[nasa 6. Jlesenue paccesnnoro ckaeposa y eteii u HOAPOCTKOB

Portaccio E., Goretti B., Zipoli V. et al. Cognitive rehabilitation in children and
adolescents with multiple sclerosis // Neurol. Sci. 2010; 31 (Suppl. 2):
S275-S278.

Solari A., Radice D. Health status of people with multiple sclerosis: a community
mail survey // Neurol. Sci. 2001; 22 (4): 307-315. \

Thompson A.J. Multiple sclerosis — a global disorder and still poorly managed //
Lancet Neurol. 2008; 7 (12): 1078-1079.

Cnucok coxpanieHnit

COJEP>XAHUE

Beenenue. PaccessHuslii ckiepos y aerein —

HCTOPHS BOIIPOCA
JInteparypa

.....................................................................

P

[naBa 1. OnmMaeMuOIOrUsi paccesTHHOTO CKJIepo3a y eTeit

1.1

1.2.

Jluteparypa

19

U IIOJIPOCTKOB
YacToTa BCTpeYaeMOCTH PAacCesTHHOTO CKJIepo3a y jieTeit

19

U IIOJIPOCTKOB....
1.1.1. TIpocneKTHBHBIE O ASAIMOHHO-OCHOBAHHbIE
UCCJIeIOBAHMUS U PETUCTPbI AIIUEHTOB

21

1.1.2. Jlemorpacduyeckiie XapaKTePUCTUKH B I1€HaTPUICCKOI
TOILY JISTIUH

23

Hacnencteennsie u BHelIHME (ba.KTOpr PHCKa pa3BUTUA
PACCEAHHOrO CKJIepo3a B JIETCKOM
U TIOZIPOCTKOBOM BO3pacTe

28

1.2.1. Hacnencrennble hakTopbl IPepacioiokeHHOCTH
K panHeMmy Haugamny PC..

28

1.2.2. Baemiue hakTopbl IPeIPacIioNOKEHHOCTH

31

K panHeMmy Havyany PC

41

I'maBa 2. OcobeHHOCTH MaToreHe3a pacCcesTHHOTO CKJIepo3a

2.1
2.2

y HeuaTpuuecKux 60JbHBIX

51

OcobeHHOCTH UTOKMHOBOTO CTaTyca

56

V3MeHeHne MapKepoB alonTosa

59

401



Conepxanue

Conepxatue

2.3. YpoBeHb ChIBOPOTOYHOTO [IPOJIAKTHHA ... 62
Jlureparypa 64
Inasa 3. OcobeHHOCTH KAMHUYECKHX IIPOSIBJIEHUIL
PacCeAHHOro CKJIepo3a y feTeil U HOAPOCTKOB.............. 70
3.1. Knmnmyeckas kapruna [IeIMATPUYECKOTO PACCESTHHOTO
CKJIEpO3a...... 70
Jlureparypa.. 87
3.2. KornuTuBHsIe, HEHPOICUXOMOrHIECKHE HapyueHus
1 COLMAMU3alu IeTed ¥ OAPOCTKOB C PACCesTHHBIM
CKJIEPO30M ... 91
JIuteparypa 106
I'nasa 4. [lmarnoctuka paccesinuoro CKJIepo3a y JeTei
U IIOZPOCTKOB. 113
4.1. Kpurepnuu KIMHUYECKOH AMATHOCTHKY paccestHHOrO i
CKJIEpPO3a y /IeTell U MOJAPOCTKOB 113
Jluteparypa 121
4.2. Poms MPT B amarnocruke PACCESTHHOIO CKJIepo3a y aeTeit
U NIOJIPOCTKOB 125
Jlureparypa 138
4.3. OnTuyecKkue HeBPUTHI y feTeii 1 TOZIPOCTKOB ..o, 142
4.3.1. Kitunmdeckue nposiBienust ontuyeckux HEBPHUTOB................. 144
4.3.2. Kimmuuaeckue 0coOGEHHOCTH OMTUYeCKIX HEBPUTOB
B ITeINATPUYECKON MIPAKTHKeE 148
4.3.3. Tuddepentmanbulii anarnos 154
4.3.4. Jledennie 0CTPOro ONTHYECKOrO HEeBpUTa 156
4.3.5. Jleyenue onTudeckoro HEBPHTA y IeTeH U TOAPOCTKOB ........... 157
4.3.6. TIporHo3 y zieteit, mepeHeCHux onTuyecKkuii HEBPHUT ................ 159
Jlureparypa................. 161
I'naBa 5. [uddepennuanpuas guarnocruka paccesiHHOTO
CKJIEPO32a y IeTeH U MTOPOCTKOB 166
5.1. Jlpyrue reMueuuusupyiontie 3a601eBanys ............... ... 166
5.1.1. OcobennocTu ocTporo paccesuHOro annedaromuenra
Y A€Tel ¥ OPOCTKOB 166
Jlureparypa 182
5.1.2. OcTpblii MOMHBIH TONEPeYHbI MuETUT Y BCTEH o i el 188
Jluteparypa 200
5.1.3. HeiipoontukoMuenut u «3a6osieBanus criektpa HOM» ...... 202
Jluteparypa 224

402

5.2. TnddpepennmanbHbii AMArHO3 paccessHHOTO CKIEPO3a
¥ IpyTuX 3a00/1eBaHI LIEHTPAIbHON HEPBHO CHCTeMBI

y ZIeTel ¥ MO/[POCTKOB 232
5.2.1. CucremHbie 3a60/1€BaHUS COTMANTENBHOMN TKAHK
C BaCKyJIUTaMu 233
5.2.1.1. HeitpoCKB 233
5.2.1.2. Capkounnos 237
5.2.1.3. Cunnpom Bexuera 240
5.2.1.4. Cxneponepmus 243
5.2.1.5. TlepBuumnblii wim n30aupoBanubiil Backymut [THC........c.oo........ 244
5.2.2. ndexumonnbie 3a60/1eBaHus Y /1€TeH U IOIPOCTKOB ............. 244
5.2.2.1. TyGepkyes 245
5.2.2.2. HeitpoCIIN/L (BUY-undexims) 247
5.2.2.3. HTLV-Muenonatus uam Tponuyeckuii
CHHHAIBHBIN TTapanapes 249
5.2.2.4. TIporpeccupyommas MysTHhOKaNbHAS
JeiikosHItebanonaTHs 250
5.2.2.5. Tepnec-Bupycst 253
5.2.2.6. Heitpoboppennos (6osesun Jlaiima) 254
5.2.3. HoBooGpasosanus 255
5.2.3.1. Jlumcoma ITHC........ 255
5.2.3.2. TiMoMa 3pUTEBHBIX TyTeit 256
5.2.4. HeitpoznerenepatusHbie 3ab0eBaHusI 257
5.2.4.1. Jlefikonuctpoduu 257
5.2.4.2. MuroxonapuabHble 3260 eBaHMst 259
5.2.5. CocyaucTbie HapyIeHus. .. 261
JIuteparypa 265
['naBa 6. JleuyeHue paccestHHOTO CKJIepo3a y jeTei
" IMOJAPOCTKOB 272
6.1. Jleuenue oboCTpeHMil PACCETHHOTO CKIEpo3a y AeTeit
M MOJIPOCTKOB 272
6.1.1. Koprukocrepouasl B iedenuu o60cTpenuii 272
6.1.2. [nasmacepes i BHYTPUBEHHbIE UMMYHOTTIOOY TMHBI
B JIeueHnH 060CTpeHui 277
6.1.2.1. Ilnasmadepes 277
6.1.2.2. Buyrpusenubie uMmMyHOr106ymas G 280
Jluteparypa 288
6.2. Ilpenynpexienue 060CTPEHMI U IPOTPECCUPOBAHHST
MHBATUAHOCTHU npenapatamu u3 rpymmnst [IIMTPC.................... 293
6.2.1. IINTPC nepBoi muuun 295
6.2.2. IIMTPC Bropoii tnuanu BbI6Opa ¥ GOMBHBIX
TIeINATPUIECKOTO BO3pacTa 315
JIuteparypa 338
403



Conepxanne Jlst 3ameTox

6.3. Cumnromariyeckas Tepamnust neanarpmecxoro
PacCcesiHHOrO CKJIepo3a !
6.3.1. CumnToMaTHyecKas Tepanust
3PUTENbHBIX HAPYNICHHIT
+6.3.2. Cumnromarnueckas Tepamus napymenuit peun

M TJIOTAHUS

6.3.3. CumnromaTiyecKas Tepanus HapyIIEHWH ABHKEHMS
M KOOPJMHAIMY

6.3.4. O6cnenoBanue u eyerue Hapymemm dbynKIMi MogeBoro
My3bIPS M KHITEYHUKA

6.3.5. Hapymenus nosepxHocTHo# 1 riry6okoii
YYBCTBUTENBHOCTH, BKJIIOYast 60JIb ¥ MAPOKCH3MAIbHbIE
CHMIITOMBI '

6.3.6. Henponcnxonomqecme M3MEHEHHs, BKJII0YAs IeTPECCHIO,
XPOHHHYECKYIO yTOMJIIEMOCTb M KOTHHTHBHbIE HADYIICHNS ....3'

JIureparypa

6.4. Peabunurauus npu paammn pacceaHHoro CKJIEpo3a
B JIETCKOM U [IOJIPOCTKOBOM BO3pacTe
(cosmecmno ¢ FO.A. Knumosvim u T.T. Bamvuuesoi).................
Jluteparypa




