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[Tporpeccupytoue apurarenbubie Hapyumenus y 92%, HOTO y 76% (cupunromuenus —
80%, ABM — 100%, arakcus ®@punpeiixa — 58%). Crpatudukanms: CUpUHTOMHUENUS: XUPYPrus
npu KucTe >4 MM/TIPOrPEeCCHpPOBAHMHU; KOHCEPBATUBHO MpU CTAOMIBHBIX (opmax. ATakcus
@puapeiixa: NpPeHMMYIIECTBEHHO KOHCEpBAaTHUBHO; XUPYprus Mpu CcKojiuose/cteHoze. ABM:
sMO0IM3ausA/pe3eKMsl IPU PUCKE KPOBOTEUEHUs; HaOirofeHue Npu OSCCHMITOMHOM TEUYEHUHU.
[Ipennioskena crpatuuKkanus JiedeHus, OCHOBaHHast Ha creuuguke naronorun u pucke HOTO.
MynpTUAMCUMIIIMHAPHBIN TOAXO0] ONTUMHU3UPYET UCXOBI.
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AND SYSTEMIC SPINAL DISEASES: OPTIMIZATION OF MANAGEMENT TACTICS
FOR SYRINGOMYELIA, FRIEDREICH'S ATAXIA, AND ARTERIOVENOUS
MALFORMATIONS
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ANNOTATION
Progressive motor disorders in 92%, POD in 76% (syringomyelia — 80%, AVM - 100%,
Friedreich's ataxia — 58%). Stratification: Syringomyelia — surgery for cyst >4 mm/progression;
conservative for stable forms. Friedreich's ataxia — predominantly conservative; surgery for
scoliosis/stenosis. AVM - embolization/resection for bleeding risk; observation for asymptomatic
cases. A treatment stratification based on pathology specificity and POD risk is proposed. A
multidisciplinary approach optimizes outcomes.
Keywords: syringomyelia, Friedreich's ataxia, spinal arteriovenous malformations,
treatment stratification, neurosurgery, conservative therapy, pelvic organ dysfunction, Chiari
malformation, scoliosis, multidisciplinary approach.
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TUG'MA VA SISTEMIK UMURTQA KASALLIKLARI BO'LGAN BEMORLARNING
KLINIK-NEVROLOGIK STRATIFIKATSIYASI: SIRINGOMIYELIYA, FRIDREYX
ATAKSIYASI VA ARTERIOVENOZ MALFORMATSIYALARDA BOSHQARISH
TAKTIKASINI OPTIMALLASHTIRISH

ANNOTATSIYA
Progressiv harakat buzilishlari 92% da, ChAFB 76% da (siringomiyeliya — 80%, AVM -
100%, Fridreyx ataksiyasi — 58%) aniglandi. Stratifikatsiya: Siringomiyeliya — Kista >4
mm/progressiyada jarrohlik; bargaror shakllarda konservativ. Fridreyx ataksiyasi — asosan
konservativ; skolioz/stenozda jarrohlik. AVM - qgon ketish xavfida embolizatsiya/rezektsiya;
asimptomatik holatlarda kuzatuv. Patologiya xususiyati va ChAFB xavfiga asoslangan davolash
stratifikatsiyasi taklif etildi. Multiditsiplinar yondashuv natijalarni optimallashtiradi.
Kalit so'zlar: siringomiyeliya, Fridreyx ataksiyasi, umurtqga arteriovenoz malformatsiyalari,
davolash stratifikatsiyasi, neyroxirurgiya, konservativ terapiya, chanoq a'zolari funksiyasining
buzilishi, Kiari anomaliyasi, skolioz, multiditsiplinar yondashuv.

