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MposisrieHveM HeiipobractoMbl (HB) MoxeT BbiTb HEBPOMOrMyecKas CUMNTOMaTUKa, 0ByCoBMeHHas!
pacnpocTpaHeH1eM OMyxosu B KaHan CMMHHOMO Mo3ra C pasBuTMeM anuayparnbHoit komnpeccum (3K).
KnuHnueckune NposiBNeHVs U TaKTUKa BELEHWS NaLmeHToB Npu 3K 3aBUCAT OT ee ANUTENbHOCTM, YPOBHS
¥ CTeneHn BO3AENCTBUA Ha CMIMHHOM MO3r, BO3pacTa nauuneHTa u apyrux dpaktopos. Ocobyto CroHOCTb
B OMarHOCTUYECKOM 1 NnevebHOM nnaHe npeacTtasnseT pa3suTue 3K y feTei NepBbiX MECALIEB KU3HW.
B peTpocnekTuBHbIN aHanus bbinu BrioueHsl 13 nauveHTos ¢ HB, ocnoskHeHHo 3K cnnHHOro Mosra,
nonyyasLmx nevenve 8 HMUL OFOU uM. Omutpumsi Porauesa 3a nepuop ¢ 01.01.2012 no 01.12.2018
(82 mec), y KoTopbIx anarHo3 bbin yctaHosmneH B Bospacte ot 0 4o 6 Mecsues. [laHHOe UCCIenoBaHue
0A06pEHO He3aBUCKMbIM 3TUYECKUM KOMUTETOM M YTBEPXKAEHO peLLeHneM yueHoro coseta ®IBY «HMUL|
OrOW wm. Omutpua Porayesa» MunsgpaBa Poccuun. [lnarHo3 HB ycTaHaBnuBancs B COOTBETCTBUM
C MexayHaponHbiMK KpuTepusMu. CTagupoBaHve NPOBOAMMIOCH CornacHo knaccudukaumm INSS,
CTpaTMMKaLMA NaLUMEHTOB Ha FPyNMbl PUCKa U Tepanus OCyLLECTBASNMUCH N0 MOAUGULIMPOBAHHOMY
NMPOTOKOMY HEMeLKon oHkonoruveckow rpynnsl NB-2004. BceMm nauueHTam MpOBOAMIIOCH
AnarHoctTuyeckoe obcnenosaHne B paMkax anropuTMa LS HEMPOreHHbIX OMyXOmnen, AOMNOSHUTENBHO
BbIMOHANACb MarHUTHO-pe30HaHCHast TOMOrpachusi CMMHHOMO MO3ra C KOHTPACTHBIM YCUIIEHUEM
C OLIeHKOI YPOBHSAI PacrnpoCTPaHEHUS U CTEMEHW KOMMPeccun CrnMHHOro Mosra obpasoBaHueM. Bce
AeTn Bbin OCMOTPEHbI HEBPOSOrOM MNpK MOCTYMNSIEHUM M Ha 3Tanax AMHaMU4Yeckoro HabmopeHus.
MenumaHa Bo3pacTa Ha MOMEHT MocTaHoBKM anarHo3a Hb coctasuna 3,9 (0,5-6) Mecaua. B nebiote
3aboneBaHvsi HEBpOMOrnyeckasa cuMnToMaTuka Habniopanack y 53,8% nauuenToB, npeobnapnanu
ABNIeHNA MOTOpPHOro Aecounumta. MegmaHa BpeMeHn OT MOMEHTA MOSIB/IEHWS NePBbIX HEBPONOrMYECKNX
CMMMNTOMOB 10 NOCTaHOBKWU AnarHo3a HB B aToi rpynne bonbHbix cocTtaBuna 1,56 mec. Y 46,2%
MnafeHLEB HEBPOJIOrMYecKas cMMNToMaTuka B AebioTe 3abonesaHns oTcyTcTBOBana wnu He bbina
KOHCTaTMpOBaHa B permoHanbHOM LeHTpe. lMepBuyHas onyxonb Obina fokanv3osaHa 3abplOLLMHHO
BHeopraHHo y 61,6%, B 3apHeM cpepocteHun —y 30,7% n B obnactu manoro tasa—y 7,7% naumneHToB.
Y Bcex BonbHbIX OTCyTCTBOBanNa amMnnvdmkaums reHa MYCN, B 1 cnyyae ctatyc reHa MYCN oueHeH Kak
Gain; HM B 0oHOM cnyyae He bbino BbiBneHo aeneuun 1p unu 11q. Pacnpepenenve no ctagusam INSS
BbIMMAAEN0 cnepyowmm obpasom: 2-a—y 15,3%, 3-a—y 46,1%, 4-a—y 23,3% n 4S —y 15,3% BofbHbIX.
BornbLuas yacTb naumeHTos (77,7%) 6bina cTpatudmumposara B rpynny Habioferus, 23,3% — 8 rpynny
MPOMEsKYTOUHOr 0 pycka no npoTtokony NB-2004. YpoBeHb MHBa3WK 0MyXosiv B CIMHHOMO3roBow KaHan bbin
PasfMyHbIM: LLENHO-TpyaHoM oTaen — 15,4% nauneHTos, rpyaHoi — 15,4%, rpynonosicHuYHbIN — 46,2%,
NosicCHUUHbIN — 15,4% 1 KpecTUoBbIA — 7,7%. Hellpoxvpypruyeckoe BMeLLaTENbCTBO (faMUHOTOMMS)
BbinosiHeHo B 4 (30,7%) criyuasx. Y 1 6051bHOr0 fTaMUHOTOMMS Bblfia €AMHCTBEHHOM TEepaneBTUYECKoN
onumen (xumuoTepanusa He nposogmnack). My 2 naumMeHToB HEMPOXMPYpPryeckoe BMeLlaTebCTBO
BbIN0 BLIMOMHEHO M3-3a YXYALLIEHWA HEBPOMOrMYECKON CUMMNTOMATUKM Ha hOHe Hayana NepBoro
Kypca nommxumuoTepanuu (MXT). XuMuoTepanesTuyeckoe fieueHne nposoannock 92,3% BosibHbIX.
MauueHTbl M3 rpynnsbl Habniogerus nosyumnu ot 1 go 3 6rnokos MXT (MegnaHa cocTasuna 2 kypca).
Tonbko 1 nauneHT n3 rpynnbl HabmoaeHua He nonyyan MXT, eMy 6610 BbINOMHEHO 2 ONepaTUBHbIX
BMeLLaTenbCTBa. B HacToswwee Bpems xuebl 10/13 (77%) Gonbhbix, 3/13 (33%) nornbmm (2/3 — ot
MHCPEKLMOHHBIX OCIIOMHEHUI Tepanuu, 1/3 — oT 0CTpoi cepaeyHO-COCYANCTOM HELOCTaTOYHOCTM B
paHHeM nocTonepaLmoHHoM nepuoge). Meanara HabniogeHus coctasuna 37,3 Mec. OLeHKa 0TaaneHHbIX
3dhheKTOB MPOAEMOHCTPUPOBANa Hann4ne HEBPOTOrMYECKNX HapYLLEHWI Y BCEX NMPOaHaNIM3NPOBaHHbIX
nauueHToB (n = 9), opToneamyeckmx HapyLLieHnin — y 66,6% (6/9) bosbHbIx. MpeacTaBeHHble faHHbIe
MOAYEPKMBAIOT TPYAHOCTb AMarHOCTWKM M BeaeHns bonbHbix ¢ 3K npu HB, HeobxopmMocTb BbipaboTku
06LLUMx cTaHpapToB 06CcrnenoBaHus U Tepanum ¢ onpeaeneHneM TakTUku HabniogeHus u peabunutauum
OaHHOM rpynnbl NaLMEHTOB.
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Epidural compression in infants less than 6 months of life
with neuroblastoma: experience of Dmitry Rogachev National Medical
Research Center of Pediatric Hematology, Oncology and Immunology

E.V. Gorokhova, D.Yu. Kachanov, 0.B. Merishavyan, S.P. Khomyakova, S.S. Ozerov, A.P. Scherbakov,
G.V. Tereshchenko, D.M. Konovalov, V.Yu. Roshchin, Yu.N. Likar, S.R. Varfolomeeva, T.V. Shamanskaya

