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TepMuHbI U onpeaeeHUs

IHapanporennemuyeckue aemuesnnusupywmme Heiiponatum (IIJJH) — rereporennas
IpyIIa XpPOHWYECKUX JIU3UMMYHHBIX IIOJMHEHPONATUM, ACCOLMMPOBAHHBIX C CEKpeuuen

napanporerHa (mapanpoTeuHeMuei).

XpoHuyeckass  BOCHAIMTEJbHAS  JeMHEIUHHM3MpPYIOLIass  NOJHPaAUKYJIOHelponaTus
(XBAII) - rpymma KIMHHYECKM TETEPOreHHBIX XPOHUYECKUX JIU3MMMYHHBIX HEWpOIaTHH,
XapaKTepU3YIOIUXCS MPOrpecCUpyroliuM Ooisiee 8 Helellb WIM PEUUAUBUPYIOIIUM TEUCHHEM,
FCHEPAIM30BAaHHBIM  [TOPAXCHUEM IMPOKCUMAIBHBIX M JUCTAIbHBIX OTHEIOB  TOJICTBIX
YYBCTBUTEJbHBIX M JBUTATEIbHBIX HEPBHBIX BOJOKOH C 3JEKTPO(PU3HMOJOTHUECKUMH U
naToMOP(OJIOTHUECKUMH  MPU3HAKAMH  JIEMHEIMHHU3AINN, TIOJIOXKUTEILHBIM OTBETOM Ha

HMMYHOCYIIPECCUBHYIO WJIIH UMMYHOMOAYJIUPYIOIIYIO TCPAIIHLO.

I[apanporennemMusi - Hadu4Yue CEKPEIMU MATOJOTUYECKOTO0 HMMYHOIJIOOYJIMHA WM €ro
¢bparMeHTOB OAHMM KIOHOM B-nmuMmdouuToB (MOHOKIOHANbHAs CEKpelus). BbIABUTH
MOHOKJIOHAJIBHYIO CEKPEIMI0 MOKHO MPU MOMOIIH 3eKTpodope3a OETKOB CHIBOPOTKH H MOYH C

UMMyHO(UKcanuei u ornpenereHueM CBOOOIHBIX JIETKUX HETeH.

MoHok/I0Ha/IbHAsE TraMManaTus HeonpenejaeHHoro 3Hadenums (MI'H3) - cocrosHue,
XapaKTepU3yIolleecs CEeKpeluuel MapanpoTeruHa MPU OTCYTCTBUU KIMHUKO-TApaKIMHUYECKUX
NPU3HAKOB JUMQONpPOIU(PEpaTUBHOIO 3a00JeBaHUS. YUWTHIBas Kjacc CEKPETUPYEMOTO

KJeTkaMu B-nmuMm@ounHoro psaa napanporensa, Boiiestor IgA-, 1gG- u [gM-MHI'3.

JlumponpoaudeparuBubie 3adoneBanus (JIII3) - rereporenHas rpymnma OMyXoJiew,
npoucxoasmmx u3 B- u pexe T-kiIeTOK pa3HOW CTENEHH 3PEIIOCTH U MCXOJHOMW JIOKAIU3aIuu

(KOCTHOMO3FOB&H, HOAaJIbHasA U BKCTpOHOIIaJ'ILHa}I).

I'moxokopTuxocrepouabl (I'’KC) - cunTeTnueckue mnpenaparbl (aHaJOTHM 3HIOTEHHBIX
TOPMOHOB, MIPOAYLIUPYEMBIX KOpOit HAAMOYEUYHUKOB), KOTOpBbIE OKa3bIBAIOT
IPOTHBOBOCTIAIMTENBHOE, AECEHCHOMIN3HUpPYIOlee, UMMYHOIETIPECCUBHOE, TPOTHBOIIOKOBOE U
antuTokcnueckoe aeictus. [ KC - 3T0 MEIMKaMEHTO3HBIN METOJ] TaTOr€HETUYECKON Teparuu
XBAIT n ITAH, acconmmpoBanHbix ¢ IgA- m IgG-MI'H3. Beicokonmo3nas tepanusa ['KC
NoJIpa3yMeBacT MepopalbHbI MIPUEM MPENaparoB B 03¢ | Mr Ha KI Macchl Teja NanueHTa
€XKEJIHEBHO WJIN YEPE3 JIEHb B TEUEHUE |-2 MECALEB € MOCIEAYIOIUM MTOCTENIEHHBIM CHUKEHUEM

JI03bI 0 MUHUMAaJIbHOM MOAACPKUBAIOIICH MU J0 MOJHOM OTMEHBI Mpernapara.



BoicokooObemublii TepaneBTHueckuid 1miaasmagepes (IIP) — >T0 HKCTPAKOPHOPATIBHBIN
meton natoreHetuueckod tepanuun XBJII u II/IH, accouuupoBannbix ¢ IgA-, IgG- u IgM-
MI'H3. BeicokooObeMHBIN T1azmMadepes moapasyMeBaeT yaaleHue MIa3Mbl CYMMapHO 32 KypC

He MeHee 140 Mu/Kr Macchl Tella MmamueHTa.

BuyrpuBenHasi BbicOKOg03Hass uMMyHoTepanusa (BBUT) — MenukaMeHTO3HBIM METOJ
natoreHernueckoil Tepanuu XB/IIT u IT/{H, accouupoBannseix ¢ IgA-, IgG- u IgM-MI'H3, npu
KOTOPOM Ha3Ha4yaroTcs IpenapaTsl BHYTPUBEHHOIO UMMYHOIUIOOYJIMHA YeJIOBEKa HOPMAJIbHOTO
(BBUI') ¢ conepxkanuem ummynornoOynuna kinacca G He meree 95%. BBUT nonpasymenaer
BBEJICHUE IIpernapaTa B CyMMapHOH KypcoBOil 703e 2 rpaMma Ha KWJIOTpaMM Macchl Tena
nanueHrta. [logaepxkuBaromias ummyHotepanuss BBUIT mpoBoguTcs ¢ BBeAeHUEM 03,
0J00PaHHBIX MHAWBUIYAJIBHO I Kakjgoro mauueHta (ot 0,4 1o 2 rpaMMOB Ha KHUJIOIpaMM

BCCa HaI_II/IeHTa), C BApUATUBHBIM PC)KMUMOM BBCIACHUA.

HpenapaTbl MOHOKJ/IOHAJIBHBIX AHTHUTEJd - JICKAPCTBCHHLIC CpPCACTBA TIPYyHIIbl TI'CHHO-
HHH(eHepHOﬁ OMOJIOrHYECKOM TCpalli, HIpCACTABJIAIOIINC coboit AHTHUTCIIA, CHCHI/Iq)I/I‘IHLIG
IMPOTHUB OIPCACIICHHOI'0O aHTUI'CHA WJIA Ha6opa AHTHUI'CHOB, OJMHAKOBBEIX IIO cBOEH CTPYKTYpPC U

CBOﬁCTBaM, YTO JOCTHIacTCA 6J1aroz[aps[ TOMY, YTO OHHU CUHTC3UPYIOTCA OJJHUM KIIOHOM KJICTOK.

PutykcuMad — TeHHO-WHXXEHEpHbI OWOJIOTMUeCKMi mpenapaT, NpeACTaBISIONMN coOoi
MOHOKJIOHaJIbHBIE aHTUTENa K CD20 aHTUreny, pacrosokKeHHOMY Ha TOBEPXHOCTH HOPMaJIbHBIX
U MaJUTHU3UpOBaHHBIX B-mum@onurtos. Jleuenne «off-lable» nanHbIM mpemapaToM sBisieTCS

MeT010M BbIOOpa mipu pe3ucteHTHbIX (popmax XB/II u I[1IH, accounnpoBannoii ¢ [gM-MI'H3.



1. KpaTkas nagopmManus no 3a00J1eBAHNI0 UM COCTOSTHMIO (rpynime
3200J1€BaHUI WJIH COCTOSIHUI)

1.1 Onpenejaenne 3a00JeBaHUS MM COCTOSTHNUS (IPYIIBI 3200J1€eBAHMI HJIN COCTOSIHU)

Ilapanpomeunemuuecxkue oemuenrunuzupyrowue neuponamuu (I[/JH) — rereporeHHas
rpymmna XpOHMYECKUX JIM3UMMYHHBIX HEMpoOmaTui, AacCOLMUPOBAHHBIX C  CEKperuen

naparnporeunHa [1-5].

1.2 DTHOJIOrHMSI U NAaTOreHe3 3a00J1eBaHMSI WJIHM COCTOSHHUSA (rpynnbl 3a00JeBAaHUN WJIH

COCTOSTHMI)

Oruonoruss u Tpurrepasie (akropel MI'H3 HemsBecTHBI [6-8]. UeTkne MeXaHH3MBI,

NPUYMHBI Pa3BUTUS TOpaxkeHHs mnepudepuueckux HepBoB npu MI'H3 rtakke m0 KoHIA He
W3YYEHBI, OJIHAKO PsII AKCIIEPUMEHTAIbHBIX pabOT, a TaKKEe OTBET HA UMMYHOCYIPECCUBHYIO U
MMMYHOMOIYJIUPYIOIIYIO TEPAIUIO YKa3bIBalOT Ha HEOCTIOPUMOE y4acTHe B aToreHe3e 001e3Hu
KaK KJIETOYHO-OMOCPEAOBAHHOTO, TAK M TYMOPAJIbHOTO UMMyHHUTETA [7, 9-11].

Ponw mapanporennoB knaccoB IgG u IgA B pazsutun [1/IH octaércs HesicHoit, mpu ToM,
YTO NPUYUHHO-CIEACTBEHHAs CBA3b MexAy mnapanporeuHemuend IgM u passutuem II/IH
aBnsieTcs fokazanHoi [ 1, 9-11]. ITpu I[1/IH, accoruupoBannoit ¢ MI'H3, npu mopdonorudeckom
UCCJIEJOBAaHUM  BBISBIIEHBl OTJIO)KEHHWS HMMYHOIJIOOYJIMHOB B SHAOHEBPUM M  BJOJb
PACCIIOMBIIMXCS JaMeJl MUETMHOBON 000JIOUKH B Mepu(pepruuecKuX HEpBHBIX BOJOKHAX [1, 9-
11]. IIpennonaraercs, 4To OTIOKEHUS UMMYHOIJI00YIMHOB BJ0JIb CTEHOK Vasa Nevrorum MOryT
MPUBOJUTH K WIIEMHH HEPBHOTO BOJIOKHA, a B HHAOHEBPHH CIOCOOHBI HAMPSMYIO BBI3BIBATH
paspylieHHe IUTOIUIa3Mbl IBAaHHOBCKUX KJeTOK [9-11]. IlepekpecTHast ayrTouMMyHHasi peakius
TAKXKE€ pacCMaTPUBAETCS B KAYECTBE OCHOBHOT'O MAaTOT€HETHYECKOro Mexanusma passurus [1JIH

[7,9-11].

1.3 DnuaemMuoJsorus 3a00JeBaHnus WM COCTOSTHNS (FPYNIbI 3200J1eBaHNIi HJIH COCTOSTHHI)

MI'H3 sBnsercs ogHON M3 caMbIX pacHpocTpaHEHHBIX napanporenHeMuit [12, 13]. Ilo
JAHHBIM AIHUJAEMUOJIOTHUECKUX HccaenoBaHuil y 3% nun crapie 50 JeT B TaKuX CTpaHax, Kak
HOxnas Kopes, T'epmanus, IlBerms, ®panmmst u CIIA, BeisBasercss  O6eccCHUMIITOMHAS
napanporennemus [14-17]. C yBenudeHHEM BO3pacTa 4acTOTa MapanpoTeMHEMUN pacTeT. Tak,
0 JaHHBIM MONYJISLUMOHHOIO  HCCIeAOBaHMsA  IuTata MuHHecoTa OeccHMMITOMHAas
MOHOKJIOHAJIbHAs CEKpelysl BbIsABIsIach y 5,3% B Bo3pacte >70 ner u'y 7,5% >85 ner [12].

ITpu uccnenoBannu Kiiacca 6ECCUMIITOMHO CEKPETUPYEMOTO MaparnpoTerHa B TPYIIE U3

787 maunentoB knuHuku Meiio (CIIA), 1gG BeisiBisiics y 61% nanuenTos, IgM -y 18% u IgA



-y 11% [18]. AnanornyHslie JaHHbIE OBLIN MOTYYEHBI B MOMYJISLHOHHOM HUCCIIEIOBAHUU OKpYyTa
Onmcren (rat Munnecora, CIHA) [12].

Yame Bcero MHI'3 ximHnyecku HezHaunma. OpHako y 20-25% nanuentoB ¢ MI'H3
pasBuBaercs Xponuueckas mnonuHeidpornarus (ITHIT). Ascrpuiickue ydensie B 2017 romy
oneHwin cnektp IIHII, accoumupoBanubix ¢ MI'H3. Cpemnu 223 yenoBek ¢ MI'H3 y 36
narueHToB (16%) Oputa muarnoctupoBana ITHIT: B 20 cimywaeB u3 Hux (55%) - mucrampHas
cumMmeTpuyHasi akconanbHas [IHIT; B 16 ciyuaeB (45%) - xpoHudeckasi JeMUETUHUZUPYIOIIAS
ITHIT [19]. KpynHbIX 30UAEMHOIOTMYECKUX UCCIeA0BaHUM mo pacnpocTpaneHHoctd MHI'3 u
ITIIH B P® He npoBOaUIIOCE.

Exeromno 1-2% cmywaee MI'H3 Ttpanchopmupyrores B iuM@orpoaudepaTuBHbIC
3abonesanus (JIII3) [20]. Tak, cpenu 1384 maumentos kimauku Meiio (CILIA) ¢ MI'H3, y 115

yenoBek (8%) B mocneaytoiem Obutn auarnoctuposansl JIII3 [18, 21].

1.4 Oco0eHHOCTH KOAMPOBAHUA MO0 MeEXIVHAPOIHOW CTATHCTHYECKON KJaccuuKranuu

00J1e3HeH M MPo0JIeM, CBA3AHHBIX CO 3I0POBLEM

G61.8 — [Ipyrue BocnaUTeNbHbIE IOJMHEBPONIATUN

1.5 Kiaaccuduxkanus 3a001eBaHNS WIN COCTOSHHUS (Irpynnbl 3200JeBaAHNUHA HJIM COCTOSTHMI)

Knaccudukanus remartonornyeckux Oose3Hed, acCOLMHUPOBAHHBIX C MATOJIOTHYECKOM

cekpenueil napanporenna u passutuem [1/IH [1, 22]:

A. Monoxnonanvnasn cammanamus HeonpeoeneHno2o snavenus (MI'H3):

a) cekpeuus napanporeuHa IgA, IgG

b) cekpenus napamnporenHa IgM:
® C aHTHUTEJIAMU K MUEIUH-aCCOLMUpPOBaHHOMY Tiukonporenny (AT k MAT);
e 0e3 aHTUTEN K MUEIMH-accoMupoBaHHOMY TiukonpoTenHy (AT k MATD);

B. CANOMAD cunapom (C — chronic, A — ataxic, N — Neuropathy, O — ophthalmoplegia, M -
M-protein, A — agglutination, D - disialosyl antibodies) — cuHAPOM XpOHHYECKOMH
aTaKTUYEeCKOW HehpomaTH U OQTaIbMOIUIETHH C HaluuueM M-NpoTenHa, XO0JIOAOBBIX
arrJIFOTHHUHOB U TUCHAJIO3UIIOBBIX aHTUTEIT,

C. Jlumgonponughepamuenvie 3abonesarus (JII13):

a) MHOJKECTBEHHasi MHeloMa (O4YeBHJIHAs, aCUMOTOMHas (TJeromasi), HEeCEeKpeTUpYroas
WJTU OCTEOCKIIEPOTHYECKas );

b) 3mokadectBennsie JII13:
e MakpornoOynuHemus Banbnenctpema,

® 3JI0KaueCTBEHHAs JIUMQoma,



® [JJa3MOLIUTOMA (COJUTApHasi, SKCTpaMEAYJUISIpHAs, MHOXECTBEHHbIE €IMHUYHbIC),

® XPOHUYECKUH TUMPOLUTAPHBIN JICHKO3,

e (O0JIC3HD TSHKEIBIX ICIICH,

® T[IEPBUYHBIN aMHIION103 (C WJIK O€3 MUEIIOMBI),

e POEMS cunapom (P-nmomuneitponartus, O-opranomeranus, E-sagokpunonarus, M -

M-npoTenH, S- KOXKHBII CUHIIPOM).

1.6 Kiannuyeckass KapTHHA 3200/1¢BAHUS WJIH COCTOSIHMS (rpynnbl 3a00J1eBaHUN MM

COCTOSTHMI)

[Manuentsr ¢ IIJAH, accounuumpoBanHbiMu ¢ MI'H3, cOOTBETCTBYIOT KIMHUYECKUM

kputepusm  XBJII EAN/PNS 2021 (IIpunoxenue I'l) u muddepenmupoBars HuX 110
KJIMHUYECKON KapTUHE HE MPEICTaBIIAETCS BO3MOXKHBIM.
Knunnueckas xaptuna I1/IH, accounupoBanusix ¢ IgA- u IgG-MI'H3, B OonbpmHCcTBE
ciyqaeB mogo6Ha "kimaccuaeckoit”" popme XB/IIT u xapakrepusyercs HammuueM |1, 23-27]:
® CHUMMETPUYHOTO BSJIOrO TeTpamape3a C paBHOMEPHBIM BOBJIEUEHHEM JUCTAIbHBIX MU
IIPOKCUMAJIbHBIX OT/EJIOB KOHEUHOCTEH;

® HApYUICHUH MOBEPXHOCTHON U ITyOOKOH YyBCTBUTENILHOCTH I10 MOJMHEBPUTHUECKOMY THUILY
(mo Tuny "mepyaTox M royib(Hpos/HOCKOB");

® CCHCUTHBHOM aTaKCUH, TPEMOPA PYK;

® CHIKEHHMEM WJIU BBINA/IEHUEM CYXOXHIBHBIX PEQIIEKCOB.

Knunnueckass kaptuna IIJIH, accoummpoBannoit c¢ IgM-MI'H3, wmoxer wumeth

ocobennoctu [28-30]:

e MbllIeYHas c1aboCTh Mpeol1aaeT B IUCTANBHBIX OT/AEIaX, IPEUMYIIECTBEHHO B CTONAX;

® JIOMMHUPYIOT HapylIeHUs TJIyOOKOH YyBCTBUTENBHOCTH C pAa3BUTHUEM BBIPAKEHHOM
CEHCHUTHUBHOM aTaKCHM;

® BBIIBIISIETCS TOCTYPAIBLHBIM TPEMOP PYK.

