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Pestome. Manvpopmayis Apnonvoa-Kiapi — mareopmayis yepeiko-medyaaprno2o nepexoody, akd Xapakmepusy-
EMbCA 3MIUCHHAM MUSOANUKIE MO30UKY mda, Y padi eunaokis, cmoebypa i 1V wayHouka Hudicue pigHs 6e1UK020 NOMU-
auuHo20 omeopy. Po3pisnsaiome womupu ocHOGHUX MUNU NAmMono2ii, ceped AKux Hatvacmiue 3ycmpivacmocsa mun 1.

Y ecmammi npedcmasneno kninivnui gunadok manv@opmayii Apronvoa-Kiapi II muny y cubcis. I1io cnocmepe-
HCEHHAM 3HAXO0OUNACA HOBOHAPOONHceHa Oisuunka 6i0 VIII eazimnocmi ma VIII nonozie npupoonim waaxom y 39-40
muarchis. Ilpu nposedenni Y3 oocmedcennsn y mepmini 20-21 ma 34 mudicnie cecmayii 0iaeHOCMOBAHO YPOOIUCEHY 8AOY
PO3BUMKY YEeHMPATbHOT Hep808oi cucmemu, AKA XAPAKMePU3Y8ANACL YOPMOI0O MO3ZKY V 8USTAOT «TUMOHAY», 3MIlYeHHAM
CMPYKMYp MO3KY 6 OiNAHYI NOMUIUYHO20 OMEOPY, 6EHMPUKYIOME2ANICI0, 0eheKmOoM NONePeK0BO-KPUNICO8020 Gi0Oiny
3 (hopmMyBaHHAM 2puic06020 Miulka, 6a2amosodosam. Bio nepepusanusa eéazimmocmi ma npoxooxiceHHs MeOUuKo-2eHe-
MUYHO20 0OCMENCEHHS NOOPYAHCIHCA BIOMOBUNLOCH.

Y oanoi oumunu ecmanogneno KainivHut 0ia2no3 OCHOGHUU: YPOOJCeHa 6a0a PO3GUMKY YeHmMPAIbHOI HepeoGoi
cucmemu (manrvopmayia Aproarvoa-Kiapi I muny: paxiwusuc epyoo-nonepekoso-kpuico8o2o 8iodiny xpebma, 6Hy-
mpiwna 2iopoyeganis),; yCKAAOHEHHA: HUICHA MAA8A napaniezii, OUucOyYHKYis ma3oeux opeanie.

Ilpu 6uguenni cnadko08020 aHaMHe3y 6CMAHOBIEHO, WO CRAOKOGICMb NO NIl mamepi oomsdicena (y pioHoeo bpa-
ma ii mamepi — cunopom Hayna), a IV oumuna y cim'i € ineanioom oumuncmea 6HAcC1i00K HASAGHOCMI YPOOIUCEHOT 80U
PO3BUMKY YeHMPALbHOI Hep6osoi cucmemu — marvpopmayii Apronvoa-Kiapi I muny.

Bio poswupeno2o meduko-eeHemuuHo20 KOHCYIbMYGAHHA Ni0 4ac nonepeoHboi ma 0aHoi ea2imHocmi, a makoic

NPOBEOeHH MACHIMHO-PE30HAHCHOT momo2paghii OumuHi noOPYICHC MAKONC 810OMOBUTLOC.

Knwuoesi cnosa: manvpopmayis Apnonvoa-Kiapi II; cubcu; paxiwusic; 2iopoyedanis.

BcTtyn

Manspopmanis Apuoasaa-Kiapi (MAK) — manb-
(dopmaris mepBiKO-MeIyJIIpPHOTO MEpexojy, sKa Xa-
PaKTepHU3yEThCS 3MINICHHIM MUTIATUKIB MO30YKY
Ta, y pAdi BUMAAKiB, cToBOypa i [V murynouka HuKYe
PIBHS BEJIMKOTO MOTHJINYHOTO OTBOPY. [laHa ypomgxe-
Ha BaJa PO3BHUTKY BIIEpIlieé ONHCaHa aBCTPIHCHKUM
natosoroanaromom I'ancom Kiapi y 1891 poui, siknii
BusHauuB [-I1II tunm narosorii. [kymiyc ApHonba
po3mupuB kputepii mManbdopmanii Kiapi II Tumy,
MicJIst YOr0 MEJUYHI JDKepesa IMoYall BUKOPUCTOBY-
BaTH Ha3By «Mainbdopmanis Apnonpaa-Kiapi» [1].
F. Coria i cmiBaB. (1983) omucanu ciM 10 3 OKIIHIIi-
TaJbHOK UCILIA31€10 B MOEIHAHHI 3 0a3UISIPHOIO
iMnpeciero ta mManbdopmanicro Kiapi. [lani BueHi
BIIEpIIC 3aIpONOHYBAJIN CiMEHHE MOXOKCHHS Ia-
Tonorii. ABTOopu obcTexunu 17 9WiIeHiB 3 TPhOX MO-
KOJNiHBb ONHi€i ciM'1 3a JOMOMOTOI0 peHTreHorpadii
Ta KOMI'IOTepHOi TomMorpadii Ta BUSBHIHN XBOPHX Ha
MalibopMalio 3 Pi3HOW BHUPAKCHICTIO CHMIITOMIB
y Bcix Tpbox mokosinHsAx. MAK Oyrna BusiBiena y 4
cuOciB y MOEAHAHHI 3 OKIUIITAIBHOIO THCIUIA31€0
Ta OaszmnsapHOIo imMmpeciero [2]. Chix 3a3HAYUTH, IO
KIiHI9HA KapTHHA YPaKeHHS TOJOBHOTO Ta CITHHHOTO
Mo3Kky npu MAK 3anexuTs Bix jgokamizamii Ta go-
BXXUHU MOLIKOJKEHHSI (CUPHMHTOMIENITHYHOI TOPOXK-
HUHHU), CTYIICHS HOTO PO3LMIUPEHHS, TEMIy PO3BUTKY
BHYTPIIIHBOI KOMIIpecii CHIMHHOTO MO3KY, BIKOBHX Ta
IHAMBiAyaTbHUX 0COOMMBOCTEH XBOporo [1].
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Knacuikamis. Y 2020 poui omy0n1iKoBaHO OHOBJICHI
peKOMeH A HalaHHs HEHPOXipypridHO1 JOMTOMOTH [i-
M 3 MAK, 3rigHo SKUX BUAUIAIOTH 11 9oTHpH TUmH [1]:

1. MAK I Tumy:

* 3MIMICHHS MUIIAJTUKIB MO30YKY > 5 MM HHUKYE
ninii Mak-Pes (puc. 1,2);

* BIJICYTHICTH 3MINIEHHS CTOBOYpY MO3KY Ta Cy-
MpaTeHTOpiaTbHUX aHOMAIIH;

* yacTe MOETHAHHS 3 TiAPOMIi€Ni€l0, CHPHHTOMI-
€IEI0;

* HM3bKa YaCTOTA MOEIHAHHS 3 rigpoiedanier.

2. MAK II tuny:

* KayJalbHEe 3MINICHHS YepB’sKa MO30YKY, CTOB-
Oypy Mo3ky Ta [V mnynouky [3].

Inmi anomamnii, mos's3ani 3 MAK Il tumy, BKiIIO-
4arTh [5]:

» miegomeHiuroiese (88-100 %);

e nucreHe3 Mo3osuctoro Tina (80-90 %);

* 00CTpYKTHBHA Tigpouedanis micist 3aKpuUTTSI Mi-
exomeHinromnene (50-98 %);
cupuHrorigpomienis (50-90 %);
akBenyKTanpHUU ctenos (70 %);

BiICYTHICTb 1po3opoi nepeTuHku (40 %);
KOHTPAKTHI BY3bKi 3BUBUHH/cTeHOTIpisA (50 %);
reTepoTonii;

niacTeMaToOMeEIENis;

anomauii cermenTanii (<10 %), HenosHa apka C1;
manbpTpoTanis 3agnix ayr C1 i C2 (puc. 3);
royionpo3seHiedanis;
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* MIMITHE Mi€JIONHCTOLENE;
* ppoHTaNBHO-MeTadi3apHA qUCTIIARIA;
* JOHAIIbKa AWCTANbHA CITUHAIBHA M’ I3€Ba AUCTPOPis;

* cuHIpoM Binbsmca ;
* xpoMocomHi cuaapomu (1q+, 4p-, +8M, +9M,
3q+, Sp+, 9p+, +13, +18 Tpunnoixis).

Puc. 1. MPT-306paxeHHs1t MAK | Tuny (onyLieHHA murganuvkie Mo3ouky (T)
HWXK4Ye pPiBHA BeNIMKOro oTBopy (6ina niHis) go piBHsA 3agHboi ayrv C1) [4]

Puc. 2. OcboBe MPT-306paxeHHsA Ha piBHi
otBopy BennunHu npu MAK | Tuny (onyweHHs
Mo304KoBUX muraanukie (T) Ta goBractoro
Mo3Ky (M) y BenMK1Mn NOoTUIIMYHUNA OTBIp,
BifACYTHICTb CMMHHOMO3KOBOI pianHu) [4]

3. MAK III Tuny:

* MOTHJIMYHE eHIedanomene, MmO MIiCTUTh IHC-
MOpQidHYy TKAHHHY MO30YKY Ta CTOBOYPY MO3KY.

4. MAK IV Tuny:

* rinmoriasis abo amnasis Mo30uKky [3].