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Neuroblastoma (NB) can manifest through neurological symptoms caused by tumor extension into the spinal canal and the
resulting epidural compression (EC). Clinical symptoms and management in patients with epidural compression depend on its
level and duration, the severity of spinal cord compression, the patient's age and other factors. One of the biggest challenges is
the diagnosis and treatment of EC in infants in the first months of life. Our retrospective analysis included 13 patients with NB
complicated by spinal cord EC who had been diagnosed at the age of 0—6 months and treated at the D. Rogachev NMRCPHOI over
the period from 01.01.2012 to 01.12.2018 (82 months). The study was approved by the Independent Ethics Committee and the
Scientific Council of the D. Rogachev NMRCPHOI of the Ministry of Healthcare of the Russian Federation. The diagnosis of NB was
based on the international diagnostic criteria. The tumors were staged in accordance with the INSS classification. The patients
were stratified into risk groups and treated according to the modified NB-2004 protocol of the German Oncology Group. All the
patients underwent diagnostic testing for neurogenic tumors as well as contrast-enhanced magnetic resonance imaging of the
spinal cord with the assessment of the level of tumor invasion and the degree of spinal cord compression. The children were
evaluated by a neurologist at admission and at follow-up visits. The median age at diagnosis of NB was 3.9 (0.5-6) months. At
disease onset, 53.8% of patients had neurological symptoms, with motor deficiencies being the most common ones. In this group
of patients, the median time from first neurological symptoms to diagnosis of NB was 1.56 months. Neurological symptoms
at disease onset were not present or diagnosed at local healthcare facilities in 46.2% of infants. Extra-organic retroperitoneal
primary tumors were found in 61.6% of patients; 30.7% of primary tumors were located in the posterior mediastinum, and 7.7%
of primary tumors —in the lesser pelvis. No patients had MYCN-amplified tumors; in 1 case the MYCN gene status was evaluated
as Gain; neither 1p nor 11q deletions were detected. The distribution of patients by INSS stages was as follows: stage 2 — 15.3%,
stage 3 — 46.1%, stage 4 — 23.3% and stage 4S - 15.3%. The majority of patients (77.7%) were stratified into an observation
group, the remaining patients (23.3%) were allocated to a medium risk group in accordance with the NB-2004 protocol. The
level of tumor invasion into the spinal cord canal varied. Tumor invasion at the level of the cervicothoracic spine was observed
in 15.4% of patients, at the level of the thoracic spine — in 15.4%, at the level of the thoracolumbar spine — in 46.2%, at the
level of the lumbar spine —in 15.4%, and at the level of the sacral spine —in 7.7%. Neurosurgical intervention (laminotomy) was
performed in 4 cases (30.7%). In one patient, laminotomy was the only treatment option (chemotherapy was not given). In two
patients, neurosurgery was performed because of the deterioration of neurological symptoms caused by the start of the first
polychemotherapy (PCHT) cycle. Chemotherapy was carried out in 92.3% patients. The patients from the observation group
received 1-3 PCHT cycles (the median number of cycles was 2). Only one patient from the observation group did not receive
PCHT. This patient underwent 2 surgeries. Currently, 10/13 (77%) patients are alive, 3/13 (33%) patients are dead (2/3 patients
died of therapy-related infectious complications, and 1/3 — of acute heart failure in the early postoperative period). The median
follow-up was 37.3 months. According to the assessment of late effects, neurological disorders were found in all the analyzed
patients (n = 9), and orthopedic disorders were found in 66.6% (6/9) patients. The results of our analysis illustrate both the
difficulty of diagnosis and management of EC in patients with NB and the need- for uniform testing and treatment standards
with established follow-up and rehabilitation strategies for this group of patients.
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enpobnactoma (HB) aBnseTtca camoit yacTton
3KCTpaKpaHWanbHON COMWAHOW OMyXOonblo
LeTCKoro Bo3pacTa. Ha ee ponio npuxogmtcesa 8%
BCEX 3/10KaUYeCTBEHHbIX HoBooOpasosaHuit (3HO) y meteit
0-14 neT, a y NaUMeHTOB NepPBOrO FOfa »KW3HM 3TOT NoKa-
3atenb coctaenset 35% [1]. HE BepeT cBoe Hauyano u3
KINeTOK HEPBHOrO rpebHsa, M3 KOTOpOro pasBuBaloTCA
MHOrve TKaHW OpraHu3Ma, B TOM YMCHEe W BEreTaTuBHbIe
FaHrIMM CUMMaTMYECKO HepBHOW cucTeMbl [2]. MMenHo
MO3TOMY OryX0Jlb aHATOMUYECKM JIOKANMU3YeTCa TaMm, rae
€CTb TKaHb CMMMNATUYECKOM HEPBHOM CUCTEMbI, Yalle
BCEro B MO3rOBOM BeLLUECTBE HaanoyeuHukos (35%), B
napacnuHasbHbIX raHrnusax 3abploLMHHONO NPOCTpaH-
ctBa (30-35%) u 3anHero cpenoctenus (20%) [3]. B psne
cnyyaes obpasoBaHue UMeeT NapaBepTebpanbHyio NoKa-
NX3aLMI0 C PacnpOCTPaHEHWEM B KaHarn CMIMHHOrO Mo3ra u
paseuTMEM anuLypanbHoi Komnpeccum (3K). Mo faHHbIM
nutepatypsl, npumepHo y 10% naumeHtoB ¢ Hb nmeet
MeCTO pacnpoCTpaHeHWe OMyXOofu B KaHam CMMHHOMO
Mo3ra, 13 Hux B 60% cnydyaes HabnogaeTcsa KIMHUYEeCKas
HeBposiormyeckas cumMnToMaTka [4—6].
KnuHunuyeckne nposBneHus, cBsA3aHHble ¢ IK,
BbI3BaHHOM HB, BOBOMbHO pa3Ho0bpasHbl, yalle BCero
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BO3HMKAIOT ABUraTenbHble HapyleHus (napesbl u/wunn
napanuuu), paccTPoMCTBO (DYHKLUMM Ta30BbIX OpPraHoB
n 6oneson cuHopoM. Ocobble TPYOHOCTU AMArHOCTUKU
n neuvennss 3K BO3HWMKAIOT y LeTel NepBbiX MeCSLEB
MU3HU: KaK B OLIEHKE HEBPOMOrMYECKOro cTaTyca, YTo B
psife Cry4yaeB NPUBOAMT K NMO3OHEN OWMArHOCTUKE, Tak 1 B
BbIbOpe TepaneBTMYECKMX MOAXOAOB.

Taknum obpasom, Tpebyetcsa Bonee petanbHoe
M3yyeHue gaHHoM Npobnembl ons pa3paboTku CTaHoapToB
obcnenoBaHus U amarHocTuku JK y oeten, cTpafaioLmx
HB, obbemMa Tepanumn 1 NaHa KOHTPOSIA 3a OTAANIEHHLIMM
MOCNefcTBUAMM.

B paHHoM paboTe nNpoBOAMNCA aHanu3 KiuvHWYe-
CKOWM cMMNTOMaTWKM B fiebioTe 3abonesaHns N Ha MOMEHT
MoCTaHOBKM gmarHosa HB, oueHka cryyaeB npeHaTanb-
HOrO BbISIBIEHWS OMYXOMNK, @ TaKXe HEBPONIOrMYECKOro
CTaTyca Npv KaTaMHECTUYECKOM HabriogeHu.

MATEPWAIbI U METOIbl UCCJTELOBAHUSA

NaHHoe wvccnepoBaHve o0f0bpeHO HE3aBUCUMBIM
3TUYECKNUM KOMUTETOM U YTBEPIKAEHO PELLEHNEM YUEHOTO
coBeta ®IBY «HMULU OrOWN wmM. Omutpus Poravesa»
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MwuHsgpaBa Poccun. B peTpocneKTuBHbIV aHanmu3 bbin
BKJIOYeHbl 13 nauneHToB ¢ HB, ocnosxHeHHon 3K cnnH-
HOro Mo3ra, nonydyaslwux neyexwve B HMUL [OIOU
uM. [IMmutpua Porauesa 3a nepwog ¢ 01.01.2012 no
01.12.2018 (82 mec), y KoTopbIXx AMarHo3 Bbin ycTa-
HoBreH B Bo3pacTe oT 0 go 6 Mecsues. Pogutenu nauu-
EHTOB [aJiM cornacue Ha UCnonb3oBaHne MHAopMaLmu,
B TOM uncne cpoTorpadmin feTein, B HayUHbIX UCCNefo-
BaHMAX W Nybnukaumsix.

Tabnuua 1

Obwas xapaktepuctuka naumeHtos ¢ Hb n 3K
(n=13)

Table 1

General characteristics of patients with neuroblastoma
and epidural compression (n = 13)

MapameTp 3HaueHue

Parameter Value

MegnwvaHa Bo3pacTa Ha MOMEHT MOCTaHOBKM 3,9 (0,5-6,0)

pnarHosa Hb Mecsaua

The median age at the diagnosis of neuroblastoma 3.9 (0.5-6.0)
months

Jlokanusauus nepsuuHoit onyxonu, n (%)
Primary tumor location, n (%)

ObnacTb wen 0

Cervical region

3apHee cpepocTeHue 4 (30,7)

Posterior mediastinum

3abpIOLUMHHO BHEOPraHHO 8 (61,6)

Retroperitoneum (extra-organic)

HannoueyuHukn 0

Adrenal glands

Manbii Tas 1(7,7)

Lesser pelvis

Cragws no INSS, n (%)
INSS stage, n (%)

1 0

2 2 (15,3)

g 6 (46,1)

4 3 (23,3)

45 2 (15,3)

[uctonormnueckuit Tun, n (%)

Histological type, n (%)
HuskoanddhepeHumposaHHas Hb 11 (84,7)
Poorly differentiated neuroblastoma
HeaundpchepeHumposarHas HB 2 (15,3)
Undifferentiated neuroblastoma
"aHrnuoHenpobnacToma 0
Ganglioneuroblastoma

Cratyc reHa MYCN, n (%)

The MYCN status, n (%)

AMnnndprkaums BoisiBNeHa 0
Amplified
AMNNMdMKaLmMs He BbiSBNEHa 12 (92,3)
Not amplified
Gain 1(7,7)
CTaTyc HensBecTeH 0
Status unknown

Crartyc 1p, n (%)

The 1p status, n (%)
Hannune peneumu 0
Deletion
OTcyTcTBUE Aeneunu 13 (100)
No deletion

Cratyc 11q, n (%)

The 11q status, n (%)
Hannuve peneuunn 0
Deletion
OTcyTcTBME aeneuum 13 (100)
No deletion

'pynna pucka B pamkax npotokosia NB-2004, n (%)
Risk group in accordance with the NB-2004 protocol, n (%)

Ipynna HabnioaeHus 10 (77,7)
Observation group
['pynna npoMexyTOoYHOro pucka 3(23,3)
Medium risk group
["pynna BbICOKOrO prcKa 0
High risk group

IuarHos Hb ycTaHaBnuBancs B COOTBETCTBUM C
MeMOyHaPOAHbIMU KPUTEPUSIMU MOCTAHOBKM AnarHosa [71].
CTanvpoBaHve NPOBOAMIIOCH COMMacHO Kiaccudmkaumm
INSS (International Neuroblastoma Staging System),
CTpaTMdMKaLMA MaLMEeHTOB Ha rPynmbl PUCKa 1 Tepanws
OCYLLECTBAANCH N0 MOANCINLMPOBAHHOMY NMPOTOKOSY
HeMeLKol oHKomnorudeckoit rpynnsl NB-2004 [8]. Bcem
nauMeHTaM NpoBOAMIIOCH AMarHocTuyeckoe obcneno-
BaHWE B PaMKax anropuTMa Ans HeporeHHbIX ONyxonew,
AOMOSTHUTESIbHO BbIMOMHAMACh MarHUTHO-Pe30HaHCHas
ToMmorpadomsi (MPT) cnnHHOro Mo3ra C KOHTPaCTHbIM
YCUIIEHWEM C OLIeHKOM YPOBHSl pacrnpoCTPaHeHus u
CTEMNeHW KOMMPECCHUN CMIMHHOIO MO3ra OMyXOoJibio.

