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Ieano-Ppankiscvruil
HAUIOHALbHULL MeOUuYHUll
YyHieepcumem

syndrome

PagionoriyHa ceMioTnka 3MiH
yepena npyn cnHgpomMmi CoTtoca

Radiological signs of skull changes in Sotos

Ycnixu B raaysi ziarHocTukH, MPOQIAAKTHKY Ta
MIPOrHO3Y PO3BHUTKY CIIaZIKOBHUX 3aXBOPIOBAHb
HaH6IAbII JOMIHYIOTb B ocTaHHI poku. [ e mos’si-
3aHO 3 IIIHPOKHUM BIIPOBAZIZKEHHSIM Y [IPAKTHKY MY Ab-~
TUAUCUMITAIHAPHOTO MIXOAY, 1[0 CTAAO MOZKAHBHUM
3aB/SIKU IeTAAbHOMY BUBYEHHIO €TIOAOTII Ta [1aTO-
renesy crazkosux naroorii. [Llopoky B aitepa-
Typi 3 IBAAETbCSA BEAHKA KIAbKICTb iH(opMaLil
PO FeHETHYHO 3yMOBAEHI aHOMaAil. 3a gaHuMH
octannboro katanory V. M.c. Kusick, Bizomo nonaz
2000 cnaakoBux CHHAPOMIB.

BiAbiicTs ix AlarHOCTY€ThCS TIABKH Ha OCHOBI
KAIHIYHOI KADTHHHM Ta JaHUX 06 €KTUBHOTO 06CTe -
»keHHs nauienTa. Kpim Toro, npobaemu B posris-
HaBaHHI CIaZIKOBUX [TATOAOTIH OB s13aHi 3 THM, 1110
ZIEKOAHU TIPIOPUTETHE 3HAYEHHS B [IOCTAHOBLI Zlar-
HO3Y, IIPOTHO31 PO3BUTKY I1aTOAOTI] Ta CKAAZIaHHI
ZIETAAbHOTO [TAQHY AIKYBaHHsI BUSIBASIIOTbCSI Y XBO-
PHUX MIKPOAQHOMAAISIMH, Ha 5IK1 CIIELIIaAICTH He 3aB-
»K/IU 3BEPTAIOTDb yBary.

['enernuna naTororisi Bce wacTinie zgiarmoc-
TYETbCS B I1epi0/l HOBOHAPO?KEHOCTI Ta B IPYZAHOMY
Biui. Cunapom Cotoca, abo 11epebparbHMil riraH-
Tu3M, Brepme 6yB onucanui B 1964 poui. Ha
JlaHUH Yac B JzKEpeAax AITepaTypH JE€TAAbHO He
orrcaHi MOP(MOAOTIUHI 3MIHH Yepera IPH LU 1aTo-
aoril. He sycTpivarorbes Takozk y Aiteparypi zani
CTOCOBHO HasIBHOCTI a60 BIZICYTHOCTI KPaHIOCHHO-
CTO3IB, SIKI MO2KYTb 3HaAYHO BIIAMBATH Ha PO3BUTOK
ZlaHO1 HEZYTH.

Hamu nposeaeno zerarbue pagiororiune 06-
crezxeHus nauienTa /l. Bikom 5 Mic. i3 cuazpoMom
Coroca, 1110 nepe6yBas Ha CTallOHAPHOMY AiKYBaHHi
Ta 0OAIKY B KablHETI Me JUYHOl TeHETHKH obAac-
HOl KAIHIYHOI auTsAY01 AikapHi. 3 icTopii XBo-
po6u BIZIOMO, 1110 MALIEHT BiZ, HAPOKEHHS CTOITh

Ha 0OAIKY 3 MHOXKHMHHHUMH BaZaMU PO3BUTKY
BHYTPIIIHIX OPTaHIB, IHTEHCUBHUM 301AbIIIEHHAM
POCTY Ta MacCH TiAa BHIIE 3a BIkoBy HopMy (KicTKo-
BUH Bik Burnepez:xae nacrnoptuuil). I [pu 06’ek-
TUBHOMY ZIOCAIZI2KEHHI BIZIMIYAEThCs CKaoledanisd,
BHCTYTIa04l AOOHI rop6H, rpy6l prcH o6AnYUsi, 0pOi-
TaAbHHUH TIIIEPTEAOPU3M, MOHIOAOIZHUH PO3PI3
ounux mirue. Ha ocHoBi aanux anamuesy saxso-
PIOBAHHSI XAOIMYHUKOBI IIOCTABAEHO IIOTIEPEAHIN
aiaraos cungpom Cotoca.