MAK tuny 0 — onmymieHHS MUTAAQIUKIB MO30YKa
MEHII HIX Ha 5 MM, BiJICYTHI O3HAKH CHPHHTOMIi€ENil
Ha MPT [6]. Po3pizusiors Takox MAK 1,5 tumy —
HasiBHICTH KayJIaJbHO 3MIIEHOT0 cTOBOypa MO3KY Ha
nponarok no exronii murpanukis. [TopiBasiHO 3 MAK

Puc. 3. KT-306paxeHHsa MAK Il Tuny (manb-
poTtauis 3agHix ayr C1 (posra cTpinka)
Ta C2 (kopoTka cTpinka) [4]

I Tumy, y masoro Tumy matoiorii € 0araTo CHiTbHUX
03HAaK, ajJie BIAMIYa€TbCI 3HAYHO MOJIOAIIMHA BIK ITO-
SIBM TSDKKUX OynbOapHuX cumnTomiB. Jludepenmia-
i MK UMM THIIAMH BaXKJIHMBA JJISI MCHEIKMCHTY,
ockinbku manienTu 3 MAK 1,5 vacrinie motpe0OyoTh
BEJIMKHUX Ta CKIAJHHUX ONMEPATUBHUX BTPYyYaHb HA JO-
IaTOK 10 CTaHJapTHOI aekommpecii [7].
Emigemionoris. HaluacTime 3ycTpidaroTbCs BH-
nmagku MAK II tumy (1:1000 >xuBOHApOIXKEHUX).
[lepeBaxkHa OinbIIicTh MalOKIB (10 95 %) 3 Mie-
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JIOMEHIHTOIIeIe MaloTh YPOJUKEHI BaJd DPO3BHUTKY,
noB's3ani 3 MAK II tunmy [8]. Bimomo, FUZ ren
nos's3aruit 3 MAK II tuny, xpoMmocoMHe po3Tamry-
BaHHs reny: 19q13.33. FUZ-6inok (Fuzzy planar
cell polarity protein) — 6iJIOK, SIKMI KOAYETHCS OTHO-
HMEHHHMM I'€HOM, PO3TAIlOBAHUM Y JIIOJ€H Ha JJOBIrO-
My miedi 19-o1 xpomocomu [9].

[Tatorenes. IcHye nmexinmpka Teopiif po3BUTKY na-
HOi ypomxkeHoi Bagu. OmHa 3 HuX momaHa McLone
ta Knepper (1989 p.), 3a K010 OCHOBHOIO IPUUHHOIO
BKJIMHEHHS CTOBOypa MO3KY Ta MO304YKa y BEIMKHH
HNOTWJIMYHHUH OTBIp € aHOMaJIbHO MaJeHbKa 3aJ(Hs Ye-
pernHa sMKa npu abCONIOTHO HOPMAJIbHOMY MO30YKY
[10]. 3a iHmoi Teopiero, Baja PO3BUBAETHCS IPH
3pOmEeHHI HI)XKHBOTO BIIIITYy MemylIsipHOi TpyOku 3
3alHBOI0 CTIHKOIO CIUHHO-MO3KOBOTO KaHaJTy. Y Mpo-
1eci pocty He Bii0OyBa€ThCs MIATATYBAHHS HUKHBOTO
BiJIJIIIy CIMHHOTO MO3KY noBepxy. Sxmo MAK aco-
MIIOETHCA 3 MIEJIOMCHIHTOICNE, TO IPUINHOI MOKE
OyTH Tpakiis CIIHHHOTO MO3KY, JUCTaJbHUH KiHEUb
SIKOTO 3HAXOMMTHCA B 00J1acTi KMIIOBOTO Mimka. Bra-
CIIJJOK BKJIMHEHHS MO3KY y BEIUKHH TOTHJIMYHHN
OTBIp CTUCKYIOThCsi 0TBOpH JlIomKa, 1o npu3BOgUTh
no GopmyBaHnHs rigponedainii [11].

Kiinika. Cepelr HeBpOJIOTI9HUX IIPOSBIB Y XBOPHUX
3 MAK MoOXHa BUIUIATH HACTYITHI CHUMIITOMH: CTOB-
O6ypoBi —y 22% Bunaakis, crmiHaneHi —y 65 % Ta Mo-
30ukoBi —y 11 %. Y kxuiniuHiil KapTUHI HaifgacTime
crmoctepiraroTtbes [3, 12, 13]:

* O0inp y muitHo-noTHINYHIM ainsHui (60-70 %),
gKa TEPEBaXXHO IIPOBOKYETHCS CMIXOM, UYXaHHSM,
kanuieMm (cuMnToM BanbcanbBm);

* pyxoBi posznanu (40-74 %), mopymeHHS CyXO-
KUITKOBHUX peduekciB (38-52 %), KIOHYCH, CHUMIITOM
bab6incekoro (28 %), He3rpabHicTh pyxiB (15 %);

* nopyueHHs aymiuBocti (50 %);

» nucdaris (10 %);

» nopymeHHs nuxanus (10 %);

* atakcis (20-40 %), nictarm (23-70 %);

* IpPOTpeCcyOUHil CKOJII03 y TOENHAHHI 3 CHPUHTO-
Mmieriero (30 %).

MAK II tuny maHidecTye y HOBOHAPOIKECHUX 1
B PaHHbOMY JMTSYOMY Billi TAKMM CHMITOMAaMH, SIK
anmHoe, CTpUAOp, OijnaTapajbHHUH Tape3 TOJI0COBUX
3B 30K, HeporeHHa gucdaris 3 Ha3aJbHOIO peryp-
riTamiero, 1iaHO3 IPH rOAYBaHHI, HiCTarM, TiMOTOHIA,
cnalKicTh B KiHI[IBKAaX, CIMIACTUYHICTh y BEPXHIX KiH-
miBkax [14].