Bce aetn ¢ HB bbinv oCMOTpeHbI HEBPOIOrOM Mpwu
noctynneHu 8 HMULL AIFON um. Omutpua Porauesa u Ha
3Tanax aMHamuyeckoro HabniogeHus. OueHka HeBpono-
rMYECKOro cTaTyca NpoBOAMNAch COrnacHo S5-6annbHon
Wwkane napesa, roe 0 6annoB cOOTBETCTBYIOT MOTHOMY
OTCYTCTBMIO COKPALLEHWI B MOPAXKEHHOW KOHEYHOCTH,
5 B6annos 0603HayYalOT HOPMasbHYIO CUIY B KOHEYHOCTH
[9]. Beupy 3aTpymHeHUss MHTepnpeTaumu Hanuuus bone-
BOr0 CMHOPOMA Y AeTen [0 6 MecaueB LaHHbIA CUMITOM
onpenenanca MeTtofaMu BbISBIEHUS PafMKYNSPHOrO
CMHOPOMA, T. €. MAaCCUBHOIO pa3rnbaHns B KONEHHOM
cycTaBe, HOME3HEHHON peTpakuuu B MOAKOSEHHOM
obnacTv u HanpskeHneM napaBepTebpasnbHbIX MbILLL,.
HapyLueHne chyHKUMI Ta30BbIX OpraHOB OLEHMBANOCh
BM3yaslbHbIMW METOAaMM, BKIIlOYas Takue CUMMTOMbI,
Kak MOCTOAHHOE MOATEKaHWEe MOYW, KaroMasaHue, um
obpaTHble CUMMTOMbI — 3aTPYAHEHWE OTXOMAEHWUA MOYM
WK KOHCTMUNaumA. Takke yunTbiBanochb Hanmune nsme-
HEeHWIM NO [aHHbIM MHCTPYMEHTaflbHOW LMarHOCTUKM,
HanpuMep, NepepacTssKEHNe MOYEBOr0 My3bIpsi U KMLLEeY-
HMKa MO [aHHbIM KOMMbloTepHoi ToMorpadmmn (KT) unm
aTOHWSI CTEHOK MOYEBOO My3bIPsi C HANMYMEM OCTaTOYHOM
MOYM, BbISIBIIEHHOW NpW YNbTPa3ByKOBOM UCCIEf0BaHNM.

PE3YJIbTATbl UCCJTIELOBAHUA

ObLas xapakTepucTuka naumneHTos ¢ Hb n 3K, Brnio-
YeHHbIX B UCCNefoBaHWe, NpencTasneHa B Tabmmye 1.
MenunaHa Bo3pacTa Ha MOMEHT MOCTAHOBKM AMarHosa
coctasuna 3,9 (pasbpoc 0,5-6,0) Mecaua. Cpeam 3abo-
neswux npeobraganu nuua Mysckoro nosa (cooTHo-
LLeHVe MarnbuMKK.IeBoYkM cocTasuno 1,2:1). B nebiote
3abonesaHua (Npy OLLEHKe BbIMUCHOMO BMUKPM3a U3
PErnoHanbHbIX LIeHTPOB) HeBPOMiorMyeckas CUMMTO-
MaTuka Habriopanack y 7/13 (53,8%) naumeHToB,
npeobnapanu sBneHus MoTopHoro aecdouumta (orpa-
HUYEHNe/OTCYTCTBME [BUNKEHWA B KOHEUYHOCTAX, B
1 cnyyae B KoMbuHauuum c HapylleHueM yHKUun
Ta30BbIX OpraHoB). MeanaHa BpeMeHu OT MOMEHTa MosiB-
NEeHVsi NepBbIX HEBPOSIOMMYECKUX CUMMTOMOB 1O NOCTa-
HOBKM aomarHosa Hb B 3aToi rpynne BombHbIX COCTaBuna
1,56 (pasbpoc 0,6-2,7) Mec. Y 6/13 (46,2%) mMnapneHLes
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Tabnuua 2
YpoBeHb pacnpocTpaHennsa Hb B CMMHHOMO3roBoM
KaHan 1 cTeneHb ero nepekpbitua (n = 13)

Table 2
The level of tumor invasion into the spinal canal and the
degree of its obstruction (n = 13)

CreneHb KoMnpeccun
CMUHHOMO3rOBOro KaHana, n (%)
The degree of spinal canal
compression, n (%)

YpoBeHb MHBa3uu 6onee
The level of invasion M:ie;;e 66% unu
o TOTanbHoe
less | 33-66% | zanonuenue
than over 66%
33% or complete
obstruction

LLleiHbIn oToen

Cervical 0 0 0

LLleiiHo-rpynHoM oTaen

Cervicothoracic 0 1(7,7) 1(7,7)

['pynHow otoen

Thporacic 0 2 (15,4) 0

" pyAOMNOACHNYHbIN OTAEN

Thoracolumbar 0 0 6 (46,1)

[osAcHUYHbIA oTAEN

Lumbar 0 1(7,7) 1(7,7)

[MoACHNYHBI OTAEN — ManbIi Ta3 0 0 0

Lumbar - lesser pelvis

KpecTuoBbIf oTaen

Sacral 0 0 1(7,7)

Bcero naumeHToB 0 4(30.8) 9(69.2)

Total number of patients

PucyHok 1

MPT cnmHHOro Mo3ra, carutTanbHasi npoekums, T2-3se-
LLEHHble n30bpaskeHws. VIHBa3nsa omyxomm B CMIVHHOMO3-
roBOM KaHan: A — Ha ypOBHe LLENHO-rPpyaHOro oTaena
NO3BOHOYHMKA. YpoBeHb C7—Thé; b — Ha ypoBHe rpyaHoro
OTOena no3BoHoYHMKa. YposeHb Th8-10; B — FatSat, Ha
YPOBHe rpynonosicHUYHOro otaena. YposeHs Th 12-L.3; [ —
Ha ypoBHe KpecTua. YpoBeHb S1-Co3

Figure 1

Sagittal T2-weighted magnetic resonance imaging (MRI) of
the spinal cord. Tumor invasion into the spinal canal: A — at the
level of the cervicothoracic spine. The C7-Thé level; b — at the
level of the thoracic spine. The Th8-10 level; B — FatSat, at the
level of the thoracolumbar spine. The Th12—-L3 level; I — at the
level of the sacral spine. The S1-Co3 level

N (B | 3 | i’

CPLJLIL R

OTCYTCTBOBasia MM He Bbina KOHCTaTUpOBaHa B peruno-
HarnbHOM LeHTpe. B KnuHnyeckoln kapTuHe npeobnaganm
pecnupaTopHble paccTpoincTea nubo Bu3yasnbHoe onpe-
pnenexnne obpa3oBaHus Npu poxaeHun, nnbo Hecnew-
ndpmueckrme cuMnToMbl (MoBbILIEHWE TeMnepaTypsl,
BecrnoKoiCTBOo 1 T. A.).
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Mpn aHanW3e aHaMHECTUYECKUX LaHHbIX He Bblfo
BbISIBIEHO CIlyYaeB MNpeHaTanbHO AMArHOCTUPOBAHHOM
OMyXONW U KaKUX-Nbo M3MEHEHU y Noga.

MepBuuHasa onyxonb Bbina nokanusosaHa 3abpioLu-
MHHO BHeopraHHo y 8/13 (61,6%), B 3aAHEM CPELOCTEHUN —
y 4/13 (30,7%) v B obnact1 Marnoro Tasa —y 1/13 (7,7%)
nauveHTa. Y Bcex 6onbHbIX OTCYTCTBOBasa aMmiMcoukaLms
reHa MYCN, B 1 (7,7%) crnyuae ctatyc reHa MYCN oueHeH
kak Gain; H1 B 0gHOM Cryyae He Bbino BbISBMEHO Aeneumnm
1p unm 11q. Cragmm 3abonesanus no INSS y naHHoR rpynnbl
[eTen pacnpefenunuch criegylowmM obpasom: 2-5 ycTta-
HoBreHa y 2/13 (15,3%), 3-a — y 6/13 (46,1%), 4-a —
y 3/13 (23,3%) n 4S —y 2/13 (15,3%). BonbLuas yacTb
nauMeHTOB Bbina cTpaTUchMLMpOBaHa B rpynny Habnio-
nenna — 10/13 (77,7%), 3/13 (23,3%) yenoseka — B rpynny
MPOMEKYTOUHOr0 pucka no npotokony NB-2004.

BceM nauveHTam mHuumManbHO BbinonHAnacs MPT
CMMHHOIO MO3ra C KOHTPacTHbIM ycunenueM. CornacHo
LaHHbIM BU3yanu3auuu YpOBEHb WHBA3UKU OMyXOnu
B CMMHHOMO3roBOW KaHan Bbln pasfuyHbIM: LUENHO-
rpynHon otoen — 2/13 (15,4%) nauueHta, rpynHon —
2/13 (15,4%), rpynonosicHuuHbIi — 6/13 (46,2%), nosc-
HUYHBIA — 2/13 (15,4%) v kpecTuosblit — 1/13 (7,7%)
(rabmmua 2, pucyHok 1).

B uccnenyeMoit rpynne MuHWManbHasi cTerneHb
pacrnpocTpaHeHUs B CMMHHOMO3roBOKM KaHan (MeHee
33%) He Habrioganacb HW y OOHOMO MauWeHTa, nopa-
seHne 33-66% BcTpeuasnock y 4/13 (30,8%) 6onbHbIX,
npeobnaganu nauueHTbl ¢ nepekpbitveM (6onee 66%)
WNK TOTanbHbIM 3aMOfTHEHUEM OMyXOJbl0 CMUHHOMO3-
rosoro KaHana 9/13 (69,2%) (rabnuua 2, pucyHok 2).
TakvM 06pa3oM, 0TMeyYanoch HaubosbLLee YMCHO NaLm-
€HTOB C pacrnpoCTpaHeHWeM MepBMYHOM OMyxosu B
KaHan CMMHHOro MO3ra Ha YpOBHE IPYAOMOSCHUYHOIo
OThena Y BbIPasKeHHON KOMMPEeCccuei CIMHHOro Mo3sra —
6/13 (46,1%) bonbHbIX. Y BCEX NaUMEHTOB 3TOM rpynmbl
npucyTcTBOBanM cuMNTOMbl 3K B BULE Ta30[BUraTemNbHbIX
I U30NMPOBAHHbIX LBUFaTESIbHbIX HAPYLLEHMIA.

Mpu oLEeHKe HEBPOSOrMYECKOro CTaTyca HeBpPOIOroM
HMUL OFOU M. Omutpus PoraveBa Ha MOMEHT MOCTY-
nneHus pebeHka B CTaLMOHap M3MeHeHUs Bbinn BbISIBNEHD
B BomblUeM KonMuyecTBe cryyaeB, YeM B febiote 3abone-
BaHus (11/13, 84,6%). Heeponoruueckuit fecomumt bbin
NpencTaBfieH NPeuMyLLECTBEHHO Ta30ABUraTeSIbHbIMM
pacctpoincTeamn y 6/11 (46,3%) nauneHToB, TOMbKO
OBWraTesIbHbIMU HAapYLLEHWUAMMW Pa3fIMYHON CTEeNeHM Bbipa-
skeHHocTM —y 5/11 (38,4%) BosbHbIX.