B ortmuume ot XBJ/II, mpu IIJIH dyBcTBHTENbHBIE HapylieHHs OOBIYHO Oosee
BBIPQXEHBI, 4YE€M JIBUTATEJIbHBIE, MOTLYT BBIABIATHCA BETETaTHBHBIE HApyLIEHUs U
Helporiatuueckuii OoneBol cuHApoM. BoBiedeHue AbIXaTeNbHONW MYCKYJIAaTypbl, MOpakeHUe
yepenHbix HepBoB, HapymeHue ¢yHkiuu [{HC u tazoBbix opranos npu [1/IH He xapaktepHo.
Ha mno3guux cragusx OoJie3HM BO3MOXHO pa3BuTHe runorpopuu wmbimi. CTeneHb
HEBPOJIOTUYECKOTO Je(hUIIUTa MOKET BapbUPOBATH OT JIETKOI 0€3 CYIeCTBEHHOTO OIpaHUYEHUS
HEepeABIKEHHUS] U CaMOOOCTYKUBAHUS 10 TSKENOM, ¢ MOJHON 3aBUCUMOCTBIO OT MOCTOPOHHEH

IIOMOIIH.
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2. IluarHocTUKa 3200/1eBaHNS WIH COCTOSIHUS (TPyNnbI 3200/1eBAHNH HJIH
COCTOSTHMIN)

2.1 ’Kaao0bLl 1 aHAMHE3

Pexomenayercsas mnopospeBars [IJIH y manueHTOB ¢ IIPOrpecCUpOBAHUEM  BsUIOIO
TeTpanape3a W/Mil YyBCTBUTEIBHBIX HAPYIICHUH MO MOJUHEBPUTHUECKOMY THUILY H/HIU

CEHCUTHBHOM aTaKkCHM B TeueHHe Oosee 8 HEACb C LCIbIO CBOCBpCMeHHOﬁ JUAarHOCTUKH

3aboneBanus [ 1, 23].

YpoBenb  yOeautesbHocTH — pekoMenaanmuii  C  (ypoBeHb  /I0CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

KommenTapuii: nayuenmor npedwvsgnsiom ocanobvl Ha crabocmev muvluy pyK U
nNpeuMyWecmeeHHo  Ho2,  U3MeHeHue  NOXOOKU,  HA  OHeMeHue,  CHUMCeHUe
YYBCMBUMENbHOCMU KUCMel U CMOn, HeyCmouuu8ocms, HApyuieHue KOOPOUHAYUu u
mpemop pyK. B psode cnyuaes becnoxoum uetiponamuyeckuii 60aegotl cunopom. JKanioowi
Ha Hapyulenue 3peHusl, 210Manus, ObIXanus, QYHKYUU mazoevix OpeaHo08 He XApaKmepHbi.
Ilpu onpoce credyem obpawams HUMAHUE HA CPOK NPOSPECCUPOBAHUSL CUMNIMOMAMUKU,

Hanuuyue  CONYMCMEYIOWUX — COMAmuyeckux  3a0onesanuti, npemopoOuoHslli  (oH,

HACIeO0CMBEHHbI AHAMHE3 NO HEPBHO-MblUUEYHbIM 3a001e8aHUAM.

2.2 ®uzukajbHoe 00CaeT0BAHUE

PEKOMeHHyeTCﬂ noao3peBaTb HZ[H Yy ManueHTOB, 3a00JIeBaHUE KOTOPBIX COOTBETCTBYCT

nuarHoctruueckuMm kputepusm XBJIII EAN/PNS or 2021 roma (ITpunoxenue I'l), ¢

1[I0 CBOEBPEMEHHOM JUArHOCTUKH Oose3nu [ 1, 23, 31, 32].

YpoBenb  yOeautenbHocTH — pekoMenaanmuii  C  (YpoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJdbCTB — 5)

KommenTapmii: y kasxcooeco mpemveeco nayuenma ¢ XB/[I1 evisisnsemcs MOHOKIOHAIbHASA

cexkpeyus [1, 3, 5, 7].

2.3 JlabopaTopHbIe TMATHOCTHYECKHE HCCIeT0BAHUSA

PeKOMeHI[yeTCﬂ IMPOBCACHHUC 3J1€1<Tp0(pope3a OCIIKOB CBIBOPOTKM HU  MOYH

UMMyHO(QUKcanMed U ompeaeneHWeM  ypoBHsS  jerkuit  memeit  (free-light)
MMMYHOTJIOOYJIMHOB MalMeHTam, 3a001eBaHle KOTOPhIX COOTBETCTBYET TUArHOCTHUYECKUM

kputepusm XBJIIT EAN/PNS ot 2021 roga (Ilpunoxenue I'1), ¢ nenpio AMarHOCTUKH

TIJTH [1, 23, 31, 32].

YpoBenb  yoOenuteabHOCcTH  pekoMenmamuii  C  (ypoBeHb  JI0CTOBEPHOCTH

J0KAa3aTeJbCTB — 5)
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KomMmenTapmii: neobxooumo obpawams 6HUMaHue HA Haluyue NAMOIOLUYECKOL
MOHOKIIOHANLHOU  CeKpeyuu, 6 MoM 4Yucie 6 Cle008blx KOMUUeCmeax, Kiacc
CeKpemupyemvlx UMMYHO2I00VIUHO8, HAuYue JecKux yeneli u oeixa benc-/[conca.
PexoMenayercsi mnpoBereHue wuccienoBanus kpoBu Ha Hanmnuue AT xk MAIT Bcem
nauuentam ¢ [IJIH, accomuupoBannoit ¢ I[gM-MI'H3, ¢ nenbto yrounenus auarsosa |1,
33-35].

YpoBenb  yOeauresbHocTH  pexoMeHaanmuii  C  (ypoBeHb  [10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapuii: npeonoumumenvhwiii memoo onpedenenus AT k MAI" - ELISA [36, 37]. V
Kascooeo emopoco nayuenma c IgM-MI'H3 ewvisensemca evicokuii mump AT x MAI.
3nauumoiti mump AT k MAI" > 7000 Eo (Western-blot). Onpeoenenue yposusa AT k MAI
BAJHCHO 8 CBA3U C PA3HLIMU mepanesmuyeckumu nooxooamu npu IJ[H, accoyuuposannou
c IgM-MI'H3, ¢ 3asucumocmu om naauvus unu omcymemeus AT k MAI [30].
Pexomenayercs npu orcyrctBuu AT k MAI wuccienoBanue KpoBM Ha aHTUTENA K
rairiauo3uaaM nepudepudeckux HepBoB manuentam c [IJIH, accormuupoBannoii ¢ IgM-
MI'H3, ¢ uensto yrounenus nuarsosa [ 1, 33, 35].

YpoBenb  yOeauresbHocTH  pexoMeHaanmuii  C  (ypoBeHb  [10CTOBEPHOCTH
JA0KAa3aTeJIbCTB— 5)

KommenTapmii: nanuuue IgM anmumen x eanenuosuoam GQIb, GMI, GDla u GDIb,
SGPG npu IIJ]H ysenuuusaem namozeHemuyeckyo c6sa3b medxncdy napanpomeunemuen u
ITHII. Oonako ux ouacnocmuyeckas 3Hadumocms e onpeoenena [1, 30, 33].
Pexomenayercss wuccienoanue kpoBu Ha ypoBeHb VEGF mnanumentam c IIJIH npum
noao3pennn Ha POEMS-cunapoM ¢ nienpio yrounenus nquaruosa [1, 22, 32].

YpoBenb  yOeauresbHocTH — pexoMeHaanuii  C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB— 5)

KommenTapmii: ouaenocmuka POEMS-cunopoma nposooumcsi OHKO2eMamoio2oM.
Oonaxo 3abonesanue wacmo oedromupyem c IIHII, 6 ces3u ¢ uem nHesponoe 0ondicen Obimv
0Cc68e00MIeH U HACMOPOI*CEH 8 OMHOUEHUU OaHHOU DOe3HU.

PexoMeHnayercsi TpoBeNCHHE JIOMOQJIBHOW MYyHKIIMH C OOIIMM aHAJIN30M JIUKBOpA
nanpentam ¢ [1/IH ¢ nuddepennmansno-nuarnoctudeckoit menbko [38, 39 1.

YpoBenb  yOeguresbHocTH — pexoMeHaamuii  C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 5)

Kommenrapmii: npu II/[H 6 75-86% cayuaes yposenv bOenka 6 yepebpOChUHANLHOU
arcuoxkocmu nogviuer (>0.45 2/n 0o 50 nem u >0.6 2/n nocne 50 nem) npu HOpMAILHOM

3 .
yumose <I10/mm” [1, 3-5]. Hopmanohwiti yposensv 6enka 8 1uKgope He UCKIUAen OUdeHO3
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3
"IIJIH". Tlpu ewvisenenuu nieoyumosa >50/mm’ mpebyemcs UCKIIOHUEHUE UHBIX NPUYUUH
He8pOI02UYeCKUX HapyuweHul (Heupourgexyutl, Hetupocaproudo3d, 310Ka4ecmeeHHO20

aumeponponugpepamuenoco npoyecca u op.) [1, 23].

2.4 UHcTpYMEHTAJIbHLIE IMATHOCTHYECKHE UCCIeI0BAHUS

Pexomennyercs nposenenne DHMI -uccnenoanus namuentam ¢ nojgo3penuem Ha [1/H

C eI YTOYHECHUS YPOBHSI IOPAXKCHUS MepUEePHIECKOTO HEHPO-MOTOPHOTO armapara u

XapakTepa MOBPEX/IEHUSI HEPBHBIX BOJIOKOH [1, 40].

KommenTapuu: 6 oOoavwuncmee cnyuaes npu IIJ[H, accoyuuposannou c¢ MIH3,

pesynomam OHMI coomeemcmeyem snexkmpoouacHocmuveckum Kpumepusim XB/II

(EAN/PNS 2021) (IIpunosicenue I'l) [23].

Ilpu II/[H, accoyuuposannou c¢ IgM-MI'H3, npu OHMI-06credosanuu mocym

8b1A6715IMbCsL 0cobennocmu [40-44] :

O  paenomepHoe cummempuuroe chudicenue CPBu

O  Oonvuiee 808IeUEHUE CEHCOPHBIX HEPBHBIX B0JIOKOH, YeM MOMOPHbIX

O  HenponopyuoHaibHoe yeeruyeHue OUCMAIbHbLIX JAMEHMHOCMel MOMOPHbIX OMBEmos,
YUMo KOJIUYECMBEHHO ONpeoensemcs, KaK UHOEKC MEePMUHATLHOU JAMEeHMHOCU:
oucmanvroe paccmosinue/(CPBm x namenmnocmes OM-omseema) < 0.25

O omcymcmeyem CeHCOPHbIL NOMEHYUAl Npu UCCIe008AHUU UKPOHOMICHO20 Hepad,
omcymcmeyem COOMHOUleHUe - HUSKOAMNJIUMYOHbIU  CEeHCOPHBIL  NOMEHYUA
CPEeOUHHO20 HepB8a/HOPMAbHble NAPAMEmpPbl CEHCOPHO2O0 NOMEHYUANA UKPOHONCHO20
Hepsa (nocneonee xapakmepho oas XB/[I1)

O 010K npogedenus u oucnepcus (NOaUPa3us) MOMOPHO2O OMeema He XapaKkmepHbl.

B psaoe cnyuaes npu IHMI -uccredosanuu pesucmpupyemcs nepeutdHo axKcOHAIbHbIU

xapaxmep nopasjiceHus nepughepuyeckux Hepeog [40].

Pexomenayercs nposeaenue O6uorncuu Hepsa mauuentam c [1JIH ¢ nuddepennumansao-

JIMarHOCTHYECKOM 1enbio [1, 23, 45-47].

YpoBenb  yOeguresbHocTH  pexoMeHaamuii  C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)

KommenTapmii: npu mopghonozuueckom ucciedosanuu UCKIO4aAOmMcs albmepHamueHsle

OUacHo3vl  (AMUIOUOO3, BACKYIUM, 310KAYecmeenHas unguibmpayusi u 0p.). Ilpu

9NEeKMPOHHOU MUKPOCKONUU, 8bIAGNIAION PACUUPEHUE HAPYIHCHO20 CIOSA MUETUHA, Haaudue

0eno3umos8 UMMYHO2I00YIUHO8 U/UNU KOMNIEMEHMAa 6 MUeluHe, Ymo HoOmeepicoaem

NPUYUHHO-CTIEOCMBEHHYI0  NAMOLO2UYECKYI0 6436 Mmedxncoy I[I[JH u MouoKIoHanbHO

cexkpeyueti.
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2.5. Uuble nUarHocTuyeckue Mccjae10BaHus

o

Pexomenayercst KOHCynbTalus U o0cenoBaHue y oHKoremarosora namuentam ¢ [1J1H, y
KOTOPBIX BbISIBJIEHa MOHOKJIOHAJIbHAS CEKpeLysl, ¢ 1enbto uckiouenus JIII3 [1, 48].
YpoBenb  yOeauteqbHOCTH  pexoMenaauuii C  (ypoBeHb  [10CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapuii: ob6criedosanue y onkocemamonoca 0019cHo ekaowams [48]:
Quzukanvuvill  ocmMomp:  GvlAGNIeHUe  AUM@DAdeHonamuu,  2enamocHIeHOMe2aAUlU,
Maxpoenoccuu, acyuma, mpo@Quueckux HapyuleHul Koxicu u op.
nabopamopHoe obcredosanue:; 0OWEKIUHUYECKU U PACUUUPEHHBII OUOXUMUYECKUU AHATU3bL
Kpos, onpeoeneHue c60O00HO020 U UOHUSUPOBAHHO2O Kaavyusi 6 niasme, f-2 —
mukpoenooynuna, CPB, peemomouonoco pakmopa, Kpuo2iooyiuHos, oowuti aHaiu3 Moyu,
onpeodenenue yposus VEGF 6 coleopomke kposu npu nooospenuu Ha POEMS-cunopom;
uHCmpymenmanvHoe obciedosanue: penmeeHozpaguyeckoe unu KT-uccnedosanue ckenema
(6xntouas Kocmu uepena, masa, NO380HOYHUKA, peopa u Oaunusle kocmu) unu [I3T-KT c
@mopoe3oxcu2nioko3otl (¢ yevio 8visA8N1eHUs 0CMEOCKIePOMULecKUX Ul 0CMeoIumu4eckux
ouazo8), KT opeanos epyonou knemxu u oprownot nonocmu uiu MPT ececo mena (c yenvio
8blABIeHUS TUMGPAOeHONAMuUU, 2eNamMOoCHIeHOMEe2AIUU U 3TI0KAYeCMBEeHHO20 00PA308aHU)
N0 NOKA3AHUAM - HYHKYUS KOCMHO20 MO032a Uiu Ouoncus numgoysia c¢ nociedyrouum
Mopghonocuteckum U UMMYHOSUCTOXUMUYECKUM UCCe008aHuem buonmama.

Kpumepusmu MI'H3 6yoym senamucs [6, 22, 48] :

HU3KUEe KOHYEeHMpayuu MOHOKIOHANIbHO20 UMMYHO2N00yauna (< 3 2/0n)

ypogens 6enxa benc-/{oconca < 1 2/24 uaca

omcymcmeue TUMmuYecKux uil CK1epomuyecKux UsmeHeHull 8 KoCmsx

omcymcmeue — aHeMuu, — unepkanbyuemMuu,  1a00pamopHblX — NPUSHAKOE  NOYEYHOU
HeodoCmamoyHoCcmu

YpO8enb UHGUILMPayUU KOCMHO20 M032a KIOHANbHbIMU naazmayumamu <10%

omcymcemeue IUMPOnIazMoyumapHou UHGUILMPAYUY 6 KOCIMHOM Mo32e

omcymcmeue KIUHUYECKUX U NAPAKIUHUYECKUX HNPUSHAKO8 ONYyXoaesol UH@UIbmpayuu
(Hanpumep, CUHOPOMA 2UNEPBAZKOCIU, OP2AHOME2AUU U OP.)

PexomenayeTcsi OIEeHUBATH MPUYUHHO-CIICJCTBEHHYIO CBSI3b MEXIY IMapanpOoTeHHEMHUCH

M XpOHMYECKOM monuHedpomarner manueHtram ¢  XBJIII mnpm  BeIsiBIEeHUHM

MOHOKJIOHAJILHOM CEKpeInu C 1eNbI0 yTouHeHus aquarnosa (Tabmmma 1) [1].

YpoBenb  yOeautenbHocTH — pekoMenaanmuii  C  (YpoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJbCTB — 5)
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Tabauna 1. IIpUYMHHO-CIEACTBEHHAs] CBA3b MeEKAYy NapanpoTenHeMHeldl M Pa3BUTHEM

XPOHUYECKOH JeMHeTHHUMPYIOLIel moJnHeiiponaruum [1].

Bricokasi cBSI3b B ciyuae, ecJii MMeeTCsl MOHOKJIOHAJIbHasA cekpenusi IgM

(mpu MI'H3 mim MakporiooynunemMun BanbiaeHcTpeMa) B COUeTaHUH

¢ BeicokuMu tuTpamu AT k MAT i AT k GQ1b nnm
¢ MOP(OJIOTUICCKUMHU H3MEHEHHSIMU: TP JICKTPOHHOM MUKPOCKOIIUY HEPBA BBISIBIISIFOTCS

JCIIO3UTBI IgM HJIM KOMIIJIEMCHTAa B MUCJIMHE UJIN paCIINPEH Hapy>KHBII71 CJION MHETINHA

YMepeHHaﬂ CB#3b B CJIyiae, €Cjin

umeercs cekpeuus IgM (mpu MI'H3 wmnm makpornmoOynumHemun BanpaeHctpema) B
COUYCTAHWH C BEICOKMMHU TUTpamu IgM anTuten k ranriauosuaam (GM1, GD1a, GD1b, GM2,
cynpdatuapl ¥ T.J.) U MEIJICHHO NPOTPECCUPYIONIas MPEUMYIISCTBEHHO AMCTaIbHas
CUMMETpUYHAs CEHCOpHas HEeHpomaTus Win

umeetcst cexkpenusi [gG- nmm IgA- mapanporenHa U COOTBETCTBYIOIIHE MOP(HOIOTHYECKUE
M3MEHEHUS: NPU 3JIEKTPOHHOW MHUKPOCKONHMH HEpPBa BBIABIAIOTCS Aeno3uThl IgA wim IgG,

HJIN KOMILUIEMCHTA B MHUCJIIMHC, WK PAaCIIUPCH Hapy)KHbIﬁ CJION MUeInHA

"CoMHuTeIbHASA" CBA3b, €CJAM HMeeTcsl J100oe M3 CIeIYHUUX YCJI0BHH y NanMeHTa ¢

MI'H3 6e3 AT-MAI' (npu >TOM 1uarHo3 MoXeT ObiTh cdopmynupoBan kak "XBJII,

aCCoOMMUpOBaHHasA C HapaHPOTeHHCMHeﬁ)Z

Bpems pazsutus [THII <6 mecsies

peLUANBUPYIOIIEE WM HEYKIOHHO MPOTPECCUPYIOIIEE TEUEHNE

BOBJIeUeHbI yepernHbie HepBbl (kpome CANOMAD)

IIPUCYTCTBYET aCUMMETPHUSI HEBPOJIOTUYECKUX HapyIICHUN

HEBPOJIOTHYECKUM HapyLICHUSIM MPEIIecTBYeT HH(EKIns

HU3KUI CEHCOPHBII NOTEHIMa CPEAMHHOTO0 HepBa/HOPMaJIbHbIE MTapaMeTphbl UCCIIET0BaHMS
MKPOHOXHOI'O HEPBa

umeercsi cekpeuust 1gG- wim IgA- mapanporemHa Oe3 mpoBeaeHHs MOP(OIOTHUECKOTO

HCCIIEIOBAHUSA

Pexomenayercss  mpoBoauTh  AuddepeHuaIbHyl0  JUAarHOCTUKY €  JpPYTUMHU
HEBPOJIOTHYECKUMHU 3a0osieBanmsiMu marueHTam ¢ [IJIH ¢ nensio yrouHeHus amarHosa
(ITpunoxenwue '2) [1, 49, 50].

