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XpoHun4ecKasi BocrnanntesibHas JeMuennHnsnpyrolas noavHerponatus (XBAl) y neten — 3710 pegkoe ayTouMMyHHoOe 3aboJie-
BaHue rnepudepmyecKon HEPBHOM cUCTEMbI. B cTaTbe npoaHam3mpoBaHbl COBPEMEHHbLIE MEXKAYHaPOAHbIE ANarHOCTUYECKUE
KpuTtepun u 0COBEHHOCTH KIIMHUYECKOM KapTUHbI 3a60/1eBaHusi B JETCKOM Bo3pacTe. O6Cy»KaeHbl 06LyMe NPpUHUMMbI 1e4eHUs
XBAI, ocoboe BHUMaHWe yAeaeHO naToreHeTM4eCKUM MeTodaM JIeYEHUS: BHYTPUBEHHON MMMYyHOTepanuu ¢ npuMeHeHmem
CTaHAapPTHOro 4e/10BEYECKOro MMMYHOM00y/IMHa ¢ codepaHmem IgG > 95%, HasdHa4YeHUIo 60/bLIMX 403 TTIOKOKOPTUKOMAO0B
u npoBefeHnio nnasmagepesa. [lpoaHannM3npoBaHbl PeKOMeHAaLUUn Mo NPUOPUTETHOCTU MCMOIL30BaHMS pasHbiX BUAOB
JIeYeHNs NpK MHULMaLMK Teparnumu 1 onmcaHbl OCHOBHbIE MPOTOKOJIbl Ha3Ha4YeHms npenapaToB U MX PEKOMEHAO0BaHHbIX [03.
lpeacTaBneHo onvucaHue aAByx KinHn4ecKknx caydaeB XBAI y aeten. [lokasaHo, YTO npUMeHeHne aeKBaTHbIX 403 BHYTPUBEH-
HOro UMMYHOM06Y/IMHA, [TTIOKOKOPTUKOMAOB M AINTE/IbHOE NOAAEPIKMBAIOLLEee Ie4eHUe 03BOJISIOT MOJIHOCTbIO HUBEMPOBAaThL
CUMITOMbI [TOPaXKEHMUS NepUGepUHECKUX HepPBOB, U36exaTb NMOBTOPHLIX 060CTPEHWI 3a60/1IeBaHUS M 3HAYUTEIbHO YNyHLUNTb
Ka4yecTBO XMU3HM.

KniodeBble cnoBa: XpoOHMYeCKasi BOCnaauTe1bHas JeMUeTMHU3UpYyIoLas noMHenponaTus, AMarHoCTMKa, a1eKTpoM1orpa-
dusl, BHYTPUBEHHbINA UMMYHOIT106Y/IMH, KOPTUKOCTEPOUbI, MPEAHU30JI0H, naasmadepes, MMMYHOCYNPeccopb!.

(Bornipocki coBpemeHHow neanatpmn. 2014; 13 (5): 47-54)

BBEEHUE 6one3Hn oTmedanucb B Bo3pacte Ao 20 neT [2]. AHanu3
XpoHWYecKas BoOcnanuTenbHas AeMUeNnHU3upyloulas 27 cnydyaeB XBAMN y geten nokasan, 4to Ae6loT 3abone-
nonuHenponatusa (XBAM) — npuobpeTeHHoe ayToarpec- BaHMS MOXET Habnoaatbcs B to6om Bo3pacTe (0T 1 roaa

CMBHOE WMMYHOreHHoe 3aboneBaHue nepubepnyecKon
HEPBHOW CUCTEMbI C MOCTEMEHHLIM Ha4yaNloM M MPOrpeccu-
PYIOLLMM TEYEHMEM.

PacnpoctpaHeHHocTb XB[IT coctaBnsieT y B3POC/bIX
1,0-1,9, y petern — 0,48 Ha 100 TbIC. HaceneHusa [1].
Mpun atom y 20% 60NbHbIX, Y KOTOPbIX AMarHo3 XBAI 6bin
YyCTaHOB/IEH BO B3POC/OM BO3pacTe, NepBble CUMMMTOMbI

no 18 net), a Makcumym 3ab601eBaeMocTv MNpUxoauTcs
Ha 7-8 net [3].

3TUOJIOrUA U NATONEHE3

Otnonorna XBAMN ao HacTosiwero BpeMEHW W3y4veHa
HepgocTato4Ho. Havano XBZI 4acTto cBA3bIBAOT C UHTEP-
KYPPEHTHbIMW WHOEKUMAMU WMAKM C MMMyHM3aumen (npo-
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Chronic Inflammatory Demyelinating Polyneuropathy
in Children: Diagnosis and Treatment

Chronic inflammatory demyelinating polyneuropathy (CIDP) in children is a rare autoimmune disease of the peripheral nervous system.
The article analyzes current international diagnostic criteria and clinical presentation features of the disease in childhood. The article
discusses general principles of CIDP treatment and focuses on the pathogenetic therapies: intravenous immunotherapy using a
standard human immunoglobulin (IVIG) with the content of ISG > 95%, prescription of large doses of glucocorticoids and plasmapheresis.
It analyzes the recommendations for prioritizing the use of different types of treatment when initiating the therapy and describes the
main drug prescription protocols and recommended doses. Two clinical cases of CIDP in children are described. It is shown that the use
of adequate doses of IVIG, glucocorticoids and long-term maintenance treatment can completely reverse the symptoms of peripheral
lesion, prevent repeated exacerbations of the disease and significantly improve the quality of life.
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dunakTUyecKon BakunHauunen): y 33-57% peten passutue
60N1e3HM MPOMCXOANNO B TeyeHne 1 Mec nocne nepeHeceH-
HOM MHbEKLUUM Unn BaKunHaumu [4].

PaHee cuuTtanoch, 4to cpeav nauuneHTtoB ¢ XBAIM vawe
BCTpeyvaloTcs Hocutenu onpegeneHHbix reHos HLA (A1, BS,
DRW3), accoumMmpoBaHHbIX C BbICOKMM PUCKOM Pa3BUTUSA
3ab0neBaHns, OAHAKO BMNOCNEACTBMM 3Ta rMnoTe3a He 6bina
noatBepxaeHa. TeM He MeHee npeanonaratoT, 4To Hanbonee
BEPOSATHOM SIBASETCS MMMYHHOOMOCPeAOBaHHas npupoaa
60N1e3HN C BOBNEYEHMEM KaK KJIETOYHOro, Tak M Ha rymo-
pafnbHOrO 3B€Ha MMMYHHOM cucTeMsbl [5]. TaKKe CYMTalOT, 4YTO
Beayllylo pofnb B naToreHe3de 601e3HU UrpatoT ayroarpec-
CuBHble T KNETKM, 3anycKatowue BOCManUTENbHbIM OTBET
Ha YPOBHE CEHCOPHbIX U MOTOPHbIX HEPBOB C HapylleHWEM
LLeNIOCTHOCTU MUeNnHa.

MOP®OJIOFTMYECKHUE NPU3HAKHU BOJIE3HU

[MprU3HaKKM aeMuenuMHusauum MoryT HabniogaTtbcs Ha
IO6OM 0Tpe3Ke nepudepruyeckoro Hepsa, OT CMMHHOMOS-
rOBbIX KOPELWKOB A0 €ro AUCTalbHbIX y4acTKOB. MomMMMO
[eMWenMHmM3aumm B 6uonTtatax MKPOHOXHOIO HepBa Oblin
O6HapyXeHbl BOCnanuTe/bHble MHPUALTPATbl U OTEK NOAO-
60/104€4HOr0 NPOCTPAHCTBA HepBa. XPOHUYECKoe TeyeHue
60N1e3HN MOXET CONpoBOXAATbCA GOPMUPOBAHMEM WTYKO-
BMYHOW TONOBKW», 4YTO CBSI3aHO C nponudepaumen LWBaH-
HOBCKMX KJIETOK MpW MOBTOPSIOWMXCA npoueccax fae- wu
pemuenuHusauuu [5]. Cnepyet TakKe OTMETUTD, 4TO MopdO-
flornyeckne mameHeHus npu XBAIM HanomuHalOT TakoBble
npu 3KCnepuMeHTalbHOM ayTOMMMYHHOM HeBpuTe [6].

K/IMHUYECKASAl KAPTUHA

B ne6ioTe 3a6oneBaHne MOXKET NpoTeKaTb 6ECCUMMTOM-
HO B TEYEHWE HECKOJIbKUX MecsLeB, MM, HAaobopoT, pas-
BMTUE CUMMMNTOMOB MOMXET ObiTb ObICTPbIM, C MOBTOPHbLIMM
ocTpbiMK anudoaamu [7, 8]. CaMmbiMK pacrnpoCTPaHEHHbIMM
anobamun aeten ¢ XBAIN aABASIOTCA HapylleHUs MOXOAKMU
W YyacTble nageHuns [9]. 3To cBsI3aHO C paccTponcTBamu npe-
UMYLLECTBEHHO ABUraTtesibHOW WHHEpBaALMKM MNPOKCUManb-
HbIX U AUCTaNIbHbIX MbILWL, HUXHUX KOHeYyHocTen. CnabocTb
MbILLL, BEPXHUX KOHEYHOCTEN, TPEMOP PYK, aTaKCUIO TaKKe
HabnoJalT y psaa nauuveHToB. CyXOXuibHble pedreKchb
BCerfa CHWXeHbl Uan oTcyTCTBYIOT [3, 4]. Mo KparHen mepe
1/3 peten ¢ XBAI nmeet paccTtponcTBa YyBCTBUMTENbHOCTU:
nape- U AM3ecTe3nu, HapylleHUs ryeboKon YyBCTBUTENbHO-
cT1 u ap. [3, 10].