JiarHoctuka. 3aBOaHHsAM KOMIUICKCHOTO o0OcCTe-
JKEHHs JiTed 3 migo3por Ha MAK (HeBposoriyHO-
ro, HeHpoOPTaIbMOIOTIYHOTO, OPTONEAUYHOIO, He-
HPOTMCUXOIOTIYHOTO Ta iH.) € BHABICHHS KIIHITHUX
MpOsIBIB 3aXBOPIOBaHHS, Au3padivyHOro CTartycy Ta
CYymyTHiX BaJ po3BUTKY [3].

[TocranoBka niarnosy MAK Il tuny, B nepury yepry,
0a3yeTbCsi Ha BU3HAYEHHI MOpPYIIEHb HeWpoaHaTOMIi,
SKi CIIOCTEPIraloThCsl P 3aCTOCYBaHHI PI3HUX METO-
niB Bisyamizarmii. Ha maHuii MOMEHT BiICyTHI Crenu-
¢iuHi GiomMapKkepn y CHMHHOMO3KOBIiH pifnWHI, KyIbTH-
BOBaHiN TKaHWHI 200 KPOBI, SIKi MOTJIM OM MiATBEPIUTH
miaruo3 [6, 15]. HaliBaxmuBilIuM crmocoOOM OLIHKH
CTaHy MalieHTIB € HeHpoBi3yai3alis 3a JOIOMOIr0I0
MarHiTHO-pe3oHancHoi Tomorpadii (MPT) [6, 16].

[Ipenaranpra giaraoctuka MAK Il tumy mox-
nuBa Bxke 3 18-20 TWKHS recramii mpu MpoBeAeHHI
CKpUHIHTOBOTO Y3 00CTEeX)EHHS MiIoxAa, MiJ Yac sSKO-
ro HEOOXiJHO OLIHUTH aHATOMIIO CTPYKTYp MO3KY,
po3TalloBaHUX Yy 3aJHIN uyepenHiil amui. Y HOpMI 3
KiHIIS TEPIIOro TPUMECTPY IIPH MpoBeaAcHHI Y3 00-
CTe)XCHHA H00pe Bi3yali3ymThCS MiBKYIi, YepB K
MO0304YKa, BEJIUKA [IUCTEPHA MO3KY. Y BUNAAKy 3MiHH
bopmu Ta po3MipiB JAHUX CTPYKTYP MO3KY BHHHKAE
nigo3pa Ha HasBHicTe MAK y muona [17].

Knacuunumu ynpTpasBykoBuMu o3Hakamu MAK
II Tuny y mioja € CUMITOM «IMMOHY», CHMIITOM
«baHaHa» Ta BeHTpUKyIomeramnis (puc. 4, 5) [18, 19].

Puc 4. Y3 nnoaa B 20 TMKHIB rectauii. 306paxxeHHs, oTpMMaHe Ha piBHi LWNYHOYKIB,
AEeMOHCTpPY€e (hopMy MO3KY — «JIMMOH», 3a paXyHOK ABOBBirHyToi o60oBoi KicTku [10]
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Puc 5. KnacuuHi o3nakm MAK Il Tuny y nnopa: CTUCHEHHA MO304Ka (CMMNTOM «B6aHaHa»),
YBirHyTicTb TOGOBOI KiCTKM (CUMNTOM «NIMMOHA) Ta BeHTpUKynomeranis [11]

Kpurepismu MAK II tuny, sixki MoXXHa OoTpUMarTH
3a nonomororo MPT, e 3MiHu Ha piBHI 3aJIHBOI Ue-
pemHol AMKH (MaTui po3Mip 3aJHBOT UepEeTTHOT IMKH,
3MIImeHHS CTOBOYpY MO3KYy [OHH3Yy, HH3BKO pO3-
TallOBAHUN Ta BUTATHYTUH YETBEPTUU NLIYHOYOK,
ONYIIEHHSI MO30YKOBHMX MUTJAIUH 1 4epB'ska depes
BEJIIMKUN OTBip) Ta xpebToBoro crosna (Spina bifida
aperta, mienomeninronene) [19].

3aramom, miarmo3 MAK Il Tumy Bumarae pe-
TENBHOI OIIHKH, SKIIO € HaHi MpO CHiHaJbHE Mi€-
noMmeHiHronene. MPT moxe OyTu BUKOpHCTaHA IS
niarHoctukn MAK I Tumy, 3acBiguyroun 3MimiCHHS
JIOBracTOro MO3Ky Ta MO30YKa JOHH3Y, Cepe] IHIINX
BHII[E ONMCAHUX KPUTEPITB.

JomaTkoOBUMHU iaTHOCTHYHUMH TECTaMU IJIS Ia-
mieHTiB 3 MAK MOXyTh OyTH BUKOPHCTaHUMH Mi€JO-
rpadis, K aHBTCpHaTI/IBa MPT nmpu HEMOXIHUBOCTI i
MpOBEACHHS, KOMII IOTepHA TOMorpaqnﬂ a00 peHTreH
mIMi Ta TOJOBY JUISl BUSIBIICHHS KiCTKOBUX J¢(EKTIiB,
0Cc00JIMBO YepEIHO-INHHOr0 3’ €IHaHHs (OanuispHa
iHBariHamis), ski MalOTh 3HAUYCHHS NPH MPOBEICHHI
Xipypriunoro Brpydanus [18].

Cnin mpoBoauTu audeEepeHIiiiHy AiarHOCTUKY
MAK II tuny 3 MAK 1 Ttuny, i30150BaHUM Mi€J0-
MEHIHTOIeNIe 0e3 aHOMaii 3aJHbOT SIMKH, aCTPOIH-
TomMo10 Xxpebra, xopaomoro, eHnedamonene. OgHak
JiarHo3, SK MPaBWIO, OJHO3HAYHUN MPH BUSBICHHI
OMyIIeHHS CTOBOypa MO3Ky Ta HasBHOCTI Mielome-
Hinronene [18, 19].

MeTa pocnigXeHHs — npeacCTaBUTH KIIHIYHUII
Bunagok MAK II tuny y cu6cis. [lyOnikanis mare-
piaxiB moromxeHa Kowmiciero 3 OioeTuku BykoBWH-
CBKOTO JEpKaBHOTO MeAWYHOTO yHiBepcuter MO3
Vkpaiauy; yci aHaMHECTUYHI JaHi Ta pe3yabTaTu 00-
CTEXCHBb OMyOJIIKOBaHI 32 MUChMOBOIO 3T0J0K0 0aTh-
KiB JiTCH.

Kuminiuanii Bunanok. HoBoHapomkeHa HiBUMHKA

Big VIII BaritHOCTi Ta VIII monoriB y 39-40 TuxHIB 3
Macoro Tisia npu HapoxkeHHI 2800 r, TOBXKHHOIO Tina
— 48 cm, 00Bogom TonoBH — 34 cM, 00BOJOM Tpyaei
—30 cm.

3i cniB MaTepi 3 MPUBOAY NaHOI BAariTHOCTI 3HA-
xoauyacs Ha 00Ky y KiHOYHMI KOHCynbTauii 3 paH-
HBOT'O TEPMiHY, CKPMHIHT'OBI 0OCTEXEHHS MPOXOAHIIa
cBoevacHo. Ilix wac BariTHOCTI Biamidalia Hapoc-
TaHHS HaOpAKiB HWKHIX KIHIIIBOK HAaNpHUKIiHI Ba-
TITHOCTi, a TaKOX 3a3HadyWiIa MPUHOM aHTHOIOTHKIB
Ha MmepromMy micsimi BariTHOcTi. /laHa BariTHICTb Cy-
MPOBOJXKYBallacsi HEOOXIMHICTIO BUKOHAHHS TSIKKOT
¢iznunoi mpai.

[Tpu npoBenenni Y3 obcrexenns y Tepmini 20-21
TIOKJICHB IiarHOCTOBAHO YPOJKCHY BaJy PO3BHTKY
LEHTPadbHOI HEPBOBOI CHCTEMH, sIKa XapaKTEpHU3Y-
Basacs (OPMOIO MO3KY Y BUIUISIAI «JIHMOHY, 3MIIICH-
HSM CTPYKTYpP MO3KY B AIISHIlI MOTHJIMYHOTO OTBOPY,
BEHTPHUKYJIOMETANIEI0, Je(PEKTOM IONEepPEKOBO-KPH-
JKOBOTO BINJiNy 3 (JOPMYBaHHSM T'PUKOBOIO MillIKa
(MeHiHTrOMIi€eTOMIENE, 21 MM X 6 MM), 6araTOBOJJISIM.

Ha 34 TtwxHi recramii 3a maHuMH TpaHcabaoMmi-
HaTbHOTO Y3 00CTEXKEHHS BCTAHOBJIEHO MPOTOPIIiii-
Hi po3Mip1/1 wiona, Gopmy MO3KY Y BUTJISIAT «JIMMOHY,
3MINIEHHS CTPYKTYP MO3KY y AUJISHII TOTUIUYHOTO
OTBOPY, BEHTPUKYJIOMETAII0, po3mIeTHHY xpedra
y TPYIOHHO-TIOTIEPEKOBO-KPUIKOBOMY Bifgmini (spina
bifida aperta) 3 ¢opmMyBaHHAM TPHKOBOTO MillKa
(Meninromienonene, 57 MM x 16 MM), 6araToBOAIS;
Bi3yayli30BaHO MeiallbHy JCBiallif0 MpPaBol CTOMH
— KJIHWIIOHOTICTh. Bixm mepepuBaHHS BariTHOCTI Ta
MPOXO/KEHHS MEJIMKO-T€HETHYHOTO 00CTEKEHHS T10-
IPYXOKST BIIMOBHUIOCS.

[Ipn BWBYEHHI CHAaIKOBOTO aHaMHE3y BCTAHOB-
JIEHO, M0 CTAaJKOBiCTh mo JiHiI MaTtepi o0TskeHa (y
pl}lHOFO 6paTa i Marepi — CUHAPOM )IayHa) Cnan-
KOBICTH TI0 JIiHi1 OaThKa: MaTH momepita BiJ 1HcynLTy,
0aThKO OaThKa CTPaXKJa€ Ha apTepialibHy TilEepPTEH3I0,
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a 06unBi 6abyci moMepiu paHo 3 HEBIIOMUX MPHUYHUH.
[Tomepeari BariTHOCTI 3aBEPIIMIINACS HApPOIKCHHIM
niTel y ¢izionorivyHOMY TepMiHi. YCi IiTH 3I0pOBi, OKpIM
IV autunu. Ipu po3MoBi 3 OaTbKaMH Ta BUBUCHHSIM J0-
KyMEHTAI[il BCTAHOBJICHO, MO JaHA JUTHHA BIKOM O-TH
POKIB € 1HBaJIiJIOM JUTHHCTBA BHACIIOK HAsIBHOCTI ypO-
JOKEHOT BaJll PO3BHUTKY IIEHTPAJILHOT HEPBOBOI CHCTEMH
— Manbdopmarii Apronbra-Kiapi Il tumy, siky Oymo mpo-
OTIEpOBAaHO y HEOHATATBHOMY Billi 3 TIPHBOLY YCYHEHHS
MEHIHTOMI€JTONeNe 3 TOAATBIINM BCTAHOBICHHSM LTYHTA
3 METOIO JIiIKyBaHHS TigpouedanbHoro cuHapomy. Bin ne-
pepuBaHHs [V BariTHOCTI Ta IOJAJIBIIOIO MEAUKO-TEHE-
THYHOTO 00CTEKEHHS TOIPYHKS TAKOXK BiJIMOBHIIOCS.
Jurtnna Bix VIII BariTHOCTI Hapomuiacs TPUPOA-
HIM [OUIIXOM y TOJOBHOMY TEpeaJie’kaHHi, OIiHKa 3a
mIKajoo Anrap HampuKiHII | XBHUIMHU JKUTTS CKia-
na 8 6aniB, 5 XBUIHHU XKUTTS — 9 Oanis. Cran micus
HApOJDKEHHS pPO3IIHEHUH 5K KOMIIEHCOBAaHUU 3a Bi-
TaIbHUMH (YHKIISIMH, HE MOTpeOyBaB NPOBEACHHS
peariManiiiHux 3axofiB. [Ipu OIiHII HEBPOIOTIYHOTO
cTarycy BigMideHO 30€peKeHHS CBiIOMOCTi, MOTHBO-
BAHOTO TLIady, JKBaBi pedieKcH 3 BepXHiX KiHIIBOK,
BIZICYTHICTh MECHIHIealbHUX 03HAK. OHAK J1arHOCTO-
BaHO 03HAaKHM HMKHBOI MIISIBOT Iaparuierii Ta mopyueH-
Hs QYHKIIT Ta30BUX opraHiB (MoMipHe 3iSHHS aHyca,
TimoTOHIA cedoBoro Mixypa). Ad oculus BigmiueHo y
MONEPEeKOBOMY Binmini xpeOGTa TpOSABH paxilIu3UCy
po3mipom 70 MM X 60 MM, BKpUTE IPO30pOIO 000JIOH-
KO0 Oe3 03HaK Malepalii Ta JikBopei Ha GoHi po3iie-
IUIEHHS XpeOTa Ha PiBHI IPy0-TONIEPEKOBO-KPHIKOBO-
ro Bigainy xpedra (puc. 6). JluTuHy TpaHCHIOPTOBaHO
BHI3HOIO MEIMYHOI OpUTA0I0 IO AUTAYOTO Xipyprid-
poro Bigmimenuas KHII «Micbka gursda KiaiHIYHA JTi-
kapHs» M. UepHiBIi. BpaxoByloun HasiBHICTh 3arpo3u
nikBopei, neekTy XpeOeTHOro KaHally, HaToJOriuyHOT
HEBPOJIOT1YHOT CUMIITOMAaTHKH, ITPOBEIEHO OIEPAaTHB-
HE BTPYYaHHS B YPIreHTHOMY IMOPSAKY MiJ 3araJIbHUM
3HeOoneHHsIM. JloTpUMaHO OCHOBHOTO MPHHIMITY Xi-
PYPTridHOTO JiKyBaHHS pPO3IICIUICHHsA XpedTa — Bim-
HOBJICHHS IIJIICHOCTI TKAHUH y TUISHII BaJH HLISIXOM
BUJIQJICHHS KWJIM, YCYHEHHs (ikcalii CITMHHOIO MO3-

Puc. 6. 30BHilWHiN BUrnag nadieHTa

Ky Ta HOro KOpiHIiB, repMeTH3alil TBEpJ0T MO3KOBOT
000JI0OHKH, YCYHCHHS NepeKTy M’ SKHUX TKaHUH [3].

