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Pesiome

Lenb uccnegoBaHmna. Onvcatb ynbTpa3ByKoBble Y natomopdonornyeckme nprsHaku
CUHAPOMa pacLiensieHnsi Xopabl y Nio4a B NepBOM TpUMeCTpe 6epemMeHHOCTH.
Matepuanbi n metoppl. CoHorpadusa nposoaunacb Ha annapate Voluson 730 Expert ¢
MCMNoNb30BaHNEM TpaHcabaoMuHanbHoro (4-8 Mru) gatumka. Hosonornuecknin anarHos
YCTaHOBJEH MO pe3yNbTaTam NatoMopdonornyeckoro nccnefoBaHmsa nioga B | tpume-
cTpe.

PesynbraTtbl. OCHOBHbIMU YNbTPa3ByKOBbIMY (Y3) Npu3HakaMy CMHAPOMA pacLyenneHmsa
Xopabl ABUNCH KNCTO3HOE 00pa3oBaHMe B rPyAHON KIeTKe Miofa M aHoManunu no3so-
HOYHMKA, BKJIIOYAOLMe MONYMO3BOHKM, paclenneHne, aebopmaunio, orpaHnyYeHHyo
BM3yanun3aLnio NO3BOHKOB.

BbiBogbl. CYHAPOM pacLiensieHnsi Xopabl ABAETCA Hambosnee YacToll 3TUONOMMYECKon
NMPUYNHOW KMCTO3HbIX 0Opa3oBaHMii B FpyAHON KneTke nnoga. MNpu npeHaTanbHOM BbisiB-
JIEHMN KNCTO3HOrO 0O6pa3oBaHUsA B rPYLHON KieTKe niofja cyieflyeT NpoBecTy TaTesb-
Hoe o6cniejoBaHVie MO3BOHOYHMKA Ha NpPeAMeT BbIsIBIEHUS aHOMAJMI MO3BOHKOB, UTO
6yneT cnocobcTBOBaThH 6ONEE TOUHON ANATHOCTNKE CUHAPOMA PACLLENIEHUs XOpabl.
KnioueBble cnoBa: CHAPOM pacLiensieHna Xopabl, MpeHaTanbHas ynbTpa3ByKoBas ana-
rHOCTUKa, Mopdonormyeckre npossneHus, ubdepeHumanbHas AMarHocTmKka
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Abstract

Purpose. To explore the ultrasound and pathomorphological signs of split notochord
syndrome in the fetus of the first trimester of pregnancy.

Materials. Sonography was performed on a Voluson 730 Expert using a transabdominal
(4-8 MHz) sensor. The nosological diagnosis is established by the result of
pathomorphological and histological studies in the first trimester.

Results. We present sporadic case of split notochord syndrome in the fetus of the first
trimester. The ultrasound signs were intra-thoracic cyst with vertebral anomalies including
hemivertebrae, missing vertebrae and central vertebral body narrowing.

Conclusions. Split notochord syndrome is the most common etiology of fetal chest cystic
lesions. Detailed examination of the vertebrae when a fetal cystic chest mass is identified
on prenatal ultrasound may lead to improved detection and diagnosis of split notochord
syndrome, which is important for more accurate prenatal counseling.

Keywords: split notochord syndrome, prenatal ultrasound, pathomorphological signs,
differential diagnosis

B BBEJAEHWE

CvHgpom pacuenneHus xopgbl (split notochord syndrome (SNS)), pegkuin nneomopo-
HbI MOPOK Pa3BUTUA, BOZHUKAET B pe3ysibTaTe aHOManuMm 3aKiafKky 0CEBOro KOMMeKca
3a4YaTKOB (CJI0EB IMOPMOHANIBHON SHTOAEPMbI U SKTOAEPMbI B MPOCOMUTHbIV neprop) [1].

SNS MOXeT NPOoABAATLCA LUMPOKUM CMEKTPOM MOPOKOB Pa3BUTUS: OT U30NUPOBaH-
HbIX HEMPO3HTEPASIbHbIX KUCT 0 PACLLENUHbI B JOPCaNbHOW CpefiHel NMHUN Tena, Yyepes3
KOTOPYIO MPOUCXOAUT SBEHTPaLMs NeTeNlb KULWEeYHMKA (JopcanbHas KuleyHas ¢puctyna).
Mbl npefcTaBnsem ciyyai CMHAPOMA PacLLEenIeHns XOpAbl Y Nyiofa B NepBOM TPUMECTPe
6epeMeHHOCTY, KOTOPbIN ABNAETCA Hanbonee paHHVIM 13 NATU NPEHATANIbHO AMArHOCTU-
POBAHHbIX CJyYaeB, OMMUCAHHbIX B IUTepaType.