[MopaxeHne yepenHbiXx HepBOB, CMaboCTb AblXxaTeNbHOM
MYCKynaTypbl, AMCPYHKLNS BEreTaTUBHON HEPBHOW CUCTEMbI
He ABAAI0TCS TUNUYHbIMKM Npu3Hakamu XBAMN y aeten, ogHa-
Ko B 20-40% cny4aeB B aebtote 601€3HN MOryT OTMeYaTbCs
NPU3HaKK BOBEYEHUS YepenHblx HepsoB [11, 12].

MpuHATO cunTaThb, 4TO TedeHne XBAIM y geten nmeer cne-
ayouwme ocobeHHoctH [11, 13-15]:
® HayajlbHble CMMNTOMbl OONE3HW NposBAAlOTCA 6onee

APKO U pa3BMBalOTCH BbICTPEE;

e 3abosieBaHu1e Yalle BCEro XapaKTepusyeTcs HapylleHu-
€M MOXOAKM;
® epBble HEBPONOrMYECKUE MNPU3HAKKU 60ne3Hn Gonee

BbIPaXKEHbI;
® XapaKTepHO pemMUTUpYloLLee TeHeHne 6ONE3HMU;
® MporHo3 60ne3Hu 6onee 6naronpuUsaTHbIN.

Y 16% fieTew, TaK e KaK 1y B3pOoCiblx, 3a60/1eBaHUE MOXKET
XapaKTepu3oBaTbCs OCTPbIM Havanom (T.H. XBAI ¢ ocTpbim
Hayanom), HeOTIM4YMMbIM OT cuHApoMa [MieHa—bBbappe. Pas-
rpaHunyerHve XBAMM n cuHapoma [MineHa—bBappe B aTon cuTy-
auuu nNpeacTaBnseTcs AOCTaTOYHO TPYAHbLIM; TOJIbKO AUHAMM-
YyecKoe HabsofeHre 3a nalmeHTaMu B TedeHue 6onee 2 Mec
no3BosifgeT 6e30WNM604HO NOCTaBUTb AMarHos [12, 16].

OAUATHOCTUYECKUE KPUTEPUMU
[OuarHo3 XBAI y geten yctaHaBIMBalOT B COOTBETCTBUM
C AMarHoCTMYeCKUMU Kputepuamun EBponenckon deagepaumnm
HEeBpPONOrnyeckmx coobuects u ObwectBa N0 UIY4EHUIO
3aboneBaHnin nepudepunyecknx HepsoB (EFNS/PNS), ony-
611MKoBaHHbIMKM B 2010 r. [17]. 3TN KpUTEPUU Y4WUTbIBAIOT
KIMHWYECKME AaHHble WU pe3ynbTaTbl MHCTPYMEHTaNbHbIX U
nabopaTopHbIX UccneaoBaHUm.
1. KAaMHMYecKue pJuarHocTUYEeCKUe KpuTepum,
TBepxaaowmne XBAMN (no EFNS/PNS, 2010) [17].
a) TunuyHaa XBAI.
® XpoHMYyecKasi nporpeccupytolias cryneHeobpas-
Has UNv peumanBmpyoas CUMMETPUYHasa NPOoK-
cuManbHasa WM auctanbHas cnabocTb PyK M HOr
B COYETaHMMU C YYBCTBUTENbHLIMU HaPYLUEHUSMU,
pa3BuBaloLWanca B TeYeHWe He MeHee 2 Mec;
BO3MOXHO Nopa*keHne YyepernHblX HEPBOB;

® OTCYTCTBME WM 3HAYWUTENIbHOE CHUXKEHWe ped-
JIEKCOB BO BCEX KOHEYHOCTSIX.

6) AtnnuyHble dopmbl XBAl. PaccmaTtpuBaloT OaHy M3
cnegyowmnx Gopm, HO Npu 3TOM CYXOXKUibHble ped-
NIEeKCbl B HEMOPa*KEHHbIX KOHEYHOCTAX MOryT OblTb
HOpPManbHbIMMK:

° MpeuMmyLLeCTBEHHO aAucTanbHaa XBAIM (auctanb-
Has NpuMobpeTeHHas AeMUeNnHU3MpyoLWwas CuMm-
MeTpUYHas);

® acMMMeTpuyHas (MynbTUdOKanbHasa NpUobpeTeH-
Has AeMUEeNMHU3UPYIoLLas CEHCopHas 1 MOTOpHas
HenponaTtus, unu cuHapom Jibtonca—CamHepa);

e ¢doKanbHas (Hanpumep, BOBJEYEHWE MIE4YEBOro
WM NOSICHUYHO-KPECTLLOBOrO CMIEeTEHUS UK nopa-
YKEeHMWe 0HOro unn 6onee nepndepnyecKx HepBoB
B O[HOM BEPXHEN WU HUKHEN KOHEYHOCTH);

® YUCTO MOTOpHas;

®  YKCTO CeHCOopHas (BKIOYasa XPOHUYECKYIO UMMYH-
HYIO CEHCOpPHYIO MOAMpPaAMKynonaTuio, 3atparu-
BalOLLYIO LleHTpasbHble OTPOCTKMU NEPBUYHBIX CEH-
COPHbIX HEMPOHOB).

2. Kputepuu, ucknrovarowme XBAmM:

® CylWeCTBEHHble HapylweHns paboTbl COUHKTEPOB;

® Hanuyue 6onesHu Jlanma, gudTepun; Npuem nexkap-
CTBEHHbIX NpenapaToB WM TOKCUMYECKUX BeELLECTB,
CMOCOOBHbIX BbI3BaTb HEBPOMATHIO;

® HacneAcTBEHHas AeMUeNMHU3MpYoLWwas HeBponaTus;

* MynbTUdOKaNbHas MOTOPHas HEBPONAaTUS;

* |gM-MOHOK/IOHaNbHas raMMONaTUS C BbICOKUM TUTPOM
aHTUTEN K MUETMHACCOLMMPOBAHHOMY [IMKONPOTENHY;

® [pyrve npuynHbl AEMUENUHU3UPYIOLLER HEBPONaTUM,
BKkNtovyas POEMS-cuMHAPOM, OCTEOCKIEPOTUYECKYIO
MUenomy, AMabeTMyecKyto U HeanabeTnyecKyto nosic-
HUYHO-KPECTLOBYIO pafuKynonnexkconatuio, 1MMdo-
MYy MM aMUIOML03.

3. AneKktpomuorpadpuyeckue Kputepuun XBAN (no

EFNS/PNS, 2010) [17].

1) [ocToBEepHbIM AMarHo3 COOTBETCTBYET MO KpavHen
Mepe OAHOM U3 CNeayIoLLIMX XapaKTEPUCTHK.

a) Yeenu4yeHue naTeHTHocTM M-OoTBeTa Mpu BbINOA-
HEHUW 3neKkTpoMmuorpadpuu npu CTUMyNAaLUU
B AMCTaNbHOM TOYKe Ha 50% v 6onee oT BEPXHEro
npeaena HopmasbHbIX 3Ha4YeHUN B ABYX HepBax
(Npn 3TOM HEOBXOAMMO WMCKIIOYUTb HEWPONATUIO
CPEeANHHOro HepBa Ha 3anscTbe BCNEeACTBME CUH-
ApoMa KapnasfibHOro KaHana).

6) CHW)XeHWe CKOpPOCTM pacnpocTpaHeHus BO3-
OyXaeHua no aBuratefnbHblM BOSIOKHaAM Ha 30%
n 6osee OT HUXKHEro npeaena HopmalbHbIX 3Ha-
YEHUIN B ABYX HEPBaXx.

noa-



B) YBenuyeHue nateHTHOCTU F-BOMHbl Ha 20% u
6onee OT BEPXHEro npegena HopManbHbIX 3Ha-
YeHUN B ABYX HepBax (unn Ha 50% u 6onee oT
BEPXHEro npefena HOPMATUBHBbIX 3HAYeHWN,
€Cnv amMnanTya HeraTMBHOMO MUKa AMCTaIbHOro
M-otBeTa coctaBnser mMeHee 80% OT HWMKHEro
npeaena HopMasnbHbIX 3HAYEHWN).

r) OtcytctBue F-BOAH B [ABYX HepBax, €CAu Mnpu
CTUMYNSALMN 3TUX HEPBOB aMMAUTyAbl HeraTws-
HOTO MWKa AucTaNbHbIX M-OTBETOB COCTaBASAOT
20% n 6onee OT HUXKHEro npeaena HopMasnbHbIX
3HAYEHWUN + OAMH Apyrov napameTp AeMUEeNu-
HM3auuKn (B NO6OM HepBse), YOOBNETBOPSIOWNM
Mo6OMY U3 KPUTEPUEB (a—>K) B OLHOM UK Gonee
APYrux HepBax.

