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TawkeHmMcKasa MeOuyUHCKaA akademus, PecrnybaukaHcKull crneyuanu3upo8aHHeIl Hay4YHO-NPaKkmu-
yecKuli meOuyuHckuli ueHmp Helipoxupypauu

Magsad: bolalarda markaziy asab tizimining rivojlanishidagi anomaliyalar bilan birgalikda miyelodisplaziyaning
klinik va nevrologik ko’rinishini va neyroimaging usullarini tahlil qilish. Material va usullar: 2016-2022 yillarda Re-
spublika ixtisoslashtirilgan pediatriya ilmiy-amaliy tibbiyot markazida tekshirilgan va davolangan miyelodisplaziya
bilan og’rigan 97 nafar bola kuzatuv ostida edi. Barcha bemorlar neyroimaging va neyrofiziologik tekshiruvni o’z ich-
iga olgan keng qamrovli tekshiruvdan o’tkazildi. Natijalar: MDda eng ko‘p uchraydigan qo‘shma nuqsonlar tayanch-
harakat tizimi (72,16%) va birinchi navbatda umurtqa pog‘onasi egriligi (36.08%) va oyoq-qo‘li (27.84%) nugson-
lari edi. Bemorlarning 28,86 foizida markaziy asab tizimining malformatsiyasi miyelodisplaziya bilan kechadi. Kiari
malformatsiyasining 2-turi kombinatsiyasi 57 (58,7%) bemorlarda qayd etilgan. Xulosa: miyelodisplaziya ko’pincha
markaziy asab tizimi rivojlanishining boshqa anomaliyalari bilan birga keladi, xususan, gidrosefali, Kiari malformat-
siyasi, fiksatsiyalangan orqa miya sindromi, davolashning bosqichlari va ketma-ketligini belgilaydigan siringomieliya.

Kalit so’zlar: malformatsiyalar, miyelodisplaziya, klinik va nevrologik rasm.

Objective: To analyze the clinical and neurological picture and methods of neuroimaging of myelodysplasia in
combination with anomalies in the development of the central nervous system in children. Material and methods:
97 children with myelodysplasia were under observation, who were examined and treated at the RSSPMCN in 2016-
2022. All patients underwent a comprehensive examination, including neuroimaging and neurophysiological exam-
ination. Results: The most common concomitant MD malformations were malformations of the musculoskeletal sys-
tem (72.16%), and first of all spinal curvature (36.08%) and clubfoot (27.84%). Malformations of the central nervous
system are accompanied by myelodysplasia in 28.86% of patients. The combination of Chiari malformation type 2
was noted in 57 (58.7%) patients. Conclusions: Myelodysplasia is often accompanied by other anomalies of the CNS
development, in particular, hydrocephalus, Chiari malformation, fixed spinal cord syndrome, syringomyelia, which
determines the stages and succession of treatment.

Key words: malformations, myelodysplasia, clinical and neurological picture.

JAeTel - xupyprudeckuit [1]. PagukanbHas onepanus -

BpO)K,Z[EHHbIe IIOPOKH PA3BUTUA [M0O3BOHOYHUKA U
KOpPPEKI[MS BEPTEOpO-MeAy/UIIPHON aHOMAJIUH, YCTpa-

CIUHHOTO MO3ra, WK Muesoaucnaasuu (M/]) sas-

JISIIOTCS1 O/JHOM U3 TsDKeJIbIX OpPM NaTosIoruu y AeTel. [1o
JaHHbIM BceMHpHOUM opraHusanuu 3/paBOOXpaHEHHH,
€XXero/lHO B MUpe C BPOXKJEHHbIMU IIOPOKAMU Pa3BUTHUS
poxparorcs 4-6% peteit [3,6]. YacToTa poxeHus AeTel
¢ M/], mo pa3HbIM JjaHHBIM, — 1 cirydait Ha 500-2000 HOBo-
pOX/JeHHBbIX, B cpefHeM 1 ciayvaii Ha 1000 HOBOpOX/eH-
HbIX [4]. Yale nopok BCTpedaeTcs: y MaJbuHKOB.