B MATEPWAJIbl W METO/LbI

Cnopaguueckunin cnyvan SNS y nnoga 6b1 guarHoCTMpoBaH npu Y3-rccnefoBaHnm
nnofa B | Tpumectpe 6epemeHHOCTU. VccnepoBaHre NpoBOAMIOCh B OTAENEHUN Mpe-
HaTanbHOW AuarHocTukyi PHIMLU «MaTtb v guTtsa» Ha anmapatax Voluson 730 Expert
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TpaHcabgomunHanbHbiM (4-8 MIU) gaTumkom. lNocne npepbiBaHMA GepemMeHHOCTU Mo
MeLVKO-reHeTUYECKMM NOKa3aHMAM B MepBOM TpUMecTpe 6bino NpoBedeHO NaToMop-
donornyeckoe uccnepoBaHne B CTEPUSIbHBIX YCIOBUAX MOA GUHOKYNAPHbBIM CTepeo-
MUKpockornom SM-20. [Ina uMToreHeTUYeCKOro NccrejoBaHUA BbINOSIHEHA broncua Bop-
CUH XopKroHa. 3abop MaTepmana oCyLLecTBIeH Nocsie npepbiBaHNA 6epeMeHHOCTH, Hemno-
CpeAcTBeHHO nepep naToMopdonornyeckum uccefoBaHemM. B ctepmnbHbix ycnoBusax
noJ KOHTPOMEM CTEPEOMUKPOCKONa Obln 3abpaHbl BOPCUMHBI XOPMOHA, OTAENEHHbIE OT
JeunpyanbHol TKaHu (He meHee 15—20 mn). 3aTeM BOPCKHbI ObINM NOMeLLEeHbl B cpeay
HAM, Amniomax, Chang nnu pactBop X3HKca ¢ renapuHom (3 mn renapuHa, 0,7 Mn aHTu-
6uoTrKa Ha 70 mn). BbINOMHeH CTaHOAPTHBIN aHann3 Kapuotuna Ha anddepeHumnanbHO
OKpaLleHHbIX xpomocomax (GTG-banding). Kapnotun nnopa: 46,XY.

B PE3YJIbTATbHI

BepemeHHOCTb NpobaHaom nepBas. Bo3pact 6epemeHHol 22 roaa, cynpyra — 27 ner.
Bbpak HepoacTeeHHbIN. MNpu npeHaTanbHOM Y3-uccnegoBaHum B cpoke 10 Hepenb 5 gHen
(KONuMKo-TEMEHHOW pa3mep cocTaBnAn 38 MM) OblM BbIABIEHbI MHOMXECTBEHHbIE BPOX-
ZeHHble nopokn pa3sutua (MBIP): gedopmauma No3BOHOUHMKA, KNCTO3HOe 0bpa3oBa-
HMe B 3aTbIIOYHO-BMCOYHOW obnactu (MHMoHuedbanua), sKBMHOBapYyCHasa aedopmauua
cTon. BoicTaBneH puck no gruadparmanbHOW rpbike 1 BPOXKAEHHOMY MOPOKY cepAaLa.

Mo pe3ynbTaTam MefLVKO-TEHETUYECKOro KOHCYNbTUPOBAHNA CeMbA MPUHANA peLle-
Hue o NpepbiBaHUN GepeMeHHOCTN B MepBOM TPUMECTpe.

Mpun mopdonornueckom rnccnefoBaHUM Naofa My>KCKOro nona Mopdomerpuyeckmne
NaHHble cooTBeTCTBOBaNM 10-11 Hegene rectaunm (OMHa CTomnbl — 9 MM, rofieHn — 16 MM,
pa3mepbl Noyek 5x4x3,5 mm). JnarHoctmpoBaHbl ykopoueHre 1 fepopmMaLisa MO3BOHOY-
HMKa, paclienneHve Ten No3BOHKOB B rpyaHom otaene (L2-L12), yepes koTopble oTMeYa-
nacb 3BEHTpaLMA neTenb KMLWeYHUKa (JopcanbHas KuweyHasa ductyna) (puc. 1). 3aknagku
CBOAa uepena, B TOM Uncie 3aTblfIoOYHan KOCTb, Obinn chopMmnpoBaHbl COrnacHo BO3pacTy.
MNopokoB pa3BuTUA ceppLa, Noyek He BbiABeHo. Matomopdonormyeckne faHHble COOT-
BetcTBoBanu SNS.

