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[IporHo3 nannueHToB ¢ HEUPOCAPKOUT030M.

1. CoBpemeHHble NpeacTaB/ieHUA 0 HeilpocapKkouaose.

[TpencraBieHne 0 CapKOWI03¢ KaK MYJbTHCHCTEMHOM TpaHyJeMaTo3e HEHU3BECTHOMN
ATHUOJIOTHH CIIOXHMIIOCH B 60-X To/1ax MPOILIOro CTOJIETUSI U OBIIIO 0000IIEHO B COBMECTHOM
3asiBJIeHUU 10 capkousio3y (Joint Statement on Sarcoidosis) ATS, ERS u WASOG B 1999
rogy. C TeyeHHWeM BpPEMEHHM HAKOMHBIIMECS JaHHbIE O TOPAKEHUHU ICHTPAIbHON U
nepudepruyeckoil HEpBHOW CHCTEMBI MPU 3TOM 3a0oneBaHuH (T.H. «HEHPOCAPKOHIO3E»)
mo3BoJMM o0beauHeHuto crenuanuctoB CIIA B o6macTh HEBPOJIOTHH U MYJIHBMOHOJIOTHH
chopMyIUpOBaTh MPUHIIMIIBI JUATHOCTUKHU U TUdPepeHIInaTbHON JUArHOCTUKH TTOPAKECHHS
HEPBHOW CHUCTEMBI MIPH CAPKOMI03€ W MPEIUIOKHUTh KPUTEPHUH HEUPOCAPKOMI03a, KOTOPHIS

obun onoOpensl komutetoM WASOG u ony6iukoBansl B 2018 1. bbuin BeineneHsl Tpu



YpOBHSI JHarHOCTUYECKOW YBEPEHHOCTH B HAJIMYMU HEWPOCApKOMA03a Y MAalUEHTOB C
KJIIMHUKO-PAJMOJIOTUYECKUMH  MPU3HAKAMHU, TOJO3PUTENBHBIMH B  OTHOIIEHMHU 3TOTO
3a00JIeBaHUsA: «OYEBHIHBINY» (B TOM CIlydae, €CIM CApKOMIHOE IPpaHyIeMaTO3HOE MOpakeHHEe
HEPBHOHM CHCTEMBI MOATBEPKIACTCS MOP(OIOTUYECKH), «BEPOATHBIN» (IIPU BBISIBICHUU
CapKOUJHBIX TpaHylieM B JPYIHX OpraHax) M «BO3MOXHbBIH» (IpU OTCYTCTBUHU Y IMallMEHTA
Mop(onoruueckoro  MOATBEpXKACHUS — capkoujo3a). He cumras »3TH  KpuTepuu
OKOHYATENIbHBIMHA, WX aBTOPhl  YKa3bIBAIOT Ha HEOOXOIUMOCTh TIOMCKAa  HOBBIX
JIMAarHOCTHYECKUX OHOMapKepoB HeHpocapkonno3a. B Hacrosiiee BpeMs yKa3aHHBIC
KPUTEPUU UCIIOJIb3YIOTCS B KIIMHUYECKUX UCCIIEOBAHUSX MO CAPKOUI03Y, HO UX BaJIHIHOCTD
JUIS KJIMHUYECKOM MpakTUKU He ompexaeneHa. [Ipobnema nuarHoctuku, auddepeHnnaibHon

AWArHOCTUKHU U JICHCHUA CaApPKONJ03a COXPAaHACT CBOIO aKTYaJIbHOCTD.

2. KnuHuueckue nposasneHua Helpocapkonaosa.

Heiipocapkono3 Bo3Hukaer y 5-10% OONBHBIX CapKOMA030M dallle B TEUEHUE
NEepPBbIX 2 JIeT 3a00JIEBaHUS U XapaKTEePU3yeTCs BBIPAKEHHBIM Pa3HOOOPAa3HEM KIMHUYECKUX
IIPOSIBJICHUH, TMOCKOJIbKY TPaHyJIE€MaTO3HOE BOCIHAJIEHUE MOXKET MOpaXkaTb JII0OOH oTxen
HEpPBHOW CHCTEMbI (CTPYKTYphl LEHTpalbHOW M Nepudepudeckoil HEPBHON CUCTEMBI,
MO3rOBblE OOOJIOYKM) UM TOBpEeXJIaTh HX B pa3nuyHod creneHu. Cneuuduueckas
CHUMIITOMATHKa CBS3aHA C NMOpaKeHUEeM ToH obsacTu (WM TeX o0nacTeil) HepBHOM CHUCTEMBI,
I€  TpaHyJIeMaTO3HOE  BOCHAJIEHHWE  3HAYMMO  HapymaeT  TeKyllue B HeH
HeWpoPU3NOTOTUYECKHE TIPOLIeCChl. BhiiensioT cneayromue GeHOTUIBI Helipocapkonao3a (B

CKOOKax yKa3zaHa 4yacTOTa MPOSBICHUN Y O0JIBHBIX HEHPOCAPKOUI030M):

1. HeiiponaTust yepenHoMo3roBbix HepBOB (50-75%): 3puTenbHOroO HepBa
(7-35%), nmumeBoro Hepsa (11-25%), BecTuOysokoxaeapHoro Hepsa (3-17%)

2. Tlopaxkenue cTpyKTyp TojoBHOTO Mosra (1m0 50%), mposBIisroIIeecs
snucuHApoMoM (15%), ¢ ¢ OYaroBbIM MOpPAXEHHWEM TOJOBHOTO MO3Ta IMpHU
Helpousyanuzanuu (5-10%), ¢ npusHakamu >HIedanonaruu (5-10%)

3. TMopaxkenue cimaHOr0 Mo3ra (Muenonarus (5-26%))

4. TlopaxeHue MATKOW W MAyTHHHOW 00o0jo4ek rojoBHoro mosra (10-
20%)

5. TlopaxeHnue TBep10i1 MO3roBOI 000JI0YKH IOJIOBHOTO MO3Ta (PENKO)



6. I'mopouedamus (10%) — OOBIYHO  BCIEACTBHE  XPOHHUYECKOIO
MEHUHTUTA

7. Tlopaxenwue rumorajgamyca u runogusa (2-8%)

8. TlopaxxeHue COCYI0B HEPBHOW CHCTEMBI (PEIKO)

9. Ilepudepuucckas Hehipomatuss (2-86%): mopakeHHEe  KPYITHBIX
HEPBHBIX BOJIOKOH, MOPAXKEHUE MEJIKMX HEPBHBIX BOJIOKOH

10. Muomnarus (10%)

Y 60s1bIIOTO YKCIIa TAIMEHTOB ¢ HEHPOCAPKOUI030M MOPaKEHHE HEPBHOM CHCTEMBbI
BBISIBIIICTCSI TIO3KE, YEM CApKOMJI03 JPYTruX JIOKAIW3alWd, BMECT€ C TeM Yy IOJOBUHBI
OOJIBHBIX C HEWpPOCapKOWI030M 3a00JieBaHHE MaHU(PECTUPYET C HEBPOJOTHYECKOU
CUMIITOMATUKA H TOPEIIIECTBYET JPYTUM KIMHUYECKUM TIPOSIBICHUSIM CHUCTEMHOTO
3aboneBanusa. B omnom w3 meraananm3oB (Fritz D. c¢ coart., 2016r), BKItouaBmem 29
KJIMHUYECKUX HcciaenaoBanuid, cpeau 1088 mauneHToB Tonbko y 31% OONbHBIX HA MOMEHT
MOCTAHOBKM JIMArHO3a HEMPOCApKOWI03a BBISBISUINCH TPU3HAKK CapKOWI03a JIPYTUX
OpraHoOB, OJIHAKO B JaJbHEHUIIIEM CUCTEMHBIC MPOSIBICHUS 3a00JieBaHMsI ObLII OOHAPYKECHBI Y
84% OONBHBIX.

Y TpeTH NaNMEeHTOB BO3HUKAeT 0oJiee OJHOTO HEBPOJOTHMYECKOTO MPOSBICHUS
nopaxeHus: HepBHOM cucreMbl. K  Hamboiee 4YacTbIM  OTHOCST  HEHWPOIATHUIO
YepernHOMO3IOBBIX HEPBOB, KOTOpas B OonblIMHCTBE ciaydyaeB (O6onee 80%) coueraercss c
INpU3HAKAMU TIOpaXEHMs MATKOW W TMAayTMHHOM 000JI0YeK TOJIOBHOIO Mo3ra H
Helpocapkon1030M Apyroi okanuzanuu. [IpumepHo y 25% Bceex manueHToOB 3a00seBaHue
MPOSIBISIETCSl TIOpaKEHHWEM JIMIeBoro Hepa. CoueraHue mapaiuda JMIEBOIO HEpBa C
MapOTUTOM, MEPETHUM YBEUTOM U JMXOpaaKoil (cunapom Xeepdopna) - T0BOJIBHO PEIKOE,
HO XapaKTepHOe MposBIEHHE OCTpoil (opMbl capkoujo3a. HeBpomaTusi 3puUTENBHOIO H
BECTHOYJIOKOXJIEAPHOTO HEPBOB BO3HUKAET pEeXe, 4YeM IOpaXXeHHWEe JHIIEBOTO HepBa, U
MIPOSIBIISIETCS] CTOMKUMHY 3pUTETHHBIMU, BECTHOYISIPHBIMH U CITyXOBBIMH HapyIICHHSIMU.

