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The article describes the case of congenital malformations of the fetus, caused by
amniotic constriction, as a consequence of defective formation of aminoin (internal germinal
septum). In the literature, these defects are most often described as a syndrome of amniotic
constrictions. This case is presented in connection with a rare occurrence of the syndrome,
characterized by the clinical heterogeneity of the syndrome characterized by clinical
heterogeneity - more often it is the defects of the limbs, face, skull and brain.

¥PBIKTBIH TYA BITKEH BY3bIJIBICTAPBI: TOXKIPUBE/IEH
KJIWHUKAJIBIK KAFTAN
Topraesa I.C.!, llakupoBa A.K.!

'«UMC» KopropaTiBTiK KOPBIHBIH AHa MeH 0ajia YITTHIK FBUIBIME OpTalblirbl, AcTana, Kasakcran

Makanaga ypbIkTbiH Tya OGiTkeH Oy3blnbiCTapbl, aMHUOTVKanbIK LIOFbIpNaHyaaH
TyblHAAFaH, aMHWOHHbIH, (iLLKi iLeKk nepaeci) akaynbl Ty3inyi cangapbliHaH cunatTasnfaH.
OpebuetTe kebiHece Byn KeMLUIMIKTEP @MHNOTMKAIbIK LWOFbIPNAaHy CUHAPOMbI PETiHAE Cu-
natTanagel. byn okufa KNMUMHUKanNbIK reTeporeHAinikneH cunarranaTtblH CUHAPOMHbIH CUPEK
KesfeceTiHiHe GalinaHbICTbl YChIHbINFaH - By Xui askTap, 6eT, cynek xaHe My akaynapsbi.

BPOXKJIEHHBIX IIOPOKOB PA3BBUTHU S IMIOJA:KJIUMHUYECKHUM CJIY-
YAU U3 IPAKTUKHA
Topraesa I.C.!, llakuposa A.K.!

IH&HHDHBHLHLIﬁ HAY4HBIH LIEHTP MaTePUHCTBA U JAETCTBA KOPIIOPATUBHOTO (POHOA «UMC», . ACTaHa, Kazaxcran
>

PE3IOME

B cTtaTbe onucaH cnyyar BpoxaeHHbIX MopokoB pa3sutus (BIMNP) nnoga, BbI3BaHHbIX
aMHUOTUYecKkMMK nepetsbkkamu (Al), kak cneacTsnst 4edeKTHOro hopMUPOBaHUS aMHUO-
Ha (BHYTPEHHEN 3apoablLLeBon neperopodkun). B nutepatype Hanbonee 4acto 3T NOPOKU
ONMCbIBAIOTCS Kak CMHAPOM aMHuoTu4deckmx nepetsbkek (CAI). JaHHbIi cnyyan npeacras-
NeH B CBSI3W C PEAKOM BCTPEYAEMOCTbIO  CUHAPOMA, XapaKTepPU3yoLLErocst KIMHUYeCcKon
reTeporeHHOCTbI0 — Yallle 3To AedeKTbl KOHEYHOCTEW, Nuua, Yepena 1 rofoBHOrO Mo3ra.

KnioueBble cnoBa:amHuoTMYeCKkne gecbopmaLmm KOHEYHOCTeN, nuua, Yepena u
rOfIOBHOrO MO3ra.

Tﬂ)l(efl, OJHAKoO, OOJIBIIMHCTBO COBPEMEHHBIX CICHATINCTOB

BBepeHune

HpI/I‘II/IHLI pa3BI/ITI/I$I AMHUOTHYECCKUX HepeTSDKCK
IIOKa TOYHO HEC y'CTaHOBJ'IeHI)I. CYIIICCTByeT HCCKOJIBKO
TeOpHﬁ, O6T>${CH$IIOHII/IX BO3HUKHOBCHHUEC 3TOI>1 I1aTOJIOI'H.

ITocnenoBarenu nepBoil TEOPUM CUUTAIOT, YTO AMHUOTUYECKHE
TSDKU 00pa3yloTcs P MUKPOIIOBPEKACHUIX aMHHOHA Ha 4-18
HEZIeNSIX TeCTalllN.