) JloKanbHblh 6GNOK NpPOBEAEHMs [ABUraTeNbHOro
HepBa: CHWXEeHWEe aMMAnTyabl HEraTUBHOIO NMUKa
npoKcuManbHoro M-oTBeTa OTHOCWUTENIbHO AMC-
TanbHoro Ha 50% v 6onee, ecnu HeraTUBHbIN MUK
auctanbHoro M-otBeTa coctaBnsiet 20% n 6onee
OT HMW)XXHEro npegena HoOpMaibHbIX 3HAYEHWUN
B IByX HEPBaXx MW B OAHOM HepBe + 0aWH APYron
napamMeTp AeMWenuMHu3auuun (B ntobom Hepse),
YAOBNETBOPSAOWMI NIOOOMY U3 KPUTEPUEB (a—XK)
B OAHOM WK Boniee ApYrux HepBax.

e) Hanuuve BpemeHHOW aucnepcuun (yBenunyeHue
ONUTENbHOCTU HEeraTMBHOrO nNuKa M-0TBETOB,
NOMYYEHHbIX MPU CTUMYASLUMKM B AUCTaNbHOW W
60/1ee MPOKCUMaAsIbHOM TO4YKax, 6ofiee 4em Ha
30%) B ABYX 1 6onee HepBax.

X) YBenuyeHve nmnTenbHOCTU aucTanbHoro M-otBe-
Ta (MHTepBan Me)ay Hayanom nepBOro Hera-
TUBHOIO MWKa M BO3BPALLEHMEM K WM3OJMHWUK
nocneaHero HeraTMBHOro nuMKa) B 0AHOM u 6onee
HepBax (B cpeaMHHOM — = 6,6 MC, B JIOKTe-
BOM — = 6,7 mc, B ManobepLoBoM — = 7,6 MC,
B 60onbwebepuoBoM — = 8,8 MC) + OAUH ApYyron
napamMeTp AeMuenuMHu3auuun (B ntobom Hepse),
YAOBNETBOPSAOWMI NIOOOMY U3 KPUTEPUEB (a—XK)
B OAHOM WK Boniee ApYrux HepBax.

2) BepoATHbIM AMarHo3: yMeHblUeHWe aMnanTyabl Hera-
TUBHOIO MWKa MNPOKCMManbHOro M-oTBeTa OTHOCH-
TeNlbHO AucTanbHoro Ha 30% v 6onee 3a WUCKIOYe-
HMeM 60Nblue6epLOBOro HepBa, €C/M HeraTUBHbIN
NUK auctanbHoro M-oteeTta coctasnsetr 20% 1 6onee
OT HUXKHEro npegena HopMmalbHbIX 3HAYEHWUN, B ABYX
HepBax WaM B OAHOM HepBe + OAWH APYron napameTtp
AemMuenuHusaumm (B ntob6oM Hepse), YLOBETBOPSA-
OWNM N060MY U3 KpUTEPUEB (a—K) B OLAHOM WM
6osee Apyrux HepBax.

3) Bo3MOXHbIM guarHos: nbas U3 XapaKTePUCTUK
(a—>X) JOCTOBEPHOro AnarHo3a, o6HapyxeHHas To/b-
KO B OHOM HepBe.

4. AmnarHoctuyeckue Kateropuu XBAMN (no EFNS/PNS
2010r.)[17].

e JlocToBepHbI anarHo3 XBAIM:

— K/IMHUYecKue Kputepuu (1) (@ unm 6) 1 (2) ¢ Hanu-
Yynem aneKkTpommorpadumyeckoro kputepms (1);

— KpuTepuun BeposatHon XB/AI + no KpanHen mepe
OAMH NOAJEPKUBAIOLWMNIA KPUTEPUIA;

— KpuTepuun Bo3moxxHow XBAI + no KpavHen mepe
[1Ba NOAAEPKMBAOLWMNX KpUTEPHS.

e BepoaTHbin anarHos XBA[M:

— KJIMHUYecKue Kputepuu (1) (@ unm 6) u (2) ¢ Hanu-
Yynem aneKkTpommorpadryeckoro Kputepms (2);

— KpuTepuun Bo3moxxHow XBAI + no KpavHen mepe
OAMH NOAAEPKMUBAIOLLNIA KPUTEPUN.

e BoaMoxHbIM anarHos XBAIM:

— K/MHUYecKKe Kputepuu (1) (@ unm 6) 1 (2) ¢ Hanu-
Yynem aneKTpomuorpadumyeckoro kputepms (3).

5. NoppepxuBatouwme Kputepumn ana XBAMN (no EFNS/

PNS 2010 r.) [17]:

° yBeNMYyeHue cogepxaHusa 6enka B uepebpocnmHanb-
HOW WIKOCTU MPU YMUCNE NNENKOLIUMTOB < 1O/MM3;

° pu NpoBeAEeHWN MarHUTHO-PE30HAHCHOW ToMOrpa-
GUN — HaKonneHne ragonnHng u/mnu rmnepTpodus
KOHCKOI0 XBOCTa, MOSICHUYHO-KPECTLIOBbLIX MK LWER-
HbIX KOPELKOB CMMHHOIO MO3ra, Uan NievyeBoro uim
NOSCHUYHO-KPECTLIOBOrO CMNIETEHNS;

® HapyuweHue 3NeKTPOPU3NO0IOrMMN CEHCOPHbIX OTBETOB
no KpavHen Mepe B OAHOM HepBe:

— amnauTyaa CEHCOPHOro noTeHuuana [OencTBuS
WKPOHOXHOIMO HepBa fBASETCHS HOPMasbHOW,
B TO BPEMS KaK aMnauTyaa CEHCOPHOro NOTEHLUM-
ana [encTBus cpeaMHHOro Hepea (HO Heobxoau-
MO WCKJIOYUTb HEMponaTuio CpeauMHHOro Hepsa
Ha 3ansicTbe BCAeACTBME CUHAPOMA KapnanbHOro
KaHana) Wi ny4eBoro HepBa HapylleHa;

— CKOPOCTb pacnpocTpaHeHUs BO3OYXKAEHUA —
< 80% OT HMXKHEro npeaena HopMaTUBHbIX 3Have-
HUM (< 70%, ecnv aMnNanTyga CEHCOPHOro MOTEH-
umana pencteua < 80% OT HUMKHEro npegena
HOPMabHbIX 3HAYEHUN);

— yBeMYEeHWE NAaTEeHTHOCTU COMATOCEHCOPHbIX BbI3-
BaHHbIX MOTEHLManoB 6e3 HaauMyiug naTosiornu
LIEHTPanbHOW HEPBHOM CUCTEMBI;

e 06bEKTUBHOE KIIMHMYECKOE YNyylleHNE B pe3ysbrate
UMMYHOMOAYTMPYIOLLETO SIeHEeHUS;

® [pU 3NEKTPOHHOW MWMKPOCKOMUM OGMONTaToOB HepBa
WKW MpY NpoBeAEHMW aHann3a pacyeCaHHbIX HepB-
HbIX BONIOKOH (teased fiber analysis) BbisiBnsitoTCS
NPU3HaKK Ae- U/namM peMmuennH1U3aumnun.

MpK paccMOTpPEeHUU MOAAEPHKMBAIOWMX KPUTEPUEB Che-
[yeT OTMETUTb BO3pacTaloLLyt0 PO/b HEMPOPAAMUONOrMYECKUX
MeTof0B B AnarHocTuke XB/I B uenom vy geten B 4act-
HOCTW. [lOKa3aHOo, YTO MHTpPATEKaNbHbIN OTEK W YTONLWEHNE
KOPELWKOB CMMUHHOIO MO3ra He KOPPENMPYIOT CO CTEeMNEeHbto
TSXECTU HavyalbHbIX NPOSABNEHUI 6ONE3HU U TAKECTbIO CUM-
NTOMOB, HO NPV NOBTOPHbIX UCCIEA0BAHUAX OTMEYaeTcs YeT-
Kasi 3aBMCUMOCTb MOJIOXMUTENbHbIX U3MEHEeHUN OT apdek-
TMBHOCTU Tepanuu [18]. buoncuio HepBa y AeTen cnepyet
pEeKOMEeHA0BaTb B KayecTBe [AMAarHOCTMYECKOW npoueaypbl
B MCKJIIOYMTENbHbIX Cy4Yasix, Koraa Bce ocTalbHble METOAbI
nccneaoBaHUs OKasanncb HEMHDOPMATUBHBIMU.

JIEYEHUE
TepaneBTUHECKUMU MEPONPUATUAMU NEPBOW JIMHUU CYU-

TalOT BHYTPUBEHHYIO UMMYHOTEPAMNUIO C MPUMEHEHWUEM CTaH-

[JapTHOro0 4e/10BEYEeCKOro BHYTPUBEHHOIO UMMYHOMO6YIN-

Ha (BBWTI) c copgeprkanmem IgG > 95%, HasHayeHne 60bLINX

[103 TIIOKOKOPTMKOMAOB MAKM npoBedeHune nna3madepesa

[11, 16, 19]. Heo6xoaAMMO OTMETWUTb, YTO MOCAE MPUHATUSA

peleHns o Heo6XxoANMOCTU NpuMeHeHnss BBUI He pekomen-

AyeTcs HadHa4aTb [eHTarnobuH (cogepxanue 1gG < 95%).

B HacTosiwee Bpems obLme peKoMeHAaLnm Mo Ne4eHnto

XBAI cBoasaTcs K cnegytowemy nopsaxy genctsunn [20]:

e war 1 — BBUI unv npeaHU30n0H (per 0s);

e war 2 — BBWUI n npeaHu3onoH (per 0S), ecnu MOHO-
Tepanusa OgHMM M3 NpenapaTtoB He MMeeT aJeKBaTHOM
3G PEKTUBHOCTH; MTIOKOKOPTUKOWbI TaKXe MOXHO BBO-
[AWTb BHYTPUBEHHO NpK Kaxaoun npoueaype BBUI (metun-
npeaHn3onoH 500-1000 wmr);

e war 3 — nna3mMadepes, ecnu ABa nNpeabiaylimx nogxoia
HeaPpDEKTUBHBI;
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e war 4 — puTyKcumab, eciv MmeeTcs Pe3UCTEHTHOCTb
KO BCEM BbllENepPeyYnCIEHHbIM MEPONPUATUAM (B Neau-
aTpUKn NPUMEHSETCA KparHe peako).

B HeCcKonbKunx 60MbLIMX KOHTPONMPYEMbIX MCCeA0BaHU-
AXx 6bl10 NOKa3aHo, YTo NpumeHeHne BBUT, rmioKoKopTuKo-
nooB unu nnasmadepesa npu XBAIN okasanocb 0AMHAKOBO
apPpeKTMBHo y 50-70% nauMeHTOB MpWU WMCMOSb30BaHUK
OAHOr0 M3 Tpex BMAOB nedvenus [21-23]. MNpu 3TOM NoytH
50% 60NbHbIX, HE OTBETUBLUNX HA OAUH U3 3TUX BUAOB Neve-
HWS, XOPOLLO OTBEYasM Ha Apyron BUA Tepanuu, B pesysnbTa-
Te yero cymmapHo o 80% nauueHToB oTMeYanu 3Hauyumoe
ynyyleHne COCTOSHUA 340poBbA [24].

Mocne 2000 r. B 60/bWUINHCTBE COOOLLEHMI B KayecTBe
Tepanuu NepBon MHUM paccmaTpmuBaeTcs Ha3dHadeHne BBUT,
KOTOPbIN 0ObIYHO XOPOLLO MepeHocuTcs AeTbMU. [pu 3TOM
ynydlieHue (B TedeHne 2—-12 Hep) oTMeyaloT, Mo pasHbIM AaH-
HbIM, oT 50 10 88% nauneHToB [25-27]. CTaHAapPTHOM cyuTa-
ercq fosa 0,4 r/Kr B cyT (CyMMapHas fo3a 2 r/Kr), BBoAMMas
exeflHeBHO B TedyeHune 5 aHew [11, 23]. B nocneaytolem pexko-
MeHyeTcs MOBTOPHOE BHYTPUBEHHOE BBEAEHWE UMMYHOMNO-
Oy/IMHOB Kaxable 3—4 Hej B TeyeHue 6 Mec. PaspeneHue
o6LLen KypcoBOM f03bl Ha 5 IHEeN He ABNseTCs 06a3aTe/lbHbIM
ycnoBuem. Mmetotcs coobuieHns o 6e30nmacHOM BBeAEHMU
npenapata B CyMMapHOM fo3e 2 r/Kr 3a 2 wan 3 cyT. Mpwn
npoBeaerHnn Tepanun BBUI y geten ¢ XBAMN cneayet pac-
cmaTpuBaTb NPUOPUTETHOCTL MCMonb3oBaHMsa 10% pacTtBopa
UMMYHOMNOOYNIMHA, T.K. BbICOKas KOHLIEHTpaLMK MO3BONSET
CHW3UTb Harpysky o6beEMOM M COKpallaeT MPOAO/IKMUTENb-
HOCTb MHDY3MI, 4TO 0OCOBEHHO BaXKHO B IETCKOM BO3pacTe.

[o 2000 r. neveHune XBy geten yalle HauynmHanm ¢ npu-
MEHEHWUS TNMIOKOKOPTUKOMAOB (MPeaHU30H, NpeaHU30J10H
n ap.) [25, 26]. B cBSI3K C BbICOKOM CTOMMOCTbIO UMMYHOTJ10-
6y/IMHOB [aHHbIM BUA Tepanuu B KadyecTBe MepBOW JIMHUK
OCTaeTcs aKTyalbHbIM BO BCex cTpaHax. Hanbonee pacnpo-
CTpaHEeHHble CxeMbl eveHuns [21, 28]:

e 2 MI/Kr B CYT Ha 4—6 He[ C NoCNeaylolWmMM CHUXEHNEM
[03bl B Te4eHne 4—6 Hef 10 NoAAepKUBAOLWEN A03bI;

e 1 Mr/Kr B cyT Ha 4—6 Hej ¢ nocneayloLwmm NOCTENEHHbIM
CHWXXEeHWeM B TeyeHne 3—6 mec.

HeKoTopble cneunanucTbl PEKOMEHAYIOT Nepes Havyaaom
nepopasnbHOro npMema npeaHn3osoHa NPOBOAUTb KPaTKuUi
Kypc nynbc-Tepanuu METUANPeaHN3010HOM no 15-20 Mr/K
B CyT B Te4yeHue 3 fHew [25].

[Mpn MCnoNb30BaHWMKM MMIOKOKOPTUKOMAOB 06513aTeNbHbIM
YCNOBUEM SBASETCS NPOPUIAKTUKA BO3MOMHbIX MOBGOYHbIX
3ddEKTOB, Ha 4YTO B NEPBYIO 04Yepeab HanpaBaeHo cobnoae-
HWe AMEeTbl C PE3KMM OrpaHnyYeHneM NotTpebeHns yrnesoaoB.

Mnasmadepes — MHBA3UBHbIN M OTHOCUTENIbHO 3aTPaTHbIN
NMo BPEMEHU METO[ JSie4eHus, MpU KOTOPOM BCerfa ecTb PUCK
Pa3BUTUS HEXeNaTeNbHbIX OCIOXHEHWUI, YTO CBOAWT €0 UCMOSb-
30BaHue y aeten ¢ XBAI TONAbKO K Ciy4asmM C HaIMYMEM KUBHEH-
HbIX MOKa3aHuK. [puMeHseTcsa cneaytollas cxema nnasmadepe-
3a: 3 npoueaypbl 1 pa3d/Heq; Kypc n3 5 ceaHCoB C MHTEpBanamu
10-14 cyt [22, 29]. Nocneayowme npoueaypbl nnadmadepesa
NpoBOAAT C UHTepBanom 2—4 Hej B TedeHre 1 roga.

Tepanuen BTopon nMHUK npu XBAI aBnsetcs UMMyHoCy-
NnpeccuBHOE UK UMMYHOMOaynupyollee nedverue (30, 31].
O6bI4HO €ro Ha3Ha4aloT B ciydasax HeadPEeKTUBHOCTU MM
HEBO3MOXHOCTU MPOBEAEHUS Tepanuu MNepBOn JIMHUW.
CnepnyeTt y4ynTbiBaTb, YTO NPU ASIUTENBHOM NpuMmeHeHun BBUT
N TMIOKOKOPTUKOWAOB MaLMEHTbl MOTYT CTaHOBUTbLCS MeHee
YyBCTBUTENbHBIMU K JIEYEHMIO, 4TO TpebyeT Ha3HayeHus
MMMYHOCYNpPeccMBHON Tepanuu. MNpu pa3BUTUK NOBGOYHbLIX
3dPEKTOB B CBA3U C AIUTENIbHLIM NPUEMOM FOPMOHOB MU
B c/lydae HeOOXOAMMOCTU CHMMKEHWS 3aTpaT Mpu WUCnosb-
30BaHMM BBUI Takke cnepyeT paccmaTpuBaTb Tepanuio
BTOPOM NNMHUKN. APDEKTUBHOCTb NpenapaToB BTOPOW IMHWUM

npu XBAI 6bina oLeHeHa B OTKPbITbIX UCCNEA0BAHUAX: ANA
uMKknocnopuHa — 82%, ana umknodochamuaa — 75%, ana
putyKcumaba — 75%, ana metotpekcata — 70%, ana asa-
TMonpuHa — 65% [31].

Hetam ¢ XBAIM n3 MMMyHOCYnpeccopoB BTOPOW JIMHUU
B OCHOBHOM Ha3HayaloT a3aTWMOMNPWH, LMKIOCMOPUH A
meToTpekcart [11]. [lo3a a3aTtMonpuHa 06bl4HO Konebnetcs
0T 1 A0 2—3 MI/Kr B CYT, HO MOXeT gocturatb 50-150 mr/cyt
y noapocTKoB [32]. A3aTUONPUH Ha3HayaloT B Ha4vasbHOM
fo3e 1 Mr/Kr B 1 unm 2 npyemMa ¢ nocneayoumm yBenmieHu-
eM Ao3bl Ha 0,5 Mr/Kr Kaxkable 4 Hell A0 AOCTUKEHUSA MaKCH-
MaJibHOM J03bl 2,5 Mr/Kr B cyT [15, 25]. [poAoIKUTENBHOCTb
npuema — ao 3 n 6onee net.

3HauYUTENBHO pPeXe UCMOMb3YIOT LIMKNOCNOPKUH A € LienieBon
TepaneBTUYECKOM KOHUEHTpaLuuen B KpoBu 150 Hr/mn, Yalle
BCEro B KOM6WHaLumun ¢ BBUI v rniokokopTukomnaamu [31].

B nocnegHee Bpemsa cTanu nNosBAATbLCA COOOLEHWS
06 apdeKTBHOCTM puTyKcumaba npu XBAM. Tak, Ha3Ha-
yeHne npenapata 13 pgetam ¢ XBAI, He oTBedvaBlUMM
Ha CTaHAapTHble CXEMbl Jle4eHWs, NPOAEMOHCTPMPOBANO
MHoroo6ewatowmm addeKTy 9 3 Hux, Npu TOM 4TO y 6 aeTewn
[10 NevyeHuns Obla 3adprMKCMpoBaHa NonHas Pe3UCTEHTHOCTb
KO BCeM BUAaM Tepanuu [33].

MPOrHO3

XBAIM 06bl4HO He npeacTaBAsSeT Yrpo3bl AN KU3HU
nauneHToB. [TporHo3 601e3HN y AETEN B LIENIOM Ny4lUe, YEM
y B3POC/bIX (B GO/bLIMHCTBE Clly4aeB BO3MOXHO [OCTUXKE-
HWe nofiHon pemuccuu). MNpu CBOEBPEMEHHOM U ajeKBaT-
HOM JIE4EHMU BO3MOXHO KYNUPOBaHWE HEBPOSIOrMYECKUX
CUMMNTOMOB C MPOJOSIKUTENIbHOM peMUccuen 3abosieBaHns
[19, 25]. B peakux cnydasx 3aboneBaHue npuobpetaeT
nporpeccupytolee Te4eHne ¢ 4acTbiMu 060CTpEHUAMU, op-
MUPOBaHWEM CTOMKOro HEBPOJIOrMYecKoro geduuunra u BTO-
PUYHBIX OPTONEANYECKNX HAPYLLUEHUN.

KJIMHUYECKHUN NPUMEP 1

ManbuumK, 12 net.

Hano6bl Ha CHUXKEHUE CUIbl B MbILLLLAX BEPXHUX U HUXK-
HUX KOHEYHOCTEN, HapylleHne KOOpAMHAaLMK NMpPU BbINOJHE-
HUM MENKNX TOYHbIX ABUKEHUN.

AHaMHe3 XWU3HU. PebeHOK OT BTOpoM duanonoruye-
CKM npoTeKaBluen 6epeMeHHOCTU, BTOPbIX CPOYHbIX CaMo-
cTosiTeNnbHbIX poaoB. Macca npu poxaeHnun 4070 r, poct
56 cM. MNepurHaTanbHbIV Nepuoa NpoTexkan 6€3 0Co6eHHOCTEN.
Temnbl NICUXOMOTOPHOI0 Pa3BUTHUS COOTBETCTBOBA/IM BO3PACT-
HbIM HOpMaMm. Pe6eHOK NpMBUT No Bo3pacTy. [lepeHeceHHble
3ab60/1eBaHNS: PeAKMe OCTPble PECNMPATOPHbIE MHDEKLMM.

AHamHe3 Gones3Hu. 3abonen B HOYb C 3-r0 Ha 4-e
aHBapa 2007 r., B Bo3pacte 5 net. [pocHyBLWKUCH, CTan
YanoBaTbCA Ha cnabocTb M 601KM B HOrax, 60sblue crpaBa.
B TeueHne 2 mec cnabocTb B KOHEYHOCTSAX NMporpeccupoBana
[0 pa3BWUTUS BAIOro TeTpanapesa. Pogutenn obpatunucb
B 60/bHULY MO MECTY XuTenbCcTBa. ManbyunK 6bl1 OCMOTPEH
HEBPOJIOroM, OBGHapy)KeHa K/IMHUYEeCKas KapTuHa OCTPOro
BS/IOro napanunya, 3anofo3peH NoMpaanKynoHEeBPUT, B3STa
KPOBb Ha onpefeneHne CoaepraHmua aHTUuTen K nosiMoBmpy-
cam. locne o6cnefoBaHMa M UCKIKOYEHUS nonnomuenura
pebeHKy 6bin nocTaBneH avarHod: «OcTpas Bocnanutesb-
Has nosiMpagnKynoHenponatus» (cuHapom mrneHa—bappe)».
[MpoBeaeHo nevyeHue rNOKOKopTUKoMaamu u BBUI, nocne
KOTOPOro OTMEYEH MONIOKUTENbHBLIN 3DDEKT: CMna MblLLLL
Hapocna, pe6eHOK CMOr CaMOCTOSITENbHO XOANUTb. B TeyeHne
[BYX NOCneayowWwmnx et ManbynK perynsipHo Npoxoanna Kypcbl
CTalLlMOHAPHOIro BOCCTAHOBUTENIbHOMO JIEYEHMS MO MECTY K-
TeNnbCTBa, TaKXKe noflyyan KypCbl HOOTPOMHOM U COCYAUCTOMN
Tepanuu. B HeBpoOnoOrMyeckoMm craTyce COXPaHS/IUCb yme-



Puc. 1. YBennyeHune nateHTHoro
nepvofa gucranbHoro M-otBeTa
npu UccnefoBaHWM CKOPOCTH
pacnpocTpaHeHns BO36YyxaeHNs
no ABUraTenbHbIM BOIOKHaM
Mano6epLoBoro Hepsa

(Ha 68% oT BepxHero npegena
HOPMasbHbIX 3HAYEHUI)

5ms

400v

e ooy

1mV

lMpumeyvaHme. TOYKU CTUMYNSLMK
(cBepxy BHKU3): 1) Tbis1 CTOMbI;

2) ronoBKa Mano6epLoBow
KoCTu. Ycunenve — 1 mB

Ha fleneHue, pa3BepTka —

5 McC Ha JeneHve, NaTeHTHOCTb
auctanbHoro M-otBeta —

7,2 MC.

Puc. 2. CH1XKeHne cKopocTu
pacnpocTpaHeHns BO36YyKaeHNs
no ABUraTenbHbIM BOIOKHaM
CpeanHHOro HepBa

(Ha npeanneybe — Ha 48%,

Ha nneye — Ha 26%,

Ha MPOKCUMaIbHOM Y4acTKe —
Ha 33% OT HUXKHero npeaena
HOPMasbHbIX 3HAYEHUI)

+ \I — ’___G_S,Z_mA_

e 5mV

-'-vi_ 100mA
TBmv

lNpumevaHue. TOYKKU CTUMYNALUK
(cBepxy BHU3): 1) 3ansCTbe;

2) cepeanHa NOKTEBOM AMKH;

3) noaMbllWeYHas AMKa;

4) ToyKka Ip6a. CKopocTb
pacnpocTpaHeHns BO36yXaeHUS
paccyunTbIBAETCS MEXAY ABYMS
6AMKaNLLIMMU TOHKaMK
CTUMYNALUKU: MEXAY

1-M 1 2-1 — CKOPOCTb

Ha npeanneybe; Mexay 2-#

1 3-" — CKOPOCTb Ha nneye;
mexay 3-i n 4-i1 — CKopoCTb

Ha NPOKCUManbHOM y4yacTKe
HepBa.

PEHHOE CHWXEeHue Cubl
B AMCTalbHbIX OTAENax Ko-
HEeYHOCTEN, 3HAYMMOE CHMU-
YEHWE CYXOXMUNbHbIX ped-
NleKcoB. Ha anekTpoHew-
pomuorpamme (HMI) —
NPU3HaKM aKCOHalbHO-Ae-
MUENNHU3MPYIOLLErO Mnopa-
YEHWUS HEepPBOB BEPXHUX U
HUMKHUX KOHEYHOCTEN.

B nexkabpe 2012 r. no-
BTOPM/CS 3MNM304 Bblpa-
YeHHoW cnabocTn, BANO-
CTWU, HapyLEHWUS TMOXOAKM.
Ha OHMI o6HapyxeHbl
NPU3HaKK OEMUENTUHUBNPY-
lOlero nopakeHus ne-
pudepnyecknx HepBOoB B
BMAE 3HAYUTENbHOrO CHMU-
YXEHUA CKOPOCTM pacnpo-
CTPaHEeHUs BO3BYXAEHMUS.
Mo mecTy »uTenbcTBa pe-
6eHKy MoCTaB/iEH AMarHo3:
«QHUEedaNUT HEYTOHHEHHOM
3TUONOTMK, LlepebeninT».
HasHayeH NOBTOPHbLIM Kypc
rOPMOHaNbHOW Tepanuu.
Takxke 6bI10 MPOBEAEHO
HECKO/IbKO CeaHCcoB Mnas-
Madepesa. CocTtosHue pe-
6eHKa BHOBb 3HaYUTENb-
HO YNyYlWWSIOCb, OAHAKO
NOSIHOrO BOCCTaHOBEHUS
He Habt4anoChb: COXPaHs-
nacb ¢nabocTb ANCTanbHbIX
MbllWL, Npyu xoabbe oTme-
Yyanca Herpybbi cTennax.
B 2013 r. rocnutanMaupo-
BaH B MockoBckuin HUN
neavaTtpun M LETCKOW Xu-
pyprun ¢ o4epedHbiM (Tpe-
TbMM) 060CTpeHUeM. lNocne
KOMMJIEKCHOro o6cnenoBa-
HWUA NOCTaBNE€H [AMarHos:
«JemuenvHmuaunpyouasa no-
nuHeBponatus». [pose-
neHo nedvyeHve BBUI u3
pacyeta 2 r/Kr macchl
Tena Ha Kypc. CoctosiHue
pebeHKa NpaKTUYEeCKH
HOPMann30BaaoCb, COXpa-
HANacb HENOBKOCTb MpH
xoabbe M TOYHbIX LeneHa-
NpPaBfIEHHbIX ABUXEHUNAX.
PekomeHaoBaHO exeKBap-
TanbHoe BBeaeHne BBUI
C Lenblo MNOAAEPHKKKN pe-
MUCCUMN.