VY npencraBieHOMY KIiHIYHOMY BHUIAJKY Yy JAMHA-
MiIli JiKyBaHHS OOpaHO METO] ABOXETAMHOTO BTPY-
YaHHS, BPaXOBYIOYH HAABHICTh HAPOCTaIO4oi Tigpo-
uedanii, sik ogroro 3 nposieie MAK II tuny. Autuni
MPOBEACHO BEHTPHUKYJIOMYHKIIIO CIIpaBa B THIIOBOMY
Micii Touni Kepa 3 moTpuMaHHSM IpaBHJI acCNTUKHU
Ta aHTUCENTHKH 3 MOJAJIBIINM BUPIIICHHIM NUTAHHS
BCTAHOBJICHHS ITYHTA 3 METOI0 KOPEKIii OKIF03iHHOT
nporpecyo4oi rigpoiedaiii.

[Tposeneno HCI' npu moctymiieHHi Ta y AMHaMILi
3aXBOPIOBAHHS, 33 PE3yJNbTaTaMH SKOI J1arHOCTOBAHO
TunoBi Helipoconorpacgiuni kpurtepii MAK II tumny, a
came, BUI'sT9yBaHHS OOKOBOIO Ta TPETHOTO IUIYHOUKIB
3 aHOMaJIbHO c()OPMOBAHUM HYETBEPTHM IIITYHOUKOM, a
TaKOX HHM3bKa CIIPSMOBAHICTH MEPEIHIX POTiB OOKOBUX

Puc. 7. Peaynsratn HCI o6¢cTexkeHHA nauieHTa (1 go6a xutrs)
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NUTYHOYKIB Ta BTUCHEHHS cepIia MO3Ky (puc. 7).

V na"oi IWTHUHU BCTAHOBIIEHO KIIHIYHWN HiarHO3
OCHOBHHUH: YpOJ)KE€Ha BajJa PO3BUTKY LEHTPaIbHOL
HepBOBOI cucteMu (Manbpopmarisi ApHonbaa-Kiapi 11
Tumny 3i spina bifida, MeHiHrOMi€NIONIENIE TOTIEPEKOBOTO
Biiny xpeOTa); yCKJIaJHEHHsS: BTOPHHHA OKJIIO3iiiHA
cyOKOMIeHCOBaHa Mporpecyoya rigponedanis, HUKHS
MJISIBa Maparuieris, AUCPYHKIIiS Ta30BUX OPTaHiB.

JlutnHa BUXO/IKyBajacs B YMOBax BiJAiNCHHS iH-
TEHCUBHOI Tepanii 31 30epeKeHHIM OXOPOHHOTO PEKH-
My y BIIKpPHUTIH peaHiMaliliHIi CUCTEMH; OTpUMYBaja
30H/I0BE XapuyBaHHs 3IIJPKEHUM MOJIOKOM Marepi Ta

NiTepaTtypa

CICIialli30BaHOI0 CYMIMII0, iH(Y3iifHYy Tepamio 3
YaCTKOBUM MapeHTEPalbHUM JKMBICHHSIM; aHTHOIO-
THKOTEPAIiio BiANOBITHO M0 YYTIUBOCTI Mikpodiaopu
MaIi€eHTa Ta cTalioHapy, KHCHeBY Teparito BUIbHUM I10-
TOKOM, O€3IEPEePBHUI MOHITOPUHT KHUTTEBOBAKIUBHUX
¢yHKuii. JluTnHA KOHCYJIBTOBAHA JIKAPEM-T€HETHKOM,
JUTSYIM HEBPOJIOTOM Ta odranpmoinorom. Bix mpose-
JICHHS PO3IINPEHOTO MEIUKO-TEHETHYHOTO KOHCYIBTY-
BaHHA Ta MPT nuTHHI MOAPY K TaKOX BiIMOBHIOCS.
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MAJb®OPMAILINS APHOJBAA-KUAPH:
JUTEPATYPHBIU OB30P U KIMHUYECKUH
CIYYAU NATOJOI'UHN Y CUBCOB

A.T. Babunueea'’, I0.10. Xooszunckaa'’, U.B. lacmueka’,
A.H. Opkug', A.H. Powka, C.H. Facucmorii’?

BykoBuHcKHii rocylapcTBeHHbIH MeAULMHCKUIH
YHUBEPCUTET
(r. YepHoBUbI, YKpauHa)'
KHII «I'opoackas nerckasi KJMHUYecKasi 00JbHHIA»
(r. YepHoBubI, YKpanHa)?

Pe3roMe. Manspopmanus Apuonbaa-Kuapu — Manb-
(dopmamus HEepBUKO-MEIYIIPHOTO IIepexoja, KoTopas Xa-
paKTepHu3yeTcss CMEI[EHNEM MUHIANUH MO3KEeUKa H, B pPsAae
ciy4aeB, cTBoJia U [V kenymouka HHXKE YPOBHs OOJBIIOTO
3aTBLIOYHOIO OTBepCTHUs. Pa3nuyaroT deTblpe OCHOBHBIX
THIIA TaTOJNOTHH, CPeAM KOTOPBIX Ualle BCETO0 BCTPevaeT-
ca tun II. B crarbe mpexncraBieH KIMHHUYECKUH ciydait
Manbspopmanuu Apaonsaa-Kuapu II tTuma y cubcos. Ilox

ARNOLD-CHIARI MALFORMATION:
LITERATURE REVIEW
AND CLINICAL CASE IN SIBLINGS

A.G. Babintseva'?, Yu.Yu. Khodzinska'?, I.V. Lastivka’,
O.1. Yurkiv', A.I. Roshka, S.I. Basistyi'?