[Toparxenue rumnoTagamMo-TUNOGU3apHO 00JaCTH COMPOBOXKIAAETCS MPU3HAKAMU
HENPOIHIOKPUHHOM AuchyHkuun. KinuHnyeckas KapTuHa TUIIONUTYUTapu3Ma OnpeaessieTcs
CTETIEHBIO CHIDKCHHS MPOAYKIUH (DOIUTUKYIOCTUMYIHPYIOMIETO H JIOTCHHU3UPYIOIIETO
TOPMOHOB, THPEOUICTUMYJIMPYIOIIETO TOPMOHA, TOPMOHA POCTa M aAPEHOKOPTUKOTPOITHOTO
ropmoHa. Ilpu 3ToM y psina HanMeHTOB BO3HUKACT THIEPHPOJAKTHHEMHUS. B TUNHYHBIX
CllyyasiX TUIOTaJIAMUYECKUE HapyLIIEHUs COMPOBOXKIAIOTCS KX I0H, MONUypHen (3TO MOXKET

yKa3blBaTh Ha BO3HUKHOBEHHE HECAaXapHOTo Juabera), HapylUIeHHEM TEepMOpPETryJIsLuu,



anneTuTa, CHA, CHWKEHHEM JTMOMJ0. Y TaKuX MALUEHTOB MOTYT MOSBIATHCA KIMHUYECKUE
CHUMIITOMBI TUC(HYHKLUYU IIUTOBUIHOM JKeJ1e3bl, HAMOYEYHUKOB U ITOJIOBBIX XKeJle3.

DopMHUpOBaHUE CAPKOUIHBIX TPAHYJEM B TOJIOBHOM MO3T€ MOXKET MaHU(ECTUPOBAThH
(GoKampHBIMU WM TCHEPAJM30BAHHBIMU  SIWICNTHUYCCKUMH MPUCTYNAMH, KapTUHOU
sHIIe(aTOnaTUN/BACKyYIONATUU C Pa3BUTHEM KOTHUTHUBHBIX WM MOBEAEHYECKUX (TICHXO3bI)
paccTpoiicTB. Bo3M0OXXHO BO3HUKHOBEHHE (POKAJIBHOI'O HEBPOJIOIMYECKOro Je(pUIMTa, YTO
OOBIYHO TpeOyeT HCKIIoUeHus IepedpanbHoro mHbpapkra. Ilpn mopakeHHH CapKOUIHBIMU
rpaHyjieMaMd 000JIOUEeK MO3ra TMOSIBIISIIOTCS MPH3HAKH OCTPOr0 WM XPOHHUYECKOTO
aCeNTHUYECKOTO0 MEHUHIHWTA. Y psla NAalUEeHTOB BBIABISAETCS OCTpas WIM XPOHUYECKAs
rujporedanusi, KOTopas He BCerja CBsi3aHa C MPENATCTBUEM HOPMalIbHOMY TOKY JIMKBOpA.
Pacmmpenue ’kenylno4koB TOJIOBHOIO MO3ra HE BCErZa COINPOBOXKAAECTCS KIMHHUYECKOU
CUMITOMAaTUKON 1 HEPEJIKO OKA3bIBAETCSI HAXOJKON IpU 00CIe10BaHUH.

Capkonzio3 peako NposBISAETCS IOPaKEHHEM CIHMHHOTO Mo3ra. B 3Ttom ciydae
BO3HMKAaeT KIMHUYECKass KapTHHA MHEIONAaTUH, MEHMHICAJIBHOIO CHHAPOMA U
MOJUPAANKYJIONaTHU. [ paHyJeMaTo3HOEe BOCHAJICHWE MOXKET HWHQWIBTPUPOBAaTh TKaHb
MO3ra, MSTKYI0 MO3IOBYIO OOOJIOUKY, BHEIPSTHCA B HKCTpaJypalbHOE MPOCTPAHCTBO, a
TaKKe MPUBOAUTH K CAABJICHHUIO BOCHAIMTEIbHBIM MHQUIBTPATOM CIIMHHOIO MO3ra U3BHE.
[TapenxumaTo3Hass MHQWIbBTpPALMS Yalle OTMEYAaeTcs Ha YPOBHE WIEHMHOrO0 U TPYAHOTO
oTJesa CIIMHHOTO MO3ra, HO IIATOJIOTMYECKUE W3MEHEHUs MOTyT BO3HHKATh M Ha YpOBHE
KOHYCa CIIMHHOI'O MO3ra, a TAKXKE «KOHCKOI'0 XBOCTa».

[Tatonorus nepudeprueckoil HEPBHONW CUCTEMbI B TUIHYHBIX CIIydasX MPOSIBIISAETCS
CUMMETPUYHOM XPOHMUYECKOW CEHCOMOTOPHOM IIOJIMHEWpONAaTHEH C  aKCOHAJIbHBIMHU
HapylmeHusAMH. KiMHMYeCKH OmnuchIBaeTcs KapTHHA MOHOHEWPOIATUH, MHOKECTBEHHBIX
MOHOHEBPHUTOB, T€HEPATM30BAHHONW CEHCOPHOI, CEHCOMOTOPHOM U MOTOPHOM HelponaTtuu (B
penKux ciaydasx Ccxoxked ¢ cuHapoMoMm [I'mileHa-bappe). Yacto ocraromeecs
HEPACNO3HAHHBIM TOPAKEHUE MAJIBIX HEPBHBIX BOJIOKOH JIEKUT B OCHOBE HapyLICHUS
BOCHIpUATHA OOJMM U TeMIepaTypbl B KOHEYHOCTSX U aCCOLIMUPYETCS C IapecTe3uei,
TUIIEeCTe3UeH, a Takke aBTOHOMHOH auchyHKuuen. B TsokenbIX ciaydasx 3TH HapyLIeHHUs
pacrpocTpaHsIOTCs Ha TyloBHIe. Brpouewm, kak Obu10 okazaHo B uccnenoBanuu O.J. Tavee
¢ coaBTopamu (2017 T), y ueTBepTH OOJIBHBIX CAPKOUI030M C MATOJOTUEH MaJIbIX HEPBHBIX
BOJIOKOH NMPHUYMHA UX MOPAXKEHUS HE CBS3aHa C CAPKOUI030M.

Muonatusgs INpu  HEUPOCAPKOUI03€ IPOSBIAETCA OCTPOM HIM  XPOHUYECKOHN
MIPOKCUMAJILHOW MBIIIEYHONW c€1aboCcThi0 U aTpoduel ATHX Mblm. Peako omMchiBaroTCS

MAJBIMMPYEMBIC B MBIIIIAX Y3CJIKH.



HCpCZ[KO KIMHUYCCKHUE CHUMIITOMBI HE OTPpaXaroT JIOKAJIN3alHUIO TI'PaHyJICMAaTO3HOI'O
BocraneHus. bonsHbIE HCﬁpOC&pKOHI{OT&OM KAITYHOTCA Ha YTOMIIAEMOCTDb, CHMXKCHUC ITaMsITH,
CKOpPOCTH MBIINUJICHUA, KOHLCHTpAlMWM BHHMAHUA U paGOTOCHOCO6HOCTI/I, YTO MOXCT

paccMaTpuBaThCs B paMKaX CUHAPOMa XPOHUYECKOM yCTaJIOCTH.

3. MeTtoabl 06cneaoBaHma 60/1bHBIX C NOA03PEHUEM HA HEMPOCAPKOMAO03
B oTIenbHOCTH HHM OJIMH U3 HUKEIEPSUYHUCICHHBIX METOJIOB 00CIICIOBaHMSI, BKIIIOYAs
Mop(donoruueckoe HUcCCiIeIOBaHUE, HE TMO3BOJIICT JIOCTHYL IIOJHON JHArHOCTHYECKOMN

YBEPEHHOCTH B HAJIMYUH HEUPOCAPKOUI03a.

3.1 HelipoBuzyanuzanus

OCHOBHBIM METOJOM BM3yalu3allud IPH IOJO3PEHUM Ha HEHPOCapKOHUI03
okasbiBaercss MPT ¢ KOHTpaCTUpPOBaHMEM TaJOJUHUEM. Y CHICHHE CUTHAJA B IIAPEHXUME
MO3ra W ero o00JIouKax (CBHIETEILCTBO (OPMHpPOBAHUS B ITOH OOJIACTH CKOIUICHHUN
SMUTEIMOUIHOKICTOYHBIX ~ IpaHyleM) o0blyHO  Tpebyer  muddepeHIpoBaHUs  C
MHQEKIMOHHBIMY, OITYXOJEBBIMU MU JEMUEIMHUZUPYIOLIMMHU 3a00J€BaHUSMH, a TaKxkKe
COCYIMCTOM MaTOJOTHEH HecapKomaHoro renesa. Pesynmbratel MPT ¢ koHTpacTupoBaHuemM
BaYKHBI JUISI TIOCJIEAYIONIEN OLIEHKH TeUeHHs 3a00JI€BaHUs M ONpPENEIeHNUs TaKTUKHU BeICHUs
MAIMEHTA.

[TopaxxeHre TKaHM MO3ra IpU HEWPOCAPKOMA03€ IPOSIBISETCS TMIEPUHTEHCUBHBIM
curHaioMm B pexumax T2/FLAIR. BBeneHue rajoauHusi NOBBIIIAET BEPOSITHOCTh
oOHapyXeHMsI IaTojoruueckoro curtana. ¥ 15% mnanueHToB mopakeHue rojloBHOro Mo3ra
NposiBIIsIETCs 00pa30BaHMEM JOBOJIBHO KPYMHBIX OYaroB, KOTOPbIE MOTYT IPOSBISTHCS
SMHUCUHAPOMOM WM (OKAIbHBIM HEBPOJOTMUYECKUM JepuuuToM. BrlsiBieHne Oo0JbIIOTO
oudara TpeOyeT mpoBeneHus auQGepeHIInaTIbLHOTO IUArHo3a ¢ acCTPOIMTOMON WIIM JIPYroi

TIEPBUYHOMN WJIM METACTaTUUECKON OMyX0Jibio (puc.1).



Pucynok 1. MPT ronoBHOro Mo3ra naiueHTa ¢ HeipocapKou1030M B aKCHATBHBIX U
(bpOHTANIBHBIX Cpe3ax

a — T2 nmocaemoBaTeIbHOCTS;

0 — T2 FLAIR mocienoBaTeirbHOCTb.

KpacHpiM 21nicoM 0603HaueH MaToIorHuecKuil TUIIepUHTeHCUBHEBIN MP-curnan B
00J1aCTH TIPaBBIX TOJIOBKH U TEJa TUIIIOKaMIIa, MUHIAJIEBHIHOTO TeJa.

[TopaxxeHre TOTIOBHOTO MO3Ta MOXET MPOSIBIATHCS M MHOKECTBEHHBIMU HEOOIBIINMU
odaramu, KJIMHUYECKH TPOSBISIONINXCS HApPYyIMIEHWEM KOTHUTHUBHBIX (DYHKIMH BIUIOTH 10
JEMEHIIUH, 4TO 00BIYHO TpelOyeT auddepeHnnanum ¢ XpOHUIECKOW HIIEMHUEH TOJIOBHOTO
MO3Ta BCIIEJCTBUE MOPaKEHUs] MaJbIX MO3TOBBIX cOCY/0B: KOoHTpacTupoBaHue rajionMHUEM
MOXET TMoMo4Yb B auddepeHImaTbHOM JUarHo3e: OTCYTCTBHE YCWICHHS CHUTHala
CBUJICTEIBCTBYET B TMOJB3Y HIIEMHUYECKUX H3MEHEHH. MHOXECTBEHHBIE MEIKHE OYaru
TOBBIIIICHHOTO CHUTHAJa B TOJIOBHOM MO3T€ MOTYT OBITh Tak)Ke€ MPOSBICHUEM PACCETHHOTO
CKJIepo3a, a y OOmpHBIX C  HUMMYyHOAehUIIUTOM  (HAmpuUMep,  BCIEICTBUE
MMMYHOCYTIPECCUBHOM Teparvy) BO3HHUKATh MPH MPOrPEeCcCUpYIoie MynbTU(OKaTILHON

nerikosHIeaonatun (3a00JIeBaHUM, CBS3aHHBIM C PEaKTHUBAIIMEH MOJMOMaBUpyca 2 U



MOCJIeNYIONMEH eMUeTMHU3AIMe HEMPOHOB KOPBI TOJIOBHOTO MO3ra M CYOKOPTHKAIbHBIX
30H Oemoro BemectBa). Mudbekmuonnas maronorus I[[HC (tybepkynes, acnepruiuies,
KPHUIITOKOKKO3, Tepriec 1 u 6 TUroB, muroMeranoBupyc, Varicella zoster) mposiBisieTcst Ha
MPT kapTuHO#l SHIE(aTUTa U MEHHUHTHTAa M OOBIYHO HE TMPEACTABIACT CIOKHOCTH B
muddepeHMaud ¢ HEHPOCapKOUI030M, IIOCKOJIBKY HWMEET XapaKTepHbIEe KIMHHUKO-
naboparopuble nposiBiaeHus. OJHAKO KapTUHA acenTuueckoro mMeHuHrura Ha MPT moxer
OBITh HEOTIMYMMa OT MEHHHTUTAa TpU TyOepKyne3e M OT BupycHoro (Bkirouas BUY)
MEHUHTHTA. YTOJIICHHE TBEPAOW MO3rOBOM o00omouku Tpedyer wuckimoueHus IgG4-
aCCOLIMMPOBAHHOTO 3a00JIeBaHMUSI.

Y OonbHBIX € HapylleHHeM TrunoraitaMmo-runodpuszapuHoii ¢ynkuuun Ha MPT ¢
KOHTPAaCTHPOBAHUEM BBIABISICTCS YCHIIEHHE CHTHAJIa B OOJIACTH THUIO(H3a U yBEIWYCHUE
IIOCJIEIHETO B pa3Mepax, 4YTO OTPAKAECT HAIMYHME IPOJYKTUBHOIO TI'PAHYJIEMATO3HOTO
BocnasieHusi. OuvaroBble W3MEHEHHS y TaKUX MAIMEHTOB OOHApPYXUBAIOTCI U B 30HE
rUnoTansamyca.

ITopaxxenne cnmHHOro Mosra Ha MPT npum Helpocapkouao3e MOXKET IPOSBISATHCS
MpU3HAKaMHd MHETUTa B BHJIE MPOTHKEHHBIX (Ooee 2-X TMO3BOHOYHBIX CETMEHTOB) 30H
ycunenuss T2 curnana (Ooiiee OTUETIIMBO - TMOCJIE BBEACHHS TaJOJIMHUS), YAaCTO
JIOKQJIN3YIOLUXCSl BJOJb JIOPCATbHOM IMOBEPXHOCTH MApEeHXUMbl MO3ra. DT H3MEHEHMS
CTOWKHE U OOBIYHO COXPAHSIOTCS CBBIIIE 2 MECSIEB HECMOTPs Ha JICYEHHE, YTO OTINYAET
M3MEHEHHMS TIPH CApKOMJI03€ OT APYrHMX BAPHMAHTOB MHEIUTA. BO3MOXKHO Takxke 0Opa3oBaHMe
MHOKECTBEHHBIX NapeHXWMAaTO3HbIX ouaroB. Ilpum »TOM Oojee uyeM y TpeTH MAIMEHTOB
BBISIBJISIETCSl YCUJICHHE CUTHaja OT MSTKOM MO3roBOW 0O0OJOYKM Ha 3TOM ypoBHe. Moryt
Bu3yannsupoBarecsi M MPT-npusnakm wmenuHropagukymura. IlopaxkeHwe 1o THIy
TOMOOCAKpaIbHOTO paJMKYJIOMHUENINTAa M3BECTHO Kak cunapom OncOepra (Elsberg).
Onucana penko BCTpevarolascs KapTHHAa MHENINTa INEepeAHEed 4YacTh ¢ JereHepanueit

MCEXKITO3BOHOYHOTI'O AMCKA.

3.2 NccnepoBaHue LepebpocnnHanbHOM XUAKOCTM U KPOBU.

Y  namueHTOB ¢ TpeAnojaraeéMpiM  HEHPOCApKOWMI030M TPH  OTCYTCTBUU
MPOTHBOMOKA3aHUH K JIFOMOQJIBHOM IMYHKIIMHM TPOBOSAT UCCIIEIOBaHNUE IIepeOpPOCTTMHATIBHON
xugkoctu. Y 10% mnamueHToB AaBieHue cnuHHOMO3roBou skuakoctu (CMIK) B kanane
yBeNIW4YeHO. Pe3ynmpTaThl pyTHHHOTO JabopaTopHoro aHammza CMXK He wumeror

cnenuduaecko KapTHHBI TIPU capKou03¢e (0OHAPYKUBAIOTCS MPU3HAKKA BOCHATUTEIIBHON



peakmuu), OJHAKO BaXHBI I 1uddepeHnuanbHOro auarHo3a. HawmOomee dacThiMu
W3MEHEHUSIMU B CIIMHHOMO3TOBOM KHJIKOCTH TMIPH HEUPOCAPKOUA03€ OKAa3bIBAIOTCS
TUMQOIUTAPHBIN TUICOLMTO3, IMOBBIIIEHWE YpOoBHs Oenka (00bruHO m0 250 mr/mm), IgG,
OJIMTOKJIOHAJIBHBIX MOJIEKYJI U CHUYKEHUE YPOBHsI IN1I0K03bl. YpoBeHb AIID B CMXK umeer
HU3KYIO UYYBCTBUTEIBHOCTh M CHEHU(PUYHOCTH M Kak MPaBWIO HE OICHUBACTCS MpH
capkou103¢. [ToBbIIIEHHE YPOBHS PaCTBOPHUMOIO perenrtopa K uarepineiikuny-2 (I1L-2) >150
IIT/MJI OKa3bIBaeTCsl BhIcOoKocmenupuaHbiM (93%) mpu3HAKOM, OTIMYAONIUM MAI[UEHTOB C
Helpocapkon1030M 0T OonbHBIX ¢ BackyiauToM LIHC u paccesHHBIM CKIEpO30M, OJIHAKO
YyBCTBUTEIBHOCTh TECTA OKa3bIBaeTcs Bcero 61%.

Pan  mONMOTHUTENBHBIX HMCCIEAOBAHUN TIO3BOJSIET HCKIIOUUTH HMHQPEKIUI0 U
onyxojeByr nartosioruto. IIpu knmHuueckux nokasaHusx npoBogar tect I[P Ha Bupychl
(Herpes simplex, Varicella zoster, Epstein-Barr, cytomegalovirus) 1 MUKOOAKTEpHUH, a TAKKe
MOCeB CIMHHOMO3TOBOM KHUAKOCTU Ha OakTepuu (B TOM 4YHCIE — KHUCIOTOYCTOMUYMBHIE) W
rpubkoBy0 ¢nopy. Ilockonmpky Oone3np JlaiiMa u CcUGUINC MOTYT UMETh CXOXKHE C
HEHpPOCapKOUI030M HEBPOJOTUYECKHUE IPOSBIEHUS, L[€1eco00pa3HO UCCIIE0BaTh KPOBb Ha
antutena kK Borrelia burgdorferi m Treponema pallidum. TexHonorust MeTareHOMHOTO
CEeKBEHHUPOBAHUS  IepeOPOCHMHANIBHON  KHAKOCTH  IEPCHEeKTHUBHA JJi1  BBIABICHUS
BO30yauTeNel MHPEKIIMOHHOTO MpOoLecca, 0JHAKO IIHPOKOT0 NPUMEHEHHUS MOoKa HEe MMeEeT.
[uTtonornyeckoe nccieroBaHUE 1epeOPOCTMHATBHON KUKOCTH MPU OMOIIYM MUKPOCKOTIMH
U MPOTOYHOM LMUTOMETPUHU IS HCKIIOUEHUS UHQPEKUIWH W OMYyXOJIHM OCOOEHHO Ba)XHO B
ciy4dasx BbisiBieHus Ha MPT npu3HakoB MEHUHTHTA U TUAPOLE(hATHH.

W3MeHeHus B aHalu3e KPOBH  OTCYTCTBYIOT WM  HeCHeUM(UUHBI  NpHU
Herpocapkousosze. M3mepenne yposus CPb, AII®, a Takxke pacTBOpuMbIX perentopos K IL-
2 B KPOBHU HE UMEIOT JI0Ka3aTeNbCTB INAarHOCTUYECKON 3HAUMMOCTH M HE ONPENEISIIOT BEIOOD
CTpaTEruy JICUEHUSI CApPKOU03a, TEM HE MEHEE B OTIENIBHBIX CIIydasX OHU MOTYT OKa3aThCs

IMMOJIC3HBIMU JJIA MMIPUHATHUA KIIMHUYCCKOT'O pCUICHU.

3.3 dnekTposHuedanorpadms.

DnektposHIedanorpadhudeckre JaHHBIC TPU HEHpocapkonao3e HecnenupudaHbl. [Ipu
HaJIMYUKU OSIUICIITUYCCKHUX TIPHUCTYIIOB Ha 20T MOT'YT BBIABJIATHECA PCETUOHAIBHBIC
AMMWIENTU(OOPMHBIE pa3psifibl, OYaroBOE WM TEHEPAIM30BAHHOE 3aMEJICeHHE, a Takke
uKkTanpHble marTepHbl. [uddysnoe 3amemienue ¢GOHOBON aKTHMBHOCTH W HApyIICHUS

¢busnonorudeckux putMoB Ha DOI" MOTyT HabMI0AaThCA TP BOBJICYEHUHU B IIpOIecC 0enoro



BEIIECTBA TOJOBHOrO Mo3ra. D3OI -M3MEHEHHsI MOTYT KOPPEJIUpPOBATH C BBIPAXKEHHOCTHIO
HEBpPOJIOTMYECKUX HApPYLIEHUH NP HEHUPOCApKOMAO03€, OJHAKO HX HPOrHOCTHYECKAs
3HAYUMOCTb OCTAETCS HEYTOUHEHHOM.

3.4 SnekTpomunorpadums.

Orpann4yeHHOE 3HAUEHUE TPH CAPKOUJ03€ HUMEET IIEKTPOMHOrpadusi ¢ OICHKOM
MIPOBOJIUMOCTH HEPBHBIX BOJIOKOH. [l03BOJSAS BBISIBUTH aKCOHAJIbHBIE HApYIICHHs, OHA

OKa3bIBacCTCA MaHOHH(l)OpMaTHBHOfI IIpHU MMOPAKCHNHN MaJlbIX HEPBHBLIX BOJIOKOH.

4. AunddepeHumnanbHblii guarHos

4.1 IlopaxxeHue YepenHbIX HEPBOB.

[Ipy HeBpomaTUu YEPEMHO-MO3TOBBIX HEPBOB MNpOBOAMUTCA Au(depeHIrnaIbHbINR
JIMarHO3 C PACCESHHBIM CKJIEPO30M, PEBMATOJOTHYECKUMHU 3a00JIEBaHHMSMH (CHHIPOMOM
Ceerpena, CKB), Oone3npro JlaiiMa, HEKOTOPHIMH BUPYCHBIMH HH(EKIUSMHU (TEpPIECOM,
BUY, Varicella zoster) u HeomacTHYeCKUMH 3a00JIeBaHUSAMHU (TJIMOMONH W MEHHHTHOMOWM,
UHOWIbTpaTUBHOM  nuMpoMOil), a Takke rTucTHonUTO30M. [Jlng  3aboseBaHui,
COIPOBOKAAIONINXCS HEBPUTOM 3PUTEIBHOTO HEPBA, XapakTepHa O0Nb B OpOUTAIBHOM
00JIacTH, YTO HE CBOMCTBEHHO CapKOHMI03y. B OCTallbHOM CHMIITOMBI MOTYT OBITH MTOXOXKH
(CHHMXKEHHEe OCTPOTHI 3PEHUs], HapyIIeHHEe [BETOBOTO 3pEHMs, U3MEHEHHE PeaKkIUH 3payka).
CumnTomMaTvKa CapKOUAHOTO IOPAaXEHUs 3PUTEIbHOTO HepBa B OOJBIIMHCTBE CIy4aeB
pa3BUBaeTCA OT HECKOJNBKMX JHEH 10 HECKONbKHX Henmenb. [Ipu3HaKu oTeka TucKa
3pUTETHHOTO HEPBA BO3HUKAIOT B ATOM CIIydae JIOBOJIBHO PAHO, a B TATBHEHIIIEM MOSIBIISIETCS
ero OJIeIHOCTh, YTO OTpakaeT MporpeccupoBaHue 3abosneBanus. Hepeako npu capkouzose
3pUTEIBHOTO HEpBa B MPOIECC OJHOBPEMEHHO BOBJIEKAIOTCS JPYrHe YepernHOMO3TOBbIE
HepBhl. [lopakeHne JIHUIIEBOTO HEpBa MPH HIMOMATHYECKOM mapanude bemra B oTimdme ot
CapKoHI03a HE COMPOBOXKIACTCS IPYIMMH TPHU3HAKAMH CHCTEMHOTO TpaHyjlemMaro3a u

MMPOTCKACT MOHOCUHAPOMHO.

4.2 TlopaxeHune roJ0BHOTO MO3ra, CIMHHOTO MO3Ta U MO3TOBBIX 000JIOUEK.
[TopaxxeHre mapeHXUMbI TOJIOBHOTO Mo3ra TpeOyeT AuddepeHIanuy ¢ pacCesHHbIM
ckiepo3om, ayrouMmyHHoit GFAP actporutonatum, sHIIE(DATOMUEIUTOM, aCCOITMUPOBAHHBIM

C aHTUTEJAMHU K TJIMKONPOTEUHY MUEITMHOBBIX OJIMTOACHAPOIMTOB (60se3ub anturea MOG),



HeoIIa3usMH (B MEpPBYIO ouepenb — TuMPOMaMK), TUCTHOLUTO30M, a TAK)K€ BACKYJIUTAMH,
Oone3npio bexyera M XpOHUYECKHM JHUMQOIMTAPHBIM BOCIAJICHHEM CTBOJIa MO3ra
(CLIPPERS).

[TposiBneHus: TUIOTAaIaMO-TUNO(U3APHBIX U3MEHEHHH MPH HEWPOCAPKOUI03€ UMEIOT
CXOXHe KIMHUYECKHUE MposBIeHUs ¢ TakoBbiMU mpu [gG4-accorumpoBaHHOM 00Jie3HH,
TUMGOIUTAPHOM M KCAHTOMATO3HOM THMNO(U3HTE, a TaKKe TPaHyIeMaTo3HOM TUno(u3uTe
HecapkouHoro reHe3a. Cpenu 0ojiee M3BECTHBIX 3a00JIEBaHUHM C TaKUMH HPOSIBICHUSMH -
rpaHyjieMaTo3 C IOJIMAaHTUUTOM (Tpanynemaro3 Berenepa), TyOepkynes, cCUPHIUC, psA
OMyXOJIeBBIX Oosie3Hel (ajeHoMa, KpaHHOo(hapuHruoma, repMUHOMA), TOOPOKAYECTBEHHBIC
KuCThl (kucTta PaTke) M WHOUIBTPATUBHBIA THCTUOIMTO3. OJTH K€ 3a00JeBaHUS MOTYT
MPOSIBIATECS MHETUTOM. Kpome TOro, MHEIHT OCIOXKHSET TCUCHHE CHOHAMINTA U psna
IPYTUX HEBOCHAIUTEIBHBIX HEHPOAETeHEPATUBHBIX IPOLIECCOB.

HuddepeHnmanbHplii psii TPH TMPOSIBICHUH JienToMeHUHTHTa (MM ctpagaet 10-20%
OOJIBHBIX HEWPOCApKOMIO30M) BKIIIOYACT TYOCPKYJIE3HYI0 W TpHOKOBYIO HWH(QEKIIHIO,
Opyuerie3, Oone3np JlaliMa, WHQPWIBTPATHBHBIA THUCTHONNUTO3 W ayroumyHHyio GFAP

ACTPOLUTOIIATUIO.

4.3 Tlopaxenue nepudepruuecKux HEPBOB.

[Tepudepuyeckas HeilponaTHsi, YCIOBHO BKJIIOUAIONIasi U MOPaKEHUE MaJIbIX HEPBHBIX
BOJIOKOH (BBISIBIGHHE B HHUX TPaHyJIE€MaTO3HOTO BOCHAJIECHUs JaXe NpU KIMHUYECKUX
MPU3HAKAX MATOJIOTHH - PEIKOCTh) BO3HUKAET MIPU HEHPOCAPKOUI03€ C pa3HOM 4acTOTOH (10
86%). duddepennmanbaplii AMarHo3 MPOBOSAT ¢ OCTPON U XPOHUYECKON BOCHATUTEIHHOU
JEMUEIIMHUZUPYIOLLEH MIOJINPAJIUKYJIOHEUPOIIaTHEN, AHITA-accounnpoBaHHBIMU
BaCKyJUTaMU, WHQEKIUeH, a Takke NposBieHusMH aeduiuTta BUTamMuHa B12, cunapoma

CberpeHa 1 OCJI0KHEHHUH CaxapHOTro I[I/Ia6eTa.

4.4 TlopaskeHre MBIIIIII.

ITpu mpusHakax muonatuu (Bo3HukaeT y 10% mnamueHToOB) ciaeayeT HCKIIOYHTH
IpYIIy PeBMATOJIOTHYECKUX 3a00J1eBaHui (BOCTIaIUTEIbHbIE MUOTIATUH, CUHAPOM CherpeHa,
pemaTouHbli aptput, CKB), mH(pEKIHMOHHYI0 MHUOMATHIO M MHOIMATUIO 3HIOKPUHHOTO

00 TOKCHYECKOTO TeHesa.

4.5 TlopakeHre COCYI0B TOJIOBHOT'O MO3Ta.



Heipocapkono3  peIko  HpOABIAETCS  OCTPBIM ~ HAapyHICHHMEM  MO3TOBOTO
KpoBooOpauieHus. Ilpu pa3BuTum ocTpoil 04aroBoil HEBPOJOTMYECKOM CHMITOMATHKH U
nono3penur Ha OHMK B niepByro ouepenb UCKIIIOUYAIOT TEMOPPArMuecKuid U UIIEMUYECKUI
WHCYIBTBI (OCOOEHHO Yy MAIMEHTOB C aTepOCKIEPO30M), 3MOOJIMI0, BACKYIUTHL. Pemko
110/100Hasi CUMIITOMATHUKA BO3HUKAET Yy MAI[MEHTOB C aHTMOMHBAa3UBHOM (MHTPaBaCKYJISPHOIL)
TUM(pOMOI.

CX0XMMH C HEWpPOCAPKOMI030M KIMHMUYECKHMHU CHUMITOMaMU B BHUJAE T'OJOBHBIX
OoJsiell, SMUIPHUCTYNOB, KOTHUTHBHBIX PACCTPOMCTB, aTaKCUW W HEHPONATUU YepEemHbIX
HEPBOB TPOSIBJISETCS Takas peaKas marojorus, kak nepBuuHblid Backyaut [HTHC (2.4 na 1
MJIH. 4Y€JOBEK B Toj). OTo 3a00JieBaHME XapaKTEpU3YeTCs BOCHAJIEHUEM U JECTPYyKLUEH
CTEHOK COCY/IOB CPEIHEr0 M MEJKOro Kanulpa, 4TO MPUBOAUT K CY)KEHHIO COCYAMCTOIO
npocBera W gepuuuty KpoBotoka B I[HC. CuMnTOMBI MOTYT COOTBETCTBOBAThH
TPaH3UTOPHON MIIEMUYECKON aTaKe WM MHCYJBTY, YTO HE CBOMCTBEHHO capkounosy. Cpenn
3TUX MALMEHTOB OKa3bIBAIOTCS OOJIbHBIE MOJOJOr0 Bo3pacTa. IIpu mepBUYHOM BacKyJIuTe
MokeT nopaxartbest 000 ornen LIHC, HO ¢ Oosblueill 4acTOTON - KOPTHKAJIbHBIE 30HBI
TOJIOBHOTO MO3ra M MO3roBble 00o0mouku. MH(DapKT-mogoOHbIE W3MEHEHHS MOTYT
pacrioyiaratbcsi B 00J1acTsX, IJI€ HHCYJIbTHI aTePOCKIEPOTHUECKOTO U 3MOOJINYECKOI0 reHe3a
BO3HHUKAIOT pe/IKO (Hampumep — B obaactu corpus callosum).

OO6brunass MPT-anruorpadus u KT-anruorpadust ToOJIOBHOIO MO3ra I103BOJISET
XOpOILIO BU3YaJU3UPOBATh JIMIIb KPYIHBIE COCYIbl U MMEET OTPAHMUYEHHOE 3HAUEHUE IS
JMAarHOCTHKU BACKYJIUTA COCYAOB CPEIHEro M Majoro auamerpa. [ OLEHKH COCTOSIHUS
MEJKUX COCYJOB NPUMEHSIOT KOHBEHLUMOHAIbHYIO aHruorpaguto iaudo MPT c Bbicokoii
paspemtaronieit cnoco6Hocthto (7 Ti) ¢ momaBieHHEM IIYMOBOIO CHTHalla, BBI3BAHHOTO
TEYEHUEM KPOBH B COCYyllax M 1epeOpaabHON KUIKOCTU. 30JI0THIM CTaHAAPTOM JAUArHOCTHKH

CITY’)KUT MOP(OJIOTHYECKOE UCCIIEIOBAaHUE.

4.6 TuddepeHnmanbHbIi qHarHo3 HeHpOCcapKoUI03a M HEHPOMH(EKIINH.

WNndexnumonnsle 3aboneBanuss [IHC (OakTepuanbHble, BUPYCHbIE, TI'PUOKOBBIE H
PHUKKETCHO3HbIE) MOTYT UMHMTHPOBaTh HeWpocapkonno3 no gaHHbiIM MPT u kinHuUYeckoi
KapTuHe. B oTiamume oT capkouzo3a, OHM OOBIYHO CONPOBOXKAAIOTCSA JHMXOPAIKOH,
1ab0paTOpPHBIMU TMPU3HAKAMU AKTHUBHOTO BOCHAJIEHHUS W IPOTPECCUPYIOIIMM TEYEHHEM.
Kpome Ttoro, mpum HuUX OTCyTCTBYHOT xapakrepHele KT-mpusHaku BHYTpUTpPYIHOTO

capkonzio3a. Bmecte ¢ Tem, nopaskeHre OpraHoB JIbIXaHHsI IPU CapKOU103€ (BHYTPUTPYAHAS



auM(paseHONIaTHs, MHOJKECTBEHHbIE 0UaroBble TEHU, KOHCOIUIALNH B JIETKAX) MOXET UMETh
4epThI CXOJICTBA C MUKOOAKTEPHATbHON MIIH IPUOKOBON HMH(EKIHEH.