I'maBa 5

AUPDPEPEHIITUAJIBHA S
AUATHOCTHUKA PACCEAHHOTO
CKJIEPO3A Y IETE¥M
H IIOAPOCTKOB

5.1. ipyrue A€MHETNHU3HPYIOLIHAE
3aboeBaHus

5.1.1. Ocobennocmu ocmpozo pacceannozo
snyedparomueruma 'y demeii u nodpocmrioe

Ocrpsoiii paccesHupiii snnepanomuenur (OPOM) — aro ocTpoe
BOCTIATNTEIbHOE U IeMUETMHU3UPYIolIee 3200,/ 1eBaHe I[THC, ume-
foluee nMMyHHYI0 ipupoay. OPOM Takske M3BECTeH KAK «I1OCTIH-
(EeKUMOHHBIIT», «II0CTIK3AHTEMHbIi> I <«IIOCTBaKIIMHAJIbHBIIA»
suuedaromuennt (Johnson R.T, 1987). Tepmun «octpaiii paccesi-
HBIN HIIeATOMUEUT> CTA HIMPOKO UCIOIb30BaThes ¢ 1970-x ro-
o (Behan P.O. et al., 1974). ¥ 6obmeii yactn nanuentos OPOM
Pa3BUBAETCS TOCJIE EPEHECEHHOH BUPYCHOMN uHbEKInn, HO Tak-
KC MOXET BOSHUKHYTH TOCJTIe GaKTephaibHOM MHDEKINU U BaKIU-
Haiu. OPOM nposgsnsercs OCTPBIM U3MEHEHUEM ICUXUYECKOT0
cratyca (uuedanonarueir) u APYTUMU PA3IIUIHBIMU (DOKAIbHBIMU
I MYJIBTH(DOKATBHBIMI HEBPOJIOTHYECKUMH CHMITTOMAMIL OPOM
TPaMIMOHHO CYUTACTCSI MOHO(A3HBIM 3a60I€BAHMEM, 1 0YATOBAS
HEBPOJIOTHYECKasi CHMIITOMATHKA CO BpEeMEHeM perpeccupyer. OHa-
KO M3BECTHO BO3BPATHOE U MY.IETH(A3HOE TeueH e 3aboJeBaHusL, 4TO
yeyrybiser IuarHocTHYecKue CI0KHOCTH npu guddepennuanun
3TUX (POPM OT paccesTHHOro CKJIEpOo3a.

B nacrosimee Bpems OTCYTCTBYIOT IMPOCHEKTHBHO J0Ka3aHHbIE
Anarnocruyeckue kpurepun OPOM u coBpementoe IIOHUMaHue
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KInHUYecKuX nposisaenuiit OPOM ocHoBaHO HAa peTpoCHeKTHB-
HOM aHaJN3e MaTepuasa ¢ UCI0Ib30BAHMEM HECTaHAAPTU30BAH-
HBIX KpuTepues. IlpesnoxkenHbIe KOHCEHCYCOM AMATHOCTHYECKHE
kpurepun OPOM onybiukosanst B 2007 r. MexaynapogHoit ne-
cJieoBatesbekoii rpynmnoit gerckoro PC (Krupp L.B. et al., 2007).
B nociexyromem B 2013 r. onu 6b1tn gonosmenst (Krupp L.B. et al.,
2013).

OPOM moxer pa3BUTHCS B J1I060M BO3pacTe, HO yarie ObIBAET
y Aeteii, 4eM y B3pocIbiX. [IpoBeseHo HECKOIbKO Oy ISIMOHHBIX
UCCJIE/I0BAHWI, HAIIPaBJICHHBIX HA U3yYeHUEe YaCTOTHI ¥ reorpaduye-
ckoii pacnipocrpanenHoctTn OPOM. B uccnenoBanuy, npoBeieHHOM
B Can-/[uero (CIIIA), cpeansis saGoneBaemocts coctaBuia 0,4 B roj
Ha 100 000 mpoxuBaomux B 9TOM perroHe B Bozpacre 10 20 jger
(Leake J.A. et al., 2004). IlonysnmonHOe HCCIeL0BAHUE B I0KHOM
Snonnu nokasano, yro 3aboneBaemocts gerckum OPOM B Bozpacte
no 15 et cocrasuma 0,64 Ha 100 000 HaceseHus: B TOX CO CPEAHIM
BO3pacToM Havana 3aboseBanus okoso 5,7 ner (Torisu H. et al.,
2010). 3aboneBaemocts OPOM 3HaYNTENBHO BbIIIE, YeM 3a6oJe-
Baemoctb PC y ziereit, ¢ Gostee yem B Tpu paza 6O JIBIINM YHCIOM
ycranosienusix ciayyaeB OPOM B cpaBuenuun ¢ PC B Teuenue 1si-
TUJIeTHETo uccuenosanus. Illupokue HalmoHaabHbIE UCCIEOBAHMS
OPOM B Iepmanuu (Pohl D. et al., 2007) u Kanaze (Banwell B.
et al., 2009) BoisiBHIN Menbmyio 3aboneBaemocts (0,07 u 0,2 Ha
100 000 HaceseHUs COOTBETCTBEHHO).

Cpennuit Bospact Hauana OPOM y nereit HAXOAUTCS B [mana-
soue ot 5 10 8 et (Dale R.C. et al., 2000; Hynson J.L. et al., 2001;
Tenembaum S. et al.,, 2002; Anlar B. et al., 2003; Leake J.A. et al.,
2004; Torisu H. et al., 2010). Cambiii MOJT0/10ii Bo3pacT Havaxa Ole-
HuBaercs kak 10 umum 11 mec. (Leake J.A. et al., 2004; Torisu H. et al.,
2010). Cpexnuit Bozpact nayama OPIM, HHAYIIMPOBAHHOTO BAKIU-
Haluel, 611 MeHbIIe IOYTH B 2 pasa, 4eM y MHQEKIMOHHO-UH/Y I~
poBanHoro OP9M (Torisu H. et al., 2010).

B orsmune or PC, mpu kotopoMm 10kazano yeTkoe npeobiajanne
xeHuwH (¢ coornomenveM JK:M = 2:1), npu OPOM Her Takoii yer-
Koii renziepHoii sapucumoct (Dale R.C. et al., 2000; Leake J.A. et al.,
2004). Bosiee TOro, B HECKOJBKUX UCCIENOBAHUAX OBIIO OTMEYEHO
HeboIbImoe Tpeobasanne MaabuukoB (cooTHomenne M:XK or 1,2
10 1,3) (Tenembaum S. et al., 2002; Anlar B. et al., 2003; Singhi P.D.
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etal., 2006), a B smoscKkoM uccaenoBaHUHK COOTHOIIEHVE MaJIbYUKOB
K ieBoukam 6b110 2,3:1 (Torisu H. et al,, 2010).

Octpsiii paccessHubI sHIeaTOMUENUT — 3TO 3aboseBanue,
BCTpEYaiomeecs 110 BceMy MUpY U MOpajkalollee JHOAeH Beex Hai-
OHAJILHOCTEN ¢ NIPUGIU3UTETLHO OMHAKOBOI YaCTOTON (Beatty C.
et al.,, 2016). [Iuarnos OPOM yalie CTaBUTCS IOCJE BBISBICHUS
OTPE/IE/IEHHOr0 BUPYCHOIO 3a60/I€BaHIS MM TIOC/e BAKIIMHALIL:
PU3HAKN He/[aBHell NepeHeceHHol nHdeKuuu Ghim YCTaHOBJIEHBI
y 88-93% nanuentos, B TO BpeMs Kak 5—15% 9THUX manmeHnToB mo-
JLya/ii BAKIUHALMIO B TEYEHUE OJHOTO MecsANa 10 siiennii OPOM
(Leake J.A. et al., 2004; Beatty C. et al., 2016). Oxnako B wactu
cayyaeB (oxomo 10-20%) me 66110 OTMeYeHO Kakux-116o npej-
mecTByommx 3abonesanuii. Tem He MeHee npu OP3OM scerna ects
TIPEAECTBYIOMIMIT TPUITEP HMMYHHOTO POLIECCa, HO MaHupecTanusa
€r'0 MOXET Pa3sBUBATBCS UCIIOABOMIb MJIU B CYOKINHHYECKOI dhopme
M MOXET ObITh HESIPKO OTpaskeHa B aHaMHese. B psilie uccaenoBaHmit
OBLTT yCTAHOBJIEH CE30HHbIH MK BCTPEYAEMOCTH, IPEUMYIIIECTBEHHO
B 3umibne u Becennue Mecsiunl (Leake J.A. et al., 2004; Mikaeloff Y.
et al., 2004; 2007), Ho B Gostee mo3HUX HUCCIEAOBAHUAX CE30HHOCTD
He Gbuia moxrBepskaena (Torisu H. et al., 2010; Beatty C. et al., 2016).

Hoctundexnuonnsie Gpopmsr OPOM 06sr4mo HAYMHAOTCA
uepes 2-21 nens nocse mubeknuy. Cpennuii marentusiii mepuon
MEXY MOSABJEHUEM HEBPOJOTHYECKOH CHMITOMATHKY M npeiie-
CTBYIOIMM 3a00/1eBaHIeM WM BaKIMHamueii 650t ot 10 1o 20 nuei
(Torisu H. et al., 2010; Shilo S. et al., 2016). Bupycubie undeximm,
"4acto accouuupyembie ¢ OPOM, Bruogaor rpumm, HTEPOBHPYC,
KOpb, TAPOTHUT, KPACHYXY, BETPSHYIO OCITY, BUPYC dnmreiina—Bapp,
muTomeranosupyc, HSV, HHV-6, renatut A u KOKCaKH-BHPYC.

B nosakummnyio spy OPSM wame Gbi ACCOLMUPOBAH C JIETCKU-
MU SK3aHTeMHbIME MHbekumamu. ITpu noctkopesom OPDM 3a601e-
BaemocThb cocrabisiia 1-2 na 1000 undekumii u yame BCTpeyajiach
y niereii crapie 5 et (Gibbons J.L. et al., 1956). HeBponormyeckue
CHMIITOMBI OSIBIISAIOTCS T10CJI€ HOTHOTO MCYE3HOBEHMS CHIITH U JTHXO-
pazku. Hesposiornueckue ocioxuenns ocTpoii undekuuu varicella-
ZOSter BCTPeYaloTCs1 3HAYNTEIBHO peke (MeHee yeM 1 cJIydaii Ha
10 000 unbpexmit). [ocTeerpanounbiil sHnehatoMuennT uMmeer
CXO3HeE YEPTDI € MOCTKOPEBBIM, HO BCTPEYACTCS PEKe M HAYMHAETCS
uepes 1-2 nez. nocze nosisnenus comu (Johnson R., Milbourn PE,,
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1970). B nenom yacrora Berpsinku Kak Tpurrepa OPOM B nociesnee
BpeMsi cyniecTBeHHo cHu3uaach (Gulati S. et al., 2015). HeBpOJIO:
TUYECKHEe OCJIOKHEHMsI KPacHYXH elie 6osiee peAKu, YeM BETPSHOI
OCIIBI, C 9aCTOTOI BeTpeyaeMocTy npuMepHo 1 Ha 200 000 nndexipmii,
HO C BBICOKOI JieTanbHOCTBI0 — 710 20% (Noorbakhsh F et al., 2008).
ONKMAEMUYECKU TAPOTUT YACTO BBI3BIBAET OCTPbIN BUPYCHBIH Me-
HUHTHT U JIETKUI SHIeDanUT, KOTOPBIH CI0KHO ObiBaeT auddepen-
uuposatb ¢ OPOM. OPOM nociie sk3anTeMHbIX HHEKIUIA (KOPb,
KpacHyxa, HaPOTHUT) Peke BCTPEYAETCS B Pa3BUTHIX cTpanax, B Ko-
TOPBIX YPOBEHb MUMMYHM3AIIUNU JIeTeil I0OCTaTOYHO BbICOKHIL. B moct-
BakIUHHY0 9py ¢ OPOM yaie acconuupyioTcsi ocTpble pecrnupa-
TopHbie uHGpexknun. Bupyc rpunna A u B peako ceasan ¢ OPOM,
XOTs1 OCTpBIil snnedanuT Berpevaercs yame OPIOM (Noorbakhsh F
et al.,, 2008).

Baxrepuanbupivu Tpurrepamu OPOM moryT 6bih Mycoplasma
pneumonia (Riedel K. et al., 2001), Leptospira (Alonso-Valle H.
etal., 2001), B-remomuruueckuit crpenroxokk (Dale R.C. etal.,
2001) u xpyrue 6axrepun. JIpyrumMu MHKPOOPraHu3MaMu-TPUITe-
pam OPOM wmoryt 6with Legionella, Chlamydia, Rickettsia nckgtsn,
Salmonella typhi, Plasmodium falciparum w Plasmodium vivax
(Menge T. et al., 2005, Noorbakhsh F. et al., 2008; Sidhu J. et al.,
2015; Esposito S. et al., 2015). /

Camprit Tskensnii Bapuant OPOM — ocTpalit reMopparuyeckuii
NeHKO9HIeDATOMUETHT, KOTOPBIH MHOIAA Ha3bIBAIOT CHHAPOMOM
Xépcra. ITo 3a60s1eBanme OGBIYHO HAYMHAETCS TIOC/Ie TIePEHECEH-
HOTO TPHUIIIA WK OCTPOi pecniupaTopHoil nHbexumu (An S.E et al.,
2002; Lann M.A. etal.,, 2010). IIpu aT0it MonHMEHOCHOH (OpMe
JAeMHUEMHU3AIUN C MUKPOTeMOPPAarkusiMi Yallle BCero OTMEeYaeTcs
CTPEMUTENBHOE IPOTPECCHPOBAHNE, HEPEKO MPHBO/SIIEE K CMEPTH.

Wnpexiiu, oT KOTOPHIX NPOBOASATCA BaKIIMHAIINY, BBI3BIBAIOILHE
OPOM, srimovator remarut B, kokmo, gudrepuio, Kopb, KpacHyxy,
IIAPOTUT, ITHEBMOKOKKOBYIO MH(EKITHIO, BETPSIHYIO OCILY, IPHIIT, ATIOH-
ckuii sHIehamuT B, ocny u nommomuesnut. JlaTeHTHBIH HEPUOJ MO-
*eT ObITh Kopoye, yeM noctundexmuonnsiit OPOM (Noorbakhsh F
et al., 2010; Esposito S. et al., 2015). IToc/ie BakuuHALMY OT SAMOH-
ckoro sHedanura B moxer passutbes tsokeasiii OPOM (Ohtaki E.
et al., 1992; Mizuguchi M. et al., 1995; Ruggieri M. et al., 1998).
Yacrora nocrkopesoro snuedanomuennta cocrasuser 10—20 ciy-
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YaeB Ha MUJLJIMOH /103, YTO 3HAYUTEIBHO HUXKE, YeM YacToTa MOC/e
pasBuTus camoit kopu (1-2 cayvas va 1000 undexnuit). Yacrora
TIOCTIAPOTUTHOTO BAaKIIMHOTEHHOTO sHIedanuTa (mramm [[xepui—
JIuHH) O4yeHb HU3KA M HAXOAUTCS Ha ypoBHe 1 k 1,8 MusmoHaMm 103
(Nalin D.R., 1989; Huynh W. et al., 2009; Dale R.C. et al., 2009).

He 710 xon1a sicHO, HecyT /M JK1Bble aTTeHyMPOBAHHbIE BAKIHHbI
Gomee Bbicokuil puck pazsutis OPOM B CPaBHEHUU C HEKUBBIMHU
BakMHamMu. Bl onucan sHitedaoMue T mocie BBeeHUs KUBOI
BakNUHb! MpoTHB nosmomuenura (Shibazaki K. et al., 2006). Yacro
HEBPOJIOIUYECKHE OCT0KHEHUSI, CBSI3AHHBIE C BAKIIMHOM TTOJIMOMMU-
eJINTa, Pa3BUBAIOTCA GObIIe M3-3a AEHCTBUA caMOil BAKIMHBI, He-
JKEJIN U3-3a UMMYHOOIIOCPEZI0BaHHOTO 3HIledasiomuenuTta. OaHako
WHAKTUBHPOBaHHAS BAaKIMHA HE BHI3BIBAET MMAPATMTUYECKHIT TOJHO-
MUEJIUT.

Penxue ciayyan OPIM 06bliy onucanst moce UMMYHOMOJLYJIST-
iK (MMMYHOCYTIDECCHM), B YACTHOCTH CBSI3aHHOM C TPAHCIIAHTA-
1ueit oprana uian KoctHoro mosra (Au W.Y. et al., 2002; Tomonari A.
et al,, 2003; Aboagye-Kumi M. et al., 2008; Alper G., 2012). OP2M,
TOATBEPIK/EHHBII GHOTICHel Mo3ra, GbLI OIICaH y [eTeil mocJe me-
PEeCajiki CTBOJIOBBIX remomnoaTnyeckux kiaerok (Woodard P. et al.,
2004). Ot nanueHTh! MOCIe TPAHCIIAHTAIMM OBLIN TPOIEYEHBI HM-
MYHOCYIPECCUBHBIMU TIperapataMu. [laTtoreHeTnueckuii Mexanusm
HESICEH, HO CYMTAETCS, YTO U3MEHEHHBIH MMMYHHBIH CTAaTyC MOCTe
MMMYHOCYTIDECCUM ¥ TPAHCIJIAHTAIIUM MOXKET BbI3BIBATh Pa3sBUTHE
OPOM (Berzero G. et al., 2016).