B HacTosiee BpeMs B rpynmny AuspadruyecKux Ha-
pyLIEHUH OTHOCAT pa3HOO6Gpa3Hble MATOJOTHYECKHE
MPOLECCHI CO CTOPOHBI KOKHBIX TOKPOBOB, MBIIII] CIIH-
HbI B COYETAHUM C HapylulieHneM GOpPMUPOBAHUSA CIIUH-
HOT'O MO03ra, N03BOHOYHHKA U CIMHHOMO3r0BOT'0 KaHa-
s1a. [lopok pa3BUTHUSA MO3BOHOYHUKA M CIMHHOT'O MO3Ta
HepeJIKO IMpeJICTaBJeH KOMIIJIEKCOM HeHpOXUpyprude-
CKMX 3a60JIeBaHUI: CHIMHHOMO3r0Bas rpeika (CMTI), ru-
apouedanusa (L), manbpopmanusa Kuapu (MK), cun-
ApoM ¢uKcupoBaHHOro cnuHHOro Mo3ra (COCM) u
cupunromuenus (CM) [2,5,8].

Bo/IbLIIMHCTBO aBTOPOB CXOAATCS BO MHEHHH, YTO
e/IMHCTBEHHbIN paJiMKaJbHBIA MeTOoA JedeHusa M/ y

HeHue CMI' u COCM. Heo6x0oaMMBbIM yCJIOBUEM A5 GJ1a-
TONPUATHOTO HCXOZa ONEpPaTHBHOIO BMellaTesJbCTBA
SIBJIsIETCS] BBIOOP ONTHMa/IbHBIX CDOKOB U METO/IOB XH-
pyprudeckoro jedeHus [7].

Lesb ucciegoBaHus

AHanv3 KJIMHUKO-HEBPOJIOTMYECKON KapTHHBI HU
MeTO/I0B HelMpOBU3ya/JU3allUd MUEJIOAUCIJIA3UU B CO-
yeTaHUU c aHoMaJusaAMU pa3sutusa HC y nereil.

MartepuaJ u MeTOABbI

KyiMHMKO-HEBPOJIOTMYECKUI aHAJIU3 U HEUPOBU3Y-
anusauus nposegeHbl y 97 neteit ¢ M/l, HaxoAUMBLIKX-
csl Ha 00C/IelOBaHUM U JIEYEHUU B OT/I€JIEHUU JI€TCKON
HeUpoxupypruu Pecny6MKaHCKOrO CHelHaaIu3upo-
BaHHOTO HAy4YHO-NPAaKTUYECKOr0 MeJUIIMHCKOIO LieH-
Tpa Helpoxupypruu M3 PY3 B 2016-2022 rr. bosibHbIe
OBLIN pa3/esieHbl Ha 2 rpynnbl. KOHTPOJIBHYO Ipynmny
COCTaBUJIM 60JIbHBIE, ¥ KOTOPbIX B 2016-2018 rr. mpoBo-
JUJIOCh CTAaHAAPTHOE 00C/Ie/J0BaHNE U OOIIENPUHSATOE
JledeHHe 6e3 yyeTa JJMKBOPOJUHAMHUYECKUX pe3yJbTa-
TOB UM 3TAIIHOCTH JiedeHHUsl. B ocHOBHyO rpynny 6b11u
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BKJIIOYEHbI MaLUEeHTH], y KOTOpbIX B 2019-2022 rr. npu
MPOBEJIEHUHU 3TAMHOTO XUPYPrUYECKOro JeUeHUs YUU-
THIBJIMCh JINKBOPOJWHAMUYECKHE HapylLIeH!s, napa-
MeTphI LIYHTUPYIOLENH CUCTEMBI, TPUMEHS/ICS UHTPAO-
nepanMoOHHbI HEUPOMOHHUTOPUHT.

B 3aBucuMocTtu ot Bo3pacra (bapanos A.A., 2006)
60JIbHBIE OBLTH pa3zesieHbl Ha 3 rpynnbl. BoJbIIKMHCTBO
00JIbHBIX OBLIN B MepUoZie Tpy/HOro Bo3pacta (n=81;
83,5%); y ieBoUYek 3a60/1eBaHHE BCTPEYAJIOCh HECKOJIb-
Ko vaiie (n=59), yeM y MmasbuukoB (n=38) (tab6.. 1).

Ta6auya 1
PacnpedesieHue 60.1bHbIX 8 308UCUMOCITIU 0 11010 U 803paAcma
BospacT 60/1bHBIX Masb9uKu JleBoYKU Bcero, a6c. (%)
0-1 mec. 3 2 5(51)
1-12 mec. 32 49 81 (83,5)
1-4 rona 3 8 11 (11,3)
Bcero, a6c. (%) 38(39,2) 59 (60,8) 97 (100)
M+m 0,559+0,109 0,547+0,45

Kputepuu BK/IOYEHUS B KJIMHHUYECKOE HCCIEJO-
BaHMe: JIeTU MY>KCKOTO U KEHCKOTO I10J1a, Hajuuue M/]
Ja1060# ¢opmbl u sokanuszanuu (MKB 10 nepecmotpa
M/l npencraBiaeHa py6pukoi - Q05). Kputepuu uckto-
YeHHs: HaJIMuMe BbIPA’)KEHHOT'0 BOCHAIUTENbHOI0 UIH
rHOMHOTrO npolecca B o6actd M/l, IOpOKH ApyTUX Op-
raHOB U CUCTEM B CTaJUU JIeKOMIIEHCAL[MH, CIIOCOGHBIX
IOBJIUATh Ha KJIMHUYECKOE TEeUYEeHHUeE.

JJ1 MCKJIIOYeHUsT WM NOATBEPKAEHUS aHOMaIUH
pa3BUTHUA U ApPYrux 3a60jieBaHUNA OPraHOB U CHUCTEM
Ha 1-4 3Tane U3y4yaau cOMaTUYECKUH cTaTyc. BoabHBIX
OCMaTpUBaJM CMEXHBIMU CIHeLUaJUCTaMU C IpUMe-
HEHHEM WHCTPYMEHTA/JbHBIX METO/0B HCCJIe[0BaHHUSI.
O6cenoBanue OblJIO AOMOJHEHO PsIIOM HHCTPYMEH-

IS5

5.4
26,5

-

TaJIbHbIX MeTOZ0B, Takux kak MCKT (Philips 16 cnaii-
cubiii CIIA), MPT rosioBHOro ¥ cnuHHOTO Mo3ra (Xetari
Aeris mate, fAnonus), Y3 BHyTpeHHUX opraHos, Y3U
IrpbbKEBOro Melllka, HeHWpocoHorpadus (Acuson 128
xp 10 CIIIA), anekTtpoHeiipomuorpadus (Heitpocodr,
Poccus).

O6paboTKka MNOJyYeHHBIX pPe3y/JbTaTOB NPOBOJAU-
Jlacb N0 OOILEeNPUHATON MeTOoAUKe CTAaTUCTHUYeCKO-
ro aHaJii3a BapHalMOHHOIO PAJia U ero MHTEeHCHUBHBIX
nokasareJsieil Ha nporpamMe Statistica 6.0 u Microsoft
Excel.

Pe3synbraThl

PacnpezneneHne 60/bHBIX B 3aBUCUMOCTH OT JIOKa-
au3auuu M/l npescraByieHo Ha pucyHke 1.

B [loacHuuHO-Kpecmuossiii-41
Hoacnuunstit-26
B [pydonoacnuunsit-16
B [pydonosacHu4HO-Kpecmuoasl fi-4
B Kpecmuosotit-4
I edqinot -4
B 'pyonoi-2
Hllenno-zpyonou-1

Puc. 1. PacnpeaeAeHue 60/1bHbIX 8 3A8UCUMOCTIU OM JA0Kaauzayuu CNUHHOMO03208011 epuiiicu, %.

AHanu3 npuBeJleHHbIX Ha pUCyHKe 1 JaHHBIX yKa-
3bIBaeT Ha 3HA4YUTeJbHOE Npeobsasanue M/l (84,6%)
B KayJlaJIbHbIX OT/eJIaX M03BOHOYHUKA — TPyJONosic-
HUYHOM, MOSICHUYHOM, MOSICHUYHO-KPECTI0OBON JIOKa-
JIU3allMy, UMEHHO MpPH 3TOH JIOKAIU3alUK NOPOKa Ha-
OJito/lasiCsl BeChb CIEKTP KJMHUYECKUX MPOSBJIEHUN
CUH/IpOMa Kay/JJaJIbHOU perpeccum.

Ha pucyHke 2 npe/icTaB/eHbl pa3JM4Hble BapUaH-
Thl TONMYECKOH JIOKaJU3al[{H, XapaKTepa MOKPOBHBIX
TKaHe# 1 06'beMa rPbIKEBOT0 MellKa.

B 3aBMCMMOCTH OT 06beMa TpbDKEBOr0 MellKa
60/IbHbIE GbLIM pa3/ieieHbl Ha 4 rpynnbl: Majble (10 10
cm®), cpegnue (ot 10 1o 30 cm?), Goabiue (ot 30 g0 60
cm®), ruranTckue (6osee 60 cm®) (Tabu. 2).
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Puc. 2. Bapuanmbsl monuyeckoii 1okaauszayuu CMI

Ta6auya 2
06%eMm 2pbldice8020 MewKa 8 3a8UCUMOCTIU 0N 803pacma y 6016HbIX
KOHMPO.J16HOII (YucAume.1b) U 0CHOBHOII (3HAMeHameb) 2pynn
. Bo3pacT 60/1bHBIX
O6mem PbIKEBO Htoro, a6c. (%) Bcero, a6c. (%) | y2 . 4=0.05

O MEIIIKE, CM 0-1mec. | 1-12 Mec. | 1-4rog 9 4=
<10 1/1 5/12 3/1 9(21,9)/14 (25) 23(23,7) 12,99
10-30 1/2 9/21 2/2 12 (29,3)/25 (44,6) 37 (38,1) 14,26
30-60 -/- 6/8 -/1 6 (14,6)/9(16,1) 15 (15,5) 12,4
>60 -/- 12/8 2/- 14 (34,2)/8 (14,3) 22 (22,7) 17,26
UToro 2/3 32/49 7/4 41 (100)/56 (100) 97 (100)

Kak BHJHO M3 TabuuLbl 2, BO BCEX BO3PACTHBIX
rpynmnax Jauie HabJI0[aluch cpefijHue 06'beMbl IpbhKe-
Boro Meuka (n=37; 38,1%) (p<0,05).

HauGosiee TsKeNbIMM NPOSIBIEHUSIMH aHOMaJIMU
pa3BUTHSA SABJAIOTCS Nape3bl U NapajJvyyd HUXe YpOB-
Hs pacnosioxkeHuss M/|, HeJepkaHHe MOYM M KaJa.
OnpeziesieHHe CcTelleHU Nape3a B KOHEYHOCTAX Y HOBO-
POX/JIeHHBIX 3a4acTyl0 OKa3bIBaeTCs 3aTPYAHUTEJIbHbIM,
TaK KakK JiBUraTe/bHble QyHKIUH y HUX €ellle 0JHOCTbI0
He cpopMupoBaHbl. C1e10BaTeNbHO, 32 KDUTEPUH OLleH-
KM Nape3a Mbl IPUHHUMAJU BslJible JBHXKEHUS] HWKHUX
KOHEYHOCTeH B OTBeT Ha GoJieBble pa3jpakeHUs pas-
JINYHBIX YYaCTKOB KOXU. [lape3 Huxe ypoBHSA paciosio-
»keHust M/] BoisiBsieH Hamu y 88 (90,7%) neTeid, rumo- u
aHecTe3Usl B HIDKHUX KOHeuHocTsX - y 73 (75,3%), pac-
CTPOWCTBO Ta30BbIX opraHoB - y 68 (70,1%), kocosa-
noctb -y 27 (27,8%), Tpodudeckue paccTpoicTBa KOXKHU
-y 4 (4,1%), ysoKkanbHbBle CTUTMbI JU33MGpUOreHesa
(murMeHTaALMs, THIEPTPUXO3, J€PMaTbHBIA CHHYC) - Y
23 (23,7%).

[lo HaIMM JAaHHBIM, HaW60JIee YacTO B KIMHUYECKOH
kapTuHe M/l Ha6/ofascs neprudepuyeckuii napanapes
(n=88; 90,7%). TazoBrle paccTpoiicTBa NPHUCOEAUHSAIOT-
C K yKe MMEeIIIHUMCs HeBPOJIOTMYEeCKUM JBUraTellb-
HbIM U 4YYyBCTBUTEJIbHbIM HapylleHUsM. [lo JaHHBIM,
NPUBOAMMBIM B JINTEPAType, HeJlep>KaHWe KaJja BbISAB-
nsietcs y 62-80% nauueHToB. Mbl HAaG/II04a/IM HeJiepaKa-
HUe KaJsa y 65,9% naiueHToB.

J1a yTOuHeHMs NOJIHOM KapTHUHBI JUCreHeTHYe-
CKHMX HapylleHUH Mbl IpOaHaJM3UpPOBa/IN TaKXe coye-
TaHUe NOPOKOB PAa3BUTHA APYTUX OPTaHOB U CUCTEM C
aHoManusiMu passutus LIHC. Haubosiee yacTbiMu co-
NyTCTBYOWUMH M/] nopokaMu fIBJSIOTCSA MOPOKU pas-
BUTHS ONOPHO-JBUraTeJbHOro anmnapara (72,16%), u B
MEPBYIO OUepe/ib UCKPUBJIEHHUs T03BOHOYHHUKA (36,08%)
Y KocoJs1anoctb (27,84%). [lopoku passutus LIHC comyT-
ctBytoT M/l y 28,86% G0/IbHBIX.

Couetanue Manbdpopmanuu Kuapu 2-ro Tuna ¢ M/]
orMeyasoch y 57 (58,8%) 60JIbHBIX, 1P 3TOM 3Haye-
HU e 9KTONMY MUH/AQJIMKOB MO3)K€4Ka B 60JIbLIOE 3aThl-
JIOUHOE OTBEPCTHE BapbHpOBAJIO B Ipefesnax 5-37 MM
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(B cpenHeM 16,8 MMm). [lanieHTOB ¢ MEHUHTOIIE/IE BbLIO
11 (11,3%), meHunropagukyJonesne - 27 (27,8%), me-
HUHTOMUesopaaukKyonese - 59 (60,9%).

Y GosbmIMHCTBA 60JIbHBIX (75%) LMTO3 B JINKBOpE
6b11 B npezesnax 1-20/3, 4To ABJAETCS MO3BOJUTEJb-
HBIM /IJIs1 IPOBEJIeHUs] JINKBOPOUIYHTUPYIOLIEN Omepa-
nun. ¥ 5 (8,9%) 60/IbHBIX IIUTO3 GbLI OTHOCHUTEIBHO
BBICOKMM, B Ipejesax 31-48/3, HO BBU/Yy yrpo3bl pas-
pbIBa TPLIKEBOr0 MeIlIKa U HOPMaJIbHOTO TOKa3aTessi

Gesika B JiuKkBope MeHbIne 1,0 T/ 3TUM 6OJIbHBIM 10
CPOYHBIM TIOKa3aHUSAM MPOU3BeJieHa JIMKBOPOIIYHTHU-
pytolias oneparusi.

[IpoBesieHHBIN HAMU aHAIU3 MOKA3bIBAET, YTO MPH
coyeTaHuu o6osiodeuHbix CMI' B 58,7% ciydaeB BcTpe-
yaeTcsa MasbbopManus Kuapu. B HeBpoJsiorHYecKOM
cTaTyce HabJII0ZAUCh CTBOJIOBbIE HApYIlIeHUs], Tpy6bie
napesbl B HIDKHUX KOHEYHOCTSIX U pacCTporcTBa GyHK-
I[UM Ta30BbIX OPraHoB (puc. 3, 4).

Puc. 3. BoavHas A., 3 mec. u/6 N2169/41. Spina
bifida c 2zudpoyegpanueii. Marvghopmayus Kuapu
¢ 3kmonueii MUHAaAUH Mo3xceyka 35 mm.

TakuM 00pa3oM, KJIMHHWYECKass WU HEBPOJIOTHYe-
CKasl KapTUHA MHUEJIOIUCIIJIa3u i peJiCTaB/IeHa 06LIup-
HOM CHMIITOMAaTHUKOH, BKJ/IOYalIled JBUraTesbHbIE,
YYBCTBUTEJIbHbIE, Ta30Bble U OPTONeEANYEecKUe Hapy-
meHus. Take yCTaHOBJIEHO, YTO HaubOJiee 4aCTbIMU
conyTcTByOIKUMU M/| mopokaMu SIBJSIIOTCS IMOPOKHU
Pa3BUTHS ONIOPHO-ABUTATeJbHOTO anmnaparta (72,16%),
U B MepBYI odYepesb HCKPUBJIEHHS I03BOHOYHMKA
(36,08%) u kocosanoctb (27,84%). [lopoku pasBuUTHUSA
IJHC conyTtcTBytoT M/l y 28,86% 60JIbHBIX.

BeiBOABI

1. KnuHuyeckasi KapTUHA MHUeJIOAUCIJIAa3UH TIpeJ-
CTaBJIeHA OOIIUPHON KJIMHUKO-HEBPOJIOTHYECKON CUM-
MITOMaTUKOH, ruzpouedanus B 68,3% ciaydaeB conpo-
BOXK/JAeT MHEJIOIUCIJIA3UI0 TOSCHUYHO-KPECTLOBOU
JIOKaJIM3al1H, C Ipeo6Jia/laHueM MeHUHIOMUeI0paJu-
kysouese (n=59, 60,9%).

2. Mwuesoaucniasusi 3a4acTyl0 CONPOBOXKJAETCS
JPYTMMH aHOMaJIUSIMU PA3BUTHS LIEeHTPAJIbHONU HEpPB-
HOH CHCTeMbl, B YaCTHOCTU THUApoledanvei, Maib-
dopmanuern Kuapu, cuHApOoMOM (PUKCHUPOBAHHOIO
CIIMHHOTO MO3Ta, CUPUHTOMHUEJNNEHN, YTO ompejesseT
3TANHOCTb U IPEEMCTBEHHOCTb JIeUeHUsl.
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KNNWHUKO-HEBPOJ/IOTUMYECKAA KAPTUHA U
HEWPOBU3YAZIU3ALMA MUENOANCNNA3UN B
COYETAHUU C AHOMATUAMMU PA3BUTUA LUHC
Y ETEN
Axmeames M.M., Anmnxoaxaesa A., Axmeanes T.M.
Llenw: aHaU3 KAUHUKO-He8pO102Uu4ecKoli KapmuHbl
u Memodos Helipogusyaauzayuu mMuesa00Ucnaasuu 8 co-
yemaHuu ¢ aHomaausMu pasgumus [JHC y demetl. Ma-
mepuaJs u Memoadsl: nod HabdeHuem 6blau 97 demeli
¢ Muesoducnaasuetl, Haxo0uswuxcsi Ha 06c¢/1edo8aHuUlU
u seveHuu 8 PCHIIMI]H 6 2016-2022 z2. Bcem 60/1bHbIM
npogedeHo KOMNJEKCHoe 00C/1ed08aHuUe, 8K/AKYArUjee
Heliposu3yaaus3ayui u Helipogpusuoso2uyeckoe o6ce-
dosaHue. Pe3ynbmamul: Haub6oJiee 4acmsiMu conym-

cmaytowumu M/l nopokamu 6bL1U NOPOKU pazgumusi
onopHo-deueamesibHozo annapama (72,16%), u e nep-
8ylo ouepedb UCKpuesieHUsl h0380HO4YHUKa (36,08%) u
kocosanocmo (27,84%). llopoku pazeumus LJHC conym-
cmaytom muesoducnaasuu y 28,86% 60abHbix. Couema-
Hue maavgopmayuu Kuapu 2-20 muna ommevanocs y
57 (58,7%) o6caedosantbix. Bel80odsl: mues00ucnaasus
3auacmyio conpogodcdaemcsi Opy2umu AHOMAAUSIMU PA3-
eumusi LJHC, 8 wacmHocmu eudpoyeganuetl, Maabgpop-
Mmayueti Kuapu, cuH0poMoM pUKCUPOBAHHO20 CNUHHO20
MO032a, cupuHaoMueauel, Ymo onpedesisiem 3ManHOCMb
U npeemMcmeeHHOCMb J1e4eHusl.

Knwueswvle caoea: nopoku pazeumus, mueaoduc-
n/1a3usl, KAUHUKO-He8p0102u4ecKadsi KApMuUHa.
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