2. ToTanbHOCTH yAaNeHUs TO—TIPEKHEMY SIBIISIETCS PEIUKTOPOM Oe3peuAUBHOIO IEPUO/IA.

3. Pannuii peruanB ramo6aacToM TpedyeT AadbHEHIIero u3yueHusi, BHEAPECHUS B PyTHHHYIO
MIPAKTUKY JIONOJIHUTENIbHBIX BapHaHTOB MOJIEKYJSIPHO-TEHETUYECKUX HCCIEAOBAaHUM I MOUCKA
TEHETHYECKUX OCOOCHHOCTEH TaKUX OIMyXOJiei, KOTOpble 00yCIaBIMBAIOT UX PAHHIOIO TPOTPECCHUIO.
[Tono6uble M3yuyeHUS HEOOXOIUMBI U OCYLIECTBIEHHUS OoJjiee KA4eCTBEHHOI'O JICUCHMsS ITOU
IpyNIbl NAIUEHTOB.
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HEBPAJITUSI TPOMHUYHOI'O HEPBA, PETPOCHEKTHUBHBII AHAJIU3
HEWPOXHUPYPITMUECKOI'O JIEUEHUA NEPBUYHOM HEBPAJII'UHU
TPOMHWUYHOI' O HEPBA

Pomanosa Antonuna Cepreesnal, Ctpyuok Apuna Cepreennal, Muxaiinosa Exatepuna IletpoBua
'Kadenpa neBponoruu u neiipoxupypruu

OI'BOY BO «Ypanbckuii rocyqapcTBEHHbIM MEIULIMHCKUN yHUBEpcUTET» MuH3apasa Poccun
2Cpep/yI0OBCKHUii 00IACTHOM OHKONOTHYECK il JUCTIaHCEp

ExatepunOypr, Poccus

AHHOTaANUA

Beenenne. Hespanrus tpoiianunoro Hepsa (HTH) siBnseTcst ogHOM U3 pacipoCTpaHEHHBIX MPO30MAITHNA U OTINYAeTCs
3HAUUTEJIBHON PACIPOCTPAHEHHOCTBIO U TKENBIM, JUIMTEIbHBIM TeueHueM. Ilesb ucciieqoBaHus — OLIEHUTh YacTOTy
xkuHIYecknx (hopm neppuaroit HTH, onpenenuts pons HelipoBackysipHoro koHdmukTa (HBK) B pa3sButHn nepBudHOM
HTH, ouenuts 3¢dekTuBHOCTS B 0€30IaCHOCTE MHKPOBACKYILIpHOH nexommpeccuu (MBJI) kopemika TpoiHHYHOTO
HepBa, M3Y4YHTh 3((GEKTHBHOCTh M OE30MACHOCTh XMPYPTHYECKHX METOJOB JIEYEHHS B CPaBHEHHH C JaHHBIMH
JUTEPATYpHBIX 0030pOB Hay4HBIX craTeld. MaTepuan m MeToabl. OOBEKTOM HCCIeIOBaHUS SIBIsUICS CBEpAIOBCKHUNA
00JacTHOH OHKOJIOTHYECKHH NIuCTaHcep. beima mpousBencHa aHanuThieckas padora ¢ 108 wmctopusmu Oone3Heit
MAIMEeHTOB, KOTOPBIE OBLIN TOCTIUTATM3UPOBAHBI C IHATHO30M HEBPAJITHUU TPOHHUYIHOTO HepBa B epuox ¢ 2018 mo 2023
TOJBI BKIIOUHTENbHO. Pe3yabTaThl. B xnnanke nepsuunoit HTH mpeo6iagaer mapokcusManbHelid penotun 6omu. Ilo
nanaeiM MPT cTopoHa KOH(GIHMKTa coBNaaana ¢ KIMHUKOW Juiib B 55,4 % cmydaes, B 31,5 % cimydaes HBK He Obiuio
obHapy>xeHo. Perpecc 6oneBoro cunaapoma nocie MBI B Teuenue 5—6 net HaObmonenus coctaBui — 75 %. Penuaus
6omu Habmromancs 13% cmydaeB. YacToTa OCIIOKHEHUH MOCIE HEHPOXHPYPrHUECKOro JiedeHus coctasuna 7,7%.
BuiBoabl. B ximuuke nepuuynoit HTH npeobnanaer mapokcusmanbHelii ¢eHotun Oonmu. Beem manmentam ¢ HTH
pexoMeH0BaHO BeinosnHeHrne MPT ronoBHOro Mosra npesxzie BCEro ¢ Lelblo UCKIoueHus npuauH Bropuanoit HTH, a
He HBK. Jlemonctpanuo HBK no nanaeiM MPT He cnenyer HCnonb30BaTh B KAYECTBE JUATHOCTHYECKOTO HHCTPYMEHTA
¢ 1eTbo ueKiTroueHus win noareepxxaenust HTH. MB/] siBisiercst ¢ dexTuBHbIM 1 Oe30nacHbIM MeTozioM Jieuennst HTH.
Cpasuenne s>ddexruBHoctd MBJl ¢ OatoHHONH MHKpPOKOMIIpECCHEH TaccepoBa y3ja M paJrodacTOTHOM aOisiuu
raccepoBa y3na (PHYA), nmoka3zano HekoTopoe npenmymiectBo MB/l B OTHOIICHNN JJIUTENLHOCTH perpecca 00JeBOro
CHHJpOMa U sIBHOE NperMyniecTBo MB/l Hax painoxupypruei npu JoiArocpoyHoM HaOIII0ICHUH.

KiiloueBble ¢JIOBa: HEBPAITHS TPOWMHUYHOTO HEpBa, OOJb, MAPOKCH3M, IMOCTOSTHHAs (opma, MHUKPOBACKYJISIpHAS
JIEKOMITPECCHSI.
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Abstract

Introduction. Trigeminal neuralgia (TGN) is one of the most common prosopalgia, characterized by significant
prevalence, difficult and long—term treatment. The aim of the study is to assess the frequency of clinical forms of primary
TGN, determine the role of neurovascular conflict in the development of primary TGN, evaluate the effectiveness and
safety of microvascular decompression (MVD) of the trigeminal nerve root, examine efficiency and safety of surgical
methods of treatment in comparison with literature reviews of scientific articles. Material and methods. Research object
was the Sverdlovsk Regional Oncological Dispensary. Analytical work was carried out with 108 case—records of patients
who were hospitalized with the diagnosis of trigeminal neuralgia from 2018 to 2023 inclusive. Results. The primary TGN
clinic signs are dominated by paroxysmal phenotype pain. According to MRI, the conflict side coincided with the clinical
signs in only 55.4% of cases, in 31.5% of cases TGN was not detected. Regression of pain syndrome after MVD during
5-6 years of observation was 75%. Relapse of pain was observed in 13% of cases. Complication rate after neurosurgical
treatment was 7.7%. Conclusion. The primary TGN clinical signs are dominated by paroxysmal phenotype pain. Brain
MRI is recommended to all patients with TGN above all to eliminate the causes of secondary TGN, not neurovascular
conflict (NVC). Demonstration of NVC on MRI should not be used as a diagnostic tool to remove or confirm TGN. MVD
is an effective and safe treatment for TGN. Comparison of MVD effectiveness with balloon compression of trigeminal
ganglion and radio frequency ablation of the trigeminal ganglion (RFA) showed some advantage of MVD regarding the
duration of the regression of pain syndrome and clear advantage of MVD over radiosurgery for long—term observation.
Keywords: trigeminal neuralgia, pain, paroxysmal event, permanent form, microvascular decompression.

BBEJEHUE

Hespanruss Ttpoitnuunoro Hepa (HTH) — npencraBiasier co0olt  XpOHHUYECKUI
Heijpornatnyeckuil 00JIEBOM CHHAPOM, XapaKTEPHU3YIOLIUICS peluIUBUPYIONIEH OZHOCTOPOHHEH
JULEBOM 00JIbIO, OTPAaHUUYEHHOW paclpoCTpaHEHUEM JiepMaToMa TPOMHUYHOTO HepBa [1].

PacnipocTpaHeHHOCTh HEBpAJIrMU TPOMHUYHOIO HEPBA JOCTATOYHO BEJIMKA U cocTaBiseT 30—
50 6onbubIX Ha 100 000 HAceneHus [2].

MexnyHnapoanoe oOmiectBo ronoBHoi Oonu (IHS) m MexnyHapoaHnas accoruanus o
m3yuenuto Oosmm (IASP) Beimenunm cnemyroniue stuonorudeckue kareropun HTH: mepBuunas:
KJaccudeckas, uauonarudeckas u BropuuHas HTH. Ilpu nepuunoil kinaccuueckoit popme HTH
00s13aTeIbHO HAJIM4YME HEHPOBACKYJISIPHOr0 KOHQIMKTA, NPUBOJSAIIETO K MOP(OIOTHYECKUM
M3MEHEHMSIM KOpeIllKa TPOMHUYHOTO HepPBa, B Cllyyae UANONAaTHYECKOH (hOpMbI HEHPOBACKYJIIPHOTO
KOH(JIMKTA HET, WM K€ OH HE MPHUBOIUT K MopdonoruueckuMm nsmeHeHusMm. Bropuunas HTH
pa3BuBaeTcs Ha (OHE MATOJIOIMYECKHX COCTOSHMN, TAaKUX KaK JIeMHETUHU3UPYIOIUe 3a00IeBaHus
MHC, onmyxomnu. Takxe Obun Kaaccu@uipoBaHsl ABa Gpenotuna: napokcuzmaibHas HTH u HTH ¢
COIYTCTBYIOMIEH NMPOJOKUTENBHON 601b10 [3].

Juarnoctuka HTH npeumyiiectBenHo knunndeckas. MPT siBisieTcst ”HCTpyMEHTOM BbIOOpa
npu obcnenoBanuu nameHToB ¢ HTH ¢ 1enbio HCKITIoueHus WK K€ MOJATBEPKIEHUS BO3MOXKHBIX
MIPUYMH KOMIIPECCUH TPOMHUYHOTrO HepBa. C 1enbio BepupuKauu MOPPOIOTHIECKUX N3MEHEHUN
Kopemika TpoilHuyHoro HepBa Ha ¢one HBK pytunnas MPT B craHgapTHbIX pekumax
(DRIVE/FIESTA) He sBusercss UWHPOPMATHBHOW, pPEKOMEHIOBaHa KOMOWHAIMS  TpEX
nocjeoBaTelbHOCTEN ¢ BBICOKMM pazpemienneM — 3D T2-s3Bemennoit, 3D TOF-MRA u 3D T1-
Gad, xoTopasi momoraeT He TOJbKO UCKI0UUTh BropuuHyto HTH, HO u onpenenuts BBI3bIBACT JIU
COCYAMCTBIN KOHTAKT MOp(hoJornyeckue n3MeHeHus Hepaa [3].

Tepanus nepsuunort HTH Brirowaer KOHCEpBAaTMBHOE JIEYEHWE IMPOTHUBOCYIOPOKHBIMU
IpenapaTamMmy, XMpypruieckie MeTo bl JIEUEHUS U JTy4EBYIO TEpAIHIO.

B kauecTBe MeIMKaMEHTO3HOTI'O JICYEHHS], Ha CETOAHSIIHNN JeHb, Hauobosee 3¢ HeKTUBHBIMU
npemapaTamu SBIsitoTcs kapoamazenud (200—1200 mr/cyt) mnm okckap6azenus (300—-1800 mr/cyT)
[1,4].

Xupypruueckue wmertonbl JsedeHus nepsuuyHod HTH BrirodaroT MHKPOBACKYJSIPHYIO
JIEKOMITPECCHUI0 Kopenika TpoiHnuHoro HepBa (MBJI), pagnodacToTHyI0 abismuio raccepoBa y3ia
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(PYA), 6aimtonHy10 MEKPOKOMIIpECCHIO TaccepoBa y3ia. K merogam myueBoit repanuu HTH otHOCAT
pagvoOXUpyprur0 raMMa—HoOXKoM [3,4].

Heab wuccaenoBaHWsi — OLEGHUTh YacTOTY IMApPOKCU3MAIBHOW W TOCTOSHHOW (opMm
nepsuyHoit HTH, onpexenuts ponb HelipoBackymspHoro koHduukra o nanasiM MPT B pasButun
MEPBUYHON HEBPAITHM TPOWHUYHOIO HEPBA, OICHUTHh MPOAOKUTEIBHOCTh perpecca, 4acToTy
penuauBa 060JIEBOr0 CHHIPOMA ITOCIIE MUKPOBACKYJIAPHON JEKOMIIPECCHH KOpEIIKa TPOWHUYHOTO
HEpBa, U3yYUTh OCJIOKHEHMS, BOSHHUKIIHME y manueHToB nocie MBJI, nu3yuuts 3¢¢heKTuBHOCTh U
0€30MaCHOCTh XUPYPTrHUECKUX METOJIOB JICUCHUSI B CPABHEHUH C JAHHBIMU JIUTEPATyPHBIX 0030pOB
Hay4HBIX CTaTeH.

MATEPHUAJI U METOJbI

Ha ©6a3ze CaepaoBckoro o0JacTHOTO OHKOJOTHYECKOrO JIMCIIAHCepa HaMu Oblia
NPOU3BEACHA aHAIUTHUYECKass paboTa C JaHHBIMH HUCTOpUN OOJe3HEeH MaIeHTOB, KOTOpBIE
MIPOXOIUIIN JIEYCHHE U ObUTH TOCTIUTAIU3UPOBAHBI C JMArHO30M HEBPAJITHH TPOIMHUYHOTO HEpBa (KO
o MKB G 50.0) B nepuoz ¢ 2018 mo 2023 roasl BKIOYUTENHHO. B JaHHOM BpeMEHHOM JMana3zoHe
Obla mpoBeaeHa pabora co 108 uctopusamm Oonesneir. [locme anammza ucropuii 00JIE3HEH MBI
OCYIECTBIISUIA 3BOHOK MAIIEHTaM 10 Tee(oHy, yKa3aHHOMY B HCTOPUH OO0JIE3HN CAMOMY MalUEHTY
WJIM €r0 POJCTBEHHUKY B CIIy4ae HE CBEPUIMBIIETOCS pa3roBopa ¢ nanueHTom. B xone tenedonnoro
pasroBopa MbI 3a/1aBAIA BOTIPOC, CBSI3AHHBIN C OCJIOKHEHUSMH TTOCIICOTIEPAIMOHHOTO MEPHOAa IO
MIPOLIECTBUH BPEMEHHU.

PE3YJIbTATBI

OneHka 4YacTOThl TMAPOKCU3MAJIbHOW U COMYTCTBYIOMIEH MPOJOIKUTENBHON OO0JbIO
(moctostHHOM) dopm. TIpoaHanu3mpoBas kajao0bl MAMEHTOB Ha MEpBHYHBIX Npuémax ¢ 2018 mo
2023 ronpl BKIOYUTENIHHO, OBLIO BBIBIECHO, YTO MPEOOsafacT mapoKCU3MaIbHbld (peHoTun 6onum
HTH, xak B Ka)JIOM TOAy OTHIEIbHO, TaK U B cymMme 3a 5,5 siet. Ha rpaduke (Puc. 1) npeacrasneHo
pacnpeznenenue Ooseld 1o (EeHOTHIAM MpPU HEBPAITHU TPOMHUYHOTO HEpPBa B IMPOLIEHTHOM
COOTHOILICHUH.

B [Tapoxcusmanbsaast opma B [Tocrostuaas hopma

Puc.1. IlpouentHoe cooTHOLIEHUE ABYX (eHoTunos coneii nmpu HTH: napokcuamanbHO# U COMyTCTBYOIEH
MPOJIOIDKUTENLHOM O0JIBIO (TTOCTOSHHOI) hopm

Pons HBK no nanueim MPT ronosHoro mosra y mauuerntoB ¢ HTH. U3 108 mauuenTos,
TOCIUTAIU3UPOBAHHBIX C TMArHO30M HEBPAJITMU TPOMHUYHOTO HepBa B iepuoa ¢ 2018 mo 2023 rozst
BKJIFOUMTENbHO MPT—3akimoueHre ObljI0 HalJIEeHO U MpoaHAIM3UPOBaHo y 92 nmanueHToB. Bo Bcex
cny4dasx MPT romoBHOro Mo3ra ObUIO BBINOJHEHO B cTaHmapTHhIX pexumax (DRAIV/FIESA).
XapaKTepUCTUKH, IT0 KOTOPBIM OBLIO MPOU3BEICHO CPAaBHEHUE: CTOPOHA KIIMHUYECKOTO MPOSIBICHHUS
coBnagaer ¢ MPT-mpu3HakamMu KOH(IUKTA, CTOPOHA KIMHUYECKOIO MPOSIBIEHUSI HE COBMANAET C
MPT-npusznakamu koH(paukta, MPT-mpusnakoB HBK ner u MPT-mpusHaku KoH(pIMKTa
MPUCYTCTBYIOT Ha o0oux cropoHax. [lanHble mocie aHanuza MPT-—3akimoueHuil nanueHTOB
NpeJCTaBlIeHbl Ha Trpaduke B NPOLEHTHOM COOTHOLIEHMH B CyMME 3a 5 JIeT MO KaXaoh
xapakrepuctuke (Puc. 2).
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n ClOpOH’d KIIMHUYCCKOI'O IMPOABJICHHA COBIAAACT C I\/IPT-II])H?H'JI\’&MH l\'OH(I)JII’II\'l‘d

= CTopoHa KIMHUYECKOTO MPOSBICHUS He coBmanaeT ¢ MPT-npusHakaMu KoH(IUKTA
Kruangeckoe mposiBIieHHe eCTh ¢ 0HOH cTopoHbl, MPT-npu3naku kKoH(IIKTA
OTCYTCTBYIOT Ha O0OOMX CTOpPOHAX
MPT-npu3Haky KOHGUIMKTa TPUCYTCTBYIOT Ha 000X CTOPOHAX

Puc.2 Poxs HBK no nanasiM MPT romnoBHoro mosra y nanuerros ¢ HTH

[TpoananusupoBaB pesynbratel MPT uccnenoBanuii, MOKHO CAENaTh BBIBOJI, YTO CTOPOHA
KJIIMHUYeCKoro nposiBiieHus conagaetr ¢ MPT npusznakamu HBK B 55,4% ciyuas, B 31,5% cnyuaes
y nauuentoB ¢ HTH npusHaku koH(IMKTa HE BU3YaIU3UPYIOTCA, TaK K€ B HEOOJBIIOM MPOIICHTE
ciyqaeB 7,6% u 5,4% HBK mpucyTcTByeT Ha O€CCUMITOMHON CTOPOHE WIIM Ha OOOMX CTOPOHAX
COOTBETCTBEHHO.

[Ipu onenke >ddexkruBrocTH MBJ] aHanmm3upoBaniachk JIUTEIBHOCTh perpecca 00JIEBOTO
CHUH/IPOMA U YacTOTa PEIAMBa JHIEBOW OOMH Mocie XUupyprudeckoro jeueHus. [lanuentsl Obun
paszeneHbl Ha TPyMIbl: | Tpymnmna — AIUTEIRHOCTh HaOmofeHus no 5—6 ner, 2 rpynmna —
JUIUTEIBHOCTh HAOMI0AeHUS 10 3—4 JIeT u 3 Tpymia — ATUTeNbHOCTh HabmoaeHus 1o 2 et (Tabnuua
1). PeuauB nuieBoit 00m y manueHToB mocie 3 ()EeKTUBHON MUKPOBACKYJISIPHON EKOMITPECCUU
KOpelIKka TPOMHUYHOro HepBa HaOmoancs Bcero B 13% ciydaes (12 manueHToB).

Tabmuma 1.
OreHka JUIMTENBHOCTHU perpecca 601eBoro cunapoma nocie MBJI

¢ dekTHBHOCTH

2018-2019 — 1 rpynmna 5—
6 JieT HA0II0AeHUsT

2020-2021 — 2 rpynna 3—
4 roga Ha0JI0AeHUs

2022-2023 — 3 rpynna 1—
2 roja HaOJIIOAEHUS

Iosnblii perpecc

22 nanuenra (75%)

23 manueHTtoB (85%)

27 naumenra (79%)

YacTuunslii 3¢ dext

2 manuenTos (6,8%)

2 manuenTa (7,4%)

4 nmanmenta (11%)

Her 3¢ppexra

5 marmenTa (17%)

2 manuenta (7,4%)

3 maruenTa (8,8%)

Bcero manmuenToB:

29

27

34

W3 Bcex manueHToB, KOTOPHIM OBLIO BBIMOJIHEHO XUPYPruieckoe JeueHue Toiapko y 7 (7,7%)

OBLITH BBISIBJIICHBI OCJIO’KHEHHMSI, TAKHE KaK: OHEMEHHUE B JIMIIC Ha CTOpOHE 00y y 5 marueHToB (5,5%),
HapyuieHue cinyxay 1 manuenra (1%), TMKBOppest U3 mocieonepamonHoi pansl y 1 manuenra (1%).

Onenka 3 pexkTUBHOCTH U 6€30MaCHOCTH XUPYPrUUY€CKUX METOJIOB JI€UEHHUS B CPAaBHEHUU C
JaHHBIMHU JIMTEPATYPHBIX 0030pOB HAy4HBIX cTaTell. Ha ceroaHAnIHuiA 1eHb He BBISIBIEHO HU OJJHOTO
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PKMU, noxa3pIBaromiero mpeBoCcxoACTBO KaKOr0—Iu00 METOIa XUPYPTUUECKOTO JICUESHHUS IEPBUYHON
HTH.

B o1HOM HEpaHIOMU3UPOBAHHOM ITPOCIEKTUBHOM HCCIEA0OBAHUU OLICHUBAIKMCH PE3YJIbTAThI
gyepes 3 rona nociae MBJI o cpaBHeHHIO ¢ OayTIOHHON MHKpokommpeccuedd 1 PUA, mokasas, 4to
MB/I o6ecnieunBaeT 607NN TPOILIEHT 0€300JIEBOTO cTaTyca 4yepe3 36 MecsIeB 10 CPaBHEHHIO C
OamtoHHOM MuKpokommpeccueit 1 PUA. PerpocriekTuBHOE MCCIIEOBaHUE C TIEPHOIOM HAOIIOICHUS
B TeUeHUe 2—3 JIeT 0Ka3ajo, YTO 3HAYUTEIBHO OOJIbIIIE MAIUEHTOB MOJHOCTHIO U30aBUIIMCH OT O0JIH
nocsie MBJI, 4em mociie 6auIoHHOM MUKPOKOMITPECCHH raccepoBa y3ia. beiio 00HapyKeHO YeThIpe
HEPaHJOMHM3UPOBAHHBIX IPOCIEKTUBHBIX UCCIIEI0BAHNS, B KOTOPBIX CPABHUBAIUCH JOJITOCPOUHBIE
pe3ynbratel mociie MBI 1 pagnoxuypruu raMMa—HOXKOM B OOIIEH CIOKHOCTH y 561 manuenra. Bee
HCCIEA0BaHUS MPOJEMOHCTPUPOBAIH ITpeBocxo1cTBO MB/I Haa paanoxupyprueit co 3HaUnTEIbHON
BenmunHOM A dekra, yepe3 5 net nmocie MBJI perpecc 6omu vHabmronan y 61-88% manueHToB U B
33-56% cnyyaeB mocie raMMma—Ho)ka. BOJBIIMHCTBO 3aperuCTPUPOBAHHBIX OCIOXKHEHHH Mocie
XUPYPTUYECKUX METOJOB JICUCHHS SBISIOTCS MPEXOSIINMH, a CEPhe3HbIE MOCTOSHHBIC MTOOOYHBIC
s dexThI BcTpeuaroTes penko [5,6,7].

OBCYXIEHHUE

HeBpanrus TpoMHMYHOTO HEpBa SIBJISAETCS OJHOW M3 CAMOW PACIPOCTPAHEHHOW MPUUYMHOMN
muneBol 6omu. Ha ceronHAImIHMI €Hb ONpENENeHbl TOYHbIE KIMHUYECKUE KPUTEPUH JaHHOIO
3aboneBanus. JJuarnoctuka HTH npenmymectBenHo kianHudeckas, MPT ronoBHoro mosra gomkHa
HCIIOJIb30BaThCS BCEr/a, Mpexae Bcero Juis uckiarodeHus npuuuH BropuyHoi HTH. CranpaptHas
MPT B pexxume T2 ¢ BeicokuM npoctpaHcTBeHHBIM pa3pemenueM (DRIVE, FIESTA) e no3Bomsier
OTpa3uTh Hanmu4yre Mopgomornueckux n3menenunii kopemka HTH na ¢pone HBK, Takum obpazom
HEJIb3s1 TOYHO YTBEPKIaTh, sABisercsa au Hannune HBK npuunnoit HTH nnu ero MoxHO pacueHuThb
KaK BapUaHT HOPMAJIBHOM aHAaTOMUU. MBJI siBisercst omHuM 13 3G EeKTUBHBIX U 0€30MaCHBIX METOJIOB
neuennss HTH. Ananmu3 a¢gdexruBaoctt MBI B cpaBHennu ¢ PYA u 6aioHHON MUKPOKOMITPECCUEH
raccepoBa y3ia, IO JaHHBIM 0030pOB HAy4HBIX CTaTel, MoKa3ayl Oojiee UIMTENbHBIA perpecc
6oneBoro cunapoma nocie MBJI, a B cpaBHeHuu ¢ panuoxupyprueii MB/ npoaemoncTprpoBana
IIPEBOCXO/ICTBO MPH JI0JITOCPOUHBIX HAOIIOIEHUSAX B 3HAUUTEIBHON CTETIEHU.

BbIBO/IbI

1. B xnnnuke nepsuunoit HTH npeo6iianaetr napokcusaManbHbIi (GEHOTUIT OOIH.

2. Becem nmammentam ¢ HTH pekomennoBano BeinonHenue MPT ronoBHoro mosra mpexie
BCEro ¢ Lenblo HcKiIoueHus npuuuH BropuuHo HTH, Takmx kak oObeMHble 00pazoBaHus
TOJIOBHOT'O MO3TI'a, PACCESHHBIN CKJIEPO3.

3. Jlemonctpanuio HBK mno nanubim cranmaptHoii MPT (pexumsr DRIVE/FIESTA) ne
clelyeT HCIOJIb30BaTh B KAaue€CTBE JMATHOCTUYECKOTO HWHCTPYMEHTA [UJIsi JAUArHOCTUKH WIIK
uckioueHus nepsuyHoid HTH y nanuenToB ¢ nuneoit 00ibto.

4. MuxkpoBacKyJsipHasi JeKOMIpEeccusl aBiseTcs 3(PQPEeKTUBHBIM U 0€30MacHBIM METOJO0M
xupyprudeckoro seueHuss HTH. Perpecc GoneBoro cunapoma nocie MBJ[ B moarocpounom
nepuojie HabmoieHuit coctaBuil 75%. Penuaus 6o1m Habmogancs B 13% ciryuaes.

5. HacToTa OCIIOKHEHUH MOCIIe HEUPOXUPYPTUUECKOTO JieueHus: coctaBmia — 7,7%. CambiM
pacnpoCTpaHEHHBIM U3 HUX OKA3aJIOCh OHEMEHUE B JIMLE HA CTOPOHE ONEPALIUH.

6. CpaBHenue 3¢ dextuBHocTH MBJ[ ¢ 06amioHHOM MHKpPOKOMIIpECCHEN raccepoBa y3jia U
PYA, no naHHbIM 0030pOB Hay4HBIX CTaTel M MPOBEACHHOMY HCCIIEI0BaHMIO, TOKAa3aJI0 HEKOTOPOe
npeumymiectso MBJl B oOTHOmIEHMH JUIMTETBHOCTH perpecca OO0JIEBOTO CHHApPOMA H SBHOE
npeumytiectBo MBI Han paguoxupyprueil raMMa—HOKOM TMPU IOJITOCPOUYHOM HAOTIOACHUU.
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HACJIEACTBEHHBIE HEfIPOI[EFEHEPATHBHI)IE 3ABOJIEBAHUA C
HAKOIIVIEHUEM KEJIE3A B I'OJIOBHOM MO3I'E: AHAJIN3 KJIMHHUYECKOI'O
CJAYYASL NBIA 2 B, OBYCJJIOBJIEHHOI'O BAPUAHTAMM B TI'EHE PLA2G6
densaxoBa TaTbsaHa BJ‘IaI[I/IMI/IPOBHal, OscoBa Omnbra BI/IKTopOBHal'2

1Kadempa HeBponorny n HEHPOXUPYPrUU

OI'BOY BO «Ypanbckuii rocyJapCTBEHHBIM MEIULIMHCKUN YHUBEpcUuTeT» Mun3apasa Poccun
TAY3 CO «KIMHUKO—IHAarHOCTHYECKHI ueHTp «OxpaHa 3/J0pOBbsSI MAaTEpU U PEOEHKA
ExarepunOypr, Poccus

AHHOTAIUSA

Beenenne. Heliponerenepanuu ¢ HakKOIUIEHUEM Jkelie3a B TOJI0OBHOM Mo3sre (NBIA) — oOuiumii TepMuH, OXBaThIBAIOLIMN
IPyMIy HACICACTBCHHBIX HEBPOJOTMYCCKHUX 3a00JICBAHUMN, XapaKTEPU3YIOMIMXCSl aHOMAIBHBIM HAKOIUICHHUEM JKeje3a B
0a3aJbHBIX TaHTJHUIX, MPOSBIIOIIUXCS MOJTUOPTAHHBIM TTOPAXKCHUEM, B TOM YHCIE CO CTOPOHBI HEPBHOW CHUCTEMBI.
Matepuan u MeToAbl. MOJCKYSIPHO-TEHETHYECKOE HCCIICAOBAHHE METOJOM MACCOBOTO  MapayjieIbHOTrO
CEKBEHUPOBAHMUS TapreTHAs MaHellb «boIbIias HeBpOIOTHIECKas TaHeNby, GepMEHTIHATHOCTHKA Ha PSAJ] TH30COMHBIX
Ooyie3HEeH HAKOIUICHWs, MOWCK MyTanuii B reHe FXN, MarHUTHO—pe30HaHCHas ToMorpadus TOJOBHOTO MO3Ta.
CraTtuctudeckass o0pabOTKa METOJOM BapHAIlMOHHOHN CTAaTHCTHUKH C HCHOJBb30BaHWEM mporpammel Microsoft Excel,
makeTa mporpamMM STATISTICA for Windows. Pe3yabTaTtsl. B cTaThe moka3ana pacipocTpaHEeHHOCTh 3200I€BaeMOCTH
NBIA B CsepioBckoit obmactu. [IpoBeneH aHamu3 KIMHUYECKOro ciydas 3aboneBanusi NBIA 2B (610217),
o0ycnoBneHHOro BapuaHTaMu B reHe PLA2G6 B KOMIIayHI-T€TEPO3UTOTHOM COCTOSIHUH, C 8yTOCOMHO—PEIIECCUBHBIM
TUTIOM HaclienoBaHus. [IpecTarieHa KIMHUYECKAs KapTHHA, JTAHHBIC MAaTHUTHO—PE30HAHCHOH TOMOTrpaduu roJI0BHOTO
Mosra. BeiBogbl. MPT — Beagymuii AMarHocTU4ecKUd METOJA Ha 3Tane, MPEeAIIECTBYIOIEM TIE€HETUYECKUM
uccaenoBanusaM. [ MosekynsipHo—TeHeTHdeckoit Bepudukanmu NBIA npennodturenbHee METOAbI MacCOBOTO
mapajjielbHOro  cexkBeHHpoBaHMsA.  OcHOBHas ~ HeBpojorndyeckas  cummromatuka NBIA  mpencraBneHa
IKCTPAUPAMHUIHBIMH, HPAMHIHBIMUA, MO3KCYKOBBIMH  PACCTPONMCTBAMHM, ICEBAOOYILOAPHBIM  CHHIPOMOM,
SMUJICTICUEH.

KioueBble ciioBa: Heliponerenepanusi ¢ HakoIUIEHMEM 3keine3a B TrojoBHOM wmosre, MPT ronoBHoro mosra,
AKCTpaTUpPaMUIHBIC PACCTPOUCTBA.

HEREDITARY NEURODEGENERATION WITH BRAIN IRON ACCUMULATION:
ANALYSIS OF ACLINICAL CASE OF NBIA 2B CAUSED BY VARIANTS IN THE PLA2G6
GENE

Fedyakova Tatyana Vladimirovna!, Ovsova Olga Viktorovna®?

!Department of Neurology and Neurosurgery

Ural State Medical University

2Clinical and Diagnostic Center for Maternal and Child Health Protection.

Yekaterinburg, Russia

Abstract
Introduction. Neurodegeneration with brain iron accumulation (NBIA) is a general term covering a group of inherited
neurological diseases characterized by abnormal iron accumulation in the basal ganglia, manifested by multi—organ

149