Nmmynonarorenes OPOM wusyuen e Tak xopomo, kak PC
(Wingerchuk D.M., Lucchinetti C.F, 2007; Menge T. et al., 2007).
Mozens 0cTporo sKcnepuMeHTaIBHOTO ayTONMMYHHOTO SHIehaIo-
muenuTa (JAI) Ha KUBOTHBIX — Xopomas Moaeas OPAOM B cesasn
C €ro THCTOJIOTHYeCKHMH O0COOEHHOCTSIME U OGBIMHO MOHO(MA3HBIM
TedenvieM 3abonesanus. [Ipn DAD MblaM MaM KpHICAM BBOIUIH
KombuHaImio axpioBanta OpenHa ¢ TOMOreHHPOBAHHOH TKAHbIO
ITHC nmu ¢ sHnebanToreHHBIMU NENTHAAMU MUETHHA. DTO IIPUBO-
AUJIO K Pa3BUTHIO Ay TOMMMYHHOTO IEMHETHHU3UPYIOTEr0 CHHAPO-
Ma co caabocTrio u guddysHol nemuemuusameii [[HC, KOTOpasi
06b14HO npoTekaer Monodasno. Haubosnee pacrpocTpaHeHHas TH-
noresa MoJIeKyAsipHOi Mumukpuu npu OPOM upeanonaraer, uto
B CBSI3U C HETOJIHOM CTPYKTYPHOM MM aMUHOKHUCJIOTHON TOMOJIO-
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THeil aHTUTEHHbIE DIUTOIBI PA3AETeHbl MEK/IY H3BECTHBIM [ATOre-
HOM WJIM BaKUMHOM M MUeTMHOBbIMU anTurenamu [[HC xossuua
(Menge T. et al., 2007). ¥ MHOTMX BHEIIHMX aHTHreHOB BHPYCHOTO
1 6aKTepHaIbHOIO MPOUCXOKAECHUS €CTh BO3MOKHOCTD aKTUBUPO-
BaTh UIMMYHHYIO CUCTEMY U B 0COGEHHOCTH MUEIUH-PeaKTUBHBIE
knonbl T-kaerox (Wucherpfennig K.W., Strominger J:Ls, - 29960
Korza akrunposannbie T-kJIeTKH 06HAPYKUBAIOT TOMOIOrHYHBL
aHTUreH Geslka MUeNIMHA, 3aIyCKAeTCsl BOCATHTeIbHAS UMMYHHasI
PEAKIUA Ha MPEeIIONIOKUTETbHO UyKEPOAHbII aHTUTeH. V3Haua s-
HO (PUBHOJIOTMYHBIN UMMYHHBII OTBET IPUBOANT K BPEIOHOCHOMY
anst HHC cnenuduanomy AYTOUMMYHHOMY OTBETY, JAJIEKOMY OT
M3HAYaNLHOTO O4ara BHepeHus narorena. Takum 06paszom, MUKPOG-
Hast MHMEKIS WIN BaKIIMHAIINS, npepmectsyomue OPOM, moryt
3alyCKaTh NePeKPeCTHbI OTBET MPOTUB MUENUHA BCJIEACTBHE MO-
JeKyiApHoit Mumukpun. C apyroii croporst, OPOM moxer GbITh
BBI3BaH PEAKTUBAINEN CYMECTBYIONNX MUETUH-PEaKTHBHBIX KJIOHOB
T-xneTok yepes HecnenuIIHbLI BOCTIATUTE/bHbII Ipo1iecc.

B noaiepkky runoress: Mmosexy sipHoii MuMukpuu npu OPIOM
OBLT HaiiZIeH P/ MOCIeI0BATENLHOCTEl B MUEINHE, UMEOIUX CX0/-
CTBO C Pa3/IMYHBIMU BUPYCHBIMU TOCJIef0BaTenbHOCTIME. C He-
CKOJIbKHMU BUPYcaMu ObLJ yCTAHOBJIEH MePeKpecTHbIi oTBeT T-Kiie-
TOK Ha OCHOBHOI Ges1ok Muemna (OBM), Briouas BHPYC repreca
6 (Tejada-Simon M.V. et al., 2003), koponasupyc (Talbot PJ. et al.,
1996), Bupyc rpunmna (Markovic-Plese S. et al., 2005) u Bupyc
duurreiina—bBapp (Gabibov A.G. et al., 201 1). Benku nporeonumnu-
0B TaKKe MMEIOT CXOKHe MOCIEeN0BATeIbHOCTH ¢ BUPYCOM TPHIL-
na (Olson J.K. et al.,, 2001). OBM-peaxtususie T-k1eTki HaxoJsT
B TOM 4HCJie y NallMeHTOB ¢ nocTuHGeKkimonasim OPIOM, Broyas
¢dopmbl moce MHEKIUN CTPENTOKOKKA rpynnst A (Jorens P.G.
et al., 2000).

Jpyras runoresa 3akmoyaeTcst B TOM, Y4TO npu OPOM moxer
Pa3BUTBCA HEMOCPEJCTBEHHO MHpeKnnonHoe nopaxenue [LHC
C MOBTOPHBIM BOCTIATUTENbHBIM KackagoM (Wucherpfennig K.W.,
Strominger J.L., 1995). Peaysisratom NOPaKeHUs TKAHH SIBJISIETCS
HapymeHue reMaTosHuepaIndeckoro 6apbepa, BCIEACTBHE YEro
TIPOMCXOMHUT NPOHUKHOBeHHe ayroanTurenoB [ITHC B uupkymmpyio-
IYI0 KPOBD, I/le OHU B3aUMOJEHCTBYIOT ¢ TIepu(bepUdecKoil HMMYH-
HOH CHCTEMON. JTO Be/eT K HAPYMEHMIO YCTOHYMBOCTH, IPUBO/IS
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Kk ayroummyHHO# atake nnpotuB [ITHC, onocpenoBanuoii sunedanm-
ToreHHbIMY T-KaeTkamu. Mprmuneti sHedanromuenur Teiinepa —
BUPYC-MHAYIMPOBAHHOE JEMUeJNHU3NpYyoniee 3aboeBaHne, MO-
JKeT OBITh XOPOIIel MOEbI0 MOCTHH(EKIMOHHOIT aTHOMOrHH. OHO
3aIIyCKAeTCsl ¥ MBIIIel ¢ TeHeTHYeCKO MpepaciooKeHHOCTBIO
nyreMm npsimoro uauuuposanus [{THC HeiipoTponusiM BUpPycOM
MBIIUHOTO HIedanomuenuTa Teiinepa, uTo Bbi3biBaeT auddysHoe
socnasienne [[THC u gemuemmuuzanuio (Fuller K.G. et al., 2004).
B Teuenue XpOHMYECKON CTagun 3aboseBaHust HaOIIOIAETCS peak-
TUBHOCTb T-KJIETOK K NENTH/[aM MUEeJIHHA.

B Hacrosiiee BpeMs U3y4aeTcsi poib ayTOAHTHUTEJI, HallPpaBJIeH-
HBIX MPOTHB pa3nudyHbiX anTureHoB mueanua [[THC npu OPIOM.
[Tpu OPOM, passBuBIIeMCs 10CJIe BaKIMHAIMKM OT OEIEHCTBa, HC-
CJIe/IOBAHUS MMOKA3aau Y GONBbHBIX HAJIUYKE ITOBLIIIEHHBIX TUTPOB
aututen npotuB OBM (Ubol S. et al., 1990). B nexaBuem Haiem
UCCJIeIOBAaHUM BBISIBJIEHA TOBBIIIEHHAS TIPOJYKIMS KIOHaMK B-kie-
TOK W3 JTUKBOPA aHTUTEJ, TIePEKPECTHO Pearupyloniux Ha aHTHTeH
supyca dumreitna—bapp u ¢pparmentst OBM (Gabibov A.G. et al.,
2011). AytoanTuTesia HIPOTUB CBSI3aHHOTO Te€TPaMepa MUETUH-OJIH-
TOJIEH/IPOIMTAPHOTO OesKka OB 0OHAPYKEHBI Y TPYIIITbI AUEHTOB
¢ OPOM. AHanornyHble H3MEHEHHS B PEIKUX CIAydasix Habmoxa-
orcst ipu ebiore PC B 16TCKOM U B3POCJIOM BO3PACTe U OTCYTCTBY-
0T y nanueHToB ¢ BupycHbiM aunedamurom (O’Connor K.C. et al.,
2007). B 1iesioM a1 Mccae10BaHusI TIO3BOJISIIOT MPEION0XKUTD, YTO
nosbinerHbie T- n B-keTouHble peakiyi Ha MUEJIUH UTPAIOT POJIb
B MaTOTeHe3€e ¥ TOCTUH(EKIMOHHOTO0, U ITOCTBaKIuHaIbHOro OPOM.
OpHako JJist YCTAHOBJAECHUS TPUYMHHON CBSI3M HEOOXOMMO JIOTION-
HUTEJIbHOE M3yUYeHHE.

Wcxons u3 pesysabraToB psijia HeOOIbIINX UCCIIeIOBAHNUI, BITOJI-
He BO3MOJKHO, 4TO CyIIECTBYET FreHeTHYeCKast IPEe/IPacIIONIOKEeHHOCTh
k OPOM. B poccuiickom uccreioBanuu nokasano, yto OP9OM cas-
3aH ¢ onpenenenHbiMu ajutensmu 11 kracca HLA-cucrtemsr Ha xpo-
mocome 6 (HLA-DRB1*01 u HLA-DRB*03 (017)) (Idrissova Z.R.
et al., 2003).