Puc. 1. PaciensieHne Ten rpyAHbIX NO3BOHKOB (AopcanbHas KulieyHas ¢puctyna)
Fig. 1. Split of the bodies of the thoracic vertebrae (dorsal enteric fistula)
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B OBCYXIOEHWE

DHTOAEPMa, CaMblll BHYTPEHHUIN 13 TPeX CI0eB 3apobllleBbIX KNeToK, AaeT Hayano
MOYEBOMY My3bIpIo, MULLEBAPUTENBHOM U AbIXaTeNIbHOM CUCTEMaM. JKTodepMa — BHeLl-
HWUI CNOW 3apOofblLlLEBbLIX KNETOK, U3 KOTOPOro pPa3BMBAETCA HepBHAaA CMCTEMA U KOXa.
Xoppa, BpeMeHHasa 3MO6puroHanbHasa CTPYKTypa, obpasyeTca BO Bpems ractpynaumum u3
me3ogepmasibHoro cnos [1]. OHa nrpaeT opraHn3aUiOHHYIO POfb B Pa3BUTUW HEPBHOW
cuctembl. B 6onee no3gHme CPOKM CTaHOBUTCA YacTbio MO3BOHOYHOrO cTtonba. Hannume
CBA3M MeXAy 3KTO- U SHTOAEepMOI CnocobcTByeT GOPMUPOBAHMIO CBULLA MEXAY XKeny-
[OYHO-KMLLIEYHbIM TPAKTOM, NMPOU3BOAHBIMA HEPBHOW CUCTEMbI, MOYEBbIM My3blpeM ”
KOXHbIMY MOKpOBamMu. [laToreHe3 3TOro CoCToAHMA NOMHOCTbIO He u3BecTeH. Hanbonee
LUIMPOKO pacrnpoCcTpaHeHHas Teopus npefnonaraeT nepBuYHbIA AedeKT UHTerpaumu
Xopabl Mo cpefHen NMHUM U U3MEHEHNA MapakcanbHON Me30AepMbl, MPUBOAALLME K
pacLyennieHrio XopAbl, KOTopasa He NOSIHOCTbIO OTAEeNeHa OT NMPUMUTUBHOTO KULLEYHNMKA.
QopMuMpyeTca rpbika SHTOAEPMbl U HUXKENexallero NpUMUTUBHOIO KULLEYHKKA, KOTO-
pble NPUKPENNATCA K JOPCaNbHOWN SKTOLEPME 1 B KOHEUHOM UTOre paspbiBatoTca [2, 3].
SNS - 3To HECMOCOOHOCTb XOPAbl OTAENUTLCA OT NEePeAHeN KALWKK, YTO NPUBOAUT K 06pa-
30BaHMIO CBULLA UK KACTBI. [TprKpenneHne KUCTbI K Xopae NPenaTcTBYeT CpaLleHunio Tes
MO3BOHKOB. JTO MPMBOAUT K aHOMAJMAM MO3BOHOYHMKA, TaKUM Kak CKOMMO3, Nosymno-
3BOHKM U pacLyefinHa NO3BOHOUYHMKa [4].

SNS TakXe OMMCbIBAOT KakK CKPbITbI CMUHHOMO3roBolr aucpadusm. B 1887 rogy
Rembe BriepBble onncan 3agHUn KuweyHbli cuuy [1]. HazBaHue «CMHAPOM paclyenneHms
xopabl» 6bin10 NpeanoxeHo beHtnn n Cmutom B 1960 rogy [4].

Bpems pacluenneHns Xopapl, pa3mep 1 pacronoXeHne BAUAIOT Ha BapuabenbHOCTb,
TAXECTb MHAYLNPOBAHHbIX MOPOKOB Pa3BUTUA N KNMUHUYECKUX NpoABneHuni [3].