YpoBenb  yOeautenbHocTH — pekoMenaanmuii  C  (YpoBeHb  /10CTOBEPHOCTH

J0KAa3aTebCTB — 5)
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3. Jlequne, BKJII0Yad MCAUKAMCHTO3HYIO U HCMECAUKAMECHTO3HYIO TEPAIIUH,

AUETOTEPAIINIO, 069360.]1€B3Hl/le, MEAUIHNHCKHEC ITIOKA3aHUA U

IMPOTHBOIIOKA3aHUA K IPUMCHCHHUIO METO/10B JICUCHHUSA

3.1 IlaToreHernuecKas Tepanus

Pexomenayercss B3BEUNICHO MOAXOAUTh K Havany JedeHus mnauuedntoB c¢ IIIH,
acconuupoBanHoit ¢ MI'H3, yuuThiBas OCOOEHHOCTH TEUYCHHS 3a00JCBaHUS, C IENBIO
JOCTHKEHUSI MaKCUMalbHOW 3(P(PEKTUBHOCTH M MUHHMH3ALUK TMOOOYHBIX 3P (HEKTOB
naTtoreHeTuyeckou Tepanuu [1].

YpoBenb  yOeaureabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapuii: npu cmayuonapnom meyenuu OONE3HU, MUHUMATLHOU BbIPANCEHHOCMU
Hegponocuyecko2o Oepuyuma He pPeKOMEHOYemcs HAYUHAMb —NAMO2eHeMmUYecKyro
mepanur, ocmasus nayueHma noo OUHAMUYECKUM HAONI00eHUeM C PeKOMEHOAyusmMu no
cumnmomamuydeckou mepanuu u peadbunumayuu. Ilamozenemuueckas mepanus nokasauna
nayuenmam ¢ TI/{H npu npozpeccuposanuu 601e3HU uiu peyuouse, no00Cmpom oebrome,
npu  HATUYUU  HEe8PONO2UYECcKo20 Oeuyuma, 6lugioweco Ha NnepeosudiceHue U
camooocuylcusanue.

PexoMeHnayercss HazHauaThb BBICOKOJO3HYIO BHYTPUBEHHYIO MMMyHoTepanuio (BBUT)
(pazmen 3.1.1); BbicOkOnO3HYI Tepamuio Triatokokoptukoctepougamu (I'KC) (pazmen
3.1.2); BeIcoKOOOBEMHBIN TepaneBTryeckuil mwiazmadepes (I1P) (pasaen 3.1.3) nanuenram
¢ [I/TH, accounupoBannoii ¢ IgA- nnu IgG-MI'H3, B pamkax naroreHeTH4ecKol Teparnuu
NEePBOIl IMHUH C LIEJIbI0 JOCTHXKEHUS TepaneBTudeckoro s dekra [1, 51-53]:

YpoBenb  yOeauresbHOCTHM  pexoMeHaamuii B (ypoBeHb  /10CTOBEpPHOCTH
A0KA3aTeJIbCTB — 2)

KommenTapmii: namocenemuueckas mepanus IgA- u IgG-MIT'H3 ne omauuaemcs om
namozenemuveckou mepanuu XBJII [1, 23, 53]. Bvuwe yrxazauHvle Memoobl
Namo2eHemu4eckoe0 JleyeHus uMelom pAasHO3HAYHbIL mepanesmudeckuii dggexkm 6
KPamkocpo4HoU nepcnekmuse.

PexoMeHnayercsi HazHauaTh BBICOKOJO3HYIO BHYTPUBEHHYIO MMMyHoTepanuio (BBUT)
(pazzen 3.1.1); BeicokooOBeMHBIN TepaneBTuyeckuit miazmadepes (I1D) (paznmen 3.1.3);
npernaparsl  MOHOKJIOHaJbHBIX  aHtuTen (pasmen 3.1.4) maunmentam ¢ I1JIH,

accounnpoBanHon c¢ IgM-MI'H3, npu orcyrctBun AT x MAIT B pamkax
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3.1.1

MaTOT€HEeTHUYECKON Tepanuu MEepBOW JMHUU C LEIbI0 JOCTHXKEHUS TEepaneBTUYECKOTO
addekra [1, 51].

YpoBeHb  y0enuTeJBLHOCTH  pekoMeHgamuii B (ypoBeHb  10CTOBEPHOCTH
J0KAa3aTeJbCTB — 2)

Pexomenayercsi MPOBOIUTH JICUYCHHUE TperapaTraMd MOHOKJIOHAIBHBIX aHTHUTEN (pa3ien
3.1.4) maumentam c I1[AH, accormuupoBannoii ¢ I[gM-MI'H3, npu nanmnuuu AT k MAIL B
pamMKax [aTOTCHETUYEeCKOW Tepalmuyd TEepBOM JIMHHM C  IEJIbI0  JOCTHIKCHUS
TepaneBTuueckoro adgdexra [1, 11, 30, 51, 54, 55].

YpoBeHb  y0eauTeJbHOCTH  pekoMeHjaauuid B (ypoBeHb  J10CTOBEpPHOCTH
J0KAa3aTeJbCTB — 2)

Pexomenayercsi KOHTPOJIHPOBaTh APGEKTUBHOCTh NATOTCHETUYECKOW Tepamuu Yy
naueHToB ¢ [1/IH ¢ nenbto onenku HeoOXxoaumocTu ee koppekuu [1].

YpoBenb  yOenutTeabHOcTH — pexkoMeHgamuii C  (ypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapuii: xommpons oOunamuxu cocmosHusi Ha @Qone mepanuu  O0NAHCEH
0CYWeCmeIamvbCsl ¢ HOMOWBIO Memo008 00beKMUBHOU OYEHKU: HEeBPOLOSULEeCKULL OCMOMpP
C UCNONIb308AHUEM OYEHOYHBIX WiKAl (Hanpumep, Neuropathy Impairment Score/NIS unu
Inflammatory Neuropathy Cause And Treatment/INCAT). Oyenxa nposooumcs uepes 4, 8§
u 12 neoenv nocne nauana mepanuu. Ilpu omcymcemeuu s¢hghexma unu HeOOCMamoyHoll
agpgpexmuenocmu  00HO20 Memooa mepanuu ciedyem nepeumu Ha Opyeou Uil
KoMOuHuposame 06a memooda. llpu Hedpexmuenocmu namoeenemuueckou mepanuu
(I'KC, BBUI', 1D, npenapamos MOHOKIOHANbHBIX AHMUMEN) clledyem nepecmompenmy
ouaenoz, ucknouums JII13 u II/[H-no0obHble Helponamuu, eciu 3mo He Obllo COeNaHo
panee (cm. Ilpunoosicenue 172), KomOUHupoéames Memoovbl JleYeHUs ¢ GKIOYeHUEM

yumocmamuydeckux npenapamos (pazoen 3.1.5).

BuvrpuBennas BbIcoko103Hast uMMyHoTepanusi (BBUT)

Pexomennyercs:i nepen mnposeneHueMm craprooii BBUT wuccnmenoBanme ypoBHs IgA B
CBIBOPOTKE KPOBH C I11eJIbI0 BhIABICHUS [gA-uMMyHOonedumuTa [56-58].

YpoBenb  yOeauteabHocTH — pekoMeHaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0Ka3aTelbCTB — 5)

KommenTapwuii: msaocenvie anagunakmuueckue peaxyuu npu BBUI wawe pazeusaromcs
vy nayuenmos ¢ oeguyumom IgA. Ypoeenv IgA, npu xomopom cocmosnue onpeoensiemcs
kak IgA-ummyHnooepuyum, cocmaeisem 8 cpeonem <7 me/on (0,07 2/n; 5—10 me/on). Ilpu

noxkazamensix yposus IgA eviwe 7 me/On, HO 6 2 paza Hudce HOPMANbHBIX 3HAYEHUI,
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cocmosiHue modcem Ovlmov pacyeHeHo Kaxk yacmuuuslii oepuyum IgA. Jecpuyum IgA ne

00JDICEH  paccMampueamvpcs  Kak abconomuoe NpOMuU8ONOKA3aHue K NpoeoeHuro

mepanuu. B makux cayyasx pekomMeHOyemcs NposoOums Hpemeouxkayuro, 6800UMb

npenapam BBHUI, codepoicawuti Haumenvulee Koauvecmseo IgA; He npesviuams

DPEKOMEHOYeMYI0 8 UHCMPYKYULU CKOPOCMb 86e0eHUs npenapamd.

Pexomennyercsi mnposenenue BBUT mnpenaparamu HMMMYHOIVIOOYJIMHA — YelOBEKa

HOpMalibHOTO**# ¢ comepxkaHueM HMMyHOrnoOynuHa kimacca G He Menbuie 95% B

CTapTOBOM KypcoBoW Jmgo3e 2 T/kr Maccel Tena mnamueHtam ¢ IIJIH c¢ wensio

naroreHernyeckou tepanuu [1, 51, 59].

YpoBenb  yOeauresbHOCTHM  pekoMeHaanmuii B (ypoBeHb  /10CTOBepHOCTH

A0KA3aTeJbCTB — 2)

KommenTapuu: cmapmosoe 6sedenue BBUI' npogoosm 6 yciosusx KpyenocymouHo2o

cmayuoxapa 6 pesicume ediceOHesHulx un@ysuii 6 0oze 0.4 2/ke/cymku 6 meuenue 5 Ouell

(cymmapmno Ha Kypc 2 epamma npenapama Ha K2 Maccvl meia NayueHma,).

Pexomenayercst perynspHas tepanus BBUIT no nepcoHanu3upoBaHHBIM KypCOBBIM

no3am U cxeMaMm BBeneHus nanuentam ¢ IIJIH, orBetuBmmm Ha craproByro BBUT, ¢

HEeNbl0 NPOQWIAKTUKY peruanBa 3a00JIeBaHUS M TOAJCPXKAHUS TEpPANeBTUYECKOTO

abdexra [1, 51, 59].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (YpoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJdbCTB — 5)

KommenTapuu: 6 noooepocusarowem pesxcume npu ITJ[H BBUI mozym esooumvcs 6

VCA0BUAX KPY2ILOCYMOUYHO20 UL OHEGHO20 CMayuoHapa no cxemam [1]:

o cymmapuasn 0osa 0.4 2/ke, esedenue 3a 1 Oenv, kpamHocmv 68edenus - 1-2 pasa 6
Heoenro; i

o cymmapuas oosa 1 e/ke, ésedenue 3a 2-3 OHA, KPAMHOCMb 88e0eHuUs - Kadxcovlie 3-4
Heoenu, Uil

O cymmapuas 0o3a 2 e/ke, 68edenue 3a 3-5 OHell, KPAMHOCMb 66e0eHUsl - KaxCovle 4-6
Heodeu.

Ilpu cmabunvnom cocmoanuu nayuewma 6 meyeHue 6-12 mecayes, komopoe O6bi10

00CMUSHYMO U NOO0ePIHCUBAemMCcsi HA (PoHe pecyNAPHbIX No8MOopHuIX un@ysui BBUT,

DPEKOMEHO0B8AHO NOCMENeHHoe CHUdCeHUue 003bl U/UNU YeeludyeHue UHMep8anrd mexncoy

66e0eHUAMU NPEenapamad.

Pexomenayercs otaaBath npennoutenue 10% pactBopam npu Beibope npenapata BBUT

B sieueHuu nmanueHtoB ¢ [1/IH c uensio ymenbienus oobema uadysuii [60, 61].
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YpoBenb  yOenuteabHOCcTH  pekoMenmamuid C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommenTapuii: npumenenue 10% pacmeopos BBUI noszsonsem ymenvuums o6uuil
00beM 8800UMOU HCUOKOCMU, YMO AKMYAIbHO 051 8bICOKOOO3HOU Mepanuu 6 yeiom u
umeem pewaioujee 3HaAYeHUe ) OEPEMEHHbIX JICeHWUH, NAYUEHMO8 C CepOeyHO-
cocyoucmotl, noveuHou namono2ueu, a maxxice 8 Opyeux Ccayuasx, mpeoyouux

ozpanuuenus 0oue2o 0ovema unpy3uil.

3.1.2 I'moxokopTukocreponabl (I'KC)

Pexomenayercst mepen Bbeicokomo3HoM Tepamueir ['KC mpoBeneHue uccienoBaHUil:

00mIero 1 OMOXMMHYECKOTO aHAJTM30B KPOBH, OOIIETO aHAIM3a MOYH, AaHAJIM30B KPOBH Ha

BUY, RW, renartutet B u C, OKT', OI'IC, perrrenorpaduu jerkux, namuearam ¢ [IJIH c

LEJIbIO BBIBIICHUS IPOTUBONIOKA3aHUI K JAHHOMY METOAY JieueHus [62, 63].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /I0CTOBEPHOCTH

JA0Ka3aTeJNbCTB — 5)

Pexomenayercst npuMeHeHHe nepopaibHbIx Wik BHYTpHUBeHHBIX ['KC B BBICOKHX 103aX

nanuentam ¢ [1/IH ¢ nenpto narorenernueckoii tepanuu [1, 23, 51].

YpoBenb  yOeauTeJbHOCTH  pexoMeHaanmuii B (ypoBeHb  /10CTOBEpPHOCTH

A0KA3aTeJIbCTB — 2)

Kommenrapum: ¢ mepanuu II/[H ucnonvzyromes cnedyrowue I'’KC-npenapamol u cxemvl

UX NPUMEHEHUSL:

O npeOHu30N0H**# (unu memunnpeoHuzonon**# 6 npeoHu3010H060M IKEUBAIEHME)
nepopanvHo 8 003e 1 me/ke/cymxu exceOHe8HO Uiu NO albMepHUpyrouel cxeme ¢
yepedosanuem «borvuony (1 me/ke) u «manowy (0,5 me/ke) 003 6 meuenue 4-6 Hedenw.
Ilpu oocmuscenuu xnunuueckoeo sghghexma 0osy I'KC meonenno cruswcarom (no 1
mabnemke 6 [-2 Hedenu) 6 meyeHUe HECKONbKUX Mecayed 00 MUHUMATbHOU
noooepacusaroujeti 003vl Ul NOJIHOU OMMEHbl npenapama,

O BGHYMPUBEHHAsL NYIbC-MEPAnUs MemuinpeoHu3onoHom™**# ¢ 0oze 1 e ejxceonesHo 6
meuenue 3-5 OHell (cymmapHas Kypcogas 003a 3-5 2) ¢ nociedyiowum nepexooom Ha
BHYMPUBEHHOE 86edeHUue MemuInpeonu3010Ha 6 0oze no 1 2 1 paz é nedenro 6 meuenue
1 mecaya, 1ubo na nepopanvruiti npuem I'KC no sviuieykazanHot cxeme.

Pexomenayercst  nmpoduiakTMKa M MOHHMTOpPHpOBaHHME  MOOOYHBIX  3(ddexToB

Bbicoko103HOM Tepanuu ['KC y mamumentoB c¢ IIJIH, ¢ menbro mpegoTBpailieHus HX

pa3BUTHA U paHHEH Koppekuuu [1, 62, 63].

19



YpoBenb  yOenuteabHOCTH  pekoMenaauuid C  (YypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommenTapuii: neo6xo0um KoHmponb obweco u OUOXUMUYECKO20 AHAIU308 KpOS,
NeKMPOIUMO8 KPOBU 8 Nepablil Mecay mepanuu 08yKpamuo, oaiee excemecauno. OOun
paz 6 6 mecayes (uiu no NOKA3AHUAM) NPOBOOSMCI UCCIe008AHUA. OEHCUMOMEMPUs
NOACHUYHO20 OmOoeNa HNO360HOYHUKA U maszobedpennoco cycmasa, IIJ[C, ocmomp
mepaneema, okyaucma u 3H0oxkpunonoea. Ha eecv cpox npuema I'KC meobxooumo
HA3HAYeHue Npenapamos Kauus, aHMUCEKpemopHbIX Npenapamos;, KOMOUHUPOBAHHBIX
npenapamos kanvyus u sumamura D. IIpu npueme I'KC mpebyemcs cmpozoe cobarodenue
HU3K0Y21e600HOU Ouembl, KOHMPOIb 6eCd U APMEPUATLHO20 OABIEHUSL.

He pexomenayercst npumenenue ['KC y mamumentoB ¢ IIJIH, acconuupoBannoit IgM-
MI'H3 B cBsi3u ¢ HeadekTuBHOCTRIO [1, 11, 30, 51, 54, 55].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJbCTB — 5)

Kommenrapmii: npu II/[H, accoyuuposannoti c IgM MI'H3, npeonoumumenvro 86ederue

npenapamos MOHOKIOHANbHbIX anmumen uiu BBUT.

3.1.3 Bricok000beMHBIN TepaneBTHYecKuil niaasmadepes (IP)

Pexomenayercss nepen [1® mnpoBeneHue uccineaoBaHuii: oOIIEr0o W OMOXMMHUYECKOTO
aHAJIM30B KPOBH, OOIIEro aHamu3a Mouu, aHanu3a kposu Ha BUY, RW, renatutst B u C,
OKT', OI'IC, nanuentam ¢ [1JIH c¢ uenbio BBIABIEHUS NMPOTHUBOINOKA3aHUN K JAHHOMY
MeTroxay jedenus [1, 64, 65].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJNbCTB — 5)

Pexomennayercst nposenenue [1dD ¢ cyMmmapHbIM 00b€MOM yAaTEHHOMN T71a3Mbl HE MEHBIIIE
140 mu/kr Maccel Tela ManMeHTa 3a Kypc JedeHws: mnanueHtam c¢ [IJIH ¢ mensro
naToreHeTnueckou tepanuu [1, 23, 64, 65].

YpoBenb  y0eauTeJbHOCTH  pekoMeHaauumid B (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJIbCTB — 2)

KomMmeHTapum: ucnoavsyromes epagumayuoHHull HenpepbiéHbll Ul  MeMOpaHHbLI
(unempayuonnsiii) memoowt. Ceancor 11D nposoosamcs uepes 1-2 ous Ne3-5. Dghghexm
niasmaghepesa, Kaxk npasuno, NposGsemcs O00CMAMOYHO Oblcmpo, OOHAKO €20
npooodicumenvHocms He geauxa (2-4 unedenu). 1@ npedonoumumenen npu Ovicmpom

npoepeccuposaruu Ooae3Hu.
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Pexomenayercst nocne nposeaeHus craproBoro [1® npogomxuts tepanuto ['KC, BBUT
unmn [1® B noanepxkuBaronmieM pexume nanuentam ¢ [IJIH ¢ mensro nocTukeHus
pemuccuu [1, 23].

YpoBenb  ybenutTeabHOcTH — pexkoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

Kovmmentapuu: ['KC unu BBHUT naznauaromcsa no 6vluie YKA3AHHBIM CXeMam no
3aseputenuu Kypca cmapmosoco I1®. B kauecmee nodoepaicusaroweli mepanuu ceamcyl
II® nposoosmcsa ¢ wacmomoul 1 paz 6 2—4 Hnedenu 8 cymmapHom obveme YOanieHHOU
niazmoel He menee 140 mu/ke 6 meuenue nony200d, ¢ OAIbHEUUUM YEelUdeHUeM UHMepPBand
Medncdy ceancamu uHOUBUOyanbHo (0o I pasa é 3—6 mecayes).