AKTyanbHOCTh. BpoxaeHHble W cHucTeMHblEe 3a00JieBaHUS ITO3BOHOYHMKA, BKIIOYAS
CHUPUHTOMHENHIO, aTakcuio Dpujpeiixa U civHanbHble apTepuoBeHO3HbIe Maibpopmanuu (ABM),
NPEJCTABISAIOT YHUKAIbHYI0 KIMHUYECKYI0 MpoOjeMy B COBPEMEHHOH HEBpPOJOTHMM U
Heiipoxupypruu. HecMoTpst Ha OTHOCUTEIBHO HU3KYIO PACIPOCTPAHEHHOCTh (COCTaBIIsAs OKOJIO 5%
B CTPYKType BepTeOpOreHHON MaTOJOTMU IO JAaHHBIM CHEIHMAIM3UPOBAHHBIX LEHTPOB [6]), 3TH
COCTOSIHMSI XapaKTEpU3YIOTCS IPOTPECCUPYIOIUM TEUEHUEM, BBICOKMM PHCKOM TSDKEIOIrO
HEBPOJIOTMYECKOT0 JepHINTa W HMHBAIMIU3ALUM. OKOHOMHUYECKoe OpeMs 3TuxX 3abosieBaHUM
nocturaetr $1,2 mapa exxeroquo B crpanax CHI', Bkitoyas 3aTparhl Ha Jie4eHHE, peaOHIUTALIUIO U
notepro TpynocrnocodbHocty [1]. Ocobyro 3HaYMMOCTh MpUOOpeTaeT HapylIeHne (PyHKIIMUA Ta30BBIX
oprano (H®TO), pa3suBatomeecss y 60-85% malueHTOB U CYIIECTBEHHO CHIDKAIOIIEE KaueCTBO
xu3Hu [7, 20]. Ilo nmanHeIM MexayHaponaHbix uccienoanui, HOTO npu cupunHromumenuu
aCCOLMMPOBAHO C 4-KpaTHBIM YBEIMYEHUEM pPHUCKA JIENPECCUBHBIX PACCTPONCTB U 3-KpaTHBIM
CHI)KEHHMEM COLIMAJIBHOW aJanTalHH.

CHOXHOCTb BEJEHHMS OTOM TpYNNbl TMAlMEHTOB OOYCJIOBJIEHA TI'€TE€POreHHOCTHIO
MAaTOreHETUYECKUX MEXaHU3MOB, BapHaOEIbHOCTBIO KIMHUYECKUX MPOSBICHUN U OTCYTCTBHUEM
€IMHBIX aJTOPUTMOB JieueHUs. XoTs cupuHromuenus (3% ciay4aeB) siBisieTcss Hanbojee 4acToi B
9TOl Kareropuu, atakcus @punpeiixa u ABM TpeOyloT NPUHIMOHAIBHO HHBIX CTpaTETHil.
CoBpeMEHHbBIE JOCTH)KEHHMSI B TIEHETHKE, HEHpOBU3yalM3allMM M MHHUMAJIbHO WHBAa3HUBHOU
HEHPOXUPYPrUM OTKPHIBAIOT HOBBIE BO3MOXKHOCTH Ul NIEPCOHAIN3MPOBAHHOIO MOJAXOAA, OJHAKO
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UX BHEJpPEHHE B KIMHUYECKYIO0 NPAKTUKY 3aTPyJHEHO u3-3a (ParMEHTapHOCTU JAaHHBIX H
OTCYTCTBHS CUCTEMATU3HPOBaHHBIX pekomenaauui [10, 18].

Leas ucciaenoBanms — paspaborars AuddepeHInpoBaHHBIN MOAXOA K CTpaTH(PHUKAIUU
HEHPOXUPYPru4ecKoro M  KOHCEPBAaTUBHOIO JIEYEHMsT Ha OCHOBE aHaln3a  KIWHUKO-
MHCTPYMEHTAJIbHBIX JTaHHBIX U pakTopoB pucka HOTO.

Marepuajabl 1 METOABI

JuzaifH wuccnenoBaHusi: PeTpOCHEeKTHBHBIM KOTOPTHBIM —aHanu3 MCTOpuil  Oosie3HH
MAIMEeHTOB, HAXOUBIIMXCA Ha JiedeHnu B HanmoHnanbHOM 1eHTpe Helipoxupypruu (r. TamkeHT) B
nepuox 2018-2023 rr. HMccnenoBanue og00peHO JIOKAIbHBIM 3THYECKUM KOMHUTETOM (TIPOTOKOI
Ne12-2023).

Kpurepun Bkmouenusi: BepudunupoBanuelii  aumarto3:  cupunromuenus (MPT-
nonrBepxaeHHas) [11, 17], artakcus @puupeiixa (IreHETHUECKOE TECTHPOBAHUE, KIMHUKO-
Heipodusnonorudeckue kpurepun) [9, 10], ABM noszBonounuka (KT/MPT-anruorpadus) [4, 13,
16, 21, 22]; nanuumne HeBpoioruueckoro aedunura u/umu HOTO [7, 19, 20]; Bo3pact ot 16 mo 60
net; nHGOPMHUPOBAHHOE COTJIACKE HA yYacTHE B UCCIIEJOBAHUH.

Kpurepun HCKIIOYEHHS: BTOpUYHbIE (OPMBI CUPHUHIOMUENIMU (TIOCTTpaBMaTUYECKHE,
OITyXOJIEBBIE); COMYTCTBYIOIIAs OHKOJIOTMYECKAasi MAaTOJIOTHs; TsDKeas coMaThyecKas MaToJIoTus
(NYHA HI-1V, XBIT 4-5 cT.); 0TKa3 ManyeHTa OT Y4acTUs B HCCIICIOBAHUH.

Xapakrepuctuka Koropthl (n=42): Cupunromuenus: 25 mnanueHtoB (59,5%), cpenuuii
BospacT 31,2498 ner; Atakcus @punpeiixa: 12 mauuentoB (28,6%), cpennuii Bozpact 24,3+6,7
net; ABM no3Bonounuka: 5 narueHToB (11,9%), cpeanwnii Bo3pact 27,8+12,1 ner.

Mertoasl  obcnenoBanus.  Hempomormueckuit  craryc:  Illkama  ASIA  (omenka
JIBUTaTeNIbHBIX/dyBCTBUTENbHBIX (hyHKIMM); [1Ikana SARA (Scale for the Assessment and Rating of
Ataxia) juis arakcunm @punpeiixa [8, 19]; Onenka HDTO (ypoduioymerpus, ypoauHaMuKa,
JHEBHUK Moueucnyckanus, mkaia Urinary Symptom Profile) [7, 19, 20].

Heitposusyanuzamms: MPT no3Bonounuka/romoBHoro mosra (1.5 Ta u 3.0 Tin): ouenka
pa3Mepa CUPMHIOMHUEINYECKON KUCTBI, CTENIEHH KOMIIPECCUM CIIMHHOI'O MO3ra, HAJIMYUsl aHOMAaJIuU
Kuapu [5, 11, 17]; KT-auruorpadus/MP-anruorpadus: Busyanusauus ABM, onpenenenue tuna
(mo Cnerunepy-MaptuHy), pa3MepoB, IpeHUpyoomux Bed [4, 13, 16, 21, 22].

WuctpymenTanbubie MeTobpl: DHMI (7151 OLleHKH IPOBOJIUMOCTH 110 CIIMHAIBHBIM Iy TSIM);
CPBM  (comaroceHCOpHBIE  BBI3BaHHBIE  IOTEHUManbl) npu  atakcuu  Dpuapeiixa;
Tpanckpanuansnas wmaruutHas ctumyssinus (TKMC) i onmeHKM  KOPTHUKO-CHMHAIBHON
IIPOBOJMMOCTH.

Cratuctuueckue  Meroabl.  Mcnonp30BaHbl  METOABI  ONMCATENBHOM  CTATUCTHUKH,
KoppensuuoHHbld aHamu3 (CrnupmeH), kputepun ManHa-Yutau u ®umepa (p<0,05). Pacuer
otHOocuTenbHOTO prucka (OP) u orHomenus mancoB (OLL) ans pakropoB HOTO. MHoromepHsbIii
PErpecCUOHHBIM aHaIM3 JJIs MOCTPOEHUS] MPOrHocTHYecKoi mMoaenu. CraTucTudeckas oOpaboTka
BbinosnHeHa B IBM SPSS Statistics 28.0 u R 4.2.1.

Pe3yabTaTsl 1 00cyKI1eHUE

1. Knuauko-nemorpaduyeckas xapakrepuctuka u yacrora HOTO

Cupunromuenusi (n=25). Ilpeobnamanue meiHON nokanu3auuu Kuctbl (76%). HOTO
BeIsiBIIEHO y 80% manueHToB: 3agepxkka mouu (56%), cmemanuwiii tan (24%). Koppemsus
pa3Mepa KHCTHI ¢ BbIpakeHHOCThI0O HDTO (r=0,71, p<0,01). Y mamuenToB ¢ anomanueir Kuapu
H®TO Berpeuanock B 2,3 pa3za yamie (p<0,05). Jlanabie cornacyrotes ¢ uccienoBanueM Heiss et al.
(2019), rae pazmep KucThl >4 MM accouunpoBaics ¢ S-kpaTHsiM puckom HOTO [17].

Artakcus @puapeiixa (n=12). HOTO y 58% (uenepxanue moun — 42%, umnepaTuBHbIE
nmo3biBel — 16%). CBs3b ¢ mmmrenbHOCTRIO 3a0oneBanus (Ol=4.2, p<0,05) u skcnancueit GAA-
noBTopoB B rene FXN (r=0,68, p<0,01). Pe3ynbraTsl moarBepkaatoT nanHele Delatycki et al.
(2020) o mporpeccuBHOM AereHepay JopcaibHbIX cT0a00B kKak ocHoBe HOTO [9].

ABM no3Bonounuka (n=5). HOTO y 100% (octpast 3aaepxKa MOYH MPU KPOBOU3IUSIHUH —
60%, xponunueckas popma — 40%). Puck remopparuu npu pazmepe ABM >3 cm (OL11=6,8, p<0,01).
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Cxonnble nansble npuBoauT Flemming et al. (2021), ormeuas 85% wacrory HOTO npu
uHTpaMmenyJspHbeix ABM [13].

2. Crpatudukaius JIe4eHus 0 HO30JIOTHYeCKUM (opMam

A. Cupunromuenus (n=25). Kpurepuu crparupukaimm:

I'pynna BbICOKOro pucka (HeHpOXMpyprusi): pasmMep KUCThl >4 MM; IPOTrpecCUpOBaHUE
HeBponoruyeckoro nedunura (cHmwkenue ASIA 3a 6 mec.); acconmanus ¢ anomanueir Kuapu I
Tuna; peppakrepHas 60b.

TaxTuka: nekoMnpeccuBHas KpaHHOBepTeOpalibHas AEKOMIPECCHs + IIYHTUPOBAHUE KUCTHI
(@pdextuBHOCTH B oTHOMIEHUU HDTO — 78%) [5, 12]. ¥V 22% manueHToB OTMEYEHBI OCIIOKHEHHUS
(mukBOpHas ¢uctyna, MHOUIUPOBAHHUE NIYHTA).

I'pynna ymepeHHOro pucka (KOHCepBaTHMBHAsi Tepamus): CTaOWUJIBHBIN pa3Mep KUCTHI
(<4 MM); MUHUMAJILHBIN HEBPOJIOTMUYECKUM eUINT; OTCYyTCTBUE aHoMamnu Kuapu.

TaxTuka: HeHpONpPOTEKTOPHI (aKTUTrUApod, nepedponusun), JIOK (crabunuzanus meiHoro
otaena), Mmouutopur MPT 1 pa3 B 12 mec.

b. Arakcus ®puapeiixa (n=12)

KoHcepBaTuBHOe BeieHHe (OCHOBHAsl cTpaTerus): peabuiuTanus (KOPPEKIUs aTaKCHH,
npopMIakTUKa KOHTPAKTYP); KapIUOMpOTEeKIus (mpu Kapauomuomnatuu); sedenne HDTO: o-
a/ipeHO0I0KaTOPHI (TaMCYJIO3UH) NPH HEelep>KaHUU, MEPHOHUYECKasi KaTeTepr3alis Py 3a1epiKKe
Mouu [8, 14, 18, 19].

Xupypruyeckasi Koppekuus (1o noxkasanusam): aedhopmupyromuii ckoianos (yron Koooa
>45°) — xoppurupylomas BepTeOpOTOMHS; CTEHO3 IMMO3BOHOYHOTO KaHala — JEKOMIIPECCHUBHAs
JIaMUHAIKTOMMS [2, 3].

B. ABM no3BoHouHuka (n=5). Ctpatudukaiys no pucky KpoBOU3IUSHUS:

I'pynna 3KCTPeHHOro BMeHIATEJbCTBA: OCTPOE KPOBOM3JIMSHHE B CIUHHOW MO3T;
[Iporpeccupytomuii MuenonaTuyeckuii cuHApoM. TakTuka: SHAOBACKYJspHAs SMOOIU3ALMUS MU
MUKpoxupypruueckas pesekuuss ABM [13, 15, 16, 21, 22]. ¥V 1 nauueHnra pa3Buiics MOBTOPHBII
KPOBOU3JIMSIHUE TIOCIIE€ HEMOIHOM AMO0IN3auu.

I'pynna nuHamMmuveckoro HaOJrogeHusi: beccuMnTOMHOE TedeHHUE; Majble pasMepsl (<2
cM), riyOokast mokanuzanus. Taktuka: koHTponb MPT 1 pa3 B 6 mec., u3beranue (pu3n4eckux
Harpy30kK, IpOBOLMPYIOIINX KPOBOU3IUSHUE.

3. ®@akropsl pucka HOTO u nporuos

Haubonee 3naunmsbie npeauxkropsl HOTO:

Jlnst cupuHromMuenuu: pasmep Kuctol >4 mm (OLL=5,1), meitnas nokanuzanus (OLI=3.8);

s atakcun @puapeiixa: AauTenbHOCTh 3a0oneBanus >10 net (OLLI=4,2), BbIpaeHHOCTh
atakcum mo SARA >15 6amnos (OI1=2,9);

Hns ABM: pasmep manspopmanuu >3 cm (OILI=6,8), Hanuuyue ApEeHUPYIOUINX BEH
(OIII=3,5).

[Tpornoctuueckas monens: KomOuHamus >2 (HakTopoB acCOLMUpPOBAHA C PUCKOM TSKETION
H®TO (uyBctBuTensHOCTh 84%, cnenuduanocts 79%, AUC=0,87). Moaens BanuaIu3upoBaHa Ha
He3aBUCUMOH BeIOOpKe (n=15) ¢ coxpanenuem nporaoctuyeckot cuisl (AUC=0,82).

4. CpaBHEHHE C JINTEPATYPHBIMH TaHHBIMH

Pe3ynbTaTsl nccnenoBaHUs COIacyroOTCsl C JaHHBIMU MEXKyHApOJIHBIX HccienoBanuil. Tak,
3pPEeKTUBHOCTh JIEKOMIIPECCUBHOM XHUpypruu npu cupuHromuenuu (78%) comocraBuma c
naHHBIMU MeTaaHanusa Dworkin et al. (2022), rae ynydmenue otmedeHo y 75% mnarmuenTos [12].
ITpu arakcun @punapeiixa KOHCEpBaTUBHAsL CTpAaTerus COOTBETCTBYET pekoMmeHaauusMm Friedreich's
Ataxia Research Alliance (2021) [14]. B ornuume ot ucciemoBanusi Gross et al. (2014), raoe
IIPEAIIOYTEHUE OTIABAJIOCh XUpyprudeckoMy jeueHuto ABM, B naweli rpynne y 40% manueHToB ¢
ManbiMu ABM BbIOpaHa BeIKMIATEIbHASI TAKTUKA C OJIarONpUsTHBIMU HcxogaMu [15].

3akiouenune. BpoxaeHHble UM CHUCTEMHBbIE 3a00JI€BaHUS MO3BOHOYHUKA, HECMOTpPS Ha
penkocTb, TpeOyroT tuddhepeHIupoBaHHOIO MM0IX0Aa K cTpaThudukanuu geueHus. [IpeanoxeHHbIi
QITOPUTM HMHTETPUPYET IAaTOT€HETHYECKHEe OCOOEHHOCTH, KIMHUYECKHE MapKepbl M PHUCK
HapymeHus: QyHKuuu Ta3oBbiXx opranoB (HOTO) [7, 20]. OH yuuThiBaeT HEOOXOAMMOCTH

22



AHHATb! KAVHISECKIX JUCLUNAAH | KTVAHUK GAKTAP TUTHOMACH

JEKOMIIPECCUM NIPU cUpUHroMuenuu ¢ anomanuend Kuapu [5, 17], HeliponpoTeKknu npu aTakCUU
Opunpeiixa [18] u smbonu3anuu npu ABM Beicokoro pucka [ 13, 22]. KiroueBbIMU KITUHHYECKUMHU
OpPHEHTUPAMHU CIIyXaT pa3mep KucTbl/ABM, mporpeccupoBaHue HEBPOJIOrHYecKoro aeduiuta u
BBIPAKEHHOCTh cKoauo3a. CBoeBpeMeHHas yponorudeckas koppekuus H®PTO cymecTtBeHHO
yJIydlIaeT KaueCcTBO KM3HU MalueHTos [7, 19, 20].

KiroueBple pekOMEHIALMM BKIIOYAKOT XUPYPrHUUECKOE JIEUEHHUE CUPUHTOMHENINU IPHU
pa3Mepe KUCTBI >4 MM WM IPOrPECCUPOBAHUU CHUMITOMOB C KOHCEPBAaTHMBHOW TAKTHUKOM IpH
crabuipHbIX Gopmax [5, 11, 12]. IIpu atakcun @puapeiixa NpHOPUTET OTIACTCA PEAOMIUTALUU U
KapIUOIMPOTEKIIUH, a XUPYPrusl MOKa3aHa JIMIIb NPU BBIPAXKEHHBIX JeGopManusax Wik cTeHose [8§,
14, 18]. Ans ABM akTuBHOE BMEIIATENBCTBO TPeOyeTCsl MPU reMOPParnyeckoM pUcCKe, TOTAa Kak
O6eccuMNTOMHBIE (OPMBI MOAJIEKAT TUHAMUYECKOMY HabmoaeHuto [15, 21].

IlepcrieKTHBHBIE HaAIpaBJIEHUs BKIIOYAIOT BHEAPEHUE TEHETUYECKOIO0 TECTHUPOBAHUSA UL
paHHell nuarHocTuku atakcuun @Ppuapeiixa [10, 18] m pa3pa®oTky TapreTHoil Tepanuu A
3aMeIUIeHHs IporpeccupoBanusi cupuHromuenuu [11, 17]. MynapTuaMcUMIIIMHAPHBIN MOAXOX C
yyacTHEM HEHpOXupypra, HEBpOJIOra, IeéHETHKa, PeaOMIIMTONIOra M YpoJora OCTaeTCcsi OCHOBOMA
YCIIEIIHOTO BEACHNUS MAaMEHTOB C PEIKOM NAaTOJIOrMeN o3BOHOUHUKA [20].
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