Ha ceropHawWwHNA aeHb B nuTepaType onuncaHo He 6onee 200 cnyuyaes SNS. A6conioT-
Hoe 60MbLUNHCTBO OMNYONMKOBaHHbIX CllyYaeB NOCBALLEHbI ANarHOCTYKe CUHAPOMa noce
poxaeHus. Jlerkne ¢opmbl BK/OYAOT W30MMPOBaHHbIE HeMpO3HTepasibHble KUCTbI.
Taxenble cilyyan BKOYAKOT CMMHHO-KULLEYHDBIA CBUILL, MOPOKM Pa3BUTUA LieHTPanbHOM
HEpPBHOW CUCTEMbI, TaK/e Kak AracTeMaToMuenus, JUNOMUeNna 1 MUeNoOMeHHrolene
(pnc. 2) [2, 3].

Puc. 2. HoBopoXxaeHHble C CMHAPOMOM paciuensieHns xopabi [5, 6]
Fig. 2. Neonates having split notochord syndrome [5, 6]
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BBuay WMpOKOro cnekTpa KNMHUYECKUX MPOABEHWI CUHAPOMa NpeHaTanbHan ana-
rHOCTUKa 3aTpyAHeHa. Ha ceropgHAWHMI ieHb B NTepaType OnvcaHo NATb ClyyYaes npe-
HaTasnbHO guarHoctmpoBaHHoro SNS (cm. Tabnuuy). Haw cnyyaii ABnAetca Hambonee paH-
HUM, 6blN AMarHOCTUPOBaH Ha 11-i Hegene rectayuu.

Mpun aHanu3e Y3-gaHHbIX MNpeAcTaBieHHbIX MpeHaTalbHbIX ClyyaeB OTMeYaloTcA
obLme Npr3HaKkM CUHAPOMa: KNCTO3HOe obpa3oBaHue (Macca) B rpyHON KneTke nnoga
N MOPOKM Pa3BUTUA MO3BOHOYHIMKA, BKJOUaloLmMe Nonyno3BoHKY, gedopmaLmio, pac-
LienneHne, «orpaHNYeHHyIo BMU3yanm3aLunio» rpyaHbiX no3BoHKoB. CylecTByeT MHeHne

MpeHaTanbHO AMarHOCTUPOBaHHbIE cjly4yan cMHApoOMa pacliensieHna Xxopabl (AaHHbIE JWITepaTypr)

MartepuHcknin | Cpok recta-

ABTOp ———— e e [aHHble yNbTPa3ByKOBOro NccnefoBaHna
Almog (2001) 27 net 39 MHorosogaue,
[7] B1* PO** KNCTO3HOe 0bpa3oBaHyie B rPYAHO KneTke nioja

MHoroBogue, KUCTO3HasA CTPYKTYpa B MPaBOM 3ajHeM

Almog (2001) 44 ropa cpefoCcTeHNM, CKONMO3 1 aedpopmaLma rpyaHbIX No-
28

[7] b6 P4 3BOHKOB € MIP NO3BOHKOB, BK/IOYasA MOJTYNO3BOHKM,

OTCYTCTBYIOLLVIE MO3BOHKM

Agani (2005) [8] 29 net 25 He6onbluas kpyrnas rMnosXoreHHas KMCTo3HasA macca,
b2 PO OXBaTbIBalOLLAA HUXKHUIN OTAEN NO3BOHOYHMKA

. 3apHe-rpyAHOe rMnosxoreHHoe ABYNoMnacTHoe KNCTO3-
Kimya 35 ner 21 Hoe obpasoBaHme 25x11 MM, paclienneHue n gedopma-
(2007) [9] B1P0 P pact hedop

LA rpyaHbIX MO3BOHKOB

Ramseyer |29 ner 2 3125 . Orpaninseran swsyanasadim nosson
(2020) [1] B3 P2 o LEB AR yanusau

KncrtosHoe 06pa3oBaHyie B 3aTblfIOYHO-BUCOYHOW 06-
1 nactui, agebopmauys NO3BOHOUHMKA, KOCONAMNOCTb, Ana-
dparmanbHas rpbika?

Cob6ctBeHHOe |22 ropa
HabnogeHne b1 PO

MpumMeyanua: * b1 — KonnyecTso 6epeMeHHOCTel; ** PO — KONMYeCTBO POAOB.

Prenatal diagnosed cases of split notochord syndrome (literature data)

Author Maternal_ L] Prenatal Ultrasound Findings and genetic tetsing
Information | Age (weeks)
Almog (2001) [7] 271 X%%Li)ld 39 Severe polydydramnios. cystic structure in fetal chest
Polyhydramnios. cystic structure in right posterior
44 vear old mediastinum Severe Scoliosis and vertebral distortion of
Almog (2004) [7] Y 28 thoracic vertebrae with multiple vertebral malformations
G6 P4 . R . N
including hemivertebrae, missing vertebrae and central
vertebral body narrowing
Agani (2005) [8] 29 year old 5 Small, round hypoechoic cystic mass involving lower
G2 PO sacrum
. 35 year old 25 % 11 mm posterior thoracic hypoechoic bilobar cystic,
Kimya (2007) [9] G1PO 21 cleaved and deformed adjacent vertebrae
Cystic chest mass in right thorax measuring
Ramseyer (2020) | 29 year old 21 1.9 x 2.1 x 2.6 cm. Limited vertebral views, one area
[1] G3 P2 . )
concerning for dysrahism
Our Case 22 year old - cystic structure in occipitotemporal region vertebral
G1PO deformation, clubfoot, diaphragmatic hernia?

Notes: * G1 (Gravida) number of pregnancies; ** PO (Para) number of number of viable births.
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o ToMm, uTo SNS ABnseTcA Hanbonee YacTom 3TUONOMMYECKOW NPUYMHOI KMCTO3HbIX 06pa-
30BaHWU B rpyaHon Knetke nnoga [10]. B Hawem cnyyae Kucto3Hoe obpa3oBaHme 6biio
BM3YyaNnM3npOBaHO B 3aTbIIOYHON 06NacTX, BO3MOXKHO, M3-3a Masioro Cpoka recrauuu,
6onblioro fedekra rpyaHOro oTaena NO3BOHOUYHMKA, BCIEACTBME Yero NMiof Haxoaun-
CA B BbIHY>KAEHHOM MOJIOXKEHMNW C TMMNEP3IKCTEH3MEN rONOBKN (Kak Npu MHUOHUedbanum).
JononHutenbHO Obin BbICTaBNEH PUCK MO AnadparmanbHO rpbike, KOTOpasa B NEPBOM
TpUMecTpe BU3yanun3mpyeTca Kak rmnoaxoreHHoe obpa3oBaHme B rpyJHON KNeTKe Mnnoja.

OnddepeHumanbHaa fuarHocTmka LOMKHA NPOBOAUTHCA C GPOHXOreHHON KUCTOMW,
KUCTON nepuKkapha, AvadparmanbHOM TpbiXKen, TepaTOMOW, YABOEHMEM MNULLeBOAa.
Mpwu BbIABNEHNN KMCTO3HOWM MacChbl B FPyHOW KNeTKe niofa ciefyeT NpoBecTy TwaTesnb-
Hoe obcieloBaHMe NO3BOHOYHMKA Ha NPeAMET BbIABIEHNA NepeyrCieHHbIX Bbille aHo-
Manuii. lNpaBunbHaa MHTEPRPeTaLmna coueTaHnii yKasaHHbIX ManbdopmaLmii MOXeT npu-
BecTU K 6onee TOUHOW NpeHaTanbHoM AnarHocTuke SNS, UTo BaXXHO ANA onpeaeneHus
TaKTVKM BefleHnA 6epeMeHHOCTM 1 NPOrHo3a AnA NOTOMCTBa NPV NPOBEAEHUN MefNKO-
reHeTNYeCKoro KOHCYNbTUPOBaHUA.

B 3AKJTIOMEHUE

MNMaTomopdonornyeckoe nccnefoBaHre NNogoB, abopTUPOBaHHbIX MO MefUKO-TeHe-
TUYECKMM MOKa3aHWAM B | TpumecTpe 6epeMeHHOCTH, AOMKHO ObiTb 06A3aTeNnbHbIM 3Ta-
NMoM npeHaTanbHOWM AMarHoCTUKK. [peAacTaBNeHHbIN Cnyyail HarnAgHO AeMOHCTpUpyeT
BO3MOXHOCTb Bepudukaumn pepkmx BIP, Takmnx kak SNS, yxe B xoge nposegeHus nony-
NALMOHHOIO CKPUHUHTa | TpumecTpa 6epeMeHHOCTU.
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