Pexomenayercst mnpodmiakTHKa W MOHUTOpUpOBaHUE MMOO00YHBIX 3ddektoB [ID y
narueHToB ¢ [1/[H ¢ nenbio panHero ux BbISBICHUS U Koppekuuu [1].

YpoBenb  yOenutTeabHOcTH — pexkoMeHgamuii C  (ypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapmii: cpeou uacmo pecucmpupyemvix nobounwvix sggexmos ecmpeuaromcs
mpom603/mpomoboghnedOum noOKIOUUYHOU 6eHbl NPU HATUYUY NOOKTIOYUYHO20 Kamemepa,
apmepuanbHas 2unOmensusl, HapyueHue 31eKmpoaumuoeo 0aiauca, cunoalbOyMuHemus,
mpomboyumonenus. Heobxooum pecynsipuviii KOHmpoab o0wje2o aumaiuza Kposu,

KOA2YN02pammbl, 3JIeKmpoIumos, oouje2o benxa, arboymuna, no nokazanusam - 1 J]C.

3.1.4 IIpenaparbl MOHOKJIOHAJLHBLIX aHTHTE] (PUTYKCHMA0)

Jleuenne mpenapatoM Purykcuma®**# sBnsercs wmerogom BbiOopa mnpu I[1IH,

accoruupoBanHoit ¢ IgM-MI'H3 [1, 11, 30, 51, 54, 55, 66-72]. Ilpu I1/{H, acconmupoBaHHO ¢

IgM-MI'H3, Putykcuma6**# naznauaercst «off-label» - B mHCTpyKIumM K mpemnapary B mepeuHe

nokazanuit orcyrcrByer nuarHo3 "IIJIH". B »aToit cBa3um Ha3HaueHue mnpemnapata B PO

pEerIaMEHTUPYETCS  CIIECYIOIIMMU MTPABOBBIMU JOKYMEHTAMMU:

l.

[Tonnucanue manueHTOM HHPOPMHUPOBAHHOTO COIJIacHs Ha Ha3HaueHue jekapctBa «off-
label»;

Odopmiienne pexoMeHAalui Mo HazHaueHHIo npenapara «off-label» depe3 BpaueGHYIO
komuccuto (Penepanbhbiif 3akoH oT 21.11.2011 Ne 323-®3 "O6 ocHOBax OXpaHbl 3/10pPOBbS
rpakaad B Poccuiickoit @Penepanmn"; Ilpuka3 MwunucrepcrBa 34paBOOXpPAaHEHHS U
couuanbHoro pa3suths Poccuiickoit denepanmu (Munsnpasconpa3sutus Poccun) ot 5 mas
2012 r. N 5021 r. MockBa "OO yTBEp)XICHHU MOpsAKA CO3JaHUS U JESITEIbHOCTU

BpayeOHON KOMHCCHH MEIUIIMHCKON opraHu3anuu');
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3. Ilpuka3z MuHHCTEpPCTBA 3ApaBOOXpaHEHUA U colanbHOro pazButus PO ot 09 asrycra 2005
roga N 494 "O nopsiike IpUMEHEHHUS JIEKapCTBEHHBIX CPEACTB Yy OOJBHBIX IO )KMU3HEHHBIM
noka3anusM" (3apeructpupoBano B Muntocte P® 02.09.2005 N 6972).

. Pexomennayercss  mepen  Tepanueil  mpenapatoM  Putykcumad**#  mposeneHue
UCCJIEIOBaHMM: 00IIero u OMOXMMHUYECKOTO0 aHaJM30B KpPOBH, OOILEro aHaiu3a MOYH,
ananu3a kposu Ha BUY, RW, remarutel B u C, quackun tecra (uau npoda Manty, wim T-
SPOT), OKI', 3XO-KI' (npu HanuuuM MAaHHBIX 3a CEPACYHYI0 HEIOCTATOYHOCTH),
peHTreHorpaguu JIETKUX, KOHCYJIbTalMM TepameBra maunueHtam c IIJIH ¢ wenbro
BBISBJICHUA MPOTUBOMNOKA3aHUN K JAHHOMY METOAY JieueHus [73].

YpoBenb  yOeautenbHocTH — pekoMeHaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJbLCTB — 5)

KomMmenTapuii: npomusonoxazanusimu x npogedenuro mepanuu Pumykcumabom™*#
ABNAOMCS  HENepeHoOCUMOCHb  npenapamad, ocmpbsle UHGeKYuoHHvle 3a001e8anusl,
NEePBUUHbIL U 8MOPUYHDIL UMMYHOOeuyum, 6o3pacm <I8 nem, GepemenHoCmb Uil
Jakmayus, maxcenas cepoeynas Hedocmamourocms (IV knacc no NYHA).

. Pexomenayercst mpoBeficHHE Tepanuu npenapatoM Pumykcuma6**# nauuentam c [1/1H,
accoruupoBanHoit ¢ MI'H3, ¢ nenbio naroreneruueckoit tepanuu [ 1, 66, 67, 71-73].
YpoBeHb  y0eAUTEJLHOCTH  pexkoMeHaauumii B  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJIbCTB — 2)

KommenTapuu: npenapam 66o0umcs no ciedyrouum cxemam:

o no 375 me/m’ niowadu nosepxnocmu mena oOun pas 6 Hedeno 8 meuenue 4 Hedenn -
cymmapho 4 esedenus; unu

o 6 003e 1 2/mM’ niowadu nosepxnocmu mena odun paz 6 2 nedeiu 6 meuenue 1 mecaya -
cymmapho 2 68edetusl.

Beeoenue npenapama npoeooumcs 6 yCl08UAX OHEBHO20 UIU KPY2AOCYMOUHO20

cmayuonapa, 3a 30 munym 00 uH@y3uu HeoOXo0uma npemeouxkayus (YKazauHvie

npenapamvl O0awvbl 01 Hpumepa U Mo2ym Oblmb 3AMEHEHbl AHaAl02aMu): 6/8

Mmemuanpeonuzonon 125-250 me, pacmeopennoeo ¢ 250 ma gpuzuonocuueckozo pacmeopa,

3amem 6/M AHMUSUCMAMUHHBIU npenapam (kiemacmun 2 me/2 ma unu xaopanupamur 20

me/l mn); nepopanvno napayemamon 500 me npu yeghanreuueckom cuHopome Ha @houe

66edenuss Pumykcumaoa.

o Pexomenayercsi TIpy HAIUYHHA [TOKA3aHWW MOBTOPSATh KypC JICUCHHUS IIperapaToM
Purykcumab**# B ToM xe oObeme ¢ mHTepBajgoM B 4-6 MecsueB nanueHtam c [1JIH,

accoruupoBanHoit ¢ MI'H3, ¢ nensio goctmkenus pemuccut [1, 66, 68, 69].
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YpoBenb  yOenuteabHOCcTH  pekoMenmamuii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Pexomenayercst npoduiakTuka ¥ MOHHTOPUPOBaHHME MOOOYHBIX 3((EKTOB JeUeHUS
npenapatoM Putykcumab**# y mammentos ¢ I1/IH, acconuuposannoit ¢ MI'H3, ¢ nenbio
PaHHETO WX BBIABJICHUA U Koppekuuu [ 1, 66, 68, 69].

YpoBenb  yOenuTesbHOCTH  pekoMenaanuii C  (YypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommenTapuii: cpeou noboumvix 3¢pgexmos, pecucmpupyemvix Haubosee uacmo,
ecmpeuaromcs  UHQY3UOHHbIE — peakyuu,  YUMONeHus,  ajlepauyeckue  peakyuu,

UHGexyuoHuble 3a001e8aHUAL.

3.1.5 HuTocTaTuyecKue npenaparhbl

Pexomenayercs npu HeI((HEKTUBHOCTH MOHOTEPANHUU MM KOMOWHUPOBAHHOW Teparmuu
I'KC, BBUT, I1® u npenapaToB MOHOKJIOHAJIbHBIX AHTUTEJ [10CJI€ TOBTOPHOI'O YTOYHEHHUS
JIMarHo3a Ha3HayaTh IIUTOCTaTHYECKUE mpenaparsl nanuenTam ¢ [1JIH, accormmupoBanHOi
¢ MI'H3, ¢ nenbto noctmwkeHus TepaneBtudecko addexkrusuoctu [1, 23, 51, 74].
YpoBenb  yOeaurtesbHOCTH  pexoMengamuii C  (YypoBeHb  10CTOBEPHOCTH
J0KAa3aTeJlbLCTB — 5)
Kommenrapum: wiunuueckue uccinedosanus npu IIJJH npogoounuce 0nsi npenapamos:
yuknoghocghamuo 6 covemanuu c I'KC, ¢hnyoapabun, unmepgpepon-anvha u xnopamoyyu..
Ha momenm paspabomxu OaHHbIX peKOMeHOayuul He Cywecmeyem UcCie008aHUull ¢
00CMAMOYHbIM  YPOGHEM OOKA3AMENbHOCMU Ol PEeKOMEHOAUUU mMo20 Ul UHO2O
npenapama [1, 51, 74]:
o Luxnogocpamuo™**#: npumensemcs ¢ covemanuu ¢ I'KC no cxemam:
nepopanvHo nyivc-mepanus yukiogocgamuoom 400 me esxceoneeno 4 ous 6 mecay ~+
00HOBPEeMeHHO NpeOHU3010H 60 me edceOHeeHo 5 OHell 6 mecsay 6 meueHue 6 u bonee
Mecayes; uau
BHYMPUBEHHAS NYIbC-MePanus YuKiogochamudom & pexcume: cymmaprnan 0oza 1 2/’
nA0WAaou NOBEpXHOCMU mena B6800UMCs 8 meuenue 4 OHell edcemecauno +
00HOBDEMEHHO NPeOHU30J0H NepopalbHO (KAK YKA3aHO 6bluie) Ulu 6 eude 8\8 nyivc-
mepanuu (1 2 Ne3-5). Ilpu nynvc-mepanuu yuxiogochamud 6800UmMcs 6 YCI08USIX
cmayuonapa, 3a 30 muHym 00 uH@y3uu HeoOXO00UMO npogecmu NPeMeOUKAYUID:
xnopanupamun 40 Mme 6HympumvluueyHo, Oekcamemaszon 12 me GHymMpumbluleuHo,

napayemamon 500 me nepopanvHo.
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Kymynamuenas 0oza npu npueme snympuv 6ovute, uem npu 6/6 esedenuu. llpu noobope
003bl YUUMBIEAIOMCA 803PACT U CKOPOCMb KIyOouKkosol (urempayuu. Cpeou nob6ouHbix
ahpexkmos Haubonee uacmoule: anoneyus, UHGeKYUU, MpPaAH3UMOPHAS aAMeHOpes,
MPAH3UMOPHASL NOYEYHAs HeOOCMAMOYHOCIb, cepOeuHas HedoCmamoyHoOCmy, ouapesl,
eemamypus, Mmuenocynpeccus, mownoma, peoma. Ha epems mepanuu mpebyemcs
KOHMpOb KiuHuvecko2o aunanuza kposu, AJIT, I'TT, obweeo ananuza mouu xazicovle 2
Hedelu 8 meyeHue nepuooa mumpoganust 003vl. Bo epems neuenus ciedyem cobiodamo
pedcum  euopamayuu, npu  HeoOXOOUMOCMU  UCNOb308AMb  YPOMEMUKCAH — OJIA
npouUIAKMUKU  2eMoppazu4ecko20  yucmuma, OUcCenmon ulu NiaKkeeHunl O
npoghunaxmuky nHeemMoyucmuol nHeemonuu. Ileped nauanom mepanuu yeiecooopasHo
06CyOums ¢ NAYUEHMOM KPUOKOHCEPBAYUIO.

o @uyoapabun**# esooumcsa 6/6 KaneibHo UL CMPYUHO (PACCUUMAHHYIO O003Y
pazeoosam 6 10,0 mn ¢u3. p-pa npu cmpytinom esedernuu unu 8 100,0 mn ¢us. p-p npu
KanenbHoM 88edenuu) no cxeme: 25me/m’ niowadu nosepxrocmu mena 1 pas é denv 6
meueHue 5 OHell kaxcovle 28 OHell (603MONHCHO NposedeHue 00 6 Kypcos)

o  Xnopambyyun**#: npumensiemcs enympo, cymoutnas 0oza 0.1-0.2 me/ke maccwl mena 6

00UH UU 2 npuema, OIUMeNbHOCMb MEPAnUU U KOPpeKyus 003bl UHOUBUOYATbHA.

3.2 CuMnToMaru4yecKkas Tepanus

Pexomenayercs koppekuus 6oneBoro cunapoma namuentam ¢ [1/1H, acconuupoBanHoii ¢
MI'H3, c uenbo ynyuiieHus kauectsa xxusnu [1, 75-77].

YpoBenb  yOeauteabHocTH — pekoMeHaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJdbCTB — 5)

KommenTapuu: npu noyuyenmusnou 6oau wuasnauwaromcs HIIBC w/unu npocmule
AHATIbCEMUKU ~ CO2NACHO — UHCMPYKYuu K  npenapamam. B coomeemcmeuu ¢
pexomenoayuamu EFNS no neuenuto neviponamuueckou 001U HA3Ha4aemcs npenapam u3
mepanuu nepeoli IuHUU (MOHOMEPanus Ui KOMOUHAYUA NPEenapamos): mpuyukiudeckuil
anmudenpeccanm (aMUmMpunmuiut), NpPoOMuUBOCYO0PONiCHbIE Npenapamvl (2abaneHmuH,
npe2abanum), celeKkmueHvle UHSUOUMOPbI  0OPAMHO20  3axX6ama  CepoOmoOHUHA U

HOpaopeHanuHa (0y10KCemuH, 8eHAAMDAKCUH).
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4. MenMuMHCKas peadMIUTALMA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMUIMHCKHUE MOKA3aHUA U NPOTUBONOKA3aHUA K IPUMEHEHUI0 METO/10B
MEeIULMHCKOH peadnjnTanuu, B TOM YUCJIie OCHOBAHHBIX HA HCII0JIb30BAHUN

NPUPOAHBIX JIeYeOHBIX (PAKTOPOB

. PexoMenayercsi npoBeneHHE MEIUIIMHCKON peabunuranuu Bcem manuentam ¢ [TJH c

1EJIBIO YIIYUIICHUS U TIOIIEPIKaHMs IBUTATeIbHON (DYHKIIMK U KadyecTBa >ku3Hu [ 1, 78-81].
YpoBenb  yOenuteabHOCTH  pekoMenaauuii C  (YypoBeHb  JI0CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)
KoMMeHTapuii: HeoOx00um KOMIIEKCHbLI NOOX00, COYemarowuil 1e4eOHyIo Ou3KyIbmypy
(JIDK), ¢pusuoneuenue, adoanmayuro yciosuii cpedsvl 8 COOMEEMCMBEUU ¢ PYHKYUOHANbHBIM
Odeuyumom nayuenma, NpPUMeHEHUE BCHNOMOSAMENbHBIX YCMPOUCME U MEeXHUYECKUX
cpedcms  (opme3svl, OONONHUMENbHASL ONOpA U M.N.), NCUXOJO2UYECKVIO NOO0EpPIHCK).
Ilpoyecc peabunumayuu oOonvnvix ¢ IIJ[H Oondrcen ocywecmenimuvcsi HenpepvieHo 6
no00epIHCUBAIOUEM PedcUME.

o Pexomenayercsl Tpy HaJIWMYWM TOKa3aHWH KOHCYJIbTAIMsI W HAONIOJCHUE IICUXOJIOTa
narueHTam ¢ [1JIH ¢ 1enbro KOppeKIuu COMyTCTBYIOMINX XPOHHYECKOMY 3a00JIeBaHUIO
JENPECCUU M TPEBOTH, pa3BUTHE KOTOPBIX OOYCIOBICHO WHBAIHIW3AIMEH, JIUTEIbHBIM
npuemom ['KC [1, 78].

YpoBenbr  yOeaurteabHocTH  pexoMengamuié C  (ypoBeHb  [I0CTOBEPHOCTH

A0Ka3aTeJdbCTB — 5)

4.1 CaHaTODHO-KVDODTHOC JedeHre, MeTOAbl MeIMIIMHCKON peaﬁI/IJII/ITalII/II/I, OCHOBAHHbIC

HA UCITOJIB30BAHMH ITPUPOJAHbIX JIe4eOHbIX daxTopoB

Mertonpl canaropHo-kypoptHoro Jsedenuss IIJIH, accomuumpoBannoit ¢ MI'H3, He
paspabotansl [1]. B cooTBeTcTBUM ¢ puKa3zoM MuHucTepcTBa 3apaBooxpaneHus PO ot 31 mas
2021 1. Ne 5570 «OO06 yTBepXkIeHHHM KiIacCU(PUKAUU TPUPOAHBIX JIEYEOHBIX PECYpPCOB,
MEAMIMHCKUX TMOKa3aHUW ¥ MPOTUBOIMOKA3aHUW K UX TPUMEHEHHIO B  Jie4eOHO-
npoQUIAKTHYECKUX LeNsIX» TMPUMEHEHHEe TMPUPOIHBIX JiedyeOHbIXx pecypcoB mpu [I/IH,
accounnpoBanHoi ¢ MI'H3, He noka3zano [87]. B ciayuyae Haimuus y caHaTOPHO-KYpPOPTHOM
OpraHu3aliy JUIEH3UN Ha MEIULIUHCKYIO PeadHINTaIIHIO:

. PexoMeHnayercsi npoBeneHHE MEIUIIMHCKON peabunuranuu Bcem mauueHtam ¢ ITJH c

HEJIBIO YITYUIICHHS U TIOIIEPKaHMsl IBUTATeIbHON (DYHKIIMK U KadyecTBa >ku3Hu [ 1, 78-81].
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YpoBenb  yOenuteabHOCTH  pekoMenaauuid C  (YypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KomMeHTapuii: HeoOx00um KOMIIEKCHbII NOOX00, COUemarowuil 1e4eOHyIo u3Ky1bmypy
(JIDK), dhuzuonevenue, adoanmayuro yciosuti cpedvl 8 COOMEEMCmeul ¢ yHKYUOHANIbHbIM
oepuyumom nayueHma, NPUMEHeHUue BCNOMOSAMENbHLIX YCMPOUCME U MeXHUYECKUX
cpedcms  (opmesvl, OONOIHUMENbHASL ONOpA U M.N.), HCUXOJO2UHECKVIO NOO0epPIICK).
Ilpoyecc peadbunumayuu 6onvnvix ¢ I[JJH Oondxcen ocywecmenamvcsi HenpepvléHo 8

noooepaIHcUBarOwemM pedxrcume.

5. IIpodunakTuka U AUCIAHCEPHOE HAOII0IeHNe, MeIUIIUHCKHAE TIOKA3AHUS U

NMPOTHBOINIOKa3aHUA K IPUMECHCHUIO METO/10B HpO(l)I/IJIaKTI/IKl/I

Metoap! npodrnaktuku [1/IH, accormmupoBannoii ¢ MI'H3, He pa3pabotans [1].