Bukovinian State
Medical University
(Chernivtsi, Ukraine)'
MNI «Municipal Children’s Clinical Hospital»
(Chernivtsi, Ukraine)?

Summary. Arnold-Chiari malformation is a defect
of the cervical-medullar transition characterized by
displacement of the cerebellar tonsils and in a number
of cases when the stem and IV ventricle extend into the
foramen magnum. There are four main types of pathology,
and type II is found most often.

The article presents a clinical case of type II Arnold-
Chiari malformation in siblings. The newborn girl born after
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Ha0II0leHNeM HaXoJMiIach HOBOPOXK/JeHHAas AeBouka ot VII
oepemennoctu U VII pomos ectecTBeHHBIM nyTeM B 39-40
Hegenb. [lpu nposenenun Y3 oGcaenoBanue B cpoke 20-
21 u 34 Henenu rectaly JUAarHOCTUPOBAH BPOXKIEHHBIN
MOPOK Pa3BUTHS LIEHTPAIbHON HEPBHONU CUCTEMBI, KOTOPBIH
XapakTepu3oBajcs GopMol MO3ra B BUJE «IMMOH», CMelle-
HUEM CTPYKTyp MO3ra B 00JACTH 3aTBIIIOYHOTO OTBEPCTHS,
BEHTPHUKYyJIOMeranuei, A1eeKToM MOSICHUIHO-KPECTI[OBOTO
oraena ¢ GopMHPOBAHHEM I'PBIKEBOTO MEIIKa, MHOTOBOIH-
eM. Ot npepreIBaHUsS OEPEMEHHOCTH M MPOXOKACHHUS MEIH-
KO-T€HETH4ECKOTO 00CIeTOBAHNS CYNPYTH OTKa3alHCh.

VY nanHOro pedeHKa yCTaHOBJICH KIMHUYECKHUH THarHo3
OCHOBHOW: BpOXJEHHBI MOPOK pa3BUTUSA LEHTPalIbHOHI
HEpBHOW cucTeMbl (Manbpopmanus ApHonbna-Kuapu II
THIIA: PAXUIIU3KUC U TUAPOLEPaTns), OCIOKHEHMS: HUKHSIS
BsJIasl Maparierus, TUCQYHKIHUS Ta30BEIX OPTaHOB.

[Tpu m3yueHnn HAaCIEACTBEHHOTO aHAMHE3a yCTaHOBIIE-
HO, UTO HACJEACTBEHHOCTb 10 IMHUU MaTepu oTsroueHa (y
ponHoro Gpara ee Matepu - cuaapoM Jlayna), a [V pebenox
B CE€Mbe SBISAETCS MHBATHAOM JETCTBA BCIEACTBHE HaJH-
4yl BPOKJECHHOIO IOPOKA Pa3BUTHUSA LEHTPAJbHONH HEPBHOU
cucteMsl — Manbdopmanun Apuounpaa-Knapu II tuma. Ot
pPacCIIMPEHHOTO MEINKO-TeHETHIECKOTO KOHCYIbTHPOBAHUS
BO BpeMs Mpeablaylield U JaHHOW OCpeMEHHOCTH, a TaKkKe
IPOBEJCHUSI MATHUTHO-PE30HAHCHON ToMorpaduu pedeHKy
CYNPYTHU TaKKe OTKa3aJHCh.

KiawueBblie ciaoBa: manspopmanus ApHonbiaa-Ku-
apu 1I; cubcol; paxunmmsuc; ruaporearus.

VII pregnancy and VII physiological delivery in the term
of 39-40 weeks was under observation. US examination in
the terms of 20-21 and 34 weeks of gestation diagnosed
a congenital developmental defect of the central nervous
system characterized by a “lemon”-like shape of the brain,
displacement of the brain structures in the portion of the
foramen magnum, ventriculomegaly, a defect of the lumbar-
sacral portion with formation of hernia sac, and dropsy of
amnion. The family couple refused from interruption of
pregnancy and medical-genetic examination.

The basic diagnosis of the child was congenital
developmental defect of the central nervous system
(type II Arnold-Chiari malformation: rachischisis and
hydrocephalus) including complications such as inferior
torpid paraplegia and dysfunction of the pelvic organs.

Investigation  of  hereditary = anamnesis  found
compromised heredity on the mother’s side (her mother’s
sibling has Down’s syndrome), and IV child in the family
is disabled from birth due to a congenital developmental
defect of the central nervous system — type 11 Arnold-Chiari
malformation.

The family couple refused from a comprehensive
medical-genetic consultation during the previous and
current pregnancies, and magnetic-resonance imaging of
the child.

Keywords: Arnold-Chiari Malformation II; Siblings;
Rachischisis; Hydrocephalus.
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