Tak Kak He cyiecTByeT crenupudeckux 6momapkepos OPOM,
JTNATHO3 OCHOBBIBAETCS HA KJIMHUYECKUX W HEHPOBU3YAIU3AMOH-
HbIX gaHEbix. OPOM — at0 yame Bcero MoHo(hasHoe 3abosieBanue,
HPOSBJISTIONIeecs] HEBPOJOTUYECKO CUMIITOMATUKON B MHTEpBaJe
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oT 2 fiHeil 10 4 HeJl. OCJIe MPEMIECTBYIONIEr0 COOBITHS (TAKOTro KaK
BaknuHaiua unu uadexnus). [Ipeamecrsyomniee cobbiTHE H3BECT-
1o npumepno B 90% ciyyaes (Torisu H. et al., 2010), xors psiax uc-
cel0BaHui ykaspiBaeT Ha 6osiee Hu3Kyio yacrtory (Tenembaum S.
et al., 2002). 9To MoxeT GbITH BHI3BAHO T€M, YTO MHOTYE BUPYCHBIE
MH(EKIUN npoTekaioT 6e3 crnenupuIecKux CUMITOMOB WA MO-
ryT GBITH MOJHOCTBIO ACUMITOMHBIMU. Hasnuue npeiecTByiomeit
MH(EKIUK TIOMOTaeT B YCTAHOBJIEHUH JIMAarHO3a, HO He SBJSETCS
HeOOXOMMMBIM TIPH MTocTaHoBKe Auartoza OPOM (Krupp L.B. et al.,
2007; 2013).

Cumnromsl u npusHaku OPOM 6buin onmcanbl B HECKOIBKHAX
6ospnmx nccrenoBanusx (Tenembaum S. et al., 2002; Leake J.A.
et al., 2004; Beatty C. et al., 2016; Shilo S. et al., 2016). Yamie Bcero
OPOM wumeer dasy npoapoma B Buje JTUXOPAKU, HEOMOTaHNS,
roJIOBHBIX 60Jieil, TONIHOTBI ¥ PBOTHL. BriocjeacTBUM ZOCTATOYHO
GBICTPO, YACTO B T€YEHHE HECKOJIBKMX YacOB, Pa3BUBAIOTCS 0be-
MO3TOBbI€ CUMIITOMBI, B TOM YUCJIe HAPYIIEHUs CO3HAHUA U U3Me-
HEeHMe MCUXUYECKOro craryca (aHiedanonaTus), roJIoBHbIe 6011
U CY/IOPOI'M, a TAKXKE 0YaroBble HEBPOJIOTHYECKHE CUMIITOMBI, TAaKKe
KaK reMuIiapesbl, aTakcusi, HOPaKeHUsl YeperHbiX HepBoB. Makcu-
MaJIbHbIH HEBPOJIOTUYECKUil 1e(pUIUT 0OBIYHO TOABASETCS B Tede-
HHE HEeCKOJIbKMX JIHell (B cpepneM Ha 3—7-it nenn) (Tenembaum S.
et al., 2002; Beatty C. et al., 2016; Shilo S. et al., 2016).

Pacnipoctpanenue ovaros B ITHC onpeznensier 061emMo3roByio
1 09aroBYIO HEBPOJIOTHYECKYIO CUMIITOMATUKY. YPOBeHb dHIe(asio-
IIaTHX BAPbUPYET OT JIETKOTO (Pa3/pakuTeIbHOCT M YTOMJISIEMOCTh )
10 6osiee CepPhE3HOTO CO CIyTAHHOCTDLIO CO3HAHMS (OTJIyIIEHHe
¥ KoMa). JHiedanonaTus, ckopee BCero, Bbi3BaHa MM y3HBIM BOB-
JiedeHreM Kophl 1 6esoro Beectsa. B gononnenue k stomy y geteit
¢ OPOM uacro nabmoznaiorest cyzoporu (15-35%) u MHOXKeCTBEH-
HbI€ HEBPOJIOTMYECKHUe TPOSBJIEHNS, TAKHE KaK Mapesbl YepernHbix
HepBOB (22-45%), moTepsi 3peHust BCIEACTBIE HEBPUTA 3PUTETHHOTO
nepsa (7-23%), napymenne peun uin adasus (5-21%), ogHocto-
POHHME WM JIBYCTOPOHHME nupamuiiele 3Haku (60-95%), ocrpas
remunierus (76%), remunapecresusi (2-3%), arakcusi (18-65%)
(Tenembaum S. et al., 2002; Anlar B. et al., 2003; Beatty C. et al.,
2016; Shilo S. et al., 2016). IIpusnaky MuenONaTHN TAKKe MOTYT CO-
Iy TCTBOBATB /10 YeTBepTH Beex cayyae (Tenembaum S. et al., 2002).
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IKCTpanMpaMuIHble PACCTPOIICTBA U MOBELEHYECKUE HapyuIeHus
uHOI/a Berpedarorest B popmax OPOM nocae undexnuu crpemnro-
kokka rpymmsl A (Dale R.C. et al., 2001).

Mexnynapoanas mccienoBaresbckas rpynna aeTckoro PC
npennoxuia onpeneneane OPOM kak nmoimmgokaabHOro u mosm-
cumnToMHoro sabonesanus (Tenembaum S. et al., 2007; Krupp L.B.
et al., 2007; 2013). Kpurepuii momucuMnToMHOCTH GBI NpUMeEHEH
Ans ynpoumenus auddepentuposanus 6oabapx OPOM ot manm-
eHToB ¢ PC, y KOTOPBIX Yalie BCero BOZHUKAIOT CHMIITOMBI, KOTO-
pbie MOTYT OBITH 06BsICHEHBI OMHOYHBIM 04aroM B I{IHC. AKTuBHbIe
ouary PC 06bryHO GoJiee orpaHuyeHsbl 110 pasMepy 1 He BO3HUKAIOT
BCe OZIHOMOMEHTHO. IIpe/ioxkenHoOe onpefeeHe TaKkKe BKIIOYACT
KPUTEPUH NMOJM(POKATBHOCTH U OOBIYHO OTHOCHUTCS K BOBJIEYECHUIO
aByx uimu 6osee obnacreit ITHC (crimunoii MO3T'/3pUTebHbII HEPB,/
MO37KeUYOK/CTBOJI MO3Ta/Tomymapusi Mo3ra) Ha MPT-uso6pase-
HUAX. ITOT NOCAEIHUI KpUTEpHil 03BoJIsAeT AuddepeHIpoBaTH
OPSM ot KMC umm nepBUYHOro IeMHeIMHU3UPYIOLIEr0 SMH30/1a
PC. Crenenp TsxecTH HEBPOJOTUYECKUX CHMIITOMOB J0CTATOUHO
BbIpaKE€HHAsA ¥ KIMHAYECKHe IPOsABIeHNs pa3Hoobpasubl. Uspenka
OP39M moxkeT mposiBiAThCs cyOKIMHUYECKH — PasapakUTEIbHO-
CTbIO, FOJIOBHOI 60/IBI0 M COHMBOCTHIO. VIHOTIa MOYKeT HabI0ATh-
¢s1 GBICTPOE IPOTPeCCHPOBaHUe CUMITTOMATHKH BILIOTH [0 Pa3BUTHS
KOMBI U JieriepeOpaiionHoi purianocti. B 11-16% CJIy4aeB BCTpe-
4aeTcs JbIXaTelbHask HeJOCTATOYHOCTb, CBI3aHHAS C BOBJIEYCHHEM
CTBOJIOBBIX CTPYKTYP M HIEHHOTO OT/eJla COMHHOTO MO3Ta, a TaK-
K€ MOXKET PasBUTBCS TsiKesloe yruerenue cosnanusi (Wingerchuk
D.M,, 2006).

Hefiposusyanmsanuonmsle uccie0Banms HeoOXOAMMbI IS TIO-
cranoBku puarnoza OPOM. MPT, kak ¢ BBezieHreM KOHTpacTa, Tak
1 6€3 Hero — 9To BapUaHT BHIGOPA BU3YAIM3ALNN U IS TONOBHOTO,
1 U1 CIMHHOTO MO3Ta, TaK KaK 3Ta METOAMKa 6oJiee yyBCTBUTEIbHA
B [l7IaHe OTOOPAKEHUS 0YaroB JeMMeTHHU3AIMH, HEKETH KOMIIBIO-
TepHasi ToMorpadus. B mabn. 5.1 npusenensl nocieamne KIMHIKO-
ToMorpapuueckue auarHocrudeckue kpurepun OPOM Mexny-
HapoHOii pabo4yeil IPyNIbl B THIMYHBIX KIMHHIECKHUX cayyasx
(Krupp L.B. et al., 2013). BaxxubIM JOIOJHUTENbHBIM ¢akTopom
octporo OPOM B orsmune ot PC siBisieTcss 0[HOBPEMEHHOe HAKO-
IIIEHHe TTapaMarHUTHOTO KOHTPACTa BCEMH OYaraMu.
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Tabnuua 5.1
Kiunnko-romorpaduueckne AnarnocTadeckne KpUTEPHH

OPO9M (17151 1OCTaHOBKH THarHO3a TPeOYIOTCS BCE KPUTEPHH )
(Krupp L.B. et al., 2013)

e Ilepsoe nomndokanbHOE KINHUYECKOe COOBITHE C MPEATON0KUTEILHO BOCTIANH-
TeIbHO-/IeMHEeTHHU3UPYIOLIEH TIPUYHHOI

o OuiedanonaTis He MOKET OBITH 06BICHEHA TUXOPANKOit

e Hapymenus na MPT roJIoBHOro M03ra A0J5KHbI TIOABAATHCA OTHOMOMEHTHO
B ocTpylo dasy (nepsbie 3 Mec. 0T Havasa 3a6oseBaHus )

e Tummynsie namenenust Ha MPT:

— auddysnbie, I0X0 orpaHuyeHHble, Gompime (> 1-2 cM) oyaru NpeuMyIecTBEHHO
B 6eJIOM BelecTBe MO3ra;

— MOTYT BBISABJIATHCS OYard B rIiyGOKOM CEpOM BelecTse (B GasalbHbIX TAHITIASAX WK
B Tajlamyce);

— T1-runonHTeHcHBHbIE OYary B 6EJ0M BEIIECTBE BCTPEYAIOTCS PEAKO

e HeT HOBBIX KIMHUYECKUX WJTH TOMOI’pa(pPI‘{ECKVIX npOﬂBJl'eHHi’)l 3a60J1eBaHUst yepes
3 u Gonee MECSLEB TI0C/Ie KIMHIYECKOro Havyasa naToJorH4eckoro nmpoiecca

Ananmusbl cnuHHOMO3roBoit skuzikocti (CMJK) nokassisaioT Ha-
JIMYyKe BOoCTaieHus (UM MIJIe0IHTO3, UJIH BLICOKUI yPOBeHb Geska)
y 70-75% nanuentos (Dale R.C. et al., 2001; Mikaeloff Y. et al.,
2004). Jlerxwuit nneonuros B ananuse CMIK soisiBisiercst y 40-80%
nanuenTos ¢ OPOM c npeobiazianieM MOHOHYKJICAPHBIX KIIETOK
(Dale R.C. et al., 2001; Mikaeloff Y. et al., 2004). Beicokwuii yposens
Genka B CMIK nabimozasucs pexe, y 20-30% Gobubix. Peako mpn
OPSM moxer 6b1Th nIOBBILIEHNE 06111ero [gG 1 Hauue B IMKBOpe
osmrokaoHanpHbIX mosioc IgG (Dale R.C. et al., 2001; Mikaeloff Y.
et al., 2004; Shilo S. et al., 2016). Hanuuye MHTpaTeKaNBHOTO CHH-
Te3a OJINTOKJIOHAIbHBIX TPYIIT MOXKeT ObITh 0OHAPYKEHO B OCTPYIO
basy OPOM y 5-30% GosbHBIX, OHU OOBIYHO OTCYTCTBYIOT B (hase
Bpi3ropoBaenus (Tenembaum S. et al., 2002; Marchioni E. et al.,
2006).

Uccnenosane CMIK Ha BUPYCHI ¥ APyTHe NAaTOT€HbI PEAKO TIO-
Joxxurenbho. C nosisnennem Hopeiinmx [TI[P-rexHosoruit yseaman-
JIaCh MX YYBCTBUTEJIBHOCTh K HAJIMYMIO NMATOTEHOB, Takux Kak HSV,
BUY, HHV-6, anteposupyc, EBV, Bupyc BeTpsiHO# OCIIBI, MUKO-
IJIA3MbI ¥ XJIAMU/IM. ITH TECTHI UCTIONB3YIOTCS /IVIsi OOHAPYKEHHUS
npejuiecTByoneid NHGEKIUH, XOTsI U He SBISIOTCS HeoOX0AUMBIM
YCJIOBHEM IIPH NOCTaHOBKe auarHoza OPIOM.
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I'maBa 6

JEYEHHUE PACCESIHHOTI'O
CKJIEPO3A Y IETEH
U ITIOJPOCTKOB

6.1. J/leuenue 0GOCTpPEHHIT pPacCEeTHHOTO
CKJIEpPO3a y A€TE€H M IOJPOCTKOB

6.1.1. Kopmuxocmepouds: ¢ sevenuu obocmpenuii

O6ocTpenne (9x3anepbanyis) paccessHHOTO CKJIEPO3a — 9TO MOSBIIE-
HU€ HOBOTO CUMIITOMA MJIM TPYIIITbI CUMIITOMOB 3a60J1eBaHus 1100
OTYETIMBOE yXyAIIEHHe y)Ke UMEBIIUXCS CUMIITOMOB II0CJE TOTO,
KaK HeBPOJIOTHYECKOe COCTOsIHHME GOIBHOTO ObLIO CTaOUIBHBIM HJIH
YJIy4IIaIoch Ha MPOTSKEeHUH He MeHee Mecsiifa. O60CTpeHune 101K-
HO CONPOBOXAATHCHA OOBEKTHBHBIMI HEBPOJIOTMYECKHMMU HapyIITe-
HUSIMH, KOTOPbIe MOTYT OBITH BBISIBJIEHBI NPU cOOpe aHAMHe3a WK
TIPH OIleHKE HEBPOJIOTHYECKOTO cTaTyca. JIIuTenbHoCTh 060CTpeHust
Kosre6ercs ot 24 4 710 8 HeJL., IPUYeM 3a 9TO BpeMsl H OJINH U3 HMe-
IOMIMXCS CUMIITOMOB He J0JKeH perpeccupoBaTh (Andersson P.B.
et al., 1998; Conlon P. et al., 1999).

Knnnyeckue obocrpernsi PC nposiBisiioTcs Kak MepHOIbI BO3-
HUKHOBEHWs Nape30B, H3MEHEHUH YyBCTBUTEIBHOCTH WM KOOPIU-
HAIlMH, 3PUTEJIbHBIX MY TA30BBIX HAPYIIEHUH. Y B3POCJIBIX OOIBHBIX
o6octpenns 06br4HO sievatr KC. Cunraercst, 4T0 OHM COKPAIIAIOT /M-
TEJIbHOCTh 000CTPEHNSI ¥ yCKOPAIOT mporecc BoccTaHoBIerus. KC
UCTIOJIb3YIOTCS U B JIeYEHUH 00OCTPEHUIt y eTell, OlHAKO B JAHHOI
BO3PACTHOI IPyIiie He MPOBOAUINCH KIMHUIECKHE MCCIIe0BAHMS
ux spdexrusnoctu (Durelli L. et al., 1986; Brusaferri F, et al., 2000).
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Mexanuam neiictBusa. KopTukocTepou/ibl MUPOKO IPUMEHSTIOT-
¢S B JICUEHHMH BOCIIAJUTEIbHBIX COCTOSIHUM, TaK KaK OHM MOJY/IPY-
0T IMMYHHYIO CHCTEMY TTOCPEICTBOM MHOXECTBEHHbIX MEXaHH3MOB.
BosnpmuacTBo 3¢ dexroB KC BhI3BaHbI TEM, YTO OHU MHAYLUPYIOT
TPAHCKPHIIIMIO TeHa Yepe3 B3aMMO/eiiCTBHE C IIIOKOKOPTHKOU/I:
ubiM penentopoM. B ouarax PC ects T-k1eTkH, KOTOpbIE y4aCTBYIOT
B BocmayuTeabubix peakiuax (Sloka J.S. et al,, 2005). AxtuBupo-
pannbie T-krerkn muddepermupyorest Ha Thi u Th2 B saBucumo-
CTH OT THIIA IIMTOKUHOB, KoTopsie BhipabarsBaiorcs. Thi-kierku
BBIPabATHIBAIOT MPOBOCHAINATENbHbIC IATOKNHDI NJi-12, ®HO-a
u UOH-y. Akrusuposanssie Th2-kneTkd yMeHbIIAIOT BOCIIANIE=
aue 3a cyer Boipabotkn UJI-10 u TP®-B. KC coxpamaior Bbipa-
6oty Th1-IMTOKUHOB U B TO € BPEMs yBEJIMINBAIOT BBIPAOOTKY
pOTHBOBOCTIANUTEIbHBIX Th2-UNTOKHHOB. OHHM TaKXe CHUKAIOT
BBIPAGOTKY MMMYHOTIOOYIMHA ¥ OIICOHU3AIMIO (Elovaara I. etal.,
2000; Gelati M. et al., 2002).

Suporesmanbhbie kiaetku ITHC, TecHo cBs3aHHbIE MEXY CO-
6oit, 06pasyioT reMaTosHIedHATNIECKUI 6apbep, OrpaHNYMBAKOTIHIA
NPOHMKHOBEHUE JIEUKOIUTOB B I[HC. DupoTennii cocyf0B 0OBIYHO
He BbIPabaThIBAET MOJIEKYJIBI xuretounoii axreaun ICAM-1, VCAM-1
1 E-celeKTHHBI, KOTOpbie HYKHbI JEWKOIUTaM /I CBSI3BIBAHHMA
u nocsiexyomeit murpamun B IITHC. AkTuBHpOBaHHbIE T-xneTku
IIPOM3BOMAT OL-WHTETPUH, KOTOPBIHA CIIOCcOOCTBYET ajire3uy JIeHKOo-
IIMTOB K oBepxHocTH sHoTe st yepes VCAM-1. ITOCKOJIBKY aKTH-~
BrpoBanHble T-KJIETKH CIIOCOGHBI TAKKe BBISBIBATH IHAOTETHATBHYIO
krerounylo axcrpecciio VCAM-1, oun MOryT crocobeTBOBaTH CO0-
creennoit Murpaiuu B ITHC. KC yMeHbIIaloT 9KCIIPECCHIO Pas/Iit-
HBIX KJIETOYHO-a/IT€3MOHHBIX MoJIeKy.1, Bkaodas VCAM-1, mpuocra-
HAB/IMBAS TAKMM 06PA30M MUTPALMIO aKTHBUPOBAaHHBIX T-KIETOK
B [THC (Cupps TR. et al,, 1985; Bitsch A. et al.,, 2000). Taxxe onn
6rokupyioT paboTy (epMeHTa MATPUKCHON NPOTEUHA3BL, € MOMOMIBIO
KOTOPOTO JIUMGOIMTHI KPOBH HPOHUKAIOT I€pe3 I'ab.

HexoTopble JaHHBIE MO3BOJIAIOT MPEANON0KUTD, YTO KC mo-
NaBJSAIOT AeMUETMHU3AIMIO U IPEAOTBPANIAIOT aNoNTO3 OJNUI0-
nenzporuToB. OHI MOTYT TaKKe CAepXKHBATh TOTEPIO AKCOHOB 32
cYeT yMeHbIlleHus! BOCIanenus. XoTs MoTepsi aKCOHOB HabmoaeT-
¢ B oyarax y MalEeHToB J060ro BO3pacTa, 6oJiee BbIpakeHa OHa
BCe-TaKW Ha PaHHMX CTaiusx 3ab0jeBaH¥isi, YTO /IaeT OCHOBAaHHE
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TPEANOIOKUTD, 4T ipumenenne KC npu pannux obocTpeHusx y se-
Tei MOXKET OKa3aTh 0060 GIAroNpHsITHOE KeHcTEIe (Almawi W.Y.
etal,, 1996; Kuntz N.L. et al., 2010).

IIpumenenne KOpTHKOCTEPOHIOB M5 JeueHus obGocTpenmuii
PC y B3pocabix nauuenTos. Koprukocrepouznr cunraiorcs npe-

[IapaTOM KaTeropuu «As s jle4eHus o6ocrpennii PC (Barnes D.
etal, 1997; Miller D.M. et al., 2000). Huskue /1036 mpennusonona
1iepopanbHo (8—12 Mr/cyT) He m0Ka3anH CBOIO adexTuBHOCTL TPU
KynupoBaHuu oboctpenuit. Boicokue 10351 METUJIPETHU30I0HA
BHYTpUBeHHO (1 r/cyT B Teyenue 10 JIHeil) BBI3BIBAIOT OBICTPOE CO-
KpallleH1e KOIM4ecTBa KOHTpacTupyommxcs #a MPT ouaros, [lan-
HBlL ahdext HabmonaeTcs B Tevenue 30 JIHEH ¢ Havaja JedeHus
1 coxpansercs B Teyenue 60 nueit. Kpatkocpounprit KYPC BHYTpPU-
BEHHOTO METHIINPE/IHN30/I0HA BBIBBIBAET YMEHbIIECHHE OTEKA MO3-
I'd, HPENOIOKUTE/TbHO, CBA3AHHOTO € BOCTAMHTENAbHBIMI OYAraMMI
(Burton J.M. et al., 2009).

Ectb muenue, uto y manmentos ¢ onruueckmm HEBPUTOM I10-
JyueHure BbICOKOW 03Bl BHYTPHUBEHHOIO METHUJIIPEIHU30I0HA
1 r/cyT B Tevenue 3 qHel MoKeT He TOMBKO YVIIYYIIUTH COCTOSIHUE,
HO M CIIOCOOHO OTCPOYMTH HAYANO 3a00JCBAHMS PC, xotopoe omnpe-
ACISETCS BTOPBIM 311M30/10M IeMUEJTHHU3ALIH, Ha CPOK /[0 JBYX JIeT
(Beck R.W,, 1995). Oxnako B resom MeTaaHa/IN3 PaHOMU3UPOBAH-
HBIX KOHTPOJIMPYEMBIX MCC/IeIOBAHHH TTOKA3aJ, 4TO B JIOJITOCPOYHOI
nepcnexruse KC ne npegorspamaror HaCTyIlJIeHre 0YepeHOTo 060-
CTPEHNA, IpOrpeccupoBatie 3a601EBAHUS UITH Pa3BUTHE W HBAJIA/IN-
saun (Rao A.B. et al., 2002).

Bonpoc, npesocxoxut nn BHYTPUBEHHBIH METHJIPEIHU30I0H
CTEPOMAHYIO NEPOPATBHYIO MyNbC-TEPAINIO NP obocTpenusx,
OcCTaeTcs cropHbiM. EcTh jannble, KoTOpBIE 1103BOISIOT IIPE/IITOJIO-
KNTh, 4T0 1250 Mr npeannzoIoHa [IEPOPAIbHO MMEIOT TaKylo JKe
6uozocTynHOCTD, Kak u 11 BHYTPUBEHHOTO METHUJIIPEHU30N0HA
(Morrow S.A. et al., 2004). Oxnako GesonachocTs BHYTPHUBEHHO-
Io crocoba BBEAEHUS IYIIbC-/103 COIeit HPEAHU30JI0HA OIHO3HAYHO
Bpiie (Pitzalis C. et al., 1997; Perumal J.S. etal,, 2008).

Cxemsl npuema KopTHKOCTepouaoB mpu PC. Muorne ucce-
AOBaHU:A y B3POC/IBIX MALMEHTOB ¢ 0bocTpernsimu PC mokasamm
060CHOBAHHOCTH IPUMEHEHMI KOPOTKHX KyDPCOB IIyJIbC-/103 COJIEH
lIpeliiu30/I0Ha BHYyTpUBeHHO (500—1000 Mr exeaneBHO B Teue-
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e 3—10 auneit). [lna nereii ¢ obocTpeHus MU CpeiHel ¥ BBICOKOI
CTENEHU TSKECTH Ha JAHHBI MOMEHT TaK)Ke IPUMEHSIETCs MpaK-
THKa JIeYeHUs IIyJIbC-03aMU COJICH TPeIHU30I0Ha BHYTPHBEHHO
(20-30 mr/xkr/cyt, no 1r/cyr, exenHeBHO B TedyeHue 3—7 nHeir)
(Kuntz N.L. et al., 2010). .

CyuiecTByeT BapuaHT HCIIOJIb30BAHUS BMECTO COJIEH TIPEIHI30-
JIOHA JIeKCaMeTa30Ha, KOTOPbIi B KIMHUYECKOI MPaKTUKE ITOKA3a/l
cebs naxe addexTHBHEE, YeM METUIIPEHUZ0IOH H COTYMEIPOIL
B oreyecTBennoii npakTuke jgekcaMeTasoH NMPUMEHSIETCS 110 CXeMe,
pexomenyioBannoii Ch. Poser: BHy TpUMBIIIEUHO, € TPOTIOPIMOHAIB-
HBIM yBEJIMYEHHEM JI03bl U IOCTHKEHUeM MakcuMmyma 1 Mr/kr/cyT
1 [OCJIEIYIOUIMM CHUKeHMEM BILIOTh /10 OTMEHbI (Harpumep, 4 Mr —
8Mr — 16 Mmr — 32 Mmr — 16 Mmr — 8 mr — 4 mr). [IpeumymniecTBo
JIAaHHOTO METOJ[a — OTCYTCTBUE CTPOTHX PEKOMEHAIUN 110 TeMITy
YBEJIMYEHUSA U CHUIXKEHUs /103 IIperapara: HallpuMep, y IaluesTa
C BTOPMYHBIM IIPOrPECCUPOBAHUEM C 0OOCTPEHUSAMMU JieYeHUe JIeKCa-
MeTa30HOM MOXHO HauaTb cpa3dy ¢ 8 uiu 16 Mr, a y naigenra ¢ MUHHI-
MaJIbHOI MHBAJINAU3A1Mel BO BpeMsi 000CTPEeHUS MOXKHO B KaUueCcTBe
MaKCHUMaJIbHOM /103bI UCIIOIB30BATh 24 MT u/u axe 16 Mr — B 3aBu-
CUMOCTH OT KIuHuYeckoro apdexra (Iyces E.W. u ap., 2011).

IIpy gacThIX U TSKENBIX 000CTPEHUsIX, KaK NPABUJIO, y Mallk-
€HTOB € BTOPUYHO-IIPOIPECCUPYIOMIMM TeYyeHueM 3a00JIeBaHusd
¥ PE3UCTEHTHOCTHIO K COJISIM NPEAHU30JI0HA U IEKCAMETa30HY, MO-
I'yT UCIOJIb30BaThcA cuHTeTu4eckue aHajgoru AKTT (Te’l;paKO3aK:
TH/la reKcaaleraT UJIM CHHAKTeH-7eno). O6uenpunsaToii cxemoii
JUIs mangenTa ¢ Maccoit Tesa 50 kr u GoJiee sIBJII€TCS IPUMEHEHUe
npenapara B Koaudectse 10 MI Ha Kypc B CJIEAYIONIEM PEKUME: T10
1 Mr/cyT BHyTpUMBIIIeYHO exxesiHeBHO Ne 3, 3ateM o 1 Mr/cyT BHy-
TPUMBIIIEYHO Yepes Ba JHs Ha TpeTuil Ne 3, 3atem 1o 1 Mr/cyT BHY-
TPUMBIIIEYHO eXXeHemeabHO No 4.

Her eaunoro MHeHusi, Hy>KHO JIM IOCJIE MYJIbC-TEpanuu Ha-
3HaYaTh CTEPOM/IbL IIEPOPATBHO C IOCTETIEHHBIM YMEHBIIEHUEM /10~
supoBku. Hekotopsie Bpaum Bcerga PEKOMEH/YIOT II0CTENeHHOe
YMeHbIIEHHE 03Bl Ha 1 MI/KI/CyT B OHOKPATHOM CyTOYHOM JI03U-
POBKE B TeYeHHE TPeX JHEeH C MOCIeAYIONNM HaPACTAIONIMM COKpa-
IIeHHeM JI03UPOBKY Ha 5 Mr Kax/asie 2—3 aHs. [[pyrue nNpuMeHSIoT
MOCTENEHHOe yMeHbIIIEHHEe 03Bl TOJIBKO B CIyYae CEePbe3HBIX 060-
CTPEHUH, UJIA €CJIM COCTOSIHVE 3HAYUTENILHO He YJIYYIIHIOCH [TOCIe
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NIepBOHAYaIbHOM My bc-Tepanuu. Her gaHHbIX, 10Ka3bIBAIONINX, YTO
MOCTETIEHHOE YMEHbIICHUE JI03bI SIBJISIETCS HEOOXOMMBIM JLJIST JIeTei
¥ opocTKOB. CorlacHoO PeTPOCIEKTUBHBIM aHHBIM, MOJTYYeHHBIM
Y B3POC/IBIX MAIMEHTOB, MOCTENIEHHOe YMeHbLICHNHE J03bl He NMpH-
BOJIUT K JIOCTOBEPHOMY YJIy4YIIEHUIO COCTOSTHUSI P 060CTpeHUH
(Griffiths T.D. et al., 204).

ITo6ouHoe neiicTBHE KOPTHKOCTEPOHAOB. [ uTebHbIi npuem
KOPTHKOCTEPOU/IOB CBSI3aH C MHOTOYUCJIEHHBIMH CEPhe3HBIMH TI0-
6ounbivu addexramu. K cuacTsio, annbIe 0 CePhE3HBIX MOGOYHBIX
a(pexTax MpU HENPOAOIKUTEILHOM TIPHEME BBICOKHX ITyJIbC-103
KC nipu oboctpennsx PC enHIIHbI, 1ase eCITH IT0C/Ie HapeHTepab-
HOTO Kypca MCIOJAb3YIOT 3—4-He/le/IbHBIIl «XBOCT» MEPOPaTbHOTO
NPEZHA30I0HA ¢ ocTenerHHoi otMenoi (Goodin D.S. et al., 2002).

Cawmpbie pacripocTpaneHHble kano00sl Ha Gone BbicoKux 103 KC:
Pa3paxkKUTEeNBHOCTD, TIOKPACHEHNeE JIUI[A, HAPYIIEHHe CHA, aKHE, TICH-
x03. UTOOBI CHUBHMTB PHCK OCJIOXHEHUH CO CTOPOHBI KEJIYA0UHO-
KHIIEYHOrO TPAKTA, HeOOXOMMO BO BPEMsI ITyJIbC-TePAITNN CTEPOU/Ia-
MM IPUHUMATh FacTPONPOTEKTOPHI, Takue Kak H,-61okatopst u 6110-
KaTOPBI MPOTOHHOTO HAcoca. Y NAIUEHTOB C HAJIMYMEM B aHAMHeE3e
HOCOBBIX MJIN MATOYHBIX KPOBOTeYeHuUit mysibc-reparnus KC o6braH0
CONPOBO’X/IaeTCA IpHeMoM aTam3uiata (B 1ose 500—750 mr/cyr). Bo
BPeMsI TyJIbC-TePaiy He0OX0AUMO KOHTPOIMPOBATh apTepPUATbHOE
NaB/ieHKe, YPOBEHb [TIMKEMUM ¥ KaJlusi B KPOBH M COOIIONATH APo6-
HBII PEXKUM MUTAHUS,

IIpu HEO6X0AMMOCTH IPOBE/IEHNSI JUINTENHBIX TOBTOPHBIX KyP-
COB CTEPOM/IOB MOGOYHBIMH SIBJICHUSIMI MOTYT GBITh: OCTEONOPO3,
HENTPOIIeHNs, yBeTMYeHre MacChl Tea, NofaBienue hyHKINN Haj-
[I0YeYHUKOB, MHONIATUsA. Y [leTell IOMOJHATENbHOEe HeCTIOKONCTBO
BbI3bIBAET BO3MOXHOe 3ame/isienue pocta (Kuntz N.L. et al., 2010).

3akmouenne. VcnonbzoBanue KC B Teyenne MHOTMX JieT 10-
Ka3bIBaeT CBOIO a(h(DEKTUBHOCTD B YCKOPEHUH TIPOIECCA BOCCTAHOB-
JIEHUsT YTPAYE€HHBIX (QDYHKIMH U CHYOKEeHHH YPOBHS WHBANIU3AIHH
npu obocrpennsx PC. Bruio gokasano, uto nanuas Tepanus 6e30-
IIaCHa M XOPOIIO MEePEeHOCHTCS MPH KOPOTKUX Kypcax. Ilockosbky

KOPOTKHE KYPChI ITyJIbC-TePAIuy CTEPOUIaMU He U3BMEHSIOT TeYeHue
3abosieBanus, TO UX OOBIMHO UCTIONB3YIOT VISl KYIHPOBAHUS 060-
crpenuii PC Tsxenoil u cpeiHeii creneHu BhIPakKeHHOCTH, KO/
YPOBEHb HEBPOJIOTUYECKOW MHBANNANSAINY MEIIaeT HOPMaJbHOI
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Ku3HeneaTeIpHoCTH. Jlerkue 060CTpeHnsi ¢ MUHIMAJIbHBIM BO3/I€H-
CTBMEM Ha KA4eCTBO JKM3HY Mal[enTa 0ObMHO He TPeOyIOT JIedeHus..
O6Hapy’KeHHe HOBBIX 04aroB pH 17iaHoBoM rposezenn MPT nen-
TpPaJIbHON HEPBHOI CHCTEMBI, TaK K€ KaK U 04aros, aKkTHBHO HaKa-
[JINBAIONIUX TTapaMarHUTHBIA KOHTPACT, MPH ITOJIHOM OTCYTCTBUU
KJIMHUYECKUX MPU3HAKoB obocTpenus 3abonepanns nasnauenms KC
He Tpebyer.

O6uenpunaToii Tepanueii obocrpennii PC y nereit u noapoct-
KOB SIBJISIETCS TIapeHTepaJbHOe MPUMeHeHNe COJieil NpeIHN3010-
Ha (METHIINpPEe[HU30JI0HA) U leKCaMeTa30Ha KOPOTKMM KypPCoM
B mysbc-n03ax (Boikosa O.B. u ap., 2002). [lociexyiomee conpo-
BoskaeHne mysbe-kypca KC He60oMbIIMMHU 103aMi OPAJIbHOTO TIPest-
HH30JI0HA, KaK MpaBuIo, He Tpebyercss. OCHOBHBIMHU TIO60YHBIMA
addexramu nosropHbix Kypcos KC B 1eTCKOM ¥ IOAPOCTKOBOM
BO3pacTe, KaK U y B3POCJbBIX, ABJIAIOTCS TaCTPOMHTECTHHAIBHBIE OC-
JIOYKHEHUSI, 0CTEOI0PO3, TICUXOTUIECKHE COCTOSTHUSA, AUCTINKEMMUS,
apTepuaibHas TMIIEPTEH3MsI, OHAKO IS JeTeit npeny6epTaTHOTO
u nmybeprarHoro Bozpacta KC MoryT 6bITh OnacHbl HapylieHueMm (3a-
JIePAKKOif) pocTa ¥ [UchYHKIMEH AUYHIKOB Y /IEBOYEK.

6.1.2. Ilnasmagpepes u enympusentsie UMMYHO2100Y).AUHDL
6 sevenuu obocmpenuu

6.1.2.1. Ilnazmacepes

Mertox niazmadepesa 3aKII04aeTcs: B HECEJIEKTHBHOM BbIBE/ICHUH U3
KPOBH 4€JIOBEKa KOMITOHEHTOB T1J1a3Mbl, KOTOPbI€ sIBJISIOTCS MOTEH-
[IMAIBHO ATOTEHHBIMI TTPH MMMYHOOGYCIIOB/IEHHBIX 3200/1eBaHUAX.
B nporecce miasmacdepesa yAangioTcs aHTHTeNa, UMMYHHbIE KOM-
IJIEKCHI, KOMILIEMEHTHI, 4 TaK)Ke pyrue MoKa He U3yYeHHbIe KOM-
[OHEHTHI KPoBH. JLOCTYI K COCYAUCTOMY PYCIy OOBIMHO MOJYYaioT
NOCPE/ICTBOM BBE/IEHHS EHTPAIBHOTO BEHOZHOTO KaTeTepa B MO/~
KITIOYMYHYIO WM SIPEMHYI0 BeHy. VIHOT/Ia UCTIO/IB3YIOT COCYIUCThIN
JIOCTYTI TIyTeM BBEJIEHHs IBYX UIJI B Hieprepruyeckine BeHbI. IIJIa3Ma:
bepes 0ObIYHO OCYMIECTBIAETCS € TOMOIIBIO TEXHUKY MeM6paHHoon
ussTpaIMy, TTA3MA 3aMEN[AeTCsl PASIUIHBIMU PACTBOPAMH — 5%
PacTBOPOM aTbOyMUHA, KPHCTAILIONIAMH, IOHOPCKOii 1171a3Moil. Bo
BpEMSI OJ[HO#1 TIPOIIE/LyPBI OOBIYHO 3aMeraeTcst 06’beM KPOBHU B KOJIH-
gectse 2000—-3000 M1, a Kype JiedeHust COCTaBIIsIeT OT 5 10 7 npoie-
nyp uepes sienb (Lehmann H.C. et al., 2006).
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