CTOpOHHUKY BTOPOI TEOPUH IPEAIONIAratoT, YUTO IPUUMHOMN
BO3HUKHOBEHUSI aMHUOTHUYECKUX TXKEH SIBIISIOTCS COCYIAHCThIE
Hapywenus. IlocnenoBarenu TpeTbel TEOPHUM YKa3bIBAIOT
Ha BO3MOXHYI CBSI3b MEXAY CHHIPOMOM aMHHOTHYECKUX
NepeTshkeK M BHYTpUMarodHbIMM MHpekuusiMu. CymiecTByer
TaK)Ke TeHETHUYECKasi T€OPHs] BO3HHUKHOBEHHS] aMHHOTHUYECKUX

HE Ppa3feNsaioT 3Ty THIIOTe3y. BeposSTHOCTh BO3HHKHOBEHHS
AMHUOTHYECKUX THKEH HHUKAK HE KOPPEIHPYET C BO3PACTOM
OepeMeHHOW IKEHIIWHBI, KOIWYECTBOM IMPEABIAYIINX POIOB,
HaJIMYMEeM aMHHOTHYECKHUX CPAIIEHUH BO BPEMS MPEIbITyIIIX
OGepeMEeHHOCTEH M CyIIECTBOBAaHHEM AHAJOTMYHON IATOIOTUH
KaK 10 MaTepUHCKOM, TaK U M0 OTLIOBCKOM JIMHUH.

OnucaHue cnyyas.

B K& «UMC» «HaunoHanbHbII HaydHBIH IIEHTp
MaTepUHCTBA W JIETCTBA» DPOAMJICS MaJBIMK C OYEHb DPEIKOU
BpOXAEHHON mnatonorueit — ADAM KOMIUIEKC WM CUHAPOM
AMHUOTUYECKUX TMEePETSHKEK.
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Mars pebenka, 28 net, cTpagaia OeCIIOANEM B TEUCHUE
mectH JeT. B anamuese e mombiTkn OKO U TOIBKO TPEThs
— 3aKOHYMJIACh JaHHOM MHOTOIUIONHOW OEepeMEHHOCTHIO
nBoiiHed. bepemeHHOCTH TpoTekama Ha (OHE  YTPO3BI
IIpepbIBaHMs, YMEPEHHOH aHEMHUM, XPOHUYECKOTO OpOHXHTA B
craanu oboctperns. B cpoke 20 Hemenb recTaluil yCTaHOBICH
akymepcknii meccapuit mo mosoxy UILH. C 21 nemenwn, B cBA3N
C MOBBIIICHUEM []-TMMEpOB, JKEHIMHA TToTy4aia (pakcuapuH
0,3 M mozkokHO. B cpoxke 33 Hemenu recraii— CTallioHapHOoe
JeueHue ¢ auarHo3oM: JIo)KHBIE CXBaTKH. IIpoBenena
npodmnaktiuka CIP mionoBakcaMeTa3oHOM.

IIpu cpoxe OepemennocTH 36 Hemenb+3 AHA MPOBEICHO
orepaTuBHOE pojopaspeiieHne. Poxmnack AWXOpHAIbHAs,
JUAMHHOTHYECKasl JBOHHA. Y BTOPOTO IUIOAA, POAMBIIETOCS
¢ Maccoit Tema 2640 1, mmmHOM SlcM, OKpPYKHOCTBIO
rosioBel 36 CM, OKpPYXHOCTBIO TpymHoW KieTku 30 cmM,
JIMarHOCTHPOBAHBIMHOKECTBEHHBIE ~ BPOXJICHHBIE  ITOPOKH
passutust (MBIIP)uepena, nHIEBBIX CTPYKTYp, TOJOBHOTO
Mo3ra, AedexTsl KoHewHocTei. [lomoBa  medopmupoBana,
aCHMMETPHYHAsl, HAMOMHHAET o (hopMe «KITyOHHKY», KOCTH
yeperna HEPaBHOMEPHO IUIOTHBIE, C yJacTKaMH Pa3MSTYCHUS,
OONBIION POTHUYOK pazMepoM 2,5%3 cM ¢ pacxXoKICHHEM
[0 CaruTTalbHOMY IIBY A0 | cM, Manelii pPOJHMYOK HE
nmanenupyercs. B TeMeHHo obnacTu uepemna orMedancs 1e(ext
pasmepoM 1x1 cm, sipKO-KpacHOTO IBEeTa, 0€3 OTAEIIEMOTO
n Tpu3HaKkoB BocnaneHus. llles kopoTkas, ¢ HM30BITