydaiHbIe), WA CHUJIbHBIE | SIBUTHCS JUTSt

JI0Ka3aTenbCTBa, TPECTABICHHBIC B
Kakoi-1100 apyroit hopme.

JlanbHelne ucciea0BaHusI
(eciu  OHM TPOBONATCA), CKOpee
BCEro, OKa)XyT BIHMSHHE HA HAIIy
YBEPEHHOCTH B OI[EHKE COOTHOIICHHSI
MONTB3BI M PUCKA M MOTYT H3MEHHTh
ee.

HEKOTOPBIX MalIEHTOB
JYYIIAM BBIOOPOM.
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2C

Cnabas
PEKOMEHIAITHS,
OCHOBaHHAas
JIOKa3aTeIbCTBAaX
HU3KOI'O KayecTBa

Ha

Heonno3nau
HOCTb B  OIIEHKE
COOTHOILIEHUS
MOJIb3bl, PHUCKOB U
OCJIOKHEHHUH; TOIb3a
MOXKET OBITH
COITOCTaBUMA C
BO3MOYXHBIMU
pUCKaMu U
OCJI0KHEHUSIMH.

Jloka3zarenncTBa,
OCHOBaHHBIC Ha 00CEpPBAIMOHHBIX
HCCIIETOBAHUIX, 06ECCHCTEMHOTO
KIuHHYeckoro ombita uau PKU ¢
CYIIECTBEHHBIMU HEJ0CTaTKAMH.
Jlrobas OLIEHKa a¢dekra
pacieHHBaeTCs Kak HeOonpeaeIcHHAs.

Ouens ciabas

PEKOMEHAAINA;
AJIbTCPHATUBHBIC
moaAxoabl MOryT OBITE
HCII0JIB30BAHBI B

paBHOI1 cTeneHu.

*B Tabnuue 1mudpoBoe 3HAYEHHE COOTBETCTBYET CHJIE PEKOMEHIAIMK, OYKBEHHOE -

COOTBETCTBYET YPOBHIO JJOKAa3aTEIbHOCTH

AxTyanuzanuusi JaHHBIX KIMHUYECKUX PEKOMEHAALUUN Oy/leT IPOBOAUTHCS HE pexke, YeM

oquH pa3 B Tpu rona. [lpunstue pemieHuss 00 OOHOBIEHWU OYyIET MPHUHATO HA OCHOBAHWUU

HpCI[J'IO)KGHHfI, MMpEACTAaBJICHHBIX MCIUIMHCKHMU HpO(i)GCCI/IOHaJ'II)HBIMI/I HCKOMMCPYCCKUMU

opranusanusmMu ¢ yLIéTOM PE3YILTATOB KOMIIJIICKCHO OLCHKU JICKAPCTBCHHBIX IIPCIIapaToB,

MEJUIIMHCKUX U3JIEIHH, a TaKkKe pe3y/IbTaTOB KIMHUYECKON anpoOaluu.
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IIpunoxkenue A3. CBsi3aHHBIE JOKYMEHTbI

Hopsaaxu OKa3aHuA MeIMLIHMHCKOMN MOMOLIM: [Ipukas MunucrepcTBa
3IpaBOOXpaHEHUST W coluaibHOTO paszButusi PD ot 16 ampens 2012 r. N 366 "OO6
yrBepxkaeHuu [lopsaka okazaHus neguaTpuyeckoi nomouu"

Crangaprsl  oOKa3aHusi  MeAMUMHCKOW  momomm: [Ipuka3  MuHucrtepcrBa
3npaBooxpaHeHuss P® or 24.12.2012 N 15381 "OO  yTBepkIeHUM  CTaHAapTa
CHeHaTN3UPOBAaHHON MEAMIIMHCKON MTOMOUIY MU TSHKEJIOM MUACTEHUH, OCI0OKHEHHON KPpU30M"

(3apeructpupoBano B Muntocte Poccun 13 mapra 2013 N 27646)
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IIpunoxkenue b.1. Aaroputm BeieHHs MAIUEHTA C MUACTEHHEH

HaHI/IeHT C IMOJO3PCHUECM Ha MHUACTCHHUIO

Junarnoctuka

Jnarso3s

Koncynbranus

(7
POQHUIBHOTO CIENUATNCTA HOATBCPIKIICH !

JA |

Jleuenne 6moxaropamu AXD B

cTarroHape

v

JucnancepHoe HaOMIOACHUE U

A

AXD Tepanus

IA

HET]

[Toka3aHna koppekuus

AXD Tepanuu
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Hpuiaoxenue B. Undopmanus 1151 NaLUEHTOB

Mpuactenust —  TSDKEJIO€  ayTOMMMYHHOE  HEPBHO-MBIIIEYHOE 3a0ojeBaHHE C
[IPOrPECCUPYIOLIUM TEUEHHEM, KIMHUYECKU IMPOSBISIONICECS MaTOJIOITMUYEeCKONW MBIIIEYHON
YTOMJISIEMOCTbIO, TIPUBOJAIIECH K mape3aMm U napaindaM. MiMmyHosoruueckue HapymeHusl npu
MUACTEHUU UMEIOT F€HETUUECKYI0 00YCIOBICHHOCTD.

Muacrenust mopaxaeT JIUIL KaK MYXCKOTro, Tak M *eHcKoro noia. /leGror 3aboneBaHus
MOXXET TpPOU30WTH B JIIOOOM BO3pacTe: OT TMEpPBbIX [JHEH JKU3HU A0 (MUACTEHUS
HOBOPOKJIEHHBIX) JI0 MTOKUIIOTO BO3PACTa.

3a0osieBaHHEM HMMEET IPOTrPECCUPYIONINI XapakTep, ObICTPO HNPUBOIUT K HAPYLIECHHUIO
TPYAOCIOCOOHOCTHU M COLIMAIBHOM J1e3aAanTaluH.

PekoMeH10BaHO IpUMEHEHUE OJIOKATOPOB XOJUHACTEPA3bl.
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IIpunoxenue I'l. BpoxkaeHHbIe MUACTEHHYECKHE CHHIPOMBI

PaccrpoiicTtBo Hetipodusuon | Knumaundeckas kapTuHa I'enernxa
OTHsI
[Ipecunantuueckue
Bpoxniennsie JlekpeMeHTHbI | DIU30JMUYECKOe allHOd WM OCTaHOBKa | Myrtanus rexa,
MHUACTEHUYECKHE il oTBET JbIXaHUS B JIF00O€ BpeMs Mociie KOJUPYIOIIETO
CUH/IPOMBI C POKJIEHUS], YACTO CIPOBOLIMPOBAHHOE XOJIH-
BIU30UYECKUM nHpexnuen. OdTanbmorierus aneTuiITpanche
artHod BCcTpeyaeTcst HeyacTo. DPHEeKTHBHBI paszy
0JI0KaTOPBI XOJIMHACTEPA3bl, COCTOSIHUE
YIIY4IIAeTCsl C BO3PACTOM.
Jpyrue cuHAPOMBI VY oHuX 0OJIBHBIX HAIOMUHAET
CO CHIDKEHUEM MUacTEeHUYeCKUi cunapom Jlambepra-
KOJINYECTBA NroHa, y npyrux nposBisercs JIErkon
BbIOpOCa aTakCUeH WM MO3)KEUKOBBIM
alleTHIIXO0JIMHA HUCTarMoM.
CuHanTu4eckue
Henocratounocts [ToBTopsromuii | Yacto Tsxkenas ¢ opranpMoruieruet 1 | Myranus reHa
MeMOpaHHOM ciu c1a00CThI0, 0COOCHHO OCEBBIX MBIIIIII. COLQ,
alleTWJIXOJMHACTEpa | AEKPEMEHTHBIN | MeyieHHas 3paukoBasi peakius Ha KOJUPYIOIIETO
3b1 CIIAM mpu CBeET. KOJUJTAar€HOBBIN
e IUHUYIHOUN [Ipumenenne O6I0KaTOPOB «XBOCT»
CTUMYJIALINU XOJMHACTEpa3bl HEIDHEKTUBHO UITU AUETUIXO0JIUHAIC
HEepBa BBI3bIBAET YXYAILIEHUE COCTOSHUSI. Tepassbl
[Tocrecnnantnueckue | Hemocratouno
CTb
peLenTopos,
aHOMaJIU1
KHUHETUKU WITH
HapylleHue
TPYIITUPOBKH
pELEnTOpPOB.
HenocraTounocts J2Bi07020%48050 8151 TsokecTp OT JIeTKOM 10 TspKenoul. | Myraiuu reHoB
AXP OTBET Pannnit e0I0T. [Ito3, | cyObeauHamI]
odranpMoIuierusi, opodapunreansusie | AXP
CHMIITOMBI, CJIa00CTh KOHECYHOCTEMH.
Moxer YIIY4IIaThCs pu
nedeHuu Omokaropamu AIIXD u 3.4-
JAIL YmepenHass nHBaIMAU3ALIMS.
AHoMmanuu KuHeTuku AXP
A. Curapom [ToBTOpHBIE Bo3spact ne6rora u TsxecTh OO6b14HO
MeieHHbIX KaHanoB | CIIJIM ~ npu | BapuaOenbHbl. CenekTUBHAs C1aboCTh | ayTOCOMHO-
(CMK) OJIMHOYHOM MBIIILL IIIeH, JTONIATKU U pa3rudareneit JIOMUHAHTHOE.
CTUMYJISILIUU nanblieB. Jlerkas odraabmorerus. OnucaHo
HepBa MoskeT yxyamarbces Ipyd IPUMEHEHUU | ayTOCOMHO-
omokaropoB ALIXD. Ilpumensitores peIeccuBHOE
XUHUJIUH U QIIyOKCETHUH, HO BBICOK HacJeq0BaHue.
PHUCK TSDKEIBIX MOO0YHBIX () (PEKTOB.
B. Cunapom BapuaGenpHbiil heHOTHTI, OT JIETKOTO Paznuuneie
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OBICTPBIX

70 TsDKENoTo. DPPEeKTUBHBI 0JI0KATOPHI

MyTalllu I'CHOB

karasnoB(CBK) AIIXD mono nnu ¢ 3,4-J1ATIl, HO cyOBeHUIL
OIKMCaHa CMEPTh JBYX JAETEH Mocie AXP
Hayaja npuéma, XoTs IpuIruHa CMEPTH
u3-3a 3,4-J1AIl ve noka3zana.
AHOManuu
arperauu AXP:
HEJ0CTaTOYHOCTh
MeMOpaHHOToparncu
Ha
A. Pancun-P/1 Yacto Jlerkunii apTpOrpunos, rTUIOTOHMS,
(panHuit 1e610T) HOpMaJIbHas opodapuHreanbHas JUCPYHKINS,
NCH 3IIUA30ANYECKHUE AlTHOD WU OCTAaHOBKA
JBIXaHUSI C POKICHUS, Y HEKOTOPBIX —
JTUIEBOU TUCMOPHU3M,
0o TaTbMOTUIETHS — PEJIKO.
Oddextuub 6m0KaTopsl AXP MoHO
numu ¢ 3,4-J1AIl
B. Pancun I1/] J1e6r0T B MOAPOCTKOBOM HJTH B3POCIIOM
(mo3nHui 1e610T) BO3pacTe.
OmuOoYHbIN IMarHO3 CepOHETaTUBHOM
MI'. DddexTuHbl 010kaTopsr ALIXD.
HApyrue
Mpbleunas Hexpementnsl | [{e6roT B HeoHaTampHOM niepuose. [1to3 | Myramuu rexa,
peLenTopHas 1 OTBET Y PECIIMPATOPHBIN THUCTpECC. KOJIMPYIOILETO
TUPO3UHKHHA3a MBIIIILIE-
crenupuuecKy
10
PELEnTOPHYIO
TUPO3UHKUHA3Y
(musk)
SCN4A (Nav.1.4) Hexpementnsl | [IT03, cnabocTh, peluIuBHPYIOIINE Myranuu rexa,
HATPUEBBIN KaHa i oTBET JbIXaTeIbHbIe U OynbOapHbIe NAapaTuiM | KOJUPYIOLIETrO
BOJIbTaX-
3aBUCHMBbIE
HaTpUEBbIE
ka"asbl SCN4A
(Nav.1.4)

AXP-aneTisixoIMHOBBIN perenTop; 0okatop AXD — OJI0KaTOp alleTHIXOJIHMHICTEPA3HI;

CIIIM — cymmapusiii noteHiman aeictsust Moibl; 3,4-1AIl — 3,4-quamunonupuaun; MCH —

WTEpalMOHHAs CTUMYJIALKS HepBa; MI' — MuacTeHus rpaBuc.

Ipunoxkenue I'2. OTiMunTeNbHBbIE CHMITOMbI MUACTEHHYECKOT0 U
XOJIMHEPIru4ecKOro Kpus3oB

MuacTeHn4eCcKui Kpu3

‘ XOJIMHEPrUYECKU KpU3

M-xosinHepruyeckue (BereTaTuBHbIE) CUMITOMBI

-CYXOCTb CIIM3UCTBIX

| -CII€30TeYEHHE, OPOHXOpEs, pUHOPEs]
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-TycTasi CIIIOHA
-MHJpHa3

-TaxuKapaus

-TIOBBIIIICHUE apTEPUATBHOTO JTABJICHUS

-JKHUaKast CJIFOHa

-MHO3

-Opagukapaus

-IIOHMKCHUC apTCPUATIBHOTI'O JaBJICHUA

-TOIOHOTA, pBOTA, KUIICYHAsA KOJIMKAa,
KUJKHAW CTYII, TOJIUYPHSI

H-XOJ’[I/IHepFI/ILICCKI/Ie CHUMIITOMBI

-IIOJIOKUTCIIbHAA PCaKIMd Ha BBCACHUC
AHTHUXOJIMHECTCPA3HBIX ITPEIIapaToOB

-yXyJILIEHUE COCTOSIHUS HA BBEJCHUE
AHTUXOJIMHECTEPA3HBIX IIPENapaToOB
-(pacuMKyJSpHbIE TIOIEPTUBAHUS MBIIIIL
-KpaMII{, TPEMOP MBIIIII]
-3MUIENTU(HOPMHBIE CYTIOPOTH
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Ipunoxkenue I'3. PacmmdpoBka npumMedaHui.

... — JleKapCTBEHHBIN Tpenapar, BXoJiauui B [lepedeHsb XKU3HEHHO HEOOXOIMMBIX U
BAKHEHIIMX JIEKAPCTBEHHBIX MPENapaToB s MEAULMHCKOro mnpuMmeHenuss Ha 2016 ron
(Pacnopsoxenue [IpaButenbctBa PO ot 26.12.2015 N 2724-p)

..."" — JIleKapCTBEHHBIN TIpenapar, BXOJAIMid B [lepedens JIEKapCTBEHHBIX MPENapaToB
JUISI MEIMIIMHCKOTO IIPUMEHEHUS, B TOM YHCJIE JIEKAPCTBEHHBIX MPENAPATOB I MEIULIUHCKOIO

MPUMEHEHMS], Ha3HAYaeMbIX 10 PELICHUI0 BpayeOHBIX KOMHUCCHUN MEIUIIMHCKUX OpraHu3alui

(Pactmopsokenmue IIpaButensctBa PO ot 26.12.2015 N 2724-p)
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