B TeuyenHne 2014 .
Manb4YuK ABaXAbl NocTynasn
B OTAENIEHNE MCUXOHEBPO-
JIOfMKM U ncuxocomaTuye-
CKOM natonorunm Hay4Horo
LEeHTpa 3[0pOBbSA AOeTen
(MockBa). Ha ocHoBaHuu
[aHHbIX aHaMHe3a, XapaK-
Tepa TeyeHus 6O0Ne3HH

W AaHHbIX 06CcnefoBaHnst B AMarHo3 6bl10 BHECEHO MpPUH-
UMMManbHO BaXXHOE YTOYHEHWE: «XpOHMYEecKas BOcCnau-
TenbHaa AeMWenuHusunpylowasas nonvHenponatus». OHO
0OBSACHWIO XapaKTep TeyeHus 3aboneBaHuns, YTO NO3BOJIU-
N0 chopMynMpoBaTb YETKUE PEKOMEHAALMU MO NeYEeHUIo
pebeHKa. [lnarHo3 6bl/1 YCTaHOB/EH B COOTBETCTBMU C KPU-
Tepuamu EFNS/PNS [17].

Mpu ocmotpe B oTaeneHun. PebeHOK HopmocTe-
HUYECKOro TenocnoxeHus. OKPYyXXHOCTb ronosbl 54 cwm.
0O6WwemMo3roBor CUMNTOMATUKM U MEHUHreanbHbIX CUMNTO-
MOB HeT. AMOUMOHANbHO NabuneH, HanpsxeH, TPEBOXKEH.
B KOHTaKT BCTymaeT OXOTHO. B npocTpaHCTBE W BpPEMEHM
opueHTnpoBaH. CoH He HapylieH. HaBblkiM caMoobCnyKmMBa-
HUSA cHopMMpPOBaHblI COOTBETCTBEHHO BO3pacTy. Peub dpa-
30Bas, CIOBapHbIK 3anac 6bITOBOM. MI3MEHEHMI CO CTOPOHDI
yepenHbiX HEPBOB HE OBGHaPYXKEHO.

O6beM aKTUBHbIX M MACCUMBHbIX ABUMKEHWM MOJHbIN.
MbIlWEYHbIN TOHYC CHUXEH B pyKax M Horax. Cuna cHuke-
Ha B OWCTalbHbIX OTAENax KOHEeYHocTen, 6onblue B Horax
(B pykax — 4-5 6annos, B Horax — 4 6anna). Mpu dusnye-
CKOM HarpysKe oTMeyvaetcs TpeMop nasnbleB. CyXxOXKubHble
pednieKCbl C PYK YMEPEHHOW MWBOCTU, CUMMETPUYHbIE,
C HOr — OTCYTCTBYIOT. bplowHble pedneKcbl Bbi3biBalOT-
cq, S=D. lNoxogka yctonyuBas, atakcum HeT. [ogbem
W CMYCK MO NIeCTHULIE HE 3aTpyAHEH, 6€3 YyTOMIIEHNS MOXET
caenatb 10 npucepaHun. [lBuratenbHble HaBblKM pa3Bu-
Tbl MO BO3PaCTy, HO MenKas MOTOPUKa HECKOJIbKO Hapy-
weHa. [MoBepXHOCTHas 4YyBCTBUTENIbHOCTb HE HapylleHa,
rMNO- U TMNEPCTE3NN BEPXHUX U HUMHUX KOHEYHOCTEN HET.
KoopanHaTopHble Npobbl: NanbLEeHOCOBYIO NPO6Y BbINOHS-
€T yAOB/IETBOPUTENbHO, NPU NPOBEAEHUU KONEHO-NATOYHON
npo6bl — KpynHopas3mallucTbi Tpemop. B no3e Pombepra
yCcTON4YMB. Ta30Bble GYHKLUMU HE HapYLIEHbI.

Mpw BbiNnofHEHMM AHMIT 06HapyXeHbl NPU3HaKKU AemMue-
JNIMHU3UPYIOLLEro NoparKeHusa nepudepuyecknx HepBoB HOI
M B MeHbllen cTteneHn pyK. OTMevyaeTcs BOBeYEHUE KaK
ABUraTenbHbIX, TaK U HYyBCTBUTE/bHbIX BOJIOKOH UCCNeA0BaH-
HbIX NepudepmnyecKnx HepBoOB.

B otneneHun npoBoaunock neveHne BBUIT M3 pacueta
2 r/Kr Macchbl Tena Ha Kypc C Lienbio NoaaepXaHnsa meanka-
MEHTO3HOW PEMUCCUM.

[anee npepfctaBneHbl pesynbtatel IHMI, nonHocTblo
COOTBETCTBYIOLINE KPUTEPMAM AOCTOBEPHOrO AMarHosa XBAM
cornacHo pekomeHgaumam EFNS/PNS 2010 r. (puc. 1-5).

O6pallaeT Ha ceba BHMMaHWE, 4TO Ha (OHEe JleYeHUs
chopmmrpoBanacb KIMHUKO-aNEKTPOMUOrpaduyeckas amcco-
LuMaums, T.€. HECOOTBETCTBUE AAHHbIX KIMHUYECKOro OCMOTpa
(MMHMManbHaa HeBPOOrMyecKass cuMnToMaTuKa) pesynbra-
TaM QHMI (NpM3HaKK BbIPaXKEHHOIO AEMWENNHU3UPYIOLLENO
noparKeHns nepnudpepmnyecknx HEPBOB HOT U PYK).

C y4yeToM BbICOKOM 3PGEKTUBHOCTU SIEHYEHUSI C UCMOSb-
30BaHMem BBUI (pebeHOK AOCTUI KIIMHWMYECKOW PEeMUCCUM,
OTCYTCTBYIOT 060CTpeHus 3aboneBaHusi B TeyeHwe roga),
HO NPW 3TOM COXPaHSAOLMXCA NPU3HAKOB HErpybo BblpaeH-
HOrO HEeBPONOrMYEeCcKoro aeduumTa 6bI710 MPUHATO peLleHne
0 npojomKeHnn npumeHenns BBUI B nogaepxusatollen gose
1 r/Kr Maccbl Tena Ha Kypc Kaxkable 3 mec B TedyeHue 1 roga.

KIMHUYECKUIN NPUMEP 2

Manb4uK, 4 roga 9 mec.

AHaMHe3 XU3HU. PebeHOK OT nepBon 6epeMEHHOCTH,
npoTeKaBlien 6e3 OCNoXHeHWW. Poabl B CPOK, caMOCTOS-
TenbHble, 6€3 natonoruu. [BuratenbHoOe W MNCUXUYECKOE
pas3BuTHe 6e3 3aePKKM.

AHamHe3 6one3HuU. B Bo3pacTte 3 net 3 mec, yepes 2 Hef
nocsie anM304a OCTPOW pecrnupaTopHON MHOEKLIMKU, Havyana
NMOCTENEHHO pa3BMBaTbCH MbllleyHass cnaboctb. PebeHok
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=
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HenpepbiBHOE npodeccruoHanbHoe o6pa3oBaHue

Puc. 3. YBennyeHune nateHTHOro
nepuoa v CHUxeHue
npeacTaBNeHHOCTU F-BOSHbI

F-SNS: 500uVv 5ms

lNpumeyvaHue. YsenudeHune
naTeHTHOCTH F-BONHbI Ha 34%
OT BEpPXHEro npeaena
HOPMasibHbIX 3HAYEHWUI NpU
ncenefoBaHum CpeanHHOro
HepBa. Onpeaensetcs
3HaYUTENbHOE CHUXEHNE
npeacTaBneHHOCTU F-BOSH:

13 20 ctumynoB F-BonHa
perncTpupyeTcs TonbKo

B 4 cnyyasx (80% 610KOB).
Yeunenue ang M-otBeta — 5 MB
Ha aeneHune, ycunexHue ans
F-BonHbl — 0,5 MB Ha genetxue,
pa3BepTka — 5 MC Ha fenexve,
MWUHUManbHas aTeHTHOCTb
F-BonHbl — 30,7 Mc.

Puc. 4. JloKkanbHbI 610K
NpoBefeHns Mpu UccneaoBaHuu
CKOPOCTU pacnpocTpaHeHus
BO36Y)KAEHWUS MO ABUraTENbHbIM
BOJIOKHaM JIOKTEBOI0 HEpBa

" 5ms

A eem
— 2mV

lNpumevaHune. OTMevaeTcs
CHWXKEeHWe aMnanTyabl
HeraTMBHOIo NuKa
npoKkcumanbHoro M-oteeTa
(HWXKe NOKTS) OTHOCUTENBHO
OWUCTanbHOro (3ansicTbe)

Ha 55,4%. TO4YKM CTUMYNSaLUK
(cBepxy BHM3): 1) 3an4CTbe,

2) HUXKe NOKTSA, 3) Bbllle NOKTS,
4) nogMbllweyHas AMKa, 5) TouKa
9pba. Yeunernve — 2 mB

Ha aeneHune, pa3sepTka —

5 mc Ha genenue. JinHum 1-5:
amnauTyga M-otBeTa npu
CTUMYNALMK 3anNAcTbd —

5,6 MB, HMKe noKkTa — 2,5 MB,
BblllE NOKTS — 2,5 MB,

B NOAMbILLEYHON IMKe —

2,5 MB, B TouKe 9pba — 2,3 MB.

CTan HEYKJOXKUM, 4HacTo
nagan, O6bICTPO ycTaBal.
[lo Ha3HayeHuto neamartpa
npoBefeHa Tepanus HOOo-
TPOMHbIMK, MeTabonuyec-
KAMW npenapatamu u BU-
TaMmuMHamu, 6e3 BUAMMOro
adpodeKTa. [BuratenbHble
HapylleHNs  MOCTEMNEHHO
nporpeccupoBanu: ycunu-
nacb cna6ocTtb, NOSBUINCH
HapyLeHUs KOOpAMHaLWK,
pebGeHOK MnepecTan XoauTb
camocTosTenbHo. B BO3-
pacte 3 neT 6 Mec AN yTou-
HEHWS AMarHosa W nnaHa
fle4eHns nocTynun B oTae-
fleHNe MNCUXOHEBPOJIOrnK
M MCUXOCOMaTMYECKOW na-
ToNorMmM Hay4Horo LeHTpa
300POBbS AETEN.

Mpu ocmotpe B otae-
neHun. PebGeHOK HOPMO-
CTEHMYECKOr0o Tesoc/oxe-
Husa. Mpyv ocMoTpe Bpayom
nnayet. KoHTaKT dopmanb-
HblA, WHCTPYKLUMKU BbIMNON-
HAeT B npepenax obuxopa.
06uLemMo3roBon cumnTomMa-
TUKW U MEHUHrEabHbIX CUM-
NTOMOB HET. IMOLIMOHANIbHO
nabwuneH, HanpsXeH, TPeBo-
YeH. HaBblkM camoo6ceny-
MBaHUA CcHOPMUPOBAHbI
COOTBETCTBEHHO BO3pPacTy.
HapyweHusa oyHKuumn ye-
PErnHbIX HEPBOB He O6GHa-
pYy¥KeHo.

MbllWweYHbIn TOHYC And-
dY3HO CHUXKEH. Cuna MblLiL,
B pyKax CHWeHa fo 4 6an-
/0B, B HOrax — Hebosnbluoe
CHWeHne ao 3—-4 6annos
B pasHbIX rpynnax MblLiLl.
PeGeHKy Taxeno noaHu-
MaTbCs U3 MOJIOXKEHUS CUAS
n nexa. CyxoxunbHble ped-
JIEKCbl He BbI3blBAOTCS.
[MauneHT He MOXET X0aAWTb
CaMOCTOATENIbHO, TONIbKO
C MOAAEPIKKOW 3a [ABEe py-
Ku. [lBuratenbHasi aKkTWB-
HOCTb CHMXeHa. OueHUTb
HapylWeHUs YyBCTBUTENb-
HOCTW C/IOXKHO M3-3a Hera-
TUBHOW peakuun pebeHKa
Ha ocMOTp.

MpoBeaeHa IHMI, Ko-
Topas NoKasana CHUXKeHue
CKOPOCTWM pacnpocTpaHe-
HUS BO3OYXKIEHUSA Mo ne-
pudepryeckum  HepBam
PYK W HOr (CpelauHHbIN
HepB — 16 m/c, manobep-
uoBbii Hepe — 15 m/c,
6onbwebepLoBbIi HEPB —
11 m/c). O6HapyeHbl 6510-

KM npoBefeHnss BO BCeX
TECTUPOBAHHbLIX HepBax,
NPU3HaKW BPEMEHHOW AWC-
nepcun M-oTBETa NpU CTU-
Mynsummn 6onbliebepLoBo-
ro Hepsa. F-BonHy HeBO3-
MOXHO Obl10 onpeaen1Tb
HW C OAHOro HepBa HOMM
WM PYKU. AHanoru4yHble
U3MEHEHUA MO AeMWenu-
HU3MPYIOLLLEMY TUMY BbIIB-
NIeHbl U B YYBCTBUTENbHbIX
HepBax. Ha ocHoBaHuK
[aHHbIX aHaMHe3a, KJWHU-
4YEeCKOW KapTWUHbl U AaHHbIX
OHMI ycTtaHoBNEH AMarHo3
XBAanmn.

HasHayeHO nevyeHue
BBWUI B cymmapHon po-
3e 2,0 r/Kr maccbl Tena
3a 5 ¢yt (no 0,4 r/kr N 5
exefHeBHO). OTMeueHO
3Ha4YMMoe yny4ylleHue co-
CTOSIHMS MauumeHTa. B cBs-
3M C HEMNONHbIM Kymnupo-
BaHMEM HEBPOOTMYECKHUX
CUMMTOMOB Ha3Ha4yeH Kypc
npeaHM30/10Ha M3 pacye-
Ta 1,0 Mr/Kr maccol Tena
C MOCTEMEHHbIM MeaneH-
HbIM CHMW)EHMEeM [03bl
no [OCTUMXeHun addeKTa.
MopgpepruBatowee nedye-

Puc. 5. BpemeHHas aucnepcus

| " a00V|
| / \| for—" 500 uV

lpumevaHune. OTMeYaeTcs
yBEIMYEHWE ASIUTENbHOCTH

1 U3MeHeHne bopmbl
(nceBgononudasns)
HeraTuBHOro nNuka M-oTBeTOB
npu CTUMYNSLMK B AUCTaNbHOM
1 6onee NPoOKCMMasbHOM ToYKax
Ha 55,6%. Ycunenne — 0,5 mB
Ha Aenexune, pa3BepTka —

10 mMc Ha geneHue.
[NUTEeNnbHOCTb HEraTUBHOMO
nuKa M-oTBeTa (CBEpXY BHM3)
npv CTUMYNALMK Y MeanaibHOM
NOAbIKKM 60/bluebepLOBOM
KocTn — 13,3 Mc, B NOJKONEHHOM
amMmke — 20,7 mc.

HWe NPeaHU30/I0HOM MPOAOIKANOCh B TedyeHue 1 roga.

KnuHnyeckas pemuccus 3apermctpupoBaHa yepes 6 mec
nocrne MHULUMauumn Tepanuu, XoTa nopaxeHue nepudepuye-
CKMX HEPBOB MO AEMMWENNHUIUPYIOLLEMY TUMY COXPaHAIOCh
npu noBTopHOM SHMI yepes 6 mec v yepes 1 roa.

[Ons nopgepraHus pemMuccun B nocneaylowem eue
TpUXAbl 6bIN1M NpoBefeHbl Kypcbl BBeaeHus BBUI B cymmap-
Hon fo3e 1,0 r/Kr macchl Tena ¢ Yactoton 1 pa3 B 3 mec.

B Bo3pacte 4 netr 9 mMec Npu KIMHUYECKOM OCMOTpE
He 6blN0 YCTAaHOBNEHO MPU3HAKOB MOparkeHus nepudepu-
YEeCKMX HepBOB, a Mo AaHHbIM IHMI HopmanuaoBanuchb

CKOPOCTb PacrnpoCcTpaHeHUs BO3OYKAEHUS,

napameTpbl

M-oTBETOB ¥ MNOTEHUMANoOB [AeWCTBUSA YyBCTBUTEJIbHbIX
HEepPBOB, T.€. ONOCTUTHYTa KJIMHUKO-Henpoduanonormyeckas
pemuccus. Heo6xoaMMoCTb B MPOAOSIIKEHMU NleYeHUs OTCyT-

cTBOBana.