3 MeTo10 yTOYHEHHs 3MiH Yeperla Ta IMOJAAb-
IIIOT0 IIAQHYBaHHSI AIKyBaHHsI [TALIIEHTOBI IIpOBeJe -
Ha CripaAbHa KOMIT I0TepHa TOMOTPa@isi MOBKOBOTO
i Aunesoro BiaziaiB rorosu. [ Iromuna spisis
napareAbHa PPAHKPYPTChKIH TOPH3OHTAAL.

PesyabTaTu A0CAiAKEHHS aHAAIByBaAU GE3IT0-
cepeJHbO HAa MOHITOPI TOMOrpaga Ta 36epiraru y
¢popmari dikom. Jletarbuuii anaris gauux CK'T
npoBoAUAH B nporpamHomy nakeri SurgiCase
CMF Pro Beabriiicbkoi kommnaunii Materialise.
[ Ipu upomy Ha ocHOBI akciaabHUX 3pisiB OTPUMY -
BaAM 06 €MHI, cariTaAbHI Ta TpaHCBEpP3aAbHI pe-
KOHCTPYKIII.

Ak nokasas amaais gaHuMX KoMI I0TepHO]
SSD-pexoncTpykuii, yepen Mae ckagouedariaHy
popmy. Lle niaTBepaxxye xapaktepHe 3By2KeHHS
TiM STHOTO Ta CKPOHEBOT'O BIZZIIAIB Y€PEITHOl KO-
pOOKH.

[ Ipu zetarbHOMY aHaAisi IIBIB MO3KOBOTO BiAZIAY
Yepera BUSIBAEHO YaCTKOBHH JIBOCTOPOHHIN Kpa-
HIOCMHOCTO3 HIOBHOTO 3 €JHAHHS MizK AyCKaTOIO
YaCTHHOIO CKPOHEBOI KICTKH Ta TiM SHHMMHU
KiCTKaMH, 1110 MiATBepAKy€EThCS JAHUMU 06’ €MHOI
SSD-pexonctpyxuii (puc. 1, 2).

Amnanis gannx komn 1otepHoi 06 emuol SSD-pe-
KOHCTPYKIIl MO3KOBOT'O BIIZIIAY Yeperia 3aCBiAYy€
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Puc. 1. Komn’oTepuaa 06’emua SSD-peKOHCTPYKIIis 3 MapKOBa-
HuMU mwomuHamu (JaiHii). KpaniocuHOCTO3 MisK JTyCcKaTOO UacTH-
HOIO CKPOHEBOI KicTKM Ta TiM’AHOI0 KicTKaMu crpasa (CTpiaka)

Fig. 1. Computed volume SSD reconstruction with marked planes
(lines). Craniosynostosis between the summons portion of the tem-
poral bone and occipital bone on the right (arrow)

Puc. 2. Komn’orepraa 06’emua SSD-peKOHCTPYKIIis 3 MapKOBa-
HuMU IWomuHamu (JaiHii). KpaniocuHoCTO3 MisK JTycKaTOO UacTu-
HOIO CKPOHEBOI KicTKM Ta TiM’ AHOIO KicTkamu 3iiBa (cTpiaka)

Fig. 2. Computed volume SSD reconstruction with marked planes
(lines). Craniosynostosis between the summons portion of the tem-
poral bone and occipital bone on the left (arrow)
KPaHIOCHMHOCTO3 JUCTAABHOTO BI/IZILAY CariTaAbHOI'O
IIIBA Ta LIEHTPAAbHOI YaCTHHH METOIIYHOrO I11Ba
(puc. 3, 4).

[ Ipu ananisi aueBoro ckeaeta BigMiueHo: Bij -
CTaHb MiK IepeAHIMU CAIBHUMH rpebeHsIMH CTa-
nosura 28,18 mm, mo siznosizae Il crynento op-
6itaabHoro rinepreropusmy (puc. 3, 6).

[ Iepeauacuoro sakpurts 301 pocty (cuHXOHA-
PO3iB) OCHOBHM Yeperna: KAHHOIOAI6HO-TIOTHANY -
HOT'0, Mi2KKAHHOITOZIOHOT0, KAUHOIO[16HO ~ PeIiT-
4aCTOro Ta Mik MipamiZlaMH CKPOHEBOI KICTKH i
KAHMHOIO/ZIOHOIO KICTKOIO HE BIAMIYA€THCS, 1110
a06pe Bisyanisyetbest Ha M PR -pexonctpyxuii

Puc. 3. Kommn’rorepua 06’emaa SSD-pexkoncTpyKuisa. Kpaniocu-
HOCTO3 JUCTAJbHOTO BifAiny cariTanbHOTO mIBa (CTPinKa)

Fig. 3. Computed volume SSD reconstruction. Craniosynostosis
of the distal portion of the sagittal suture (arrow)
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Puc. 4. Komn’rorepaa 06’emua SSD-pekoHcTpyKIis. Kpaniocu-
HOCTO3 IIeHTPAaJbHOI YACTUHU METOIIiYHOTO IIBa (CcTpiaKa)

Fig. 4. Computed volume SSD reconstruction. Craniosynostosis
of the central portion of the metopic suture (arrow)

y cariTaAbHIH IAOIIMHI Ta aKClaAbHHX 3pizax
(puc.7,8).