Haubonee wuactoli OakTepHalibHOW MPUYMHONW TOJOCTPOTO MM XPOHUYECKOTO
BOCIIAJICHHUs, CUMYJIMPYIOIIET0 HEHpOocapKou03, OKazbiBatoTcs Mycobacterium tuberculosis,
Borrelia burgdorferi, Bartonella, Treponema pallidum. Cpemu BupycoB mpeo0amaroT
cemeiictBo Herpesviruses (Varicella zoster, Cytomegalovirus) u BUY, a cpeau Bo3OyauTencii
rpubkoBoii uHdpekmuu - Aspergillus, Coccidioides, Histoplasma. I'puOkoBble uHeEKIHH
(HanpuMep, KPUINTOKOKKOBBIMH ~MCHUHIUT) 4Yallle BCTPEUAIOTCS y  MAIMEHTOB C
UMMYHOJE(DUIIUTOM.

Jns uckiaroueHHs WHPEKIMH B TKAHM MO3ra M CIMHHOMO3TOBOW JKHUAKOCTH
UCTOJNB3YIOT KYJbTypalbHBIC, MOJIEKYISIDHBIE, a TaK)X€ CEpPOJOTHYECKHUE METOJbI, YTO
HapsALy ¢ MOpP(OJIOTHUECKON BepUpHUKAIEeH MOMOTaeT M30eXaTh OMMUOOYHOTO HazHAUCHHUS
MMMYHOCYIIPECCUBHOM TEpaluu, KOTOpas MOXET YyCYyryOWTh TEYeHHE WHQPEKIIMOHHOTO

3a00JIEBaHUS.

Tabmumna 1. luddepennmanbHo-TMarHOCTHYECKUHN psii HEHpocapKou103a

Ilopaxenue
YEepPEIHO-MO3IOBBIX
HEPBOB

Ilopaxenue
TOJIOBHOTO MO3ra H
MO3TOBBIX 000J04YEK
ITopaxenue

CIIMHHOT'O MO3ra

Ilopaxenue
nepuQepruIecKux
HEPBOB

Muomnaruun

paccesiHHbIN ckiepo3, cuaapoM [lerpena, CKB, 6one3ns Jlaiima,
BHY-acconmupoBaHHble HEUPOIIATUH, OITYXOJIEBbIE MOPAKEHUS
HC (rnmuoma, numdoma), nHpexuuu

HEHPOMUENNT 3pUTENLHOTO HEpBa (ONTUKOHEWPOMUEIINT),
6ome3ab MOG-anTuTeN, BacKyIUTHI (TpanyiemMaro3 Berenepa,
6one3nb bexuera), numdpoma [THC, nundexuu

MH(EKIMOHHBIE MUEIUTHI (TyOepKyse3, cuduimc),
JEMUACTTMHU3HUPYIOIIHE TIPOIIECCH (pacCessHHBIN CKIIepO3,
ONITUKOHEWPOMUEIUT ), TAPaHEOTIACTUIECKHE CHHIPOMBI,
UH(EKIUu

BackynuTsl (AHILIA-acconunpoBanHsbie), Aepuuut Butamuna B12,

,Z[I/Ia6eTI/I‘-ICCKaSI HeﬁPOHaTHH, I/IH(I)CKI_[I/II/I

BOCHHAIUTCIIbHBIC MUO3UTHI (,Z[epMaTOMI/IO3I/IT, HOJII/IMI/I03I/IT),



SHJOKPUHHBIE MUONIATUH, TOKCHUYECKUE MUOIIATUI
Backynonarus nepBuuHbIN BackyauT [THC, runepkoaryisiiiuoHHbIE COCTOSIHUS,

CHCTEMHBIE 3a00JI€BaHM COCHHHHTGHBHOﬁ TKaHH1

5. Mopdonoruueckasa sepudpurkaumna HempocapKkomaosa.

Mopocgonoruyeckass IUarHOCTUKAa CapKOWA03a OCHOBBIBAETCS Ha BBISIBICHUM B
MOPaXCHHBIX TKAHAX SMUTEIMOUTHOKIETOUHBIX HEKA3€O3HBIX T'PaHYyJIEM C MHOTOSIEPHBIMU
TUTaHTCKUMU KileTKaMu. Hannuue capkouaHbIX TpaHysieM B OJJHOM OpraHe He MOJATBEPKIacT
CHCTEMHBIH XapakTep 3a0oyieBaHUs, MO3TOMY JMAarHO3 OOOCHOBBIBAETCS COOTBETCTBHEM
MOP(OJOTHUECKUX MPU3HAKOB M KIMHUYECKUM NpOsiBIeHUSAM Oosie3Hu. buoncus HepBHOM
TKaHU B IPOTUBOBEC SMIIUPUYECKOMY JICUEHHUIO HeHpocapkoujo3a oOOCyXJIaeTcs INpu
OTCYTCTBMM TPU3HAKOB CAapKOM103a IPYI'MX OpPraHOB U CHUCTEM, a B Cllyyae YK€ HadyaTou
Tepanuu — TOpU  yXYALIEHUU  KIMHUKO-PaJMOJIOrMuecKoil  kapTusbl. IlomydeHue
MOpP(OJIOTHYECKOr0 MOATBEPKIEHUS CapKOUA03a OCOOCHHO BAaXKHO IPHU IOKa3aHMIX K
JUIMTENIbHOW MMMYHOCYNpEecCUBHOM Tepamuu. B nuddepenumansHoM psny ciaemyer
paccMaTpuBaTh TpaHyJIeMaTo3bl HH(PEKIUOHHON STHOJIOTMM M CapKOMJIHYIO PpEaklHIo,
KOTOpasi BO3HHUKAET PsAOM C MAJIMTHU3MPOBAHHOM omyxojpio B ToM uumcie u B LIHC.
Mopdororuueckoe HCCIeJOBaHUE PEKOMEHIYETCs JIOMOJIHATh TECTaMU MOJIEKYJSPHOM
JMArHOCTHKH JUTSl HCKITFOUEHUS TYOepKyJie3a, YTO 0COOEHHO aKTyalbHO B CTpaHaX C BHICOKUM
YPOBHEM 3a00JI€BA€MOCTH TYOEPKYJIE30M.

B cBs3u ¢ Tem, uto y 90% nanueHToB ¢ HEMPOCAPKOUI030M BBISBISIOTCS MPU3HAKI
CapKoM103a IPYTUX JOKaJIu3aluid, OMONCUIO TOJIOBHOTO MJIM CHMHHOTO MO3ra MPOBOJSAT B
UCKJIIOYUTENIbHBIX ClIydasX W Iociie noiydeHust pesdynbratoB MPT ¢ xoHTpacTupoBaHHEM.
[Ipy mnomo3peHHM Ha HEUPOCAPKOUI03 CIEAYET HWCKIIOUHTh CapKOUI03 JIETKUX |
BHYTPUIPYAHBIX JUMGoy310B (00bruHO pexkomennayercss KT rpyaHoit kieTku), a Takxke
JPYTUX OPraHoB, KOTOPbIE YacTO MOPAXKAIOTCS MPH ATOM 3a00JIeBaHUM (KOXKa, I71a3a, IeueHb,
JIOP-opransr). OtTcyTcTBHE NPU3HAKOB BHYTPUIpyAHOro capkounoza Ha KT Moxer
norpeboBaty mpoBereHus [I9T-KT c¢ 18-F ¢dropnezokcurnioko3oit s BbISBICHUS
MeTa0O0JIMYECKH aKTUBHBIX JINM(OY3IIOB.

Mumenpto  Juis  6uoncuM  HamOoJee YacTo  CTAHOBHUTCS  TKaHb  JIETKOTO,
BHYTPUTPYAHON UK nepudepudeckuil TuMdoysesn win Koxa. 3HaYUTEeNbHO Peke MPOBOJSAT

6uoncuto neueHn win JIOP-opraHoB, o4eHb peako — OMOICHS OpraHoB 3peHHs. buorcus



HEPBHOM TKAaHW MPOBOJMUTCS B HCKIIOUUTENBHBIX CIIy4asix, OPHEHTUPYSCh HA NaHHbie MPT,

KJIIMHUYECKHE MPOSIBICHUS U Pe3ybTaThl 3JIEKTpoMuorpaduu (puc 2).

PucyHokK 2. CapkomnaHble rpaHysieMbl B OMonTaTe rofIoBHOTO MO3ra.

Jlns BBISBICHHMS HEBPONATHHM MajblX HEPBHBIX BOJIOKOH TaKK€ PEIKO MPOBOIAT
AMUACPMANbHYI0 OHOICHI0 C KOJWYECTBEHHOM OIEHKON TEepPMHHAIbHBIX HEPBOB U
I/IHHepBaIII/II/I IIOTOBBIX KCJIC3, HOCKOHBKy peSYJ'IBTaTBI HNCCIICI0BAHUA HeCHeIII/I(I)I/I‘IHBI JJIA
capKouI03a U IPYTUX 3a00JIeBaHUH.

buonicuss xak mpaBmio He TpedyeTcss B ciydae Hamuuusi cuHiapoma Jledrpena
(KOTOpBIH CUYUTACTCS BBICOKOCIEIU(MUIHBIM JIJIST CApKOMJI03a), a TaKXKe €CJIM JHarHo3
capkoun03a paHee ObUT BepUPHUITUPOBAH TIPH OMOIICHU APYroro opraHa. [Ipu BoBjcueHUH B
MPOLIECC 3PTUENBHOTO HepBa MOp(dOIOrHUecKoe MOATBEPkKACHUE HE TMPOBOJIUTCS H3-3a
KpaiiHE BBICOKOTO pHCKa HEOOpaTUMOW TOTepu 3peHus. B 3Tom ciayyae ypoBeHb
JTMArHOCTHYECKON YBEPECHHOCTH B HEHPOCAPKOUI03€ CHUKACTCS.

Ecmu  mpoBenenHoe ob6cnenoBanue (MPT, wuccnemoBanue 1epeOpoCIMHATBHON
JKUAKOCTH W/WIH AIEKTPpOMHOrpadusi ¢ OIEHKOW HEPBHOW MPOBOAMMOCTH) COOTBETCTBYIOT
HEHPOCApPKOUI03y U CAPKOUA03 MOPQOIOTHYECKH BEepUPHUIIMPOBAH MPU OUOIMCHUU JPYTroro
OpraHa, TO JUarHo3 HEWPOCAPKOWI03a CUUTACTCS «BEPOSTHBIM». Ecim mMopdomormdeckoe
MOATBEPKJICHUE CapKOW03a BOOOIE HE OBLIO IMOTYyYeHO, HO MPOBEACHHOE 00CIIeIOBaHNE
YKa3bIBaeT B MOJIb3y HEMpOCApKOuao3a (KIMHUKOPATUOIOTUYECKAsT KApTUHA COOTBETCTBYET
MPOSIBIICHUSIM JTI0OPOKAYECTBEHHOTO T'paHyJIeMaTo3a HEPBHOUW CHUCTEMBI, a allbTePHATUBHBIN

JTMArHO3 MCKJTIOUYEH), €T0 OMPEICIISIIOT KaK «BO3MOXKHBIN».



6. MepuKkameHTO3HaA Tepanus.

CucreMHble TNIIOKOKOPTUKOCTEPOUABI CUMTAIOTCS IpenapaToM MEpBONM JMHUU NpPHU
capkonziose. X Ha3HaueHHe B CilydasX KIMHMYECKH 3HaYMMOIO HeHpocapkou03a UMEIOT
HAuBBICIIUN YpPOBEHb YOEAMTEIBHOCTM pPEKOMEHJANMi (A) HpH OYEHb HU3ZKOM YpOBHE
noka3atenbeTB. KopoTkue Kypesl MIHOKOKOPTUKOCTEPOUIOB (HECKOJIBKO Henenb B 1o3e 0.5
MI/KT/CYT B TIepecueTe Ha NMPEAHU30JI0H) KaK MpaBmwiIo h(EKTUBHBI PH OCTPHIX (Gopmax
3aboseBaHus, IpoTekaomx ¢ cuiapomamu Jledrpena u Xeepdopaa, 1100 rnpu capkouose,
MPOSABIISAIONIEMCS] TOJBKO MOPAKEHUEM JIMLEBOTO HEpPBA WJIM MHOIATUEH, OJHAKO PELUIUB
0osie3Hn TpeOyeT BO30OHOBIICHHS TEPAITUU HA JITUTEIBHBIN CPOK.

[Ipy XpOHMYECKOM CapKOWJ03€ JICUEHHE MPOBOAAT JUIMTENbHO (B KIMHUYECKOH
IIPaKTUKE OOBIYHO B TEUEHHUE OT HECKOJIBKHUX MECALEB JI0 2 JIET), OJIHAKO ONTHUMAJIbHBIE J103bI
TJIIOKOKOPTUKOCTEPOUIOB M CPOKM TEpalmuM HEU3BECTHbl M OCTAIOTCS IMPEAMETOM
o0cyxeHus skcnepToB. IlepBoHayanbHas 103a MoxeT ObITh 20-40 MI/CyTKH B Ilepecyere Ha
IPEJHU30JI0H B TeueHue 2-4 Helelb C AaJbHEHIIMM IOCTENEHHBIM YMEHBIIEHUEM U
MEepPEexX0/IoM Ha MOJEpKHUBAIOUINN mpueM. B psane ciydaeB mpu MOpakKeHWU HapeHXHMBbI
TOJIOBHOIO HWJIM CIMHHOIO MO3ra, CapKOMAHOM »sHuedamonartuu, rujapouedaind win
acernTUYeCKOM MEHHUHTHTE yNy4llleHHEe HACTYyNaeT JIMUIb MPU UCIOIb30BaHUE OOJIBIIMX 103
TIIIOKOKOpTUKOCTEpon10B (1-1.5 MI/Kkr/cyTku B mepecuere Ha NPEAHHU30JI0H) B TedeHue 4-x
Henenb. B ciydae  ObIcTpomporpeccupyromeid — KIMHMYECKONM  HEBPOJOTHYECKOU
CUMITOMaTUKA PEKOMEHYIOT BHYTPUBEHHYIO MYyJIbC-TE€panuio (HampuMep, MPeIHHU30JI0H
1000 mr/cyTku B TedeHue 3-5 nHel), U 3aTeM MalUeHThl MPOA0IIKAIOT epOpaIbHbIA IpUeM
npenapara B jo3e 1-1.5 MI/Kr/CyTkM W B JaJbHEHIIEM IOCTENIEHHO CHIDKAIOT [0
MUHUMAaIbHO 3 (EKTUBHOI 103b1, TO3BOJISIIOIIEH KOHTPOIUPOBATh AKTUBHOCThH BOCTIAJICHUSI.

[TepBoHa4YabHO CKOPOCTh CHHMXKEHHS J03bl TTIIOKOKOPTHKOCTEPOUJOB COCTABIISIET B
cpeaHeM 5 Mr kaxzaple 1-2 Hemenu, HO MO Mepe MPUOIMKEHUs! K PeKOMEH1yeMOil MalueHTy
MOJIIEP>KUBAIOLIEH /103 €€ CHIKAIOT elle MeAJieHHee (Harmpumep, Ha 2-2.5 Mr kaxjsle 1-2
HeJleNn), 4YTO IMO3BOJISIET H30ekaTh penuauBOoB. BennunHa mnojepKuUBaromeil 1036l
WHIUBUAYaJlbHA M Yy MHOTHMX MallMEeHTOB cocTaBisgeT 5-10 Mr/cyrku B mepecuere Ha
NpPEeJHU30JI0H, OJHAKO Takas Jo3a He Bcerma obOecnedrmBaeT — JAOCTaTOYHBIN
MIPOTHUBOBOCTIATIUTENbHBIN 3()()EeKT: peluauB capkou03a BOZHUKAET yallle Ha (oHe mpuema

npeaau3onona <10 wmr/cytku). B ciaydae Bo3BpaTa CHMIITOMAaTHKH CapKOWI03a 03y



TJIIOKOKOPTUKOCTEPOHIOB BHOBb PEKOMEHIYETCSI YBEMYUTH 10 A03bl Oojiee 10 Mr/cyTku B
nepecyeTe Ha MPEAHU30JOH (HEPEOKO TEKYIIYIO0 J03Y MPOCTO YABAMBAIOT), JOIMOJHSS €€
cTepou-coeperaroniell Tepanieii UMMYHOCYIIpecCanTaMu. B panbpHelileM BHOBb JI€7al0TCS
MOTIBITKA YMEHBIIIUTH €€ JI0 MO/IICP>KUBAIOIIICH.

OnyOnauKoBaHbl Pe3yibTaThl JICYEHUS CapKOU03a METOTPEKCATOM, a3aTHONPUHOM,
nukinocochamusiom, JediayHomuaoM, MukodeHonmata ModetmwioM, HHOIUKCHMAOOM,
TOIIIN3YyMaboM, TO(MalUTHHUOOM, OAPUITUTHHHUOOM M PUTYKCHMAOOM KaK B COYCTAHHH C
TIIFOKOKOPTUKOCTEPOHIaMH, TaK U B BHJIE MOHOTEpANuu. Bo MHOTHX ClTydasXx OTMEYAeTCsl UX
YIOBJIETBOPUTENIbHAS TEPEHOCUMOCTh M MO3UTUBHBIM 3¢ (deKT jeueHus, B TOM 4YHCIE -
CHIDKGHHE YacTOThl peuuauBoB. Ha ceromusmHuii JeHb M3BECTHBI  PE3YJIbTAThl
PaHIOMU3HPOBAHHBIX CPaBHHUTEITHHBIX UCCIICTOBaHUI Pa3HBIX BapHAHTOB
MMMYHOCYTIPECCUBHOM Tepanuu OOJBHBIX HEHPOCAPKOU030M, OJHAKO TIOTYYCHHBIX JAHHBIX
HEJOCTAaTOYHO Ui QJITOPUTMHU3ALMU BbIOOpa JieUeHHUA. PexkoMeHaalnuu 3KCIEpTOB
EBporeiickoro pecrnuparopHoro oOmiecTBa 0 Ha3HAYEHUHM B BUJE CTepOHa-cOeperarolien
Teparuu METOTPEeKCcaTa, a3aTHONPHHA WM MUKO(eHoJIaTa MOQETHIIa, a TAK)Ke JOOABICHHUE K
Hel WHQHMKCHMaba OTHOCSATCS K YCIOBHBIM M HMEIOT OYCHb HU3KHHA YpPOBEHB
nokazatenbHOCTH. [IporHo3upoBars 3)PEeKTUBHOCTE UMMYHOCYIPECCUBHOM Tepanuu IMoKa
HEBO3MOXXKHO M PE3UCTEHTHOCTH K JICUCHHUIO YCTAaHABIMBACTCS dMIUPUUECKU, OOBIYHO TMOCIIE
HECKOJIBKUX BO3MOHBIX BAPUAHTOB TEPAITHH.

JledeHne MPOBOJAT TOJ KOHTPOJEM KIMHUYECKHX CHMIITOMOB, BU3YJIU3HPYIOIIHX
metonoB (MPT, KT). Ilpu neoOxomumoctu mpoBoast OMIT u O3 B nuHamuke.
KoHTposbHBIE HCCIIeI0BaHUs CITMHHOMO3TOBOH KUJAKOCTH JIJII THTPOBAHUS J03BI Tperapara

HC PCKOMCHAYIOTCA, ITIOCKOJIBKY TaKasd TaKTUKa IIPHUBOJIUT K A30BITOYHON HMMYHOCYIIPECCHUH.

7. Heiipoxupypruueckoe neueHue.

Xupypruueckoe BMEMIATEIbCTBO NIPU HEMPOCAPKOUI03€ MPOBOIUTCS HE TOJIBKO JUIS
Mop(ororuueckol TUArHOCTHKU 3a00JIeBaHMS, HO W C IENbI0 JICUCHHUS MPOSIBICHUN
HEHpOCapKoH103a U €ro OCIOKHEHUH. Pesekiusi o4aroB rpaHyleMaTO3HOTO BOCIHAJICHHS
ImoMoracrt yCTpaHI/ITI) HpOfIBJ’IeHI/ISI O4YaroBbIX HeBpOHOFquCKI/IX HapyIHeHHfI,
KOMHpeCCI/IOHHOFO CI/IH)IpOMa, a TaKXe 3HJIOKpI/IHOHaTI/II/I (B YaCTHOCTH, HCC&X&pHOl"O
nuabera TpHU TMOPAXKEHUHM XHA3MalbHO-CEUIApHONW ob6nacT). OnmyOnMKOBaHBI JaHHBIE O
MOJIOKUTEITFHOM Pe3yNbTaTe ONEPATUBHOTO JICYCHUS SMUJICHTOTCHHBIX 0YaroB B COYETaHUU

C Tepanueill aHTUKOHBYJIbCAHTAMH M CUCTEMHOW MPOTHUBOBOCHAIUTEIBHOW TEpamuen, 4To



MO3BOJIMJIO JIOCTUTHYTh TMOJHOTO perpecca S3MHCHUHAPOMA C BO3MOXKHOCTBIO OTMEHBI
MIPOTUBOCYIOPOKHOM Tepanuu. [Ipy pa3BUTUM OKKIIO3MOHHOM WM JHUCPE30pOTHUBHOM
rugporedaru  y TalMeHTOB  HEHPOCAPKOMI030M  MPOBOIATCS  pa3ivyHbIe  BUJBI

JIMKBOPOLIYHTUPYIOIIMX ONEPALH.

8. MporHo3 NaumneHToB C HelPOCAPKOUA030M.

BonpmmHCTBO (MPUOIM3UTENBHO JBE TPETH) MALUEHTOB IEPEHOCIT MOHO(a3HBIN
BapHaHT Helpocapkongo3a 0e3 MOCIEAYIONMX PEeLUIUBOB, Yy OCTalIbHBIX 3a0oJieBaHHE
IIPOTEKAET BOJIHOOOPAa3HO, MEPUOJIbI OOOCTPEHMS UEPENYIOTCS € IEPUOAAMH OTHOCUTEIBLHOTO
Onarononyudus. HeOnmaronpusTHbIE HPOrHO3 AaCCOLMUPYETCAs C MOJOIBIM BO3PAcTOM,
[OpaKEHUEM T'OJIOBHOTO MO3ra, rujapouedanueil u cTolkoil MMMyHocynpeccuei Ha (oHe
teparuu. [IpumepHo 10% OOMBHBIX MOTHOAIOT OT caMOro 3a00JICBAHUS WIH OCJIOXHCHHIMA
Tepanud, BMECT€ C TEM COBPEMEHHBbIE METO/bl JIEUEHUS CapKOMJI03a CYIIECTBEHHO
YJIy4LIWINA IPOrHO3 HEWPOCAPKOM103a U KAYECTBO KU3HU ITALIUEHTOB.

HeiiponaTuss nuueBoro M JApyrux 4YEpEeNHOMO3IOBBIX HEPBOB IIPU  CapKOMI03€
HEpEJIKO MMeeT OJaronpHsITHOE TEUYEHUE U PETPECCUPYET B TEUEHHE HECKOJIBKUX HEJEINb,
OJIHAKO Yy YacTU MallMeHTOB MOXET peruauBupoBaTh. [lopaskeHue riasHoro Hepsa, 00JacTH
XHMa3Mbl MM 3pUTENIBHOIO TPaKTa paclieHUBaeTCs Kak HeOJaronpusTHOE, OCKOJIBKY MOXKET
IIPOrpeccUpoOBaTh A0 CTOMKON yTpaThl 3pE€HHsI HECMOTPS Ha JICUEHHUE.

KnuHnyeckre CUMOTOMBI aceNTHYECKOT0O MEHUHTUTA OOBIYHO HCYE3al0T B TEUEHHE
HECKOJIbKUX HEZENb, MPU 3TOM IUICOLMTO3 CIMHHOMO3IOBOM JKHUJIKOCTH MOKET JJIUTEIIBHO
coxpaHsTbcs. VI3MeHeHHs B TKaHU MO3Ta U MO3roBbIX 0o0osoukax Ha MPT Busyanusupyrorcs
JI0Jroe BpeMsi, HO 00BbEM MNaTOJIOTMYEeCKOM HM3MEHEHHWH (BeMMYMHA WM YMCIO 0YaroB) C
TEYEHHEM BPEMEHU YMEHBIIACTCS.

[Ipu3Haku  DHIOKPUHONATUM  pEAKO  Hcye3aloT  Ha  (oHe  Tepamuu
TJIIOKOKOPTUKOCTEPOUIaMU M OOBIYHO TpPeOyIOT MNPUMEHEHHS TOpPMOHO3aMEeCTUTEIbHON
Tepanuu. BereratuBHblE  paccTpPOMCTBA, HACTYNMBIIME  BCIEACTBHUE  MOPa)KEHUs
TUIOTalaMyca, NMpu CApKOUA03€ KaK MPABUJIO HE MCUE3al0T CIOHTAHHO M HYXJIAKTCA B
JOTIOJTHUTENBHOM TEepaInu.

Jleuenune 3MHCHHIPOMA MOXKET noTpedoBaTh JUTUTEIIBHOTO npuemMa
AHTUKOHBYJIbCAHTOB M OKa3bIBAaeTCsl 0OOJiee YCHEIIHbIM B Cllydae JOCTHKEHHUS KOHTPOJIS 3a
rpaHyJieMaTO3HBIM BOCHalieHueM. DHIle(anonaTrs U BacKyJonaTus Ipyu CapKOUJ03€ UMEIOT

HeOIaronpusTHOE BOJIHOOOpa3HOE TeUeHHWE W OOBIYHO Tporpeccupyior. Pacmmpenue



KEIyJOUKOB T'OJIOBHOTO MO3ra MOXET ObITh OECCUMNTOMHBIM, HO Yy YacTH NallMEHTOB
aCCOLMUPYIOTCA C OCTPBIM YXYALIEHUEM COCTOSHHS WIM IOCTEHNEHHO IPOrpecCUpyroLIeH
cumnroMatukoi. Ilepudepuueckas HeWponmaTus W MHONATHS HUMEIOT TEHICHIMIO K
IIOCTENIEHHOMY YXYALICHUIO, HO BO3MOJKHA JUIMTEIbHAs PEMUCCUS ITUX IPOSBICHUN

CapKoOn1034a.
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