3AKJTIOYEHHME

[OunarHoctuka u nedenne XBAI y geten — cnoxHas
3ajaya. [na MMHUMM3aLUMM OWKMOOK B BbISIBAEHUKN 3abone-
BaHUS HEOOXOAMMO HEYKOCHMUTENbHOEe ClefoBaHue Mexay-
HapOAHbIM AWArHOCTUYECKUM KpuTepuam [17]. Mpn nHuuma-
LMW Ne4YeHUss Heo6X0AMMO MOMHUTb, 4YTO NpuMeHeHne BBUT
ABNSETCA BbICOKOIDDEKTUBHBLIM NaTOreHETUYECKUM cpefa-
CTBOM Tepanuu C MEHbLIMM YMCAOM MOOGOYHbIX IPDEKTOB,
4yeM nedveHune roKokopTukonaamu. Tepanuio BBUIT cneayet
Ha3HayaTb B MCXOAHO afleKBaTHbIX A03ax (2 r/Kr Macchl Tena
Ha Kypc, onTuManbHO — no 0,4 r/Kr exefHeBHO B TeyeHne
5 cyT). o 4OCTUKEHUN peMUCCUM HEOBXOAUMO NpoBeaeHne
PErynsipHbiX MOBTOPHbIX KYPCOB B TEYEHWE KaK MUHUMYM
OAHOro roga B noaaepxvBatouien gose (1—2 r/Kr maccol Tena
Ha Kypc). lNpn Ha3HaYeHnn ropMOHOB SleYeHUEe AOSIKHO UHU-
LMMPOBAaTbCH C BbICOKMX CTapTOBbIX 403 (1,0—2,0 Mr/Kr mac-
cbl Tena pebeHka). 1o JOCTUKEHUU KNUHUYEeCKoro addeKTa



nepexo Ha noaaep)KvMBatoLlylo 403y HEO6XO0AMMO OCYyLIECT-
BNATb MOCTENEHHO, a NOAAEPKUBAIOLLEE NEYEHNE NPOBOANTb
ONUTENBHO BO M306€XKaHue ObICTPOro pasBuUTUA 06oCTpe-
HUA 60ne3Hu. MNpy ageKBaTHOM IEYEHUM BO3MOXKHO MOSHOE
HUBENMPOBAHUE CUMMTOMOB MOPAXKEHUS MepuPepruyecKknx

KOH®JIMKT UHTEPECOB

HEPBOB W COXpPaHEHWE ANTENIbHOW pemuccum 3aboneBaHus,
HE3aBMCKMMO OT TOrO, YTO y OTAE/bHbIX AETEW MO AAHHLIM
OHMI anuTenbHoe BPeEMS MOXET PEerucTpupoBaTbCs CHUXKE-
HWE CKOPOCTU pacnpocTpaHeHus BO3OYKAEHMS (T.H. KIUHU-
KO-3neKTpoMuorpadumyeckas guccounaums).

CTtaTbsi NOAroToBAEHa NP GUHAHCOBOW NoaaepKKe KomnaHun «OKTadapman.
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HenpepbiBHOE npodeccruoHanbHoe o6pa3oBaHue

E2eneE

S

TECTOBbBIE 3AJAHUA NO TEME NNIEKLIUN
Bbi6epuTe 0AMH UM HECKONbKO NMPaBUilbHbIX OTBETOB.

XpoHuyecKkaa BocnanuTe/ibHasi AeMUETMHUINPYIO-
was noauHeMponaTus — 3To 3abosieBaHUe, B OCHO-
Be KOTOPOro0 JIEKMUT:

reHeTUYEeCKM OBYCMOBIEHHOE HapylieHWe MpoLIeccoB
o6MeHa BellecTs;

NoBpeMaeHNe MOTOHEMPOHOB NepeaHUX POroB CrIMHHO-
ro mMoara;

nepBUYHOE NMopaKeHne MbllleYHOM TKaHM;

CUCTEMHOE NOopaxeHne CoOeIMHUTENbHOM TKaHK;
noBpexaeHne nepudepruyeckux HepBoB.

CuMnTomMaMM XpPOHUYECKONH BOCMa/IMTENIbHON AeMHue-
JIMHU3UpYIOLW e NOIMHENPONaTUM MOTYT ObITb:
ABUraTenbHble HapylweHus;

KOrHWUTUBHbIE U KOMMYHUKATUBHbIE AUCOYHKLNM;
HapylleHWe peyn U 3afepKa MCUxopeyveBoro pas-
BUTUS;

YyBCTBUTENbHbIE HAPYLWEHUS;

pasnuyHble COYeTaHUs BbllleNepeyYncneHHbIX CUMM-
TOMOB.

HauGonee pacnpoctpaHeHHass ¢opma XpOoHU4Ye-
CKOW BOCMNanuTe/IbHOW AeMUEeIMHU3UPYIOLLEel NOu-
HeuWponaTum:

CUMMETPUYHAs MNPOKCMMaNbHas M AucTanbHas cna-
60CTb PYK W HOT B COYETAHMM C HYBCTBUTEbHbLIMU Hapy-
LWeHuamu;

AWCTanbHas AeMUenuMHuaupylowas cuMMmeTpuyHas
noanHenponaTus;

acMMMeETPUYHas MynbTUPOKanbHas AeMUENUHUIUPYIO-
L|asi CEHCOpPHasa 1 MOTOpHas HelponaTus;

doKanbHas HenponaTtus;

4YncTo MoTopHasa Gopma;

4YUCTO ceHcopHas dopma.

[Ans AUMarHoCTUKM XPOHUYECKOW BOcCNaUTENIbHOM
AE€MUENIMHU3UpYIoLEel NoJuHeponaTtum UCNoJb-
3yloT:

K/IMHUYECKNE laHHbIE;

3afleKTpoMuorpadmnyeckme napameTpbl;

nccnegoBaHue LepebpocnmHanbHOM XUAKOCTH;
MarHMTHO-PE30HAHCHYI0 TOMOrpaduio KOpPEeLKoB W
cnaeTeHun CMMHHOIO MO3ra;

BCE NnepeynclieHHoe.

TepaneBTUYECKUM MEPONPUATUEM MNEPBON JIMHUKU
NpU XpPOHUYECKOW BOCNANUTENIbHON AEeMUESTUHU3U-
pyloLiei noiuHeMponaTum y geTem cuMTaloT:
BHYTPMBEHHYIO WMMMyHOTEPANUIO C MNPUMEHEHUEM
UMMYHO06Y/IMHA YENOBEYECKOro CTaHAapPTHOrO;
UMMYHOCYNPECCUBHOE WKW  MMMYHOMOAYNMpYloLLee
nevyeHue;

Ha3Ha4vyeHne 60NbLINX 403 MMIOKOKOPTUKONAOB;
aHTUANUAENTUYECKYIO TEPanuio.

Hau6onee 3pPeKTUBHLIM JiIeHEHUEM NPU XPOHUYE-
CKOW BOCMNanuTe/IbHOW AeMUEeSIMHU3UPYIOLLEel Nou-
HeWponaTum y AeTen aBaseTca:

BHYTPMBEHHAs UMMyHOTEPaNus ¢ NPUMEHEHUEM UMMY-
HOrNOBYNMHA YENOBEYECKOr0o CTaHAapPTHOrO;

2) Ha3Ha4yeHue 60blIMX 403 MIOKOKOPTUKOMAOB;

3) nnasmadepes;

4) BCe nepeyncneHHoe.

7. CraHpgapTHOM JO301 NPU BHYTPMBEHHON UMMYHOTEpa-
MUY Ye10BE4ECKUM MMMYHOT/I00Y/IMHOM SIBNIIETCA:

1) 0,4 r/Kkr B cyT, BBOAMMAS €XeOHEBHO, B TeyeHue
3 oHen;

2) 0,2 r/kr B cyT (cymMmmapHas gosa 1 r/kr), BBoaMmas
€eXXe[HEBHO, B TeyeHue 5 aHen;

3) 0,4 r/Kr B cyT (cymmapHas [osa 2 r/Kr), BBogumas
eXXe[HEBHO, B TeyeHue 5 aHen;

4) 1 Mr/Kr B CyT, BBOOMMas EXeHEBHO, B TeyeHwue
30 aHen.

8. 06s3aTe/ibHbIM 3JIEMEHTOM Jie4eHUA XPOHUUYECKOMN
BOCNaNUTE/IbHOW AEeMUEIMHU3UpYIoLWen MNOoNNHEN-
ponatuu y feten aBnaeTcs:

1) annapaTHas ¢uauoTepanus;

2)  dyHKUMOHanbHasg Tepanua (Maccax, JIPK n T.4.);

3) MeauKameHTOo3Hasa Tepanus MeTaboNMYeCcKMMM npe-
napatamu;

4)  MMMYHOCYNpecCUMBHOE WM MWMMYyHOMOZyIMpylolwee
neyeHue;

5)  HMYero u3 nepevymcneHHoro.

9. Yawe apyrux M3 MMMYHOCYNPECCUBHOIO Jie4eHUs
NpU XpPOHUYECKOW BOCNaUTe/IbHOM AEeMUESIUHU3U-
pylowiei nonaMHenponaTtum y AeTen HasHa4valor:

1)  UMKIOCNOPMUH;

2) uuknodochamnp;

3) puTyKCMMab;

4)  azaTvonpuH;

5) MeToTpeKcar.

10. lMpu cBOEBPEMEHHOM U afleKBaTHOM JIe4eHUU XPo-
HUYECKOW BOCNANIMTENIbHOW [eMUEeIMHU3UPYIoLen
noauHenponaTum y pAeterd OGbIYHO MOXKHO AoOC-
TUTHYTb:

1) nporpeccupoBaHusa TeyeHus 3aboneBaHus;

2)  MOMHOW pemMUCCHUKN 3ab0NEBAHNUS;

3) NosiIBNEHWUS YacTblX PELNANBOB;

4)  dopmMMpOBaHMS CTOMKOrO HEBPOJIOrMYECKOro AEPULMUTA;

5)  pa3BuUTMS BTOPUYHbBIX OPTONEANYECKUX HapyLWEHWN.
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