Bupa:xenoi anomanii 3 60ky nosumii Ta cris-
BIZIHOIIIEHHST BEPXHbOI 1 HUzKHBOI ILIEAEIT ¥ YeperTi
He BigmiuaeTbca. O3HaKkM MiZBHILEHHS BHYTpI-
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Puc. 7. MPR-peKOHCTPYKIIic B cariTanbHiM niaomuui. CHHXOHI-
po3u MiK KicTkamu ueperna 36epekeHi (CTPiaKm)

Fig. 7. MPR reconstruction in sagittal plane. Synchondroses
between the skull bones are intact (arrows)

Puc. 5. Komn’torepra 06’emua SSD-pexoHcTpyKI[isa. OpbiTans-
Hui rineprenopusm Il crynens (cTpinkm)

Fig. 5. Computed volume SSD reconstruction. Stage 2 orbital
hypertelorism (arrows)

Puc. 8. CKT B akcianbHi#l npoek1iii Ha piBHi ocHOBU uepemna. Cus-
XOHAPO3U MiXK KicTKaMu OCHOBU Yeperia BiflIoBiaoTh BiKOBiil HOpMi
(cTpinkm)

Fig. 8. SCT in axial projection at the level of skull base.
Synchondroses between the bones of the skull base correspond
to the age norm (arrows)

YepPeITHOro TUCKY, MaAbLIEBUX BJaBA€Hb Ha KICTKax
CKAEIHHsI Ta OCHOBH 4eperna BiacyTHi. Bigsnaue-
HO HEIPOIOPUINHE, 110 BIZHOLIEHHIO /10 AULIEBO-
IO CKeAeTa, 301AbIIeHHsT MiZ60PIIKOBOrO BIAAIAY

Puc. 6. CKT uepena B akcianpHill npoeknii nanienra 1. Posmu-
PeHHs MeAiaJbHOTO Bigainy pemrituacToi KicTKu (CTpinkm)

Fig. 6. Patient D.: skull SCT in axial projection. Dilation of the HHUZKHDOI IHEACIIH (pHC' 9) .
medial portion of the ethmoid bone (arrows) l_IpI/I l'IpOBe,Zl,eHHi ﬂﬂepHO-MaFHiTHOI‘O PE3OHAHCY

3 KOHTPACTYBaHHsIM [IATOAOTII 3 60Ky rinogisa He
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Puc. 9. Komm’torepua 06’emua SSD-pexkoucTpykiisa. Hempomop-
nifine 36isbuIieHHA Mig60PiAKOBOTO BiAAiNy HUIKHBOI HIejienn
(cTpinka)

Fig. 9. CT volume SSD reconstruction. Disproportional enlar-
gement of the mental portion of the lower jaw (arrow)

Puc. 10. MaraiTHope3doHaHcHa ToMorpadis B akciaJabHU Ipo-
ekii. izpoma B cybapaxHoigaJIbHOMY IIPOCTOPi J1000BO-TiM’ AHOL
IiTAHKT

Fig.10. MRI in axial projection. Hydroma in the subarachnoid
space of the frontoparietal area

BUABAEHO. Y (PPOHTAAbHIH AIASHIII MO3KOBOTO
BIZZIAY Yepella HasiBHA TiZjpoMa MixK MeHiHTe -
aAbHOI0O OOOAOHKOIO Ta TOAOBHHM MO3KOM
(puc. 10, 11).

[ Ipu ananisi kpoBi piBeHb comaToTpOMiHY 6€3
HaBaHTaxKeHHsI BIZIIIOBIIaB HOPMI.

Puc. 11. MaruiTHopesoHaHcHA ToMorpadida (cariTanbHuit 3pis).
Tigpoma 1060BO-TiM’ AHOI AiTAHKU

Fig.11. MRI (sagittal section). Hydroma of the frontoparital area

Taxum unHOM, NPOBIBIIN A€ TaADHHI aHAAIS Za-
HUX CITipaAbHOI KOMIT 10TepHOI Tomorpadil, szep-
HO-MAarHiTHOrO pe30HAHCY, aHaMHe3y 3aXBOPIOBaH-
Hs1, AabOPATOPHUX AAHUX, MU AIHIIAKU TAKUX BUC-
HOBKIB.