. Pexomennyercs HaOmroneHue y remaroiora manueHtam ¢ I[IJIH ¢ mempro paHHero
BbIsBIIeHUs TpaHncopmarun MI'H3 B JII13 [48].
YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)
KommenTapmii: nayuenmor ¢ MI'H3 naxoosmcsa 6 epynne pucka no pazeumuto JII13. B
amou cea3u ¢ uacmomou I paz 6 200 um HeoOX00UMO NPOXOOUmMb OUHAMUYECKOe
obcnedosaunue y onkozemamonoza (cm paszoen 2.5).

o Pexomenayercst aucriancepHoe HaOmrogeHHe y HeBpojora manuentam ¢ [1JIH ¢ menbro
OLICHKH IMHAMUKHU 3a00JIeBaHUS U KOPPEKILIUH MO iep KuBatolel tepanuu [1].
YpoBenb  yOenureabHocTH — pexomeHaamuii C  (YypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJdbCTB — 5)
KommenTapuii: nayuenmam, nonyyanowum nepeudHyro uiu  no00epAHCUBAIOUYIO
namoz2eHemu4ecKyro mepanuio ¢ Yyeivio eé KoOppekyuu U MOHUMOPUHea noOOUHbIX A6IEHUl
HeobX00UuMo nocewjeHue Hespono2a ¢ 4acmomou 00ur pas 6 1-3 mecsaya Ha 6ecv cpok
npogedeHus mepanuu. B cnyuae cmabunvHo20 cocmoaHus (PeMUccusi) B803MONCHO
nocewjenue Hegpoio2a 0OUH paz 6 no1200a Uil no HeoOXO0OUMOCU.
Ilo nokasanusam Ha n0d60M dmane 3a0071€6aHUL PEKOMEHOOBAHO NPOXOHCOEHUE MEOUKO-

COI/;MaJleOﬁ IKCnepmu3vl onst YCMAHOBIEHUA cPYnhbl UHBATUOHOCHIU.
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6. Opranu3anus OKa3aHusi MeAUIMHCKOH MTOMOIIH

IToxazanms JJIA TOCIIMTAJIM3allM ITallMCHTAa C HI[H B MCIAUIUHCKYIO OpraHU3alnio:

1)

2)

Oxcmpennas 2ocnumanuzayus (KpyrJIoCyTOUHBIN CTallMOHAP) MOKa3aHa BCEM MallMeHTaM C
[TIH c panee uiau BHOBb YCTAaHOBJIEHHBIM IHArHO30M IPU OBICTPOM HPOTPECCHPOBAHUU
HEBPOJIOTUYECKNX  HApPYIMIEHWH ¢  TEeNbI0  KOHTPOJISI ~ BHUTalNbHBIX  (DYHKIUH,
mubdepeHIIManbHOM  TUATHOCTUKU C  JIPYTMMH TOJIMHEHPONATUSMU U TMPOBEICHUS
MaTOT€HETHYECKOH Tepanuu;

Inanosas cocnumanusayus (KpyrJaoCyTOUHBIA CTAllMOHAP) MOKa3aHa BCEM MAaLMEHTaM ISt
npoBeneHus auddepenmanpaoit  auarHoctuku ¢ [1J[H-momoOHBIMU  HEWponaTHsIMH,
MPOBEJCHUS JTIOMOANBbHOM MYHKIIUY, HAYaJIbHOM WK MOIEPKUBAIOIIEH MaTOTeHETUYECKOM
Tepamuu C eI TOPEeayNpexaeHUus O0OCTpeHHsT U Iporpeccuu  3aboseBaHMUS,
peabHITUTAITMOHHBIX MEPONIPHUITHIA U CHMIITOMATHICCKON TepaIuu.

KommenTapuu: noodepoicusarowas namozenemuyeckas mepanus, CUMNMOMAMUYECKas
mepanus u peaburumayus npu 00OCMPeHUU MO2Ym OCYWECMEIAMbCs 8 OHEeBHOM
cmayuonape, eciu y nAyueHma Hem HAaApYUleHULl JHCUSHEHHOBANCHLIX (yHKyutl u 2pyboco
ogueamenvHo20 Odepuyuma (NPUKOBAH K UHBATUOHOMY KpPECNy, NpoXooum ¢ ONOpol He
oonvwe 10 m). Peabunumayus u cumnmomamuyeckas mepanus, a maxce mepanus I'KC 6

nO00epHcCUBaIOWeM pedcume Mo2ym npo8ooOUMbCs 8 AMOYIAMOPHBIX YCI0GUSIX.

ITokazaHus K BEIIIMCKE MAIIMEHTa U3 MEANIIMHCKOM OopraHu3aluu:

1)

2)

Brinmucka nanueHTa M3 MEIMIMHCKOM OpPraHU3allMM IPU SKCTPEHHOM TOCHUTAIU3ALMH
BO3MO)KHA IPH BBIIIOJIHEHUU B IMOJIHOM O0BbEME BCEX HEOOXOAMMBIX TUArHOCTHYECKHUX M
J1e4yeOHO-peadIINTAlIMOHHBIX MEpPONPHUATUH M3 MNYHKTOB 2-4 JAHHBIX KIMHUYECKHX
peKoMeHalui; CTaOWJIBHOM YAOBJIETBOPUTEILHOM COCTOSHMM TallMEHTa, COXPaHHBIX
BUTAIbHBIX (PYHKIIMSIX.

Belnncka manpeHTa W3 MEIWIMHCKOM OpraHM3aluu IpH IUIAaHOBOM TOCHUTAIW3alNN
BO3MOYKHA NPH BBHIOJHEHWU B MOJHOM 00BbEeMe IUIAHOBOW TEpamuM U peadMINTallMOHHBIX
MEpONPUATHHA; CTAaOMIBLHOM YJIOBJIETBOPUTEIHHOM COCTOSIHUM TMAI[MEHTa, COXPAaHHBIX

BUTAIbHBIX (PYHKIMSIX.

[ToxazaHus K MEIUIIMHCKOW peaOuINTalliy B CAHATOPHO-KYPOPTHBIX OpraHU3alusiX:

1)

B cnyyae Hanuuus y caHATOPHO-KYPOPTHOM OpraHU3alMM JIMIIEH3UW HA MEAMIIMHCKYIO
peaduIuTannio, MEAUIIMHCKAs ToMOIIb narnuentaM ¢ [1JIH opranusyercs B COOTBETCTBHUH
¢ [Ipukazom MuHucTepcTBa 3apaBooxpaHeHus poccuiickoit @enepaunu ot 31 urona 2020
r. Ne 788 "OO0 yrtBepxknenun Ilopsiaka opraHm3anuyd MEIUIIMHCKOW peaduIuTaIruu

B3pocibix" [88].
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7. JonoaHuTe1bHasA HHpopManus (B TOM YKc/ie (PAKTOPBI, BJUAIONIHE HA

HCXO0J1 3200/1eBAHNUS UJIM COCTOSIHUA)

[Iporuos npu ITIH onpenensieTcst Kiraccom CEKpeTUpyeMoro napamnporeusa [1].

OT,I[GJ'IBHBIG HCClICJOBaHUs  IIOKa3ajlHu, 4TO HaubOoyiee 3HAYMMBIMHU (baKTOpaMI/I,

Brustoumu Ha ucxon [I/IH, sBnstorcs snexktpodusnosornyeckue 1 MOpQoOIOruyecKue

IPU3HAKA AaKCOHAJbHOW JIET€HEpPAallUd HEPBHBIX BOJIOKOH, JIEXKalllel B OCHOBE

vHBanuau3auu [82-84].

Pannsas mocraHoBka Juardao3a, CBOCBPEMCHHAasA HMHUIHALIUA IMaTOreHETHYCSCKOM TEparnu

N0 PCKOMCHAOBAHHBIM CXEMaM HPCAYIIPECKAACT pa3BUTUC aKCOHAJIbHOU ACTCHCpAlMU U,

TaKUM 00pa3oM, aCCOIIMMPOBAaHA C MEHbIIICH HHBaTHAN3auei [82-86].

Tspkenblii HEBPOJOTUYECKHH AePUIMT M TPOTrpeccUpyroliee TeYCHHE, COIYTCTBYIOIINE

COMATHYCCKUC HAPYUICHUA U COITYTCTBYIOIIUC Oone3Hu HHC, MOKUIION BO3pacCT B I[e6IOTe

IT/TH siBnsiroTCs HEOIaronpuATHBIME MPOTHOCTUYECKUMHE (akTopamu [82, 86].
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Kpurepuu oneHky kayecTsa MeJUIMHCKON NOMOLIHU

Ne Kpurepun xayecrBa Yposennb YpoBennb
y0eauTeJbHOCTH AOCTOBEPHOCTH
peKoMeHxanuii JA0KA3aTeJIbCTB
l. BpInosiHEHO ~ CONOCTABIIEHUE  KIMHUYECKOU
KapTUHBI U HEUPOPU3NOIOTUYECKUX JAHHBIX C C 5
nuarHoctuueckumu kpurepusimu XBIT u TTJTH
EAN/PNS, 2021 u EFNS/PNS 2010

2. Brimonaen snextpodope3 0enKoB CHIBOPOTKH U C 5
MOYHU C IMMYHO(UKCAIUEH, aHaTN3 YPOBHS
CBOOOJHBIX JIETKUX IENeil IMMYHOTJIO0YJIMHOB

3. [TpoBeneHo obcie0BaHNE Y OHKOTEMATOJIOTa, C 5

uckitoyeno JII13
4. BerlmotHeH 001uil aHaIM3 JIMKBOPA C 5
5. BeimosHeHO MOPQOTOTHIECKOe UCCIICIOBAHKE C 5
HepBa

6. ITpu I1/TH, acconmupoBanusbix ¢ IgA- u IgG- B 2
MI'H3, npoBoauTcsl maTOreHeTUYeCKas
tepanuss BBUI', 'KC, T1®

7. ITpu ITIH, accounnpoBanHoii ¢ [gM-MI'H3 6e3 B 2
AT k MAT', npoBouTCs MaToreHeTu4ecKas
tepanus BBUI', [1®, Purykcumad

8. ITpu ITJIH, accommupoBannoii ¢ IgM-MI'H3 ¢ B 2
AT k MAT', npoBouTCS MaTOreHeTUYECKast
Tepanus npenapatom Purykcumad

0. ITpu ITJIH, accoruupoBannoit ¢ MI'H3, C 5

MMPOBOAUTCS CUMIITOMATHYICCKAA TCPAIIUA U

peabunuTanys
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IIpunoxenue A2. MeronoJiorus pa3padoTKi KJIMHHYECKHUX PEKOMEH A

HeseBasi ayTuTOPUS JAHHBIX KIMHUYECKUX PeKOMeEHIaMii:

1.  Bpauu-HeBpoJiory;

2. Bpaum-remarosnoru;

3.  Bpauu-tepanenTsl;

4.  Bpauwm oOmieit npakTUKH (CEMEWHbBIC BpaiH ),
5. Bpauu pyHKIIMOHAIIBHON JUATHOCTHKH;

6.  Bpauu-¢uszmorepaneBThl.

Metoabl, UCNOJIL30BaAHHBIE AJs1 cOopa/ce/leKIIUN I0KA3aTeNbCTB: padouel rpymnmnon
paccMOTpeHbl Bce MyOIMKAIMK IO ONpenesieHnuto, nuarHoctuke u jedenuto [IJIH B mepuon c
1982 mo 2020 rr. OTtoOpaHbl BCE CHUCTEMHBIE O030phI MO PAaHIOMHU3UPOBAHHBIM
KOHTPOJIMPYEMBbIM HccienoBaHusiM mo Jedenuto I[IJIH, mnpoBeneHa ormeHka ypoBHEH
noctoBepHOocTH fokazatenbeT (Y /) u yoenurensnoctu pekomenaanuii (YYP). Ouenka YV /]
u YYP Obula mpoBefeHa B COOTBETCTBMM CO IIKajJaMH, NPUBEICHHbIMU B Tabmumax 1-3
[Mpunoxenuss A2. JlutepaTypHblii moHWCK mpousBommics B 0Oa3zax mganHbix Medline,
KokpanoBckoii Oubnuoreke, HayuyHOW »siekTpoHHOM Oubmmoreke eLIBRARY.ru, Google
Scholar, PubMed. Jlng MuMHMMH3AIIMM IIOTECHIHMAIBHBIX OIMMOOK Ka)XJ0€ HCCIIEIOBaHUE

OLICHUBAJIOCh HE3aBUCUMO.

Ta6auna 1. llIkana oueHkn ypoBHeH nocToBepHOCTH Aoka3aTenbeTB (Y1) niast Mmeronos

AUATHOCTUKHU (IlI/IaFHOCTI/I‘IECKPlX BMeH.IaTe.]'ILCTB)

YA Pacuiu¢pposka

1 Cucremarudeckue 0030pbl MCCIIEOBAHUN C KOHTPOJIEM pePEpEeHCHBIM METOJIOM WU
CUCTEMAaTUYeCKUN 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKUX MCCIEAOBaHUU C
MIPUMEHEHUEM METa-aHalu3a

2 OTnenbHbIE HCCIEIOBAHUSA C KOHTPOJIEM pePEepeHCHBIM METOAOM WM OTAEIbHbIE
PaHIOMU3UPOBAHHBIE KIMHUYECKUE HCCICAOBAHUS U CHCTEMAaTUYeCKHe 0030pHbI
HCCIIeIOBaHMM I000ro r3aifHa, 3a UCKIIOYEHHEM PaHI0MU3UPOBAHHBIX KIIMHUYECKUX
HCCIEA0BaHUH, C IPUMEHEHHEM MeTa-aHaJIn3a

3 UccnenoBanust 0e3 MOCIENOBATEILHOTO KOHTPOJIS pedepeHCHBIM METOAOM MU
HUCCJIeJO0OBaHUA C pe(bepeHCHBIM METOJAOM, HE MABIAIONIMMCA HE3aBUCHUMBIM OT
HCCIIEyEMOI0 METOJIa WIM HEPaHIOMU3UPOBAHHBIE CPABHUTENBHBIE MCCIEA0BAHNS, B
TOM UHCJIE KOTOPTHBIE UCCIIEOBAHUS

4 HCCpaBHI/ITCJ'IBHBIe HCCJIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO CIy4das

5 Nmeercs nmumms 000CHOBaHKE MEXaHU3Ma JICUCTBUS WM MHCHHE DKCIIEPTOB
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Taoauna 2. Hlkana oueHkn ypoBHeil 1ocToBepHOCTH A0oka3areabeTB (YI/) niast merogos
NpopUIAKTHKH, JiedeHHuss M peaduwiauranuud  (NpOoPWIAKTHYECKHX, JedeOHBbIX,

peaﬁI/IJ'[I/ITaIII/IOHHLIX BMeIIIaTeJ'IBCTB)

Y Pacmmmgposka

1 Cucrematnueckuii 0630p PKU ¢ npuMeHnennem mera-aHanusa

2 Otnenvuabie PKW u cucremarndeckue 0030pbl MCCIIENOBAaHUUM JFOOOTO Au3aiiHa, 3a

uckmouenneM PKU, ¢ npumenennem mera-aHainsa

3 HepaH[[OMI/I?;I/IpOBaHHBIC CPaBHUTCIIBHBIC UCCIICAOBAHM, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HGCpaBHI/ITCJIbHBIe HCCIICA0BAaHUs, OITMCAHUEC KIIMHUYCCKOTO Cliydas WM CCpHUU CIIYyUacB,

HCCICOOBaAHUA ((CHW&ﬁ-KOHTpOHB))

5 Hmeercst nmuins 000CHOBaHHE MEXaHH3Ma JEUCTBUS BMeEIIATEIbCTBA (I[OKJ'II/IHI/I‘IGCKI/IG

I/ICCJIGZ[OBaHI/Iﬂ) HJIKM MHCHHE SKCIICPTOB

Tadoiauuna 3. lllkana oueHkn ypoBHeil yoeaureabHocTH pekomenaanui (YYP) nisa meronos
npoQuJIaAKTHKH, [JHATHOCTHKH, JiedeHHs] ¥ peaduiauranuud (MpopmiiakKTHYECKHX,

AUATHOCTHYECCKHX, J'Ie‘-leﬁHLIX, peaﬁl/lJII/ITaIII/IOHHI)IX BMeIIIaTe.TII)CTB)

Yyp Pacumgponka

A | CunpHast pekoMeHJanus (Bce paccMaTpuBaeMble KpUTepUU 3(P(HEKTUBHOCTH (MCXOMbI)
ABIIAIOTCS Ba)XKHBIMH, BCE MCCIEAOBAaHUS HMMEIOT BBICOKOE WIIM YAOBIETBOPUTEIBHOE
METOJIOJIOTUYECKOE KayeCTBO, MX BBIBOJBI II0 HHTEPECYIOIIMM HCXOJaM SBIISIOTCS
COTJIACOBAaHHBIMH)

B | YcnoBHast pexomenpauus (He Bce paccMaTpuBaeMmble KpUTEpUU 3(PPexkTUBHOCTU
(ucxonpl) SABIAIOTCS BaXXHBIMM, HE BCE HCCIEIOBAaHUS HUMEIOT BBICOKOE WU
yJIOBJIETBOPUTEIBHOE  METOJOJOTMYECKOEe  KAayeCTBO W/WIM  HMX  BBIBOABI IO
MHTEPECYIOIINUM HCX0JIaM He SIBJISIOTCS COrTIACOBAHHBIMHU )

C Cnabas PCKOMCHAaH A (OTCYTCTBI/IG JA0Ka3aTCJIbCTB HaAJICXKaAIICro KadcCTBa (BCC
paccMaTpruBaCMbIC KPUTCPpUU 3(1)(1)CKTI/IBHOCTI/I (I/ICXO,[[BI) ABIAKOTCA HCBAXXHBIMH, BCC
HcCiIcaoBaHusd HMCKOT HH3KOC MCETOJOJIOTHYCCKOEC Kadue€CTBO MW HX BBIBOJBI IIO
HHTEPCCYIOINM UCXO0AaM HE ABJIAIOTCA COFJ'IaCOBaHHI)IMI/I)

IHopsiaok 00HOB/IEHHS KIMHUYECKHUX PEKOMEH A

Mexanu3m OOHOBJICHUS KIMHUYECKUX PEKOMEHAANUN MPEeayCcMaTPUBAET UX CHCTEMAaTHYECKYIO
aKTyanmaumo — HC pe>1<e qeM OOAUH pa3 B TpI/I roaa, a TakK¥XKe HpI/I IIOABJICHUU HOBBIX JAHHBIX C
IIO3UIINU JIOKaBaTeHBHOﬁ MCOUIIUHBI 110 BOHpOC&M JUArHOCTHUKH, JICUCHUA, HpOCbI/IJ'[aKTI/IKI/I 158
peabunuTau KOHKPETHBIX 3a00JIeBaHM, HaTMUYUKU OOOCHOBAHHBIX JOMOTHEHUI/3aMeYaHui K

panee yrBepkaEHHbIM KP, HO He wame 1 pa3a B 6 Mecsues.
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Ipuioxenue b. AJiropuTm AeHCTBUI Bpaya

CooTBeTcTBUE KIMHUYECKUM U
anekTpodusnogorndeckum kpurepusim XBII1
EAN/PNS 2021

'

Onekrpodope3 OEITKOB CHIBOPOTKH U MOYH C
UMMYHO(HKCAUeH U ONpe/IeIeHHEM JIETKUX LeTeit
UMMYHOTIIOOYITHHOB

BrIsiBIIeHa maTooruyecKkas
MOHOKJIOHAJIbHAS CEKPEIHs
¢/0€e3 Nerkux nenem
UMMYHOTJIO0YJIMHOB

JA HET

OO6cnenoBanre y OHKOT€MaToJiora, Wnnonatuaeckas XBII

uckirouenue JII13

\ 4

[MaroreneTnyeckas Teparnms:
T'KC, BBUT, 11D
Cumntomarnueckas Tepanus
Peabunuranus

TTH
IgM-MT'H3

ITJIH
IgA/1gG-MI'H3

Jleuenue y HeBposora.
JucnancepHoe HaOMIOJCHUE y OHKOTEMaTOJIOra.

Amnanu3 xpou Ha AT k MAT

|

TA HET
BBIﬂBjTeH [TaToreneTuueckas Tepanus:
BBICOKUH TUTP BBUI, 10, Purykcumad
AT x MAT

CumrToMaTHYeCKast TEpaIus
Peabunurarus

[TaToreHeTnueckas Teparnus:
Putykcumab
CumnromMaTnyeckast Teparus
Peabunuranus
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punoxenue B. Undopmauus 11 manueHra

OnpeneeHne M YIMHIEMHOJI0I s

Ilapanpomeunemuuecrkas Oemuenunuzupyrowas Hetponamus (I[JH) - >To mnpuoOpeTeHHOE
HeBpoJioruueckoe 3aboneBanue ¢ AUPPy3HBIM MOpakeHHEM TNepudepuyeckux HEPBOB,
00yCJIOBJICHHOE CEKpelHeld NaToJIOTHYeCKOro HMMYHOrJoOynuHa (mapanpoTenHa) OJHUM
KIIOHOM B-mM@onnToB (MOHOKIIOHAJIbHAS CEKPEIHsl, TapanpoTeuHeMus, M-TpaiueHT).

[To maHHBIM MUAEMHOJOTHYECKUX HCCIeA0BaHUM, 0K0JI0 3% nui crapuie 50 jeT B 3amaJHbIX
CTpaHax SBJISIOTCS OCCCUMITOMHBIMM HOCUTENIAMU mMapanpoTerHa. C yBelIWYeHHEM BO3pacTa
4acTOoTa TMapanmpoTeMHEeMHH Bo3pactaeT 10 7-8%. Y Oojblieil YacTd TAIMEHTOB
JUArHOCTUPYETCS MOHOKJIOHAJbHas ramMmanarus HeompeneneHHoro sHadeHus (MIH3). Oro
COCTOSHME, TpU  KOTOPOM  OOCJIENOBaHHE HE  BBIABIAECT  MPU3HAKOB  TEKYLIETO
mumbonponupeparuBHoro 3abonesanust (JII13). Opnaxo, exerogno 1-2% cmyuaes MI'H3
tpanchopmupytorcss B JII3. YV 20-25% mnaumentoB ¢ MI'H3 pa3BuBaercs xpoHHYecKas
nosmueponatus ([THIT).

ITHOJIOTMSI M IATOreHe3

[Tpuuunsl pa3sutus MI'H3 HensBecTHbl. UeTKHUX MPOBOKATOPOB M (DaKTOPOB PUCKA Pa3BUTHS
0osne3Hu HeT. TouHble MeXaHU3MBbI NopaxeHus nepudepuueckux HepBoB npu MI'H3 Taxxe 1o
KOHIIa HE U3YYEHbI, OJJHAKO PsAJ MCCIEAOBAHUN MOATBEPXKIAET POJIb HMMYHOOIIOCPEI0BAHHOTO
MOBPEXKIACHHUS.

Kananyeckass kKapTuHa

CuMIOTOMBI pa3BUBAIOTCS MEIJICHHO, B TeueHHe Oosee 2 MecsieB. 3a0oieBaHue, Kak MPaBUIoO,
HA4YMHAETCS C OHEMEHMS U ¢1a00CTH B CTOMAaX, B ajdbHEHIIEM BO3MOXKHO PacIpOCTPaHEHUE 110
BOCXOJSILIEMY TUITY Ha Oelpa, TYJIOBUILE U PyKU. MBIIIIIBI JIMIIA U )KU3HEHHO-BaKHbIE () YHKIIUU
(1pixaHue, r1ioTaHue) He 3aTparuBatorca. Cumnromsl IIJIH oO0blYHO mpencTaBieHbI
OTHOCHUTEJIBHO CHMMETPHYHBIM ITOPAKEHUEM KOHEUHOCTEN U BKIIIOUYAIOT:

e cnabocTh B KOHEYHOCTSX C MPeo0IalaHueM B HOTaX, CHUKEHHE TOHYCA MBIIIILL;

e HapylIeHUE IOXO/IKH; HEyCTONYMBOCTh U HAPYILIEHNE KOOPAUHALIUYU ABH>KEHUI;

® CHIKEHHE YyBCTBUTEIBHOCTH, OHEMEHHE WJIM NTOKAJIbIBAHUE B KHCTSIX U CTOMNAX.

Bo3moxxeH ~ ©oyieBOM CHHIpPOM, BEreTaTHBHBIC HApYyIIEHHUs, TakUe KaK CYXOCTb KOXH,
OTEYHOCTh, 3aMEJIJICHHOE 3a)KUBJICHUE ITOBPEKICHUN KOXKHU.

luarsocruka

Muarnos «II/1H, accoummpoBanHas ¢ MI'H3», ycranaBnuBaeTcs B cilydae BBISIBICHHUSA Y
MAalMEHTa C XPOHUYECKOM IOJUHEHPONAaTUEH CEKpeLMH IapanpoTerHa. BrTopbiM 3Tanom

IPOBOJUTCA TIIATEIbHOE 00CIIEOBaHNE Y OHKOTEMATOoJIOra, KOTOpoe JOJKHO UcKitounTh JIII3.
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Jlums mocne 3TOro MpoAOJKaeTcs oOClieJoBaHME M JieueHue Yy HeBpousiora. s yTouHeHus
nuarHosa M uckiroueHuss wHbIX npuuynH [THIT Moryr mnorpeGoBaThecsi IOMOIHUTEIHHBIE
o0cieIoBaHUS: aHAIIM3BI KPOBH, JTFOMOANTbHAS TTYHKIIHS, OMOTICHS HEPBA.

Jleuenme

Jleuenne nanHoro 3abosieBaHus TpeOyeT KOMIUIEKCHOIO TOJIXOJa U COCTOMT KakK W3

MEIMKaMEHTO3HOM, TaKk M HEMEJUKAMEHTO3HOW Tepanuu ((pu3uuecKass M MCHXOJOTHYECKas

peabumuranwmst). us [1[H, accommmpoBanHoii ¢ MI'H3, paspaborana mnaroreHeTHdyeckas

Tepanus - JIeYeHUE, KOTOPOE HAIMpaBICHO Ha TO, YTOOBI KOHTPOJIHPOBATH '"MATOJIOTHMYECKYIO

MMMYHHYIO ataky". MeToJlbl maTOreHeTUYECKO Teparuu 3aBUCAT OT KJlacca CEKpEeTUPYEeMOro

napanpoTenHa:

1. IIpu ITIJIH, accomuupoBanubix ¢ IgA- nmm [gG-MI'H3, ucnonb3yroTcs ciaeayromume MeTO b
Tepanuu:

o [rokokopmurxocmepouousie npenapamer (I'’KC) HazHadarotrcss B (opme TaOICTOK W/WiH
uHOpy3ul. JTUTENbHOCTh PHEMa U BEIWYUHA 03Bl 3aBUCAT OT TSDKECTH CHUMITOMATHKH.
Jleuenue I'KC conpspkeHO ¢ psaoM MOOOYHBIX SIBICHUM, YaCTOTA U BBIPAXKEHHOCTh KOTOPBIX
UHAMBHUAYyaJlbHa — YBEJIMYEHHE Beca, TOIIHOTA, OECCOHHHUIA, pa3JpaKUTEIbHOCTD,
o0ocTpeHne SI3BEHHOW OO0JIe3HM, MOBBIIIEHHE TOKa3aTelel apTepHallbHOTO NABJICHUS U
KOHIIGHTPALlUM TJIIOKO3bIB KPOBH, CHUKEHUE TIIJIOTHOCTH KOCTHOM TKaHU (OCTEONEHMs,
ocTeornopo3) u ap. TpebyeTcs peryiaspHblii MOHUTOPUHI M CBOEBpEMEHHAas NpPOQHIAKTHKA
pa3BUTHS TOOOYHBIX 3(D(PEKTOB Tepanuu.

e [Ipenapamoi BHYMPUBEHHO20 4enoeuecKo2o UMMYHO2N00VIUHA (BBUT) -
BbICOKOA((DeKTUBHBI W Oe30macHbl. JledeHue 3aKirodaeTcss B €XKEMECSYHOM KypCOBOM
BHYTPMBEHHOM BBEICHMHM Ipernapara. B pmanpHedmeMm vacrtora BBeneHus BBUIT moxer
BapbUPOBATh B 3aBHCUMOCTH OT ero 3¢ hekTuBHOCTH. BaxkHO MpaBMIIbLHO BBIOpaTh Mpemnapar -
s medenust [IJIH ucnons3ytores Tonsko BBUT, conepskanue nmmynornoOynun 1gG 95%.
[lepen Hauvanom JnedeHus: HeoOXoauMO oOcielOBaHUE Ha cojepkaHue IgA B KpoBH, 4TO
MO3BOJIUTh CHU3UTH PUCK pa3BUTHs 0O0UHBIX A dexkToB BBUT.

e BvicokoobvemHbvlli naazmaghepez TPEACTABISIET COO00M TPONEAYpPY YIAAICHHUS W3 TIIa3MBbl
KPOBH TATOT€HHBIX aHTUTENl U BOCIIOJHEHHE €€ CTEPUIIbHBIMU OCTKOBBIMU PACTBOPAMH WITU
noHopckoi Tiasmoii. Ilpomeaypa BkmodaeT or 3 g0 5 ceaHcoB. DPdexT oT JeueHUus
coxpansiercs He Oomnpmie 2 - 4 Hegenb. Takoil crmoco0 Tepamuu HE HCIOJIB3YeTCS JUIs
JUIUTETILHOTO JIEYEHHs], a TOJIE3eH B ClIydae CTPEMUTENBHOIO WIIU TSKEJIOro 00OCTpEeHHs,
1100 B KauecTBE JIOTIOJTHUTEIBLHOTO METOJa  JIEUEHUs K OCHOBHOMY

(TITIOKOKOPTUKOCTEPOUIbI).
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2. Ipu I1JH, accounupoBannoi ¢ IgM-MI'H3, npeanourenue otaaercs BBUI' u npenapatam

MOHOKJIOHAJTbHBIX aHTHTeN (PuTykcumao).

Pumyxcuma6 wcnonesyercs npu I1JIH, accomumupoBannoit ¢ MI'H3, «off-label», T.e. B
WHCTPYKIIMU K TperapaTry HeT JaHHoro 3abosieBanus. Tem He MeHee, ero 3()(eKTUBHOCTH
JI0Ka3aHa B KPYMHBIX CPaBHUTENbHBIX HCCIEAOBaHUA. PuTykcumal BBOAUTCS BHYTPHUBEHHO
0 OTpezeNIeHHOM cxeMe (0OBIYHO pa3 B HENENI0 B TeueHue 1 mecsia), mpu HeoOXO0AUMOCTH

yepes M0JIF01a Kypce JIEUEHUS IIOBTOPSIETCS.

v HEKOTOPBIX 6OJ'IBHBIX, HECMOTPSA Ha CBOCBPEMCHHO HA3HAYCHHOC aJCKBATHOC JICUCHUC,

3a00yIeBaHE MOJXKET IMpOrpeCcCupoBaTb M HC IMMOAAABATHCA KOHTPOJIIO. B Ttakux ClIydasx K

JICYCHUI0 TOOABISIOT UMMYHOICTIPECCAHTHI (uKIIodochamu, dhaynapaduH u mp.).

Hu oaumH wu3 WU3BECTHBIX Ha CGFO,I[HHI_HHI/Iﬁ JACHb IIpCIaparoB HEC H3JICUHUBACT HI[H,

ACCOMHUPOBAHHYKO C MFH3, HO IIO3BOJIICT CHU3UTB AKTHUBHOCTDH 60H63HI/I, npeaynpeanTb

JanpHelee YXYyAUICHUE WA O6OCTpeHI/I€. Ka)KI[LIﬁ croco0® JeyeHusT MMEET CBOM IUIIOCHI U

MHUHYCbI, KOTOpbIE 00rOBapUBaIOTCS C IMALIUEHTOM, YUUTHIBasi BCE OCOOEHHOCTH CIIy4dasl.

O01Me peKoOMeHIANMHT

n30erath Ype3MEepPHbIX IMOLUOHAIBHBIX U (PU3NYECKUX HArPYy30K,

COOJII0IaTh PEXUM TPYZA U OTIBIXA;

A03UPOBATh HHCOJIAIHUU U TCIJIOBBIC ITPOLICAYPHI;

OTPAHUYUTH MPUEM AJIKOTOJIS ¥ IIOOBIX APYTUX HEUPOTOKCUYECKUX MPENapaToB;
coOroaaTh Ha3HAYEHUS HEBPOJIOTa;

NpUIEPKUBATHCS PUHIMIIOB HEMTPEPBIBHONW peadHIUTaLINY.

IIponomxurensHOCTD )n3HU nauueHToB ¢ [1/IH, acconuuposannoit ¢ MI'H3, He oTiimuaercs ot

TaKOBOM Y JIIOJIeH, HE UMEIOIINX JaHHOe 3a0oseBanre. KpaifHe BaXKHBIM JIJIsi POTHO3A SIBIISETCSA

CBOCBPCMCHHOC HA3HAUCHHUC JICUCHUSA, TIIATCIBHOC Ha6J'IIOI[CHI/IC 3a MalnuCHTOM H 3(1)(I)CKTOM

IIPOBOAMMOM TEpPAIUH.
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Hpuioxenue I'l. Inarnocruyeckue kpurepuu XB/III

Ha3Banue Ha pycckom si3bike: «PykoBoactBo EBponeiickoil akagemMun HEBpOJIOTHH /
OOwmectBa 3a60neBaHuil nepudepruuecKux HEpBOB 10 JUATHOCTHKE M JICYEHUIO XPOHUYECKOM
BOCHAJIUTENIBHON ~ JEMHUEIIMHUZUPYIOIIEH — IMONMPAAUKYJIOHEHPONIAaTUU: OTYET COBMECTHOU

paboueli rpynmnsl - BTOPOH NEPECMOTP»

OpurnnaabHoe Ha3Banue (ecnm ecth): «European Academy of Neurology/Peripheral Nerve
Society guideline on diagnosis and treatment of chronic inflammatory demyelinating

polyradiculoneuropathy: Report of a joint Task Force-Second revision»

Hcrounnk (opuimanbHeliii caitT pa3paboTuukoB, mydnukanus ¢ Banuaanueit): Van den Bergh
PYK, van Doorn PA, Hadden RDM, Avau B, Vankrunkelsven P, Allen JA, Attarian S,
Blomkwist-Markens PH, Cornblath DR, Eftimov F, Goedee HS, Harbo T, Kuwabara S, Lewis
RA, Lunn MP, Nobile-Orazio E, Querol L, Rajabally YA, Sommer C, Topaloglu HA. European
Academy of Neurology/Peripheral Nerve Society guideline on diagnosis and treatment of
chronic inflammatory demyelinating polyradiculoneuropathy: Report of a joint Task Force-
Second revision. J Peripher Nerv Syst. 2021 Sep;26(3):242-268. doi: 10.1111/jns.12455. Epub
2021 Jul 30. PMID: 34085743.

Tun (MoaYepKHyTH):
IIKaJIa OIIEHKU
WHJICKC

BOIIPOCHUK

npyroe (YyTOYHHUTB): KPUTEPUU TUATHOCTUKU
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KJIMHHUYECKUE KPUTEPUU XB/II

Tunuunas
XBII

Bce Huxe NEPECINCICHHbIC IPU3HAKHA:

e [Iporpeccupyromas WU peunuBHpyomias, CUMMETpUYHAs,
NPOKCUMAaJIbHAs U JAWCTANIbHAS MbIIIECYHAs! Ca00CTh BEPXHUX M HUIKHUX
KOHEYHOCTEM, M CEHCOPHBbIC HApyILICHHUs, 10 KpalHEeH Mepe, B JBYX
KOHEUYHOCTSIX;

e [IporpeccupoBanue HapylI€HU B TEUEHUE HE MEHEE 8 HEZEIb;

° OTCYTCTBI/IG HNIIM CHMIKCHHUE CYXOXHJIBbHBIX pe(l)J'IeKCOB BO BCCX
KOHCYHOCTAX.

BapuanTsl
XBAII

OaHO U3 HUKe NePeYHrCIEHHOI0, HO B OCTAIbHOM - HAJINYHE IPU3HAKOB
TunuaHoii XB/III (cyxoxuibHble pedaeKchl MOTYT OBITh COXpaHHBIMH Ha
HEMOPAKEHHON KOHEYHOCTH)

e Jlucmanvnas XB/{II: HapyumieHW€ 4YyBCTBUTEIBHOCTH M MBbILICYHAS
cnabocTh B JUCTANBHBIX  OTJENAaX MPEUMYIIECTBEHHO  HIKHUX
KOHEUHOCTEH;

o Mynvmugokanvnaa XB/[II: HapylIeHUEe YyBCTBUTEIHLHOCTH M MBIIICYHAS
cJ1ab0CTh Kak npu MHOKECTBEHHOU MOHOHEeWponaTuu
(MynpTU(OKAIBHBIA ~ MATTEPH), ACUMMETPUUYHBIE  HApYIIEHUs ¢
npeoOiajaHMeM B BEPXHMX KOHEUHOCTSX, Oojiee uYeM B OJHOI
KOHEYHOCTH;

e Qokanvraa XB/[II: HapyllleHHME€ 4YyBCTBUTEIBHOCTH M MbIIICYHAS
cJ1a00CTh TOJIBKO B OJHOM KOHEYHOCTH;

e Momopnass XB/[II: nBuratenpHble HapylleHUs (BsUIBIH TeTpa- WIH
HIDKHUH Napamnapes) 6e3 HapylleHUil YyBCTBUTENBHOCTH;

e Cencopnas XBJ/[Il: nmONWHEBPUTHUYECKUE UYBCTBUTEIIbHBIE HapYIICHUS
0e3 MbIIIEYHOI c1abocTu.

IJIEKTPOAUATHOCTUYECKHUE KPUTEPUU XB/II

KpuTeplm MPOBECACHUSA 110 MOTOPHBIM BOJJOKHaAM

(1) LocToBepHbIe NPU3HAKH IeMH eJINHU3ALNHA
HAJIMYUE OJTHOTO U O0Jiee U3 MEePEUUCICHHBIX HUXKE MMPU3HAKOB:

(a) yBennueHue JUCTAIbHOM JJaTEHTHOCTH M-oTBeTa Ha > 50 % OT BepXHel I'paHUIbl HOPMBI
IpY UCCIeIoBaHUU 2 U OoJiee IBUTATENbHBIX HEPBOB (MCKIIIOUUTH KapHalbHbIH TYHHEIbHBIN

CUHJPOM); UITU

(b) cHmKEHUE MOTOPHOM CKOpOCTH TIpoBeneHus Ha > 30 % OT HIKHEHW TPaHUIBI HOPMBI 110

JABYM U Ooinee JABUTaTCJIBHBIM HEpPBaM; UJIN

(c) yBenuuenue natreHTHOCTH F-BoitH Ha > 20 % oT BepXHel IpaHUIbl HOPMBI B 2 1 OoJiee

HepBax (v Ha > 50 %, ecnu amruMTyAa quctanbHoro M-oreeta < 80 % OT HM)KHEH TpaHULIbI

HOPMBI); WIH

(d) orcyrcrBue F-BonH B 2 u Gonee HepBax (€ciM MU UCCIEAOBAaHUM STUX HEPBOB aMILTUTYA

quctanbHoro M-orseta > 20 % OoT HUKHEHN rpaHuIIbl HOPMBI) + > | IpU3HAK JeMUETNHU3ALNN
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B > | npyrom Hepse; UiIu

(e) motopHsIit 610K mpoBeneHust: > 30% CHMKEHUE aMIUTUTYAbl TPOKCUMaIbHOT0 M-0TBETa 110
CPaBHEHHIO C AUCTANBHBIM (HCKIItOYast 00JIbIIEeOEPIIOBbIi HEPB) MPU AMILIUTYIE AUCTATLHOTO
M-otBeta > 20 % OT HUKHEN TPaHULIBI HOPMBI B 2 1 0oJiee HEpBax Wi B | HepBe MPHU HATUYHU
> 1 npu3Haka 1eMuenuHu3auu (kpome oTcyTcTBus F-BonH) B > 1 npyrom HepBe; win

(f) maronoruueckas TemnopanbHas nucrepcus: > 30 % yBenuueHue IIUTeTbHOCTH
MPOKCUMAaJIbHOTrO M-0TBeTa 0 OTHOLICHHIO K AUCTATHHOMY B > 2 HEpBax; WIH

(g) IIUTENBFHOCTh TUCTAILHOTO M-0TBeTa (MHTEPBAJ MEK/y Ha4aJIoM MIEpPBOr0 HETaTUBHOTO
MMKa ¥ BO3BPAIICHUEM €r0 K M30JIMHUHN) yBeJIMUeHa B > | HepBe + > 1 mpu3Hak
JeMHUEIMHU3ALMU B > | Ipyrom Hepse:

(LFF 2 Hz) median > 8.4 mc, ulnar > 9.6 mc, peroneal > 8.8 mc, tibial > 9.2 mc

(LFF 5 Hz) median > 8.0 mc, ulnar > 8.6 mc, peroneal > 8.5 mc, tibial > 8.3 mc

(LFF 10 Hz) median > 7.8 mc, ulnar > 8.5 mc, peroneal > 8.3 mc, tibial > 8.2 mc

(LFF 20 Hz) median > 7.4 mc, ulnar > 7.8 mc, peroneal > 8.1 mc, tibial > 8.0 mc

(2) HenocToBepHbie NPU3HAKHU IeMHEJIHHU3ALMU:
110001 U3 MPU3HAKOB, TIEpeUnCIIeHHBIH B (1), HO BBISIBJICHHBIN TOJIBKO B 1 HEpBe

Ilpumeuanue 1. DTH KpUTEPUHM OMNpPENEICHBI MPU HCIOJB30BAHUU YacTOThl (UIBTpPA B
muanazoHe or 2 I'm mo 10 x['m s Bcex mapamMeTpoB 3a HCKIIOUYEHHUEM YBEIHUCHUS
JUIMTETIHOCTU JAMUCTalbHOrO M-0TBeTa, Te M3MEHEHHs] Pa3IUYHbl MPU YEThIPEX HUKHUX
gactoT ¢unstpa (LFF) 2, 5, 10 u 20 I'n. TemnepaTtypa Koxu BO BpeMs UCCIIEJOBaHUS AOHKHA
MO/JIEPKUBATHCS HA YpOBHE JaJoHU He MeHble 33 °C, Ha ypOBHE HApPYKHOU JIOIBDKKU HE
menbie 30 °C.
Ilpumeuanue 2. OOBEM wucCCIEIOBaHUS MPOBOAAIIEH (QYHKIMH MOTOPHBIX BOJIOKOH
(KOJIMUeCTBO HEPBOB, KOTOPHIE HEOOXOAMMO HCCIEAOBaTh; UCCICIOBAHUE B MPOKCUMATBHBIX
oT/eNax):
* UTsl aHaJIM3a KPUTEPUEB TECTUPYIOTCS CPEAMHHBIN, TOKTEBOU (CTUMYIHUPYETCS HUXKE JIOKTS),
Mao0epIOBBIi (CTUMYIHUPYETCS HUXKE TOJOBKH Majo0epiIoBOil KOCTH) M OOJIbIIeOEPIIOBHIi
HEPBBI C OJTHOM CTOPOHBI;

€CIIi KPUTEPUU HE BBITIONHSIOTCS, T€ € HEPBBbI UCCIEAYIOTCS C APYrod CTOPOHBI W/WIH
JIOKTEBOW W CPEAMHHBIM HEPBHI CTUMYIHUPYIOTCA B MPOKCUMAJIBHBIX OTHelaxX (Ha YpOBHE
TJIeva, MOAMBIIICYHOW BIAJAUHBI U B TOUKE Dpoa);

OJIOK IPOBEJNEHUS WIM 3aMeUIeHHEe MOTOPHON CKOPOCTH NPOBEACHMSI HE YUUTBHIBAIOTCS IO
JIOKTEBOMY HEpPBY Ha YpOBHE JIOKTS W 1O MaloOeplOBOMY HEpPBY Ha YpOBHE KOJIEHHOTO
CyCTaBa;

MEXIy TOYKOM Opba M 3amsicTbeM HEeoO0XOAWMO YMEHbIIEHHE aMIUIMTYIbl M-0TBeTa He
MeHbIe yeM Ha 50 % it BepuduKkanuy 0J0Ka MPOBEIACHUS 0 JIOKTEBOMY U CPEIUHHOMY
HepBaM. [Ipy cTUMYISIIMK CPEAMHHOTO HEpBa B MPOKCHUMAJIBHBIX OTJeNaxX CleayeT n3berarb
COITyTCTBYIOIIYIO CTUMYJISIIIHIO JIOKTEBOTO HEPBA, MOXKET MOTPEOOBATHCS TEXHUKA KOJITH3HH
IUIsSL YCTpaHEHHs YJacTHs JOKTEBOTO HEpBa B 0Opa3oBaHMHM M-0TBETa, PETHCTPHPYEMOTO C
m.APB (a0 He ¢ m.FCR)

pH HAJTMYUU MOTOPHOTO OJIOKAa MPOBEACHUS 10 JIOKTEBOMY HEPBY Ha YpPOBHE MPEATIICUbS

clieqyeT UCKIIYHUTh aHacToMo3 MapTuHa-I'pybepa ¢ MOMOIIBIO CTUMYJSIIIMA CPETUHHOTO
HEepBa B JIOKTEBOM siMKe (oTBeneHrne ¢ m.ADM);

*IPU HAIMYUM MOTOPHOTO OJOKa TMPOBENCHUS IO CPEANHHOMY HEPBY Ha MPEAIUICYhe
HE0OXOIMMO UCKJIIOYHTH y4acTHE JIOKTEBOTO HEpBa B 0Opa30BaHUM JUCTAIBHOTO M-0TBeTa
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IIPU CTUMYJISILIUM HA 3aII5CThE;

* €CJIM aMIUIUTY/Ibl TUCTAIbHBIX M-0TBETOB pe3ko cHukeHbI (<1 MB), cienyer peructpupoBaTh
M-0TBeTBl € TNPOKCHMAJBbHBIX MBI, HHHEPBUPYEMBIX MAalOOEPIOBBIM, CPEIUHHBIM,
JIOKTEBBIM WJIH JIY4EBBIM HEPBaMH.

Kpurepun nposeieHusi o CEHCOPHbIM BOJIOKHAM

(1) XBII:

* HAPYUICHUE CEHCOPHON MPOBOAMMOCTH (yBEJIMYEHHE JIATECHTHOCTH WM YMEHbIIEHUE
aMIUIATYIbl CEHCOPHOTO NOTEHLMANA, WIHM 3aMeJJIEHME CEHCOPHOM CKOPOCTH IPOBEACHMS) B
IBYX U 0oJiee HEpBax

(2) Bozmoxknas XBJII:

* kaK B (1), HO TOJILKO B OJTHOM HEPBE;
* ipu cencopHoit XB/II1 ¢ HOpManmbHBIMU NTapaMeTpaMH HCCIIEIOBAHUS IPOBOASAIICH (PYHKINU

MOTOPHBIX BOJIOKOH JTOJDKHBI TPUCYTCTBOBATH a) WK b):

a) CHIDKEHHME CEHCOPHOU ckopocTu mpoBeaeHus < 80% OT HIKHEHW TpaHUIbl HOPMBI (TIpU
aMILTUTYJI€ CEHCOpHOro moteHmuana > 80% oT HuxkHEH rpaHuibl HopMbl) wm < 70% ot
HUOKHEW TpaHuIlbl HOpMBI (IIPU aMIUTMTYAE ceHcopHoro mnoteHnuana < 80% oT HIbKHEH
IpaHULbI HOPMBI) KaK MHHMMYM B JIByX HEpBax (CpPeIWHHOT0, JIOKTEBOTO, JIY4€BOIO,
UKPOHOXHOT0), TN

b) marrepH MHTAaKTHOCTU MKPOHOXKHOTO HepBa (OT aHri. sural sparing pattern) (uU3MeHeHUE
apaMeTpoB CEHCOPHOTO MOTEHIMANIa CPETUHHOTO UITH JIy4€BOTO HEPBOB MPU HOPMAJIbHBIX
napaMerpax CEHCOPHOrO IOTEHIMajda HUKPOHOXKHOTO HEpBa) (MCKIIOYUTH KapriajabHbIN
TYHHEJIbHBIA CUHIPOM).

IIpumeuanue 1. TemmepaTypa KOXKH BO BpeMsl UCCIEIOBaHMs AOJKHA MOJAEPKUBAThCS Ha
ypoBHe J1IafjoHn He MeHblle 33 °C, Ha ypoBHE HapyXHOU J101bDKKH He MeHb1ie 30 °C.
Ilpumeuanue 2. CHUXKEHHE aMIUIUTYAbl CEHCOPHOIO IOTEHIMAla HKPOHOXXHOIO HEpBa
OTMEUAETCsl Yy JIMI[ CTapliero BO3pacTa, B CBA3M C YEM PEKOMEHIYETCS HCIOJb30BaTh
BO3PAacTHBIE HOPMBI IIPU UCCIIEOBAaHUM JU1] cTapiue 60 Jer.

MOUIEP)KUBATOIINE KPUTEPUH XBIIT

(a) OObeKTHMBHBIII OTBeT HAa MNATONeHeTHYECKYK) Tepanuil (BHYTPUBEHHYIO
BbICOKO/I03HYIO HMMYHOTepaInuio, BbICOK0O0ObeMHBbIN miasmadepes,
riakokopTukocreponanl) (GPP)

OTBeT Ha TeEpamuio ClIeayeT OIEHUBaTh OOBEKTHBHO IO IIKAJIaM WHBAIUIU3AIUN U
JIBUTaTENbHBIX HapymeHnd. OTCYTCTBHE YIyYIIeHHUs Iocie Tepanuu He uckimodaer XB/II,
TaK)Ke KakK U MOJIOKUTEIHHBIA OTBET Ha JIeUeHUE He sBisgeTcs cnenuduaabiM st XBJIIT.
Crnenyromiasi TMHAMHUKA TI0 IIKAJIaM MOXET OBITh MCIOJIb30BaHA B KIMHUYECKON MPAKTHKE KaK
JIOKA3aTelIbCcTBO OTBeTa Ha JiedeHwme: mo mkane [-RODS: + >4 6ammos, mo mkane INCAT
disability scale: + >1 6amr; mo mkane MRC sum score (0-60): +> 2 no 4 6amios.

(b) Buzyaausanus (GPP)

Yaempaszeykosoe uccieoosanue nepugepuieckux Hepeos:

WCCJIEIOBAHNE HEOOXOAUMO TMPOBOJWTH Y B3POCIBIX TAIMEHTOB, YAOBIIETBOPSIOIINX
JIMATHOCTUYECKUM KPUTEPHUSIM «BO3MOXHOI», a He «uaoctoBepHoi»y XBJIIL. s XBJIII
XapaKTepHO:
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e yBenuueHue rioniaan nomnepedHoro cedenus (IITIC) mo kpaitHelt mMepe B JOBYX TOYKax
UCCJIEIOBaHMS CPEIMHHOIO HEpBa B MPOKCHUMAIbHBIX OT/AENIaX W/UIM CTBOJIOB ILIEYEBOTO
crierenusi: yBenuuenue [II1C cpeaunnoro nepsa > 10 MM Ha npeamieyse u > 13 MM° Ha
miede, ysenuueHue [IIIC cTBosjOB miedeBoro cruiereHus > 9 MM® B MEKICCTHHYHOM

npoctpanctse, yBenuuenue II1C cnuHanbHbIX HEPBOB > 12 MM

MaZHumHO—peé’OHaHCHafl mOMoepad)wl njie4yeeoco cnjienerus.

UCCJIEIOBAaHHE HEOOXOAMMO TMPOBOAUTH Y B3POCHBIX IAlMEHTOB, YIOBIECTBOPSIOIINX

JIMATHOCTUYECKUM KPUTEPHUSIM «BO3MOXHOI», a He «iaoctoBepHoi»y XBIIL. s XBJIII

XapaKTepHO:

® YBEIWYCHHE W/WUIIU TIOBBIIICHHAS MHTEHCUBHOCTH CUTHAJIA OT HEPBHOTO (-bIX) KOpeIIKa (-0B)
Ha T2-3BemanHbix MP — wuzoOpaxkenusx (DIXON/STIR, kopoHaiibHBIE+CAruTTaaIbHbIC
wiockoctd).  IlpenmouruTenbHa  KOJMYECTBEHHAsh  OLIGHKA  pa3MEpPOB  KOPEIIKOB
CIMHHOMO3TOBBIX HEpPBOB (IMaMETp HEPBHOTO KOpEIIKa HEMOCPEACTBEHHO pSAIOM C
TaHTJIMeM, U3MEPSIeMbIN KaK BbICOTa B KOPOHAIBHOM MJIOCKOCTH CO 3HAUYEHUEM > 5 MM), WU
MOJIYKOJIMYECTBEHHAS OLICHKA U3MEHEHHM KOPEIIKOB M CTBOJIOB CIIMHHOMO3TOBBIX HEPBOB C
UCIIOJIb30BAHUEM  CIICAYIONIMX KaTeropuid: HOpPMalbHbIE, BO3MOXHO HW3MEHCHHBIE,
JIOCTOBEPHO U3MEHEHHBIE.

Ipumeuanue: namenenus, BeisiBieHHble Tpu Y3U u MPT HeBpaibHBIX CTPYKTYp, HEOOXOIUMO
OIICHMBATh B COBOKYIHOCTHU C pe3yJbTaTaMH APYTrUX OOCIETOBAHHM, MPH HUCKIIOYEHUU TAKUX
3a0oneBanuii, kak MMH, pemuenunusupyromme HMCH, mnapanporenHemMuueckue
nHeiiponatun, POEMS-cunnpoM, nuabetnueckas paauKyJIOIUIEKCONATUS, AaMUIIOMIHAS
MOJIMHEHPONaTHsl, HeBpAIrHIecKasi aMHOTpous, JISIPO3Hasi HeWpomaTus, Helpopudpomaro3
WJIM HEHPOIMM(POMATO3.

(¢) Anauau3 n1ukBopa (GPP)

He pexoMeHayeTcss IPOBOAUTE aHAIU3 JIMKBOPA, €CIU JUArHO3 OYEBUJIECH 110 JAHHBIM JPYTUX

METO/0B 00CIeIOBaHUI. AHAIN3 JIMKBOPA CIIEAYET BHIIOIHATD B CIEAYIOIIMX CIydasX:

® [AI[MEHTHI, YIOBIECTBOPSIOT THATHOCTHYECKUM KPUTEPUAM «BO3MOKHOW» XB/IIT;

® B CIyYasX OCTPOTO MJIH IOJIOCTPOro Havyasa 3ab0sIeBaHus;

e xorna npu XBJII-nogoOGHONH CUMIOTOMATHKM IOJ03PEBaeTCsl WHGEKIMOHHBIA WIN
3JIOKQYE€CTBEHHBIN I€HE3 HAPYILICHUM.

[ToBbilieHNE ypoBHS Oelika B JMKBOPE CIEAYET MHTEPIPETHPOBATH OCTOPOKHO MPU HAITUYUHU

caxapHoro auabera. Cienyer UCIONb30BaTh BO3PACTHBIE HOPMbI YPOBHS Oelka B JTUKBOPE, NS

KOHCTaTalluM TOBBINIEHUSI O€Ka y TAIMEeHTOB CTapIIero BO3pacTa MCIoiab30BaTh: > 0,5 r/n B

Bo3pacte a0 50 et u > 0,6 /11 B Bo3pacte crapiie 60 ner.

(d) buoncus nepsa (GPP)

He pexomenyercss npoBOJUTh OMOIICHIO HEPBA, €CIM JUArHo3 OYEBHJIEH IO JAHHBIM JPYTUX

METO/I0B 00cieoBaHmi. buorcuio HepBa ciieyeT BBIOIHATE B CASAYIOIUX CIydasx:

* B ciydasx, korga XB/III mogo3peBaeTcs, HO HE MOXKET OBITh MMOATBEPIK/ICHA KIMHUYECKUMH,
7a00paTOPHBIMHM,  BU3YAJM3ALIMOHHBIMU U 3JEKTPOAMArHOCTUYECKUMHU  METOJlaMu
WCCJIEIOBAHMS;

* npu XBJII-nonoOHbIX HelponaTHsAX, OTCYTCTBUU OTBETa Ha MAaTOI€HETUYECKOE JIeueHHeE,
nono3pennn Ha HMCH, amunono3, BacKyauT, CapKoOH 103 UM Helpopudpomaros.

Jns XBIII xapaktepHsl crieayrone MophoJorHueckue U3MEHEHUs: 00pa3oBaHMs MO TUITY

«JTyKOBUYHBIX T'OJIOBOK», MIPU3HAKH MEPUBACKYJISIPHOTO BOCHAJICHUsI, CETMEHTapHasi Makpodar-

WHIYLMPOBAaHHAs IEMUEIMHNA3ALMS, aKCOHAIbHAS JeTEHEepalusl, PEMUCIMHU3ALINS.

50




KPUTEPUU UMMYHOJIOI'NTYECKOI'O TECTUPOBAHMUS ITPU XB/II1T

duaekTpodope3 0eJKOB CHIBOPOTKH M MOYH ¢ HMMYHOpukcaumein (M-rpaaueHr),
HCCJIeIOBAHNE JIETKHUX Leneil He00X0AUMO MPOBOAUTH Y Beex nanueHToB ¢ XBIT

VY naumenToB ¢ auctaibHbiM BapuanToM XBJIII, mpu orcyrcTtBum IgM mapanpoTrenHeMuu u
OTCYTCTBUM aHTUTen mnpotuB MAG, cienyer paccMOTPeTh BO3MOXHOCTH IOBTOPHOIO
TECTUPOBAHUS.

HccnenoBanue ypoBHs (akTopa pocta suHmotenus cocynoB (VEGF) B ceiBOpoTke mokazaHo
NalMeHTaM C JUCTaJIbHBIM BapuaHTOM OOJIE3HM M HAJMYUMU HEHPOMAaTH4YecKOro O0JEBOTrO
CHUHJpOMa, y KOTOpbIX OOHapykeHa mnapanporenHemus IgA wumum IgG, acconuumpoBaHHas ¢
CeKpelnuei Jerkoi renu J1amoaa, npu mogo3peHurd Ha POEMS-cunnpom.

TeCTI/lI)OBaHI/Ie HA aHTUTEC/IA K HOAAJBbHBIM U MAPAHOAAJIBbHBIM AHTUIC€CHAM

VY manuentoB ¢ kimHHYeckuM ¢deHotunom XBJIII tectupoBanue Ha aHtutena aHTU-NF155,

auTu-CNTN1, aatu Casprl, antu-NF140/186 npoBoauTh B ciydae:

* OTCYTCTBMSI OTBETa Ha BBICOKOJO3HYIO BHYTPHUBEHHYIO UMMYHOTEPAIINIO U BBICOKOJI03HYIO
tepanuto ['KC;

* IIpU OCTPOM WJIM NMOJOCTPOM €0I0TE;

* BBIPAXCHHOW CEHCUTUBHOMW aTaKCUH, IPEUMYIIIECTBEHHO AUCTAIBHON c1abocTu;

* BOBJICYEHUS JAbIXATEIbHBIX MBIIIL] U TOPAXKEHUS YEPEITHBIX HEPBOB;

* COIYTCTBYIOIIEro HEPPOTUYECKOTO CUHIPOMA;

* OYEHb BHICOKOTO YPOBHsI O€lKa B JINKBOPE.

KATEI'OPUU JTUATHO3A XBAII

Tunuunasa XB/III

HocroBepHas e KiMmHMueckHe KpUTEepUu + DIEKTPOAUATrHOCTUYECKHE KPUTEPUHU
NPOBEICHUS 10 MOTOPHBIM BOJIOKHaM B JBYX HepBax +
3JIEKTPOJMATHOCTUYECKUE KPUTEPUU TIPOBEICHHUS 110 CEHCOPHBIM
BOJIOKHAM B JIBYX HEpBax; WU

e BO3MOXHO TunuyHasg XB/III + kak MUHMMYM JBa MOJIEPKUBAOLINX
KpUTEPUS

Bosmoxnas e KiuHMuYeckue KpuUTepuH + DBIEKTPOJUArHOCTHYECKHE KPUTEPHUH
NIPOBEACHUS II0 MOTOPHBIM BOJIOKHAM B OJHOM HepBe +
3JEKTPOIUATHOCTUYECKUE KPUTEPUH TPOBEIAECHUS 110 CEHCOPHBIM
BOJIOKHAM B JIBYX HEpBAaX; WU

e KiuHMYECKHE KpPUTEpUM + OTCYTCTBYIOT xapakTtepHble anst XBJIII
JJEKTPOIUATHOCTUYECKUE KPUTEPUHM MPOBEACHUS IO MOTOPHBIM
BOJIOKHAM B OJHOM HEpPBE + DJIEKTPOAMArHOCTUYECKHE KPUTEPUH
MPOBEJICHUS 110 CEHCOPHBIM BOJIOKHAM B JBYX HepBaX + OOBEKTHBHBII
OTBET HA IATOT€HETHYECKYI0 TEpanvio + OAWH MNOJNECPKUBAKOLIUN
KpUTEepui

Jucranbuasa XBIIL

HocrosepHas e KimHMueckne KpuUTEpUU + DICKTPOAUATHOCTUYECKHE KPUTEPUH

NPOBEACHUSA II0 MOTOPHBIM BOJIOKHAM B JBYX HepBax +
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3JEKTPOJIUATHOCTUYECKUE KPUTEPUH TPOBEACHUS 110 CEHCOPHBIM
BOJIOKHAM B JIBYX HEpBaX; WU

BO3MOXXHO auctanbHas — XBJII + Kak  MHHUMYM Ba
MOICPKUBAIOIINX KPUTEPUS

BosmoxxHas

KnuHuueckne KpuTepuu +  AIEKTPOJUATHOCTUYECKUE KPHUTEPHUU
MPOBEJICHUSI 0 MOTOPHBIM BOJIOKHAM B OJHOM HEpBE pPYKH +
ANEKTPOAUATHOCTUYCCKUE KPUTEPUH TMPOBEICHUS 10 CEHCOPHBIM
BOJIOKHaM B OJJHOM HCPBE; UJIU

KnuHuueckne KpuTepuu +  AIEKTPOJUATHOCTUYECKUE KPHUTEPHUU
IMPOBCACHUA IO MOTOPHBIM BOJIOKHAM TOJIBKO B JIBYX HCpPBax HOI' +
ANEKTPOAUATHOCTUYCCKUE KPUTEPUH TMPOBEICHUS IO CEHCOPHBIM
BOJIOKHAaM B JBYX HepBax (IOJJEPKUBAIOLIUE KPUTEPUH HE
WCIIONB3YIOT)

MyabsTudorkanbHas uin poxanbHas XBIIT

JloctoBepHas

Knunnueckue kpurepud + 3IIEKTPOJAUATHOCTUYECKHE KPUTEPUU
MPOBEACHUS IO MOTOPHBIM BOJIOKHAaM B JByX HepBax +
3JIEKTPOAUATHOCTUYECKUE KPUTEPUU IIPOBEICHHUS 110 CEHCOPHBIM
BOJIOKHAM B JIBYX HEpBax; WIH

BO3MOXXHO MyJsibTU(oKanbHas win Gpokanbaas XB/II + kak MUHUMYM
JIBA MOJICPKUBAIOILIUX KPUTEPUS

Bo3morxHas

Kimmanueckue kpurepum +  3IIEKTPOJUArHOCTUYECKHE KPUTEPUU
NIPOBEACHUS II0 MOTOPHBIM BOJIOKHAM B OJHOM HepBe +
JJIEKTPOJAUATHOCTUYECKUE KPUTEPUM IPOBEAEHUS 110 CEHCOPHBIM
BOJIOKHAM B JIByX HEpBaXx;

@oxkanpHass XBJIII ¢ cooTBETCTBHEM KIMHUYECKHM KpUTEpUsIM +
JJIEKTPOJAUATHOCTUYECKUE KPUTEPUM MPOBEACHUSA II0 MOTOPHBIM
BOJIOKHAM B OJHOM HEpBE + DIEKTPOAUArHOCTUYECKUE KPUTEPUHU
MIPOBEACHUSA 110  CEHCOPHBIM  BOJOKHAM B  OJHOM  HeEpBE
(mopepKuBaroIe KPUTEPUU HE UCTIOIb3YIOT)

Motopuas XBJII

HocroBepHas

Knuanueckne kputepuu + 3IEKTPOAUATHOCTUYECKHE KPUTEPUHU
IPOBEJICHUS 10 MOTOPHBIM BOJIOKHAM B JBYX HEpBaxX + HOpMaJlbHbIE
MapaMeTpbl UCCIIEIOBAHUSA 4 CEHCOPHBIX HEPBA; WU

BO3MOxkHO MoTopHas XB/III + kak MUHHUMYM JBa MOJIEPKUBAKOLINX
KpUTEPUS

Bo3smoxHas

Knuanueckue KpUTCpUn + SJICKTPOAUATrHOCTUYICCKHUE KPUTCPUU
MMpOBCACHUA 11O MOTOPHBIM BOJIOKHAM B OJJHOM HCPBC + HOpPMaAJIbHLBIC
nmapaMeTpbl UCCIICAOBAHUA 4 CCHCOPHBIX HECPBA,

[IpeumymectBenno wmotopHass XBJIII: kak npu mortopHoit XB/III, HO ¢ Hanmmumem

HapymeHHﬁ IIpH UCCIICOJOBAHNHU ABYX CECHCOPHBIX HEPBOB

Cencopnas XBIII

BosmoxxHas

Kimanueckne kputepuum +  3IIEKTPOJUATHOCTHYECKHE KPUTEPUHU
IIPOBE/ICHUS 110 CEHCOPHBIM BOJIOKHAM (MOAJEPKHUBAIOLINE KPUTEPUU
He wucnoib3ytorcs). IlpoBosmas (yHKIMS MOTOPHBIX BOJIOKOH
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J0JKHA OBITh HOPMAJIbHONH MUHUMYM B YETBIpEX HepBax

[IpenmyiectBenHo cencopnass XB/II

Bosmosknas e KiuHuueckue KpuTepuum + 3IEKTPOJUArHOCTUYECKHUE KPUTEPUU
IIPOBEJEHUSI 10 CEHCOPHBIM BOJOKHaM B JByX HepBax +
ANEKTPOAUATHOCTUYECKUE KPUTEPUM TPOBEACHHUS IO MOTOPHBIM
BOJIOKHAM B JIByX HEPBAX WJIH B OJIHOM HEPBE.

JHocToBepHas e KimHnueckue KpuTepuum + BIEKTPOAMATHOCTUYECKUE KPUTEPUU

NIPOBEACHUS 110 CEHCOPHBIM BOJIOKHAaM B JByX HepBax +
JJIEKTPOJAUATHOCTUYECKUE KPUTEPUM IPOBEACHUSA 110 MOTOPHBIM
BOJIOKHAM B [IByX HEpBaX.
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IIpunoxenue I'2. {uddepenunanbuas nuarnocruka I1H,
acconunpoBanubix ¢ MI'H3, ¢ noimHeponaTusiMmm Apyroro rese3a

3a0oseBanne IHMI KommenTapuii
1) in3uMMyHHbIe HeliponaTuu
XBJIT Her nocroBepubix paszmuuwmii | [TarmeHTsl C ITJ1H,
HEUPOPU3NOTOTUUECKON acCOLMUPOBAHHOM c MTI'H3,
kaptunbl npu [I/ITH u XB/III. | COOTBETCTBYIOT  JAMAarHOCTUYECKUM
[Ipu ITIH moryT | kputepusm XBJIIT EAN/PNS 2021 u
PErUCTPUPOBATHCS HE MOTYT OBbITh AU(PepeHIIMPOBAHBI
0COOEHHOCTH: 0e3 mpoBemeHus  anekTpodopesa
® 3HAUMTEIBHOE yBEIUYEeHHE | OCIIKOB  CBHIBODOTKM M MOYM C
JATEHTHOCTEH IM-0TBETOB | MMMYHO(UKCAIHEH.
e peako BeIsBISIOTCA bIT u
aucriepcusi M-oTBeToB
e pu3HaKu OoJiee rpyooro
BTOPUYHOTO MOPAKCHUS
AKCOHOB
HapaHeonﬂacmqecxne ® HET COOTBETCTBUA | BBIsBICHHE CCKpCLIUHn
MOJIMHENpOnaTun HEUPOPU3UOTIOTUIECKUM napanpoTenHa, OTCYTCTBHE
KpUTEpUAM XB/II | aHTHHEHPOHAILHBIX aHTUTEI
(EAN/PNS 2021) (antuHu, Ri, Ma?2),

o0IIecoMaTHIeCKoe  00CIIeIOBaHME,
BKJIFOYAIOIIEE OHKOIMOUCK, IIOMOTal0T
YTOLIHI/ITI) IIHUAr"Ho3.

2) XpoHunyeckHe MOJMHEHPONATHH IPH CHCTEMHBIX 3200/1¢BAHUAX

CapKOI/II[03 ® YaIie ACMMMETpPHYHOC HpI/I CapKoOnJa03¢ HMCCTCA

MIOPAKEHHUE aKCOHOB COIYTCTBYIOIIAsI IATOJIOTUS JIETKHUX,
e HET COOTBETCTBHs | KOKH,  TJla3;  BBIABIAETCA  HE

HEUPOPU3UOTOTHIECKUM tunuyHoe qna  [IJIH BoBiedeHue
KPUTEPHSIM XBJIII | 4epenHbIX HEpPBOB u [MHC;
(EAN/PNS 2021) MaparpoTeHHEMHUS OTCYTCTBYET.

HOpaH(eHI/Ie ® YaIie ACMMMETpPHYHOC BrisBasiorcss He XapaKTCPHBIC JIA

nepudepuIecKoit MOpaXEHNUE aKCOHOB I[IIH, accouumpoBannoit ¢ MI'H3,

HEPBHON CUCTEMBI IIPH | e HeT COOTBETCTBHS | ACUMMETPUYHOCTh  CHUMIITOMATHKH,

mamdome HEHpPOPU3NOTOTHUECKUM comyrcTByromee nopaxenue IHC,
KPUTEPHSIM XBJII | BoBneuenue YH, mumpounnTapHsiii
(EAN/PNS 2021) IJIEOIUTO3 B JINKBOPE.

JIIT3 ® PETUCTPHUPYETCS kak | JITI3 [O/WKHO OBITH MCKIKOYEHO Y
aKCOHAJIBHBIN, TaK u | Bcex mamuentoB ¢ [IJIH npu
JIEMUEITUHU3UP YOI BCECTOPOHHEM  OOCJIEJOBaHUH Yy
NEPBUYHBIN Xapaktep | OHKoremaroJjora.
CUMMETPUYHOTO
ITOPAKEHUSI HEPBOB

AL-amunonio3 e yaiie nepsuyHo | Bosmoxna accommanusa ¢ JIII3.
AKCOHAJIHBIN xapakTep | XapakrepHa COITYTCTBYIOIIAsA
MTOPAKEHUS [IaTOJIOTUSl IIOYEK U JbIXaTeIbHOU

nepupepuyeckux HEpBOB

cucremsl, XKKT, cepana, koxu u np.
Maxkpornoccusi U mnepruopOuTanbHas
nypnypa - spKdu€ MPU3HAKU HTOTO
3a00JIeBaHU.
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3) llonmmHeliponaTHy NPH HAPYLWIEHNH MeTa00JaM3Ma

Huabetnueckas,
nedunuTapHas,
muann3Hasg ITHIT;

I[THIT npu noye4Hoit
W MEYCHOYHOH
HEJO0CTaTOYHOCTH u
T.J.

® TIEPBUYHO AKCOHAIBHBIA THI
HOpaXEHUs TNepudepuIecKux
HEPBOB,

® HET COOTBETCTBUS
HEUPO(PU3UOTOTUIECKUM
kputepusim XBIT (EAN/PNS
2021).

OtMmeuaroTcs He XapaKTepHbIE NS

ITJ1H:

® OTATOIICHHBIA aHaMHE3 IIO
COMATHUYCCKHUM OO0JIC3HAM

e U3MEHEHHS B OMOXMMHYECKOM
aHaJIu3e KpOBH, YPOBHSIX
BUTAMHUHOB, TOMOIIMCTECHHA |
T.II.

® OTCYTCTBHUE ITapalipOTCUHEMHNU

4) Toxcnuyeckue NOJUHEHPONATHH

AJnKorosbHas, e IIEPBMYHO aKCOHAIbHBIM THI | OTMEYAIOTCS HE XapaKTEPHBIE UL
JIeKapCTBEHHas, nopaxenus: nepudeprueckux | [IJIH:
XUMHOTEpAIHNs- HEPBOB, ® OTArOLEHHBIN
WHAYIUPOBAHHBIC ® HET COOTBCTCTBUS TOKCHKOJIOTMYECKUI aHAMHE3
ITHIT u mp. HEAPOPHU3UOIOTHIECKAM ® IpHMCHCHUE
kpurepusim XBIT (EAN/PNS HEHPOTOKCUYECKUX
2021) MPENapaToB B aHAMHE3E
® U3MEHEHHE [1apaMeTpoB
OMOXMMHYECKOTO aHayM3a
KpPOBH U JIp.
® OTCYTCTBHE ITapalipOTEUHEMUN
S) HacencrBeHHbIe HeliponaTuu
HacnencrBenHas Her ocTOBEpHBbIX | OTMEUaroTCsl He XapaKTepHbIE [T

MOTOPHO-CEHCOpPHAs
HeliponaTus 1 Tuma
(HMCH 1 tumna)

HEUPOPU3HOTOTUUECKHUX
paznuuuit npy HMCH 1 u IT/{H,
accouuuposannoi ¢ MI'H3.

ITJIH:

® 3aMeJJICHHOE
"moOpoKayecTBEHHOE" TeUCHUE

® OTSTOIIECHHBIN CEeMEHMHBIN
aHaMHe3

® KOCTHO-CYCTaBHBIE
nedopMaruu

® HOpMaJbHOE coJiepKaHue
Oenka B JTMKBOpE

® OTCYTCTBHE MapanpoTeHHEMUN

® OTCYTCTBHE OTBETA Ha
MaTOTEHETHYECKYIO TEPAITHIO

TpanctupeTuHoBast
ceMelHass aMHJIOUHAs
NOJMHEHpOonaTHs
(TTP-CAII)

® Yalle MePBUYHO aKCOHAIBHBIN
XapakTep MTOPaKECHUSI
nepudepruyecKkux HepBOB

® BO3MOXHO HETOJIHOE
COOTBETCTBHUE
HEUPOPU3HOTOTHUIECKUM
kputepusim XB/IT (EAN/PNS
2021)

OtMeyaroTcs HE XapaKTepHbIE s
ITIJIH cuMOTOMBI aBTOHOMHOMU
TUCHYHKITNY, TTOPAXKESHHsI CEpIIIa,
KKT, mnouek, T1Ia3, pe3koe
CHI)KEHUE MACChI Tea.
[Tapanporennemus npu TTP-CAII
OTCYTCTBYET.
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Bonesup ®abpu ® [ICPBUYHO aKCOHANbHBIM | BBIABIAIOTCA HE XapaKTepHbIE

XapakTep MOPaKCHHS st [TJIH, 6onee panHuii 1e0roT,
® IIPCHUMYILICCTBCHHOC HaJIN4YUe BBIPAXKCHHOI'O
BOBJICUCHHE 4YyBCTBUTEIBHBIX | HEHPOIMATHYECKOTrO 0071€BOrO
BOJIOKOH CHHJIpOMa, COITyTCTBYIOILIEE

nopaxenue IHHC, cepnua, XKKT,
MOYEK M JIp. CUCTEM, OTCYTCTBHUE

napanpoTCHMHEMHUU.
Ilpumeuanue: oXB/Il — XxpoHuueckas BOCHAJIUTENbHAS [NEMUCIMHUZHUPYIOIIAS IOJHUPAIUKYyJIOHEHponaTus ¢
octpeiM HauanoM; OBJII - ocTpas BocnanuTenbHas JIeMUETUHM3MpYoLas mnonuHedponarus; JIII3 -

mmMponponudepaTuBHabie 3a0oneBannss; MMH -mynprudoxansHas MoTopHas HeriponaTtus; BI1 - 6ok mpoBeneHms;
IM-0TBeT - NUCTaNbHBIN MOTOpHBIH OoTBeT; CPBM - ckopocTh pacmpocTpaHeHHS BO3OYKICHHS 1O MOTOPHBIM
BOJIOKHAM.
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