Y 2/13 (15,3%) nauneHToB He Bblfo HEBPOMOMK-
YecKoW CMMNTOMATWKM HU B MOMeHT febioTa 3abone-
BaHUA, HW Npy ocMoTpe Hesponorom B HMULL AFOU umM.
OmuTpuns Porauesa.

B3auMocBA3b BbIpaKEHHOCTU HEBPONOrMYECKON
CUMMNTOMATWKN U aHaTOMUYECKOr0 PacrnpoCTPaHeHus
ONyXOnM B KaHan CMWHHOro Mo3ra npefcTaBrieHa B
Tabmye 3.
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PucyHok 2

MPT cnuHHOro Mosra, akcmanbHas npoekums: A — T2-s3selleHHoe n3obpaxerune. MHBa3nsa onyxonm B CIMHHOMO3M0-
BOW KaHan ¢ nepekpbiTnem 33-66%; b — T1-B3BelleHHOe n30BpaskeHre. MaccueHas uHBasus (bonee 66%) onyxonu

B CMMHHOMOS3IOBOM KaHan

Figure 2
Axial MRI of the spinal cord: A — T2-weighted image. Tumor invasion into the spinal canal with 33—-66% obstruction. b —
T1-weighted image. Massive tumor invasion (> 66%) into the spinal canal

AHanv3 noslyyeHHON NaUMeHTaMu Tepanuu nokasar,
uto B 1/13 (7,7%) cnyuae xupypruyeckoe BMeLla-
TENbCTBO Ha MEPBUYHON OMYXONU He BbIMOJSIHAMOCH.
Buoncusi obpasoBaHus Ha NepBoM aTane nposeaeHa 8/13
(61,5%) 6onbHbIM, y 4/13 (30,7%) BbINOMHEHO yAaneHue
NEPBUYHONM Onyxosnu. M3 naumneHToB, KOTOPbIM MHULMATBHO
nposoaunacb 61uoncus onyxonu, B fanbHenLLeM y nosno-
BUHbI (4/8, 50%) BbINO BLIMNOMHEHO OTCPOYEHHOE XMPYP-
rMYecKoe BMeLLaTeNbCcTeo. TakuM obpasoM, 8/13 (61,5%)
BonbHbIX NPOBOAMIOCH OMNEpPaTUBHOE BMELLIATENBLCTBO MO
yoaneHuio NepBrUYHON OMyXosu.

Helpoxupyprnyeckoe BMeLIaTeNbCTBO (naMuHo-
ToMus) BbinosiHeHo B 4/13 (30,7%) cnyuasx: y 2 naum-
€HTOB MHMLMASIBHO U Yy 2 — nocie NonuxuMmMoTepanuu
(MXT). ¥ 1 nauseHTa HeMpoxupypruyeckoe BMella-
TenbCTBO ObINO BbINOMHEHO B Havane (onepaTuBHOe
neuenue nposopgunock He B HMUL, IFON M. Omutpus
Porauesa), B nanbHeiiwem nposeneHo 2 kypca MXT. Y
1 BonbHOro TaMMHOTOMMA Bbifla eAMHCTBEHHON Tepanes-
TMYECKOW onumeit (xuMroTepanus He Nposoamnacs). Ny 2
NaLMeHTOB HelpOXUpYypruyeckoe BMeLLaTesbcTBo bbino
BbINOSTHEHO M3-3a YXYLLLEHUS HEBPOMOrMYECKON CUMMTO-
MaTuku Ha hoHe Hauana nepsoro Kypca MXT.

XvMunoTepaneBTUYECKOe fieyeHWe MNpoBOAMIIOCH
12/13 (92,3%) 6orbHbIM. MaumeHTbl U3 Fpynnbl Habmio-
peHus monyunnu ot 1 go 3 Gnokos MXT (MepuaHa
cocTtaeuna 2 kypca). Tonbko 1 maumeHT M3 rpynnbi
HabnoneHna He nonyvan MXT, eMy 6bI10 BbINOSIHEHO
2 onepaTuBHbIX BMELLIATENbCTBA: NEPBbIM 3TarNoM — Helpo-
XUpYpPruyeckoe, BTOpbLIM — yLaneHve onyxonv 3abpioLmH-
HOrO NPOCTPaHCTBA.

B HacTosee spems muebl 10/13 (77%) 6onbHbIX,
3/13 (33%) nornbnu (2/3 oT MHEKLMOHHBIX OCTIOMHEHMIA
Tepanuu, 1/3 oT OCTpOIt CEepLeYHO-COCYAMCTOI Hepo-
CTaTOYHOCTU B PaHHEM MOCTOMNEpPaLUMOHHOM MNepuoae).
MenmaHa HabnioneHus coctasuna 37,3 (pasbpoc 0,5-78,1)
Mec.

BOfbHLIM MpPU KaTaMHEeCTUUECKOM HabniofeHuu
NPOBOAMIIACH OLeHKa CTaTyca Onyxosiu, HeBposioruye-
CKOrO CTaTyca 1 OpTOMNEeAMYECKX Npobriem.

OueHKa OTaaneHHbIX HEeBPOIIOrMYECKUX U opToneau-
ueckux adochekTos nposeaeHa y 9/13 GonbHbix (3/13 —
norubnu, 1/13 — He ocMaTpuBarncs HesposioroM B HMUL|
OOV um. OMutpus Porauesa).

Hesponoruueckve otaaneHHble 3dhpeKTbl pasnuyHomn
CTEeNeHN BbIPaKEHHOCTU KIIMHUUYECKN BbISBMANMUCH
y BCex nauueHToB: napes — y 3/9 (33,3%), nnerus —
y 3/9 (33,3%), coueTaHne napanapesa u HapyLLEHMUs
Ta30BbIX PYHKUMIA — Y 2/9 (22,2%) v codeTaHmre nnervm 1
HapyLUeHus Ta3oBbIX oyHKUMA —y 1/9 (11,2%).

OpTonenuueckne otpaneHHble 3OdEKTbI KINHU-
uecku He bbinu BoisBneHbl y 3/9 (33,3%) 6onbHbIX. Y
6/9 (66,6%) nauMeHTOB BbisiBNIEHa CreayloLLas NaTosorus:
y 1/6 (16,6%) — nechopMaims nesoit ctonbl, y 1/6 (16,6%) —
KMhO3 rPyLomnoACHUYHOrO OTAENa No3BOHOUHMKA, Y 2/6
(33,3%) — nopaos NoACHUYHOro OTaesa No3BOHOYHMKA (B
1 cnyyae CONpPOBOXAANCH YKOPOUYEHUEM NPABON HUMHEW
KOHEUHOCTH, TPEBYIOLLMM B [aibHEeMLLEM UCMOMNb30BaHNs
annaparta Wnusaposa), y 2/6 (33,3%) — CKonuos LLeitHoro
1 BEPXHETPYAHOro OTAESOB NO3BOHOUHMKA (pHCYHOK 3).

OBCYXXIEHWE PE3YJIbTATOB UCCIIEOBAHUA

Mo paHHbIM MesKLyHapOAHbIX uccnenosaHun, y 5-10%
petew, ctpapaiowmx Hb, oTMeuaeTcs pacnpocTpaHeHue
OMyXOJIM B KaHan CMMHHOro Mo3ra ¢ passutvem IK [4,
5]. B vccnenosaHuu B. De Bernardi 1 coaBr., onucaBLmx
BonbLuyio rpynny nauneHToB, cumnToMaTnyeckas 3K bbina
BbifBneHa B 76 (5,2%) u3 1461 cnyuyas HB, 3aperncrpu-
poBaHHOro B MtanbsHCKOM pernctpe 3a nepwop ¢ 1979
no 1998 r. [4]. Mpu atom 40% Bcex cCryyaes MPULLOCH
Ha peten nepsbix 12 MecsiLeB uM3HW. ABTOpPbI 0TMEYaloT,
YTO YacTOTa AAHHOMO OCIOMHEHWS CHUanacb B bonee
Mo3pHWe CPOKK pernctpaunn o 2,7%, 4to, BeposATHee
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Tabnuua 3

CeAsb HGBpOJ’IOFMHGCKOI;I CMMNTOMATUKN C YPOBHEM NHBA3UN B CMMHHOMO3IOBOWM KaHamn v CTEeNeHblo ero nepe-

KpbiTua (n = 13)
Table 3

The relationship between neurological symptoms, the level of tumor invasion into the spinal canal and the degree of its

obstruction (n = 13)

Mpucyrcteyiot OTcyTcTBYIOT
MapameTtp Yucno cnyuaes, n (%) HeBpoJiorMyeckue HEeBPOJIOrMYECKUe CUMMTOMBI,
Parameter Number of cases, n (%) cuMnToMsl, n (%) n (%)
Neurological symptoms, n (%)  No neurological symptoms, n (%)

YpOBEHb MHBA3WUW B KaHas CMMHHOIO Mo3ra

The level of tumor invasion into the spinal canal
LLleiHbIn oToen 0
Cervical

LLleiiHo-rpynHom oTaen

Cervicothoracic 2(153) 2 (100)
[pynHow otoen
Tﬁgracic 2(15,3) 2 (100)
" pynoOnoOsiCHUYHBIN OTaeN
Tﬁglracotumbar 6 (46,3) 6 (100)
MosiCHWYHbIN oToen
Ll 2 (15,3) 1 (50) 1 (50)
Manbin Ta3
Lesser pelvis 10.7) 1 (100)
CTeneHb NEPEeKpbITHS KaHana CNYHHOro Mo3ra
The degree of spinal canal obstruction
Menee 33% 0
Less than 33%
33-66% 4(30,8) 4 (100)
Bonee 66% (ToTanbHo) 9(69.2) 7(77.8) 2 (22.2)

Over 66% (complete)

PucyHok 3

KT opraHoB bpioLLHOM NonocT, POoHTanNbHLIN Cpes,
apTepuanbHas dpasa KoHTpacTMpoBaHusi. Onpenens-
€TCH NNeBOCTOPOHHMI ckonuos Il ctenenun. MaumeHT —
MasnbuumK, 1,8 Mecsaua, Ha MOMEHT NOCTaHOBKM AMarHosa
HB. ViHBa3ust onyxonu B kKaHan CAMHHOIo Mo3ra ¢
nepekpbiTveM bonee 66%. [iBuratensHble HapyLue-

HUA B AebloTe 1 Npu KaTaMHECTUYECKOM HabrioaeHuu.
Tepanus — NXT

Figure 3

A CT scan of the abdomen in the frontal plane, the arterial
phase. Stage Il levoscoliosis. The patient is a boy with
neuroblastoma aged 1.8 months; the imaging study was
performed at diagnosis. Tumor invasion into the spinal canal
with >66% obstruction. Motor impairment at disease onset
and during follow-up. Treatment: polychemotherapy
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BCEro, CBSI3aHO C paHHel amarHocTvkon Hb no MoMeHTa
pacrnpoCcTpaHeHNs OMyXoJiM B KaHamn CMMHHOMO Mo3ra. 3Tu
[aHHble NMOAYEPKMBAIOT aKTyaslbHOCTb OMMCAHHOM B CTaTbe
npobneMbl, BasKHOCTb MHCDOPMUPOBaHUS Bpayeii-neama-
TPOB, HEOHATOJIOr 0B, HEBPOSIOrOB, AETCKMX OHKONOrOB-Te-
MaTonoroB o pucke passutusi K npu HB, npaBunbHo
MHTEepnpeTauuM HEBPOMOrMYECKOro cTaTyca y feTen
MEPBOro rofa }M3HW M CBOEBPEMEHHOr0 HarnpaBneHWs
B CMeuManvanpoBaHHble oTaeneHus. B HaweM nceneno-
BaHWM 3aboneBaHne febloTMPOBano ¢ HEBPOSOrMYECKOM
cumnToMaTukm y 53,8% naumentoB. OgHako npu rocnu-
Tanusauun B OHKOMOTMYECKUI CTauMoHap U OoCMoTpe
HEBPOJIOra U3MEHEHNS HEBPOJIOrMYECKOro cTaTyca bbinm
BbiSiBNEHbl Yy BonbLuero uucna 6onbHbix (84,6%), uto
MOXET CBMOETENbCTBOBATb Kak O HEMpPaBWUIbHOW OLIEHKE
KIMHMYECKOro coctosHus pebeHka B febiote 3abone-
BaHWA B MEAVLIMHCKOM YUPENKAESHWUM N0 MECTY SKUTESbCTBA,
TaK 1 BbICTPOM NPOrpecCcUpOBaHNMN KITMHUYECKON CUMMTO-
MaTUKM.

Krnunnueckoe Teuenve 3K npu HB MoxeT BbiTb acum-
nToMaTnyeckuM (22%), HeBPOMOrnYeCcKne HapyLLeHus
MOryT ONpPenensATbCA TOMbKO MpW MPOBEAEHWUN YIily-
BneHHoro obcnenoBaHna MW NPOSABAATLCA Pa3NUUHOM
cUMnTOMaTHKo (Bonb, Napessbl/napanuuu, HapyLieHue
UyBCTBMTENbHOCTM U (OYHKLIMM Ta30BbIx opraHos) [10].

B cuctemMatnueckom ob3ope nuTepaTypHbIx nybnu-
Kaumi, npencrtasneHHom K. Kraal u coasr. [10], Bemyiium
KNWHWYEeCKUM nposiBreHneM 3K ABNAETCS MOTOPHBIN
0eOULNT PasnnYHON CTENEHN BbIPAXKEHHOCTU: OT MUHU-
MaribHbIX N3MEHEHWI, BbISBIIAEMbIX TOSTbKO MPW OCMOTPE
HEBPOJIOroM, [0 3HAUNTENbHOrO HapyLUEeHUs [BUra-
TenbHbIX YHKUWIA.
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bonesow cuHpgpom npu 3K obycnosneH BoBneve-
HWEM B MPOLECC KOPELLUKOB CMMHHOMO3rOBbIX HEPBOB,
NPOXOJSALUMX B CIMHHOMO3IOBbIX OTBEPCTUAX MO3BOHOY-
Horo ctonba, B aHaTOMUYeCKor BnnM3ocTn ¢ ONyxonbio,
PacTSKEHMEeM MN COABMEHNEeM MepuocTasbHbIX pelen-
TOPOB UNW KOMMPECCHEN MO3BOHKA, @ TAKXKE PaCTAKEHNEM
HepBOB. Bonm MoryT ycunueaTbCs Npu Kalume, YnxaHum,
B MOJIOKEHWUW HA CMIWHE, HO MOTYT BbITb OTPasKEHHbIMY,
UTO CYLLUECTBEHHO 3aTPYQHSIET OMArHOCTUKY. Y peTen
paHHero Bo3pacTa BbisiBfieHne BoneBoro cuHOpoMa npea-
cTaBnsieT coboin OUeHb CIOKHYI0 3afady, B 0COBEHHOCTH
B BO3paCTHOW rpynne, ONWCaHHOW B HacTosLLen nybnu-
Kauuu. Tak, becrnokoicTBo pebeHKa v nnay 3avyacTtyio
MOryT TPaKTOBaTbCS KaKk NepuHaTasibHas TpaBma.

[pyrvM BaxHbIM M rpo3HbIM cuMnToMoM K sBnseTcA
HapyLUeHne dyHKLMM Ta30BbIX OPraHoB, YTO BCTPEYaeTcs
MPUMEPHO y TPETU MaUMEHTOB. 3TOT CUMMNTOM ABMAETCA
OOHVM 13 Hamboree TAXENbIX MPOABIEHWNA KOMNPEeCcCum
CMMHHOrO MO3ra M OTHOCMTCA K HebnaronpusaTHbIM
dhaKTopaM, CBMAETESbCTBYIOLLMM O BbIPasKEHHOW CTEMEHM
KOMMPEeCcCcun CNMHHOIO MO3ra.

HapylweHne uyBCTBMTENbHOCTU (napecTesuu,
aHecTesuu, oluyllleHWe xonopa) oTMevaeTcs y 51%
BonbHbIX M BbISBASIETCA B Bonee cTapLUel KoropTe nauu-
€HTOB.

B Hawen koropTe 60sbHbIX TONBbKO ABUraTenbHbIE
HapyLueHus bbinm BoiseneHsl B 38,45% cnyyaes. Y 46,3%
NaLMeHTOB OTMEeYanuCb COYeTaHHble ABUraTeflbHble
pacCTpoMCTBa C HapyLUeHNEM DYHKLIMM Ta30BbIX OPraHoB,
Mpyu 3TOM CTEMEHb KOMMpeccuu Bbina 3HauMTeNbHOM C
nopasxeHneM bonee 66% KaHana CMUHHOrO Mo3ra Ha
YPOBHe TopakoabaoMuHanbHOro oTaena.

CumnToMmsl, obycnosnexHble 3K, y yacTu nauneHToB
MOTYT BbISBNATLCA Cpa3y nocre poskaeHus [11]. B aaHHoM
cnyvae npoBoguTcs gudpdpepeHumanbHbii guarHos c
MHOFOYMCIIEHHBIMU MATOSNIOMUAMM, BKITIOYAIOLLMMMN HEPB-
HO-MbILLEYHbIE PAaCCTPOWCTBA, NepuHaTasbHylo 3Hueda-
nonatuio 1 nopoku passutua [12, 13]. Takske Noxoxyio
KIIMHWUYECKYIO KapTUHY MOXHO BCTPETWUTb MpW MOPOKax
pa3BUTUA HepBHOM TpyBKM (spina bifida) [14] n pomosoi
TpaBMe C NOPaKEHVEM apTePUN MOSICHUYHOTO CMSIETEHNS
(apTepus Anamkesunua) [15].

Mpv obHapyeHWn y MiafeHLEeB OMUCaHHbIX BbIle
CMMNTOMOB B AudbdoepeHuUManbHbil paf natonoruye-
CKMX MPWUYMH, BbI3BaBLUMX AAHHOE COCTOsHWE, 0bA3a-
TenbHO AOSKHA BKIoYaTbeA HB, HeCMOTps Ha To, YTO 3TO
A0BOJIbHO PEOKO BCTPEYaloLLasiCsa NaTonorus. Yuntbisas
To, uTo HB, OMarHocTMpoBaHHast Ha NEPBOM oY $KU3HU,
xapakTepuayeTcsa brnaronpusTHbBIM NPOrHO30M 1 obLas
BbIKMBAEMOCTb MpeBsblwaeT 95% [16], paHHas auarHo-
CTWKa CYLLECTBEHHO YNyYLLaeT KauecTBO sKM3HWU MNauu-
€HTOB.

OpHako y MrapeHUEeB MOryT ObITb CMMTOMBI, KOTOPbIE
Ha NepBbIi B3rMsA HE CBA3aHbI C HEBPOJSIOrMYeCKUM fedm-
LIMTOM: pasfpaskUTEnbHOCTb, OTCTaBaHWe B POCTe U Bece

[17]. Takum oBpasoM, ussecTHo, uTo Bonee 50% nemua-
TPUYECKMX MaLMEeHTOB, CTPAAAIOLLIMX KaKMM-TIMBO OHKO-
nornyeckum 3abofieBaHneM MO3BOHOUYHOrO CcToOnba,
MMEIOT HEBPOJIOrMyeckylo cumnToMaTrky [18]. Moxoxue
cMnTOMbl IK MOryT BCTPEUaTbCst U MpU APYrvX 3110Ka-
UECTBEHHbIX M [0BPOKAYECTBEHHbIX OMYXOMnaX — pabno-
MUOCapKOMe, NMMMJIOME, XOHIPOME, MMraHTOKMNETOUHbIX
OMyXOsIAX KOCTEM, 303nHODMITbHOM FpaHyreme [19].

TpyaHoCTU AMArHOCTUKM

CrnepyeT OTMeTWTb, YTO AaneKko He BCeraa npw
BpoXaeHHon HB n3MeHeHust nnoga MoryT BbiTb onpepe-
NEHbI BO BPEMS CKPUHWHIOBOIO YNbTPa3BYKOBOMO MCCHie-
posanus (Y3W). AR. Gigliotti 1 coasT., onucsisast 3 criydas
BposkaeHHon Hb ¢ cumntoMamu 3K, oTMeualoT, yuto npu
Y3W Ha 28-32-11 Hepensax rectaumn He Bbif10 BbIABMEHO
HUKaKMX M3MeHeHuit [11]. OpHako npeHaTasnbHas auarHo-
cTuka kak Hb, Tak n 3K Bo3MoxkHa. llepBoe onucaHue
npeHaTanbHoM guarHoctuku HB patmpoBaHo 1983 r.
[20]. O6biuHo mpu Y3U BbisIBNSETCA M30/IMPOBaAHHOE
nopaskeHne C BOBJleYeHMeM 1 HafnoyeyHuKa, Ho MHoraa
BO3MOMHO BM3yanim3nmpoBaTb METAcTasbl B MEYEHU, KOXKE
n paxe B nnaueHTe. CaMblii paHHUIA CPOK BU3yanusaLumm
HE onucaH B 19 Hepenb, xoTs 06bIYHO AMarHO3 yCcTaHaB-
nuBaeTcA B nepuop ¢ 26-i no 39-10 Hepeno recrauuu.
3anopo3putb Hannure 3K npu HB Bo3MoxHO Npw npoBe-
LeHUW BU3yanu3auuu CTPYKTYP FOMOBHOIO M CMMHHOIO
MO3ra nnofa: NPOHUKHOBEHWE OMYXON B CMIMHHOMO3-
rOBOW KaHan Yepes MeMO3BOHOYHbIE OTBEPCTUA UMeeT
XapaKTEPHYIO KapTUHY — CUMNTOM «raHTenu> [21]. lanee
B AnarHoctuke 3K NpoBOAMTCS MOHUTOPUHI ABUraTENbHOM
aKTMBHOCTY B HOTax Miofa C OLEHKOW OMHAaMUKU Kax[ble
15 pHei. Mpu Hannumm nporpeccun 3aboneBaHusi, NOsB-
NEeHUN MPU3HAKOB KU3HEYrpoMKaloLWwmx CUMNTOMOB
()KYC) BO3MOXHO 3KCTpeHHOe poaopaspelleHue
[11, 22]. CnenyeT NOMHUTb M O MATEPUHCKUX OCIIOMHE-
HUAX: FUNEPNPOAYKLMS KaTEXOIAaMVUHOB OMyXOJIbio MOET
BbI3BaTb Pa3BUTME FMMEPTEH3NU W NPE3KNaMNCcun y
MaTepu, MaTePUHCKOrO MUPPOP-CUHAPOMa (3epKasibHbIi
CUHLOPOM, MM cuHapoM BannaHTaiiHa) npu nopaseHun
nnaueHTbl. B nopobHbix cnyyasx npeanoyTeHne oTaaeTcs
OrnepaTMBHOMY POLOPA3PELLEHMIO.

B nocTHaTansHoM nepuoge (npu nogosperumn Ha 3HO
y nnopa) nposogutcst MPT-OMarHoCTvKa ¢ HeoBXoanMbIMM
LOMOJIHUTESIbHBIMU MeToaaMu 0bCrefoBaHus: OLEHKOM
YPOBHS1 OHKOMapKepoB (HeipoHcneumdmyeckasn eHonasa,
cheppuTVH, NaKkTaToernaporeHasa, MeTabonuTbl KaTexo-
NaMUHOB MouM), CUMHTUrpadbueit ¢ MeTanonbeHsunrya-
HWUEMHOM W Ap.

MPT ¢ BHYTpMBEHHbIM KOHTpacTUpOBaHWeM obnapaet
CaMblMW BbICOKMMU UYYBCTBUTESIBHOCTLIO M creundny-
HOCTbIO Ans BbisBNeHWs 3K 1 ABnseTCA CTaHAapToOM Ans
ero nmarHoctuku. OgHako npy HamMuum onpenesieHHon
KIIMHUYECKON KapTWHbl 3K JaHHble BM3yanusaumm mMoryT
BbITb pasnUuUHbIMK (B 3aBUCMMOCTU OT PaCMONOMKEHUs
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PucyHok 4

MPT cnuHHOro Mo3ra, akcuanbHbI cpes, T2-B3BeLleHHble n30bpaxeHus: A — npeacTaBfieHa HopManbHasi aHaTOMUS
CTPYKTYpbl CMIMHHOIO MO3ra v MO3BOHOYHOIO KaHana; b — TunMuHoe pacnonoskeHne NaToNOrMYECKMX OMyXONEBbIX
MaccC C BbICOKMM CUrHasioM Ha T2, pacnpocTpaHeHue onyxonu yepes hopamMmnHanbHoe 0TBepCTUE NMO3BOHKA B MHTpa-

LyparnbHoe aKCcTpaMedysnsapHoe NPoCTPaHCTBO

Figure 4
Axial T2-weighted MRI of the spinal cord: A — normal anatomy of the spinal cord and spinal canal; b — the typical location of
tumor masses with high signal intensity on T2-weighted images, tumor extension through the vertebral foramen into the

intradural extramedullary space

nepsuuHoit onyxonu). [na HB xapakTepHo 3KCTpapy-
panbHoe NnopaskeHWe CMMHHOMO3rOBOr0 KaHana.

0. Laur v coasr. [23] nokasanu, uto npu npoBeneHuu
MPT-uccnenoBaHus KoMnpeccusi MOsKeT BbITb nokanu-
30BaHa B 3NuAaypasibHOM, MHTPagypanbHOM 3KCTpaMe-
LYNAPHOM WM MHTPaMepysfispHOM aHaTOMUYECKUX
npocTtpaHcTeax (pucyHok 4). Utobbl pasnmuuts anuay-
panbHOEe Mopa)keHwe OT MHTpagjypasibHOro, Heobxo-
AvMMa nporpaMMa Bu3yanusauum ¢ NoAaBfIEHNEM XKMpa,
rOe CTeneHb KOMMPecCcun CMMHHOrO MO3ra W Hanmuune
VHTpPaMepynnsapHoro T2-rMnepuHTEHCUBHOIO CUrHana
YKasblBalOT Ha Hannune OCTPOro OTeKa CMMHHOIo Mo3ra
W ABNAIOTCA KPUTUYECKUMM OaHHbIMM ONs nocnepy-
IOLLLe HEOTOKHON XUPYPruyeckon LeKOMMpeccum
[23].

YpesBbluaiHO BaXKHbIMM MPU MHTEPNPETALMN CHUMKOB
MPT aBnsioTCA TOUHOE OMUCAHWE YPOBHS NMPOHUKHOBEHUS
OMyXOJSM B CIHHOMO3IOBOM KaHar M OLEHKa CTeNeHn ero
MePEeKpbITUS.

BaxHoi 0cobeHHOCTbIO OMMCaHHOW HaMK KOropTbl
B0bHbIX ABMMOCH MPEeBaiMpoBaHMeE CllyYaeB CoO 3HaUMU-
TenbHbIM (Bonee 66%) MM ToTanbHbIM NEPEKPbLITUEM
CMMHHOMO3roBoro KaHana. OBbeouHeHHble AaHHble
MEXIYHapOOHbIX MCCeRoBaHuiA, ndyyaswmx 3K npu Hb,
npeqcTasreHbl B 0630pHOM aHanmae K. Kraal v coasr. [10].
Ipynna utanbsHcKkmx yuerblx (B. De Bernardi u coasr.),
onucaswasn 46 cnyyaeB 3K, nokasana, yto Hanbonee
yacTas iokanusauus NepBMYHOM OMyxofn COOTBET-
cTBOBana 3abpwoLwmnHHOMY npocTpaHcTey (55%), pexe
BCTpeuarnoch nopaskeHne sagHero cpenoctequs (37%) v
Manoro Tasa (1%). MNpveeaeHHoe pacnpeneneque cosna-
[aeT ¢ faHHbIMK HeMeLKoi rpynnbl (T. Simon u coasT.),
onucasLen 50 cnyyaes 3K npu HB. B HeMeLkon koropTe
B0rbHbIX Ha 3abpIOLLMHHOE NPOCTPAHCTBO MPUXOOMIIOCH
52% cnyuaes, Ha 3apHee cpepocTeHve — 39%, Ha Manbii
Ta3 — 7% v Ha weio — 3%.
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Halum naHHble coBnagaloT ¢ pesynbTaTaMy MeskayHa-
POOHbIX UCCefoBaHWA: NepBUYHas Onyxonb Bbina foka-
nM30BaHa 3abpIoLLMHHO BHeopraHHO y 8 (61,6%), B 3aaHEM
cpenocTeHun —y 4 (30,7%) 1 B 0bnact1 Manoro Tasa —y
1 (7,7%) naumenTa.

Mo faHHbIM NUTepaTypHoro obsopa [6], B UTanbsH-
CKOW KOropTe UccrefoBaHus valle bbinv npencrasneHsl
(71%) 2-1 n 3-h cTapusamum 3abonesanusa no INSS, 4-g
cTaous BbisBneHa B 25% cnyyaes, 4S — B 4%. Y HeMeLKux
aBTOPOB Takxe npeobnapganu nauuneHTbl ¢ Hb ¢ 1-3-i
ctagusmMu (71%), AMCCEMUMHMPOBaHHbIE CTaaUN BbIsBIISA-
NUCb 3HauuTenbHO peske: 4-— B 20%, 4S — B 8% cnyyaes.

B Hawen koropte 6onbHbIX cTagun 3abonesBaHus
no INSS pacnpegenunuce cnepyowmm obpasom: 2-1
cTagmsa yctaHosneHa y 2 (15,3%), 3-a—y 6 (46,1%), 4-a—
y 3(23,3%), 4S -y 2 (15,3%).

YacToTa BbIfiBNEHMs HebnaronpusTHbIX NPOrHOCTW-
yeckmx drakTopoB y naumeHToB ¢ HB, ocnoskHeHHbIX 3K,
TakUx Kak amnnudoukauma reHa MYCN, oueHuBaeTtcs B
3—5%, No AaHHbIM (PPaHLIY3CKMX U HEMELIKUX aBTopoB. B
Halew rpynne amnnudukauma rena MYCN, geneuvm 1p
unm 11q oTcyTcTBOBaNM BO BCex cryyasx. [pexne Bcero,
370 06YCNOB/IEHO BO3PACTOM MaLUMEHTOB, BKIMIOYEHHBIX B
HacToslLLee MccnefoBaHWe, Tak kak Hb y netein nepeoro
roga »u3Hu 0bblyHO obnapaeT BrnaronpuaTHbLIM Bruonoru-
YECKUM MPOGOMIIEM, B YACTHOCTU HU3KOWM YacTOTOM BCTpe-
yaeMocTu amnnudomkaumm reva MYCN u peneunn 1p [4,
5].

INeuyenne

McTopuueckn nopxopbl k Tepanuu 3K npu HB Bknto-
yanu MNXT, HelMpOXMPYpryeckoe BMeLaTenbCTeo (namu-
HOTOMMS! U NTAMUHIKTOMMS) 1 NyyeByio Tepanuio, Npu 3ToM
CO BPEMEHEM POJSib KaA0r0 M3 METOA0B JIeYEHNSA U3MEHS -
nacbk. B HacToALLMIN MOMEHT KOHLIeNUMA Tepanumu 3aBucuT
0T MHOruMx OaKTOpOB: BO3pacTa, CTagun 3aboneBaHns u
FPYNMbl PUCKa, CTEMEHN M YPOBHS KOMMPECCHM CMIMHHOMO




OPUTUHAJNbHBIE CTATbU

MO3ra 1 ANIUTENBbHOCTU U CTEMEHN BbIPaXKEHHOCTU HEBPO-
NOrMYECKUX HapYLLIEHWI.

[Npy nosiBneHun KNHKKK 3K cUTyaumns LOMKHaA pacLe-
HMBATbCH KaK 3KCTPeHHas v TpebyloLlas HeMeaneHHoro
pearvpoBaHvs MeKOUCLMNIIMHAPHON KOMaHAabl crneumna-
NMCTOB (DETCKOro OHKOJOra, HeMpoXMpypra, HeBporora,
peHTreHosora 1 ap.). 3To 0byCnoBeHo yrpo3oit NosIHoro
MOMNepeyYHOro NOPaXeHWs CIIMHHOMO Mo3ra ¢ )OpPMMpOBa-
HMEM HeobpaTMMOro HEBPOSIOMMYECKOr0 fedhuuunTa.

JlyueBas Tepanus npu pa3sutum 3Ky neteit ¢ Hb B
HacTosiLLiee BPEMS HE UCMOSIb3yeTCA U UMEET NULLb UCTO-
pUYecKoe 3HauYeHue, YTO B MEPBYIO oyepenb 0bycrnos-
NEHO BO3MOMHbLIM PUCKOM pa3BuTUsA BTOpHUHbIX 3HO [24].
B psine cnyvyaeB HeipoXMpypruyeckast onepaumns MOXeT
BbITb BbINOSIHEHA Kak NepBUYHas NeyebHasa onums, ecu
npeanonaraeTcs, YTo AaHHbIA BUA OMYyXONW He noTpe-
ByeT xvMWOTEpaneBTUYECKOro neyenuns. Mnu, Hanpotus,
OMnyXonb He BEPUCHMLIMPOBaHa MMCTOSIONMYECKH, a XMPYp-
rMYeckoe BMELLATENbCTBO BCEe paBHO Heobxoaumo ans
nonyyexus ee cybctpaTta. B aToM cryyae npu onpege-
NEHHOW NOKaNM3aLmnM NopaskeHNs BO3MOKHO NepBUYHOE
Hepoxvpypruyeckoe BMeLLaTensCTBo.

Helpoxupypruueckoe neyeHve B KayecTBe UHULN-
anbHOWM Tepanuu HanpaBneHo Ha bbicTpoe cHATUE
CMMMTOMOB KOMMPECCHM CMIMHHOIO MO3ra y MalMeHTOB C
BbICTPbLIM MPOrPeCcCMpPOBaHNEM HEBPOSIOrMYECKON CUMITO-
MaTUKK, a TaKKe B TeX Clyyasix, Korga oTMeyaeTcs ee
YXYLLUEHWE BO BPEMA MPOBEAEHUs 3Tana XMMuoTepa-
MeBTUYECKOro nedenus [6]. McTopuuecku onepaums Kak
NepBUYHasi TepaneBTUYECKas OMNUMs PEKOMeH0Banach
OeTAM C HeBPOSIOrMYeckUM AedMLMTOM, Pas3BUBLLIMMCS
B TeueHue 72-96 u, NOCKOMbKy B 3TOM cryyae dakTop
LEKOMMNPECCUM Urpart BaxHyIo porib B NpefoTBpaLLEHNN
HeobpaTMOoro NopaskeHnsa CMMHHOro Mo3ra. Ha BasHOCTb
MaKCMMasbHO KOPOTKOro nepuoaa ot aebiota cMMnToMoB
3K o Havyana neyeHwus ykasbiBaloT S. Li v coaBT. B CBOEM
aHanuse, Bk/loyaBweM 135 6osbHbIX ¢ npusHakamu 3K
¥ MOMHbLIM MapasiMuoM B HEBPOSIOrMYECKOM cTaTyce [25].
CornacHo uccnegosaHuio S. Li u coaBT., NaMUHIKTOMMSA,
NpoBeAeHHas y NaLMeHTOB C Pa3BMBLUMMCSA MOSHbLIM Napa-
nnyom B TeyeHne 48 4 — 7 gHel ot pebiota 3K, nossonuna
BOBUTLCS NyYLLIEro HEBPONIOrMYECKOO BOCCTAHOBIIEHMS,
4yeM B rpynne 6OmMbHbIX, MOABEPrLUMXCA Onepauun B
TeueHue 3 Hep OT NosiBneHns NpnaHakos K.

OBCyXOEHMIO XMPYPIrUUECKOW TaKTWUKM MOCBSALLEH
aHanus 32 nauueHToB, nposefeHHbIM L. Pio u coasT.
(2019) [26]. Bbino nokasaHo, YTO BHEAPEHWE MEXAMCLM-
MIIMHApHOro NoaXofa NPy MIiaHMPOBaHUWN XUPYPIrUYECKOro
3Tana Tepanuu ¢ MHOrODaKTOPHOW OLEHKON AMHAMUKM
MHTpaKaHanbHOro U 3KCTpakaHarbHOro KOMMOHEHTOB
Onyxonu Ha choHe HEOaObIOBAHTHOM TEpanuK NO3BOMNWIIO
LOCTUIHYTb BraronpusaTHbIX pesyrnbTaTos (06LLas BbIKM-
BaeMocTb cocTasuna 90,6%).

Tak, xupypruyeckyto ctpateruio L. Pio 1 coaBT. npen-
naraioT ONpefensTh B 3aBMCMMOCTU OT pa3Mepa 1 obbeMa

MHTpaKaHanbHOro KOMMOHEHTA: €Cin OH 3aHMMaeT bornee
TPeTU ceyeHns NO3BOHOYHOIrO KaHasna, To 3T0 crepyet
paccMaTpuBaTh Kak MoTEHLMArbHYI0 Yrpo3y LENOCTHOCTM
cnuHHOro Mosra [26]. B naHHOM criyyae pekomeHayeTtcs
BbINOSIHEHUE HEMPOXMPYPrUUECKONA pe3eKkummn (namMmuHo-
nnacTukm). ECnvt ske MHTpaKaHarbHbIA KOMMOHEHT He npef-
CTaBMSeT Yrpo3bl, ONEPUPYETCS TOMbKO SKCTPaKaHarnbHas
yacTb onyxonu. Cnocob B gaHHOM cryyae 3aBUCWT OT
NepBUYHON fIoKanmn3aLumm 1 obbeMa onyxonu: npu 3abpio-
LUMHHOM PacMONOMeHUN — MOMepeyYHas NlanapoToMus, Npu
MOSICHUYHOM NTOKanu3auum [o6aBNSeTCA NOMNOHUTENbHbIN
kocoi poctyn, npu HB Ta3a — HapnobkoBo-NonepeyHbIi
[OCTYN MNWU CPefMHHO-MYMNOoYHO-100KOoBbIM [OCTYM, a
npu HB cpepocTenus — 3agHenaTteparnbHas TOPaKOTOMUSA
nmbo TpaHcMaHybpuanbHbIv nopxop, pioHeHBanbaa, Mbo
Topakockonuyeckuin Metof. B 1 nokasaTtenbHoM cnyyae
L. Pio u coaBT. 0bpallaloT BHMMaHWe Ha TOT daKT, uTo
HenpaBWIIbHO BbiDpaHHas TaKTVKa 04EpPEedHOCTU UHTPa- U
3KCTPaKaHasbHOW pe3ekunn bbinia KpanHe NoyumTesbHOM.
Tak, nocne NpoBeNEHHON 3KCTpPaKaHanbHOW pe3eKumm
pa3BUIICA NocneonepaLUmnoHHbIl OTEK C pacnpocTpaHe-
HWEM B MO3BOHOYHbIVA KaHas, 4To npuBeno K Heobxonu-
MOCTU BbIMOJIHEHUA 3KCTPEHHOW HEMPOXUPYPrUuyYecKom
LEKOMMNpPeccuM CnmHHoro mosra. MNoatomy L. Pio n coaBT.
YTBEPXKOAIOT, UTO ECIN MIIAHUPYETCH HEMPOXMPYPrMyeckoe
BMeLlaTenbcTBo npu HB, To 3T0T BUA Tepanuun cnepyeT
BbIMOSHATL B KAyecTBe MepBOro 3Tana A0 yAaneHus
3KCTpaKaHanbHOM ONyxoru.

OpHako [aHHbIM BUO, TEpanun MMEeT MHOMECTBO
NOCTOMNEPALIMOHHBIX OCIOKHEHUI, TakUX Kak aedhopMaLms
MO3BOHOYHOIO CTONBA, BbIPaKeHHbIA NTOPHO3, KMdI03 M
CKONMO3, a, BO3MOKHO, W OTCTaBaHWE B Pa3BUTUM MO3BO-
HouHoro ctonba.

Kak BuaHo 13 pabotbl L. Pio u coasT. [26], Heltpo-
XUpYpruyeckoe nedenne nposeneHo y 17/32 (53%)
B0onbHbIX, B TOM YMcre B KOMBMHUPOBAHHOM BapuaHTe y
4/17 nauveHToB, korga paboTtanu 3 koMaHabl (Hepoxu-
pypru, LETCKMEe OHKOMOMM M OpToneauyeckas rpynna).
VIMeHHO BHELpEHWe KOMBMHMPOBAHHOIO MOAX0AA B XUPYP-
rMYecKoe feyeHre C NpuBMeYeHMeM KOMaHabl OPTONEenoB
U BbiNosHeHWe apTpoaesa (cTabunmsaums No3BOHOUHMKA)
BO BpeMsl peseKkumum onyxonm (3/17) npuBenm K CHUKeHMIo
4acTOTbl PasBUTUSA OPTOMEANYECKUX OCMOMKHEHWUN. U3
pabotbl L. Pio 1 coasT. [26] cnenyet, uto Tonbko 3 (10%)
nauveHTa B NocredyioLLeM UMeN opToneanyeckme Hapy-
weHusa (1 — ckonmos, 1 — Kndhos 1 1 — runeprnopaos). 31o
CPaBHUTENbHO HWU3Kas YacToTa MO CPaBHEHWIO CO CPEHUM
3HayeHneM (okono 30%), npencTtasrieHHbIM paHee B
o63ope K. Kraal n coasT. [10].

TakuMm obpasoM, yuuTbiBas HOMbLLOE KOSMYECTBO
OPTOMEONYECKMX U HEBPOSIOrMYECKMX NMOCTONEPALIMOHHDBIX
OCIOMHEeHMN, Bonbluas YacTb CNeumManucToB yoesaeHb!
B HEOBXOAMMOCTM UCMOMb30BaHUA Ha HayaslbHOM 3Tane
HEeOoaLblIOBAHTHOW XMMMUOTEPANUKU MNPU EKEOHEBHOM
MOHMTOPUPOBaHUN HEBPOSIOrnyeckoro aedmumta. 370
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0CODEHHO aKTyaslbHO B KOHTeKcTe 0bCy»kaaemoi mony-
MIALMM NaUMEHTOB MEPBbIX 6 MECSALIEB U3HU, MOCKOSIbKY
HebnaronpuATHble NOCNenCcTBUS XMPYPrMyecKoro BMeLLa-
TenbCTBa Ha pasBUTUE MO3BOHKOB MOryT BbiTh Hanbonee
BbIPaXEHHbIMW y [eTell paHHero Bo3pacTta. B Hawem
“CCrnefoBaHWM cneunanbHoe HeMpoXupypruveckoe
nevenue (nNamuHoToMuA) BeinosiHeHo B 4/13 (30,7%)
cnyyasix. [epBMUYHO creumanbHoe HepoXMpypruyeckoe
BMeLLaTenbCTBo nonyumnu 2/4 (50%) naumenTa, a octas-
wumes 2/4 (50%) maHHbIi BUA Tepanuu bbin NpoBefeH
Mocne Havana X¥MMMOTepaneBTUYECKOro IEYEHWs B CBA3M
C yXyALIEeHNEM HEeBPOSIOrMYecKon cumntoMatnkn. OpuH
MauMeHT 13 rpynnbl HabmopeHWst He nofyyan xMMuoTe-
panuio, eMy Bblro BbINOSTHEHO 2 ONepaTyBHbIX BMeLLaTe b~
CTBa: NepBbIM 3TaNOM — HEMPOXMPYPrUYECKOE, BTOPbIM
— yAaneHve onyxonu 3abpIoLLMHHOMO NPOCTPaHCTBaA.

[lokasaHo, uTO y peTen, umelowmx npusHakm 3K,
obycnosneHHble HB, MOXHO OMuaaTh XOpOLLEro oTBeTa
onyxonu Ha MXT [4].

Haww paHHble cBMOETENLCTBYIOT O TOM, YTO 60sb-
LUMHCTBY NaumeHToB nposofunack MXT, npu 3TOM, Kak
npasuno, y 6onbHbIX rpynnbl HabniogeHus Tpebosanock
orpaHuyeHHoe KonmyecTBo KypcoB [MXT ons KynupoBaHus
YKYC v perpecca nHTpakaHarnbHOro KOMMoHeHTa ONyxomu,
MefmaHa KonuuecTsa Kypcos 6bina pasHa 2 (pasbpoc
1-3).

OTpaneHHble adhdpekTbl TEPanuu

Camoe BonbLUOe MCCreaoBaHMe Mo U3yYeHWo oTha-
neHHbIX 3 deKTOB U pe3ynbTaToB Tepanuu geten ¢ Hb
n cumntomamn 3K Bbino onmcaHo P. Angelini n coasT.
[22]. Bbinm nsyueHbl 98 NauMeHTOB, Npy 3TOM BbIFBIEHO
HECKOSbKO TEHAEHLUMI: BO-MEPBbLIX, LETU C HaUMEHee
BbIpasKeHHbIM MOTOPHbIM AedomumToM (I 1 Il cTeneHs)
MMEenu NyJLLniA OTBET Ha NeYeHne W yalle MOJSHOCTbIo
BOCCTaHaBnuBanu ABWraTesbHYI0 HEQOCTaTOYHOCTb,
BO-BTOPbIX, COMMIaCHO pe3yfibTataM aHanusa, npeumyLie-
CTBO B TEpanuu naumeHToB ¢ cumntoMamu 3K oTaaBanoch
XummnoTtepanuu. [1eTn, y KOTOPbIX MEPBbLIM 3TArNOM JIeYeHus
Bbina Hepoxmpypruyeckas onepaums, BNoCNeacTsun Bce
PaBHO MOMNyYanu XMMWO- 1 JTy4eBylo Tepanuio B 0TIMuMe
OT MaLMEHTOB, Y KOTOPbIX NEPBbIM 3TanoM Bbina XxuMmo-
Tepanus (aToi rpynne He TpeboBanoch JOMNOSHUTENbHBIX
cnocobos fneuerust). Kpome Toro, caM hakT npoBeaeHus
HEMpPOXMPYPruyecKon onepaumu Bcerfa MMen puUcCK
pa3BUTUS OCIIOKHEHUI B BUAE BO3HUKHOBEHMWs fedhop-
MaLmK NO3BOHOYHMKA.

Tak, B cBOeM peTpocnekTuBHoM 0630pe A.C. Paulino
v B.Z. Fowler [27] npoaHanuaupoBanu faHHsle 58 getei,
nonyyaBLLMX neyeHune no noeogy HB, v nokasanwv npsamyio
CBA3b Pa3BUTUA CKOMMO3a Y NaLMEHTOB C MEPEHECEHHON
paHee namMuHakToMueir. 3a nepuon 8-137 (B cpemHeM
51) Mec y 21% pneTeit passuncs B AanbHEMLLEM CKOMMO3
FIErKON CTeneHu, a TPETU M3 HUX B JarbHENLEeM NoHano-
Bunacb XvMpypruyeckas KoppekLms.
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MOMMMO OpPTOMNEANYECKMX OCIIONKHEHUI Y IeTEN MOTYT
OIUTESIbHO COXPaHATLCS HEBPOOrMYeCcKne HapyLUeHus.
bonblwoe no uucneHHocTn uccnenosaHve M. Fanzy u
CO0aBT., BKNovaloLlee 576 getert ¢ HB, n3 kotopbix y 51
O0TMevanacb MHTpaKaHaslbHas nokanusauus omyxonw,
BbISIBUIIO 3aKOHOMEPHOCTb, YTO 78,6% NauneHToB Menu
MOSTHOe BOCCTaHOBIIEHWE HEBPOMIOrMYECKON CUMMTOMA-
TWKM, €CIN KOMMNPECCHsi CMIMHHOrO MO3ra Anusiacb MeHee
4 Hep. HanpoTtus, B rpynne c MNpOLOJIKUTENbHOCTbLIO
koMmnpeccun bonee 1 Mec BOCCTaHOBSIEHUE HEBPOSIOMU-
YECKOW CUMMTOMAaTUKM OTMEUEHO TOSBbKO Y 25% B0MbHbIX
[28].

B HaLueit rpynne BepTebparbHble HapyLeHus (Kudhos,
Nopmao3 v ckonuos) passunnck y 5/9 (55%) neteit, npuuem
TonbKo y 2/5 (40%) BLINOMHEHO CrieumanbHoe HeMpoXu-
pypruueckoe nedenne (namuHotomus). Euwe y 3 (60%)
BOsbHBIX TakKe PasBMIICA CKOMO3, OAHAKO CrieLyaribHoro
HEMPOXMPYPrMYECKOrO NTEUYEHUSI OHU HE MOJTyYanu, yTo,
BeposiTHee BCEro, bbio 06yCNoBNeHO MHTPaKaHamnbHbIM
pacrnpocTpPaHeHNEM OMyX0SiM B MOMEHT aKTUBHOIO pocTa
1 dopMMPOBaHMA MO3BOHOYHOrO cTonba cpasy mocne
POKAEHMA.

MporHos

B LenoM OHKOMOrMyecKnin NporHo3 y AeTen ¢ faHHOM
naTonoruen AOCTaTouHO BrnaronpuATHLIN. Tak, Mo AaHHbIM
HeMeukon rpynnbl no n3dyyenuio HB, 5-neTtHaAs oblias
BbI)KMBAEMOCTb B rpynne nauveHToB ¢ 3K cocTtasuna
86,2% npotve 72,7% B rpynne BosnbHbix 6e3 3K [5, 6]. B
Hallel KoropTe BOMbHbIX HA MOMEHT HanucaHus nybnu-
Kaumn 77% 6binu skuebl, 33% nornbnu. BasHbIM Habnio-
OEeHVWEM SIBUNOCb TO, YTO CMepTb BCEX 3 MauMeHToB
pasBunach B pesysibTaTe OCIOKHEHWIA, 06yCNOBNEHHbIX
nposoanMon Tepanuen. [laHHbIi haKT eLle pas noguep-
KVMBAET BaKHOCTb MEXANCLIMNITMHAPHOrO 0BCYKOEHUSA NpK
BblpaboTKe TepaneBTMUECKOro MNiaHa y AeTel paHHero
Bo3pacTa ¢ Hb, ocnosHeHHon 3K, TLaTenbHOro MoHM-
TOpWHra 3a naumeHTamu, nonydaoLimmm MXT, ¢ BO3MOXK-
HOCTbIO MPOBEAEHUS afeKBaTHOW COMPOBOAMTESIbHOM
Tepanuu n obecneyeHUss KOHTPONSA MHAEKLMOHHbIX
OCIMOMHEHWN, a TaKKe OMPENeneHns YETKMX MOKa3aHun K
XUPYPruyecKrM BMeLLIaTeNIbCTBaM.

3AKINIOYEHUE

BOnbLUMHCTBO NaUMeHTOB B AaHHOM UCCNENOBaHWUW —
LeTN MEPBbIX 3 MeCHLEB U3HW C JTIOKaIM30BaHHbIMM
cTaguaMu 3aboneBaHust Npu OTCYTCTBMM Hebnaronpu-
ATHbIX LMTOrEHETMYECKMX MapkepoB. Hambonee yacto
nepBMYHas OMyxosib JloKanusoBanacb 3abpioLMHHO
BHEOPraHHo. lMpaKTuyecku Bce AETW NOfyYanu XMMmuoTe-
panuio AN nauneHToB rpynnbl HabnioaeHns B ceAsm ¢ XKYC
B BMAe cuMnTomatnueckom 3K.

lMpencTaBneHHble faHHble NOLYEPKUBAIOT TPYLHOCTb
OMarHocTvku 1 BepeHus BonbHbix ¢ 3K npu HB, Heobxo-



OPUTUHAJNbHBIE CTATbU

AONMOCTb BblpaﬁOTKVI 06LLmx CTaHOapToB obcnepnoBaHua u
Tepanuu C onpenesieHneM TakTuku HabrilogeHws 1 peaﬁm—

nMTaummn oaHHom rpynnbl NaUuMeHTOoB.

UCTOYHUK ®PUHAHCUPOBAHUA
He ykasaH.

KOH®JINKT UHTEPECOB

ABTOpr CTaTbV NOATBEPAMIIN OTCYTCTBME KOHCbJ'IVIKTa WHTEepecos, O KO-

TOPOM HeobxoanMo cooBLLNTD.
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