[ lepm 3a Bce, popma uepennoi kopobxu cka-
QouedariyHol POPMHU 3yMOBAEHA HASIBHUM Kpa-
HIOCHHOCTO30M CariTaAbHOIO I1Ba, OCKIAbKH Tl
4ac (hOPMyBaHHs1 YepENa TUCK, SIKUH 31UCHIOIOTh
MeHIHIeaAbHI 0O0AOHKH 3CepeuHH IPH POCTI
[IHC, aie 3a sakonom Bipxosa nepnenauxyasp-
Ho xoxy mBa. | [pu nepe ;uacnomy horo sakpurri
THUCK KOMIIEHCATOPHO pPO3IMOBCIOAKYETbHCS
B3/I0B2K I1IBa, 3 POCTOM y KOPOHAPHOMY, ASIMOZ10-
nozi6HOMy Ta METOIIYHOMY IIBaX. | aKUM YHHOM
(POPMYETbCSI BUAOB2KEHA B MeZ10AUCTAAbBHOMY
HaIPAMKY GopMa yeperHoi kopobku. Posmmupe-
HUH ()POHTAAbHHH BIZZIA MOBKOBOTO Y€epera 3y -
MOBAEHHH, sIK [IOKA3aAH JOCA/2KEHHST, TIZIPOMOIO,
siKa rpusBeAa A0 aedopmailii A060BOI KICTKH,
Cynpaop6iTaAbHOTO BiZZIAY Ta Zaxy op6it. Y cBolo
Yepry, PO3IIHMPeHHsT ()POHTAABHOTO BIAJIAY OCHO-
BU Ta CKAEMIHHs Yeperia MPUsBeAo 0 aHOMaAb-
HOT'O IIOAOZKEHHSI €TMO-0p6ITaAbHOTO KOMIIAEKCY,
a caMe PO3BHUTKY 0pOITaAbBHOIO TIIePTEAOPUBMY .
IJe MIATBEP/KYETHCS JAHUMH Cepil aKClaAbHHUX
3pi3iB, HA SIKUX BUSIBASIETbCS PO3IIHPEHHS Me /-
aAbHOTO BiZZiAy pentiTdactol kictku. Henpomnop-
LilHE, 110 BIIHONIEHHIO ZI0 AHLIEBOIO CKEAETA,
361AbIIEHHS MiZA00PIIKOBOrO BiAAIAY HHUKHbBOI
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IIeAelld, MO2Ke BKa3yBaTH Ha II04aTKOBI [1POSIBU
aKpoMeraAil, XapaKTepHI IAsI ITALIEHTIB 3 Iepeayac-
HHUM 361AbIIIEHHSIM POCTY, Ta (POPMYBaHHSI CKEAETA.

Ax npaBuro, nopymenus oprauiku rinogisa
(azenoma rinodisa) MPU3BOAUTD /0 MiZABUILEHO]
CeKpellll COMaTOTPOITHOTO TOPMOHY 1, SIK HACALZIOK,
IMIBUILIEHHST IHTEHCUBHOCTI POCTY CKEAeTa B ZI0B-
axuny. OCKIAbKH B IIbOMy BHIAZKy 3a ZaHHUMH
sI/1lePHO~-MarHITHOTO Pe30HAHCY Ta aHAAI3Y PIBHS
COMAaTOTPOIHOTO TOPMOHY ATOAOr1 3 HOKY opra-
HIKH rino@isa He BHUSIBAEHO, TO MPUYHHOIO IIPH-
HIBUZIIEHOTO POCTY MO2KYTb OYTH IHIII MeXaHI3MH.

Or:ke, seTarbHE BUBUEHHs YePETHO-AMIIEBOL
mopgoanorii npu cungpomi CoToca MoxAHBe
TIABKH IIPH BUKOPUCTAHHI BUCOKOTEXHOAOTTYHHX
Cy4YaCHHUX METOZIB IPOMEHEBOl A1arHOCTHUKH
(CKT, MPT), o aossorse:

a) no6y/yBaTH JeTaAbHHUH [TAAH AIKyBaAbHHUX
3aX0J1B;

6) CKAACTH BIAIOBI/IHI IPOTHO3H LII0Z0 OJAAb-
IIIOT0 PO3BUTKY Y€PEIHO~AHIIEBOI MTAaTOAOTI Ta
BU3HAYUTH HEOO6XiIHI 06’ €MH OllepaTHBHUX BTPY -
YaHb.

Busnauenns reneTuuHol ckaazoBol ZaHOTO
CHHZIPOMY /IOBBOAUTD 3HAUTH HEOOXI/IHI METOUKH
BILAHMBY Ha CKEAET, 1110 IIPUCKOPEHO PO3BUBAETHCS.

HangxomxenHa no pegaxiii 29.05.2009.
IIpuitasaro 10.06.2009.

Apnpeca 1 TuCTYyBaHHSA:
Puxuk Bomogumup Mukosnaiiosuu,
IBano-PpaHKiBCHKUI HAIliOHAJBbHUI MEIUUYHUI YHIBEPCUTET,
ByJa. lamunbka, 2, IBano-®@pankisesk, 76018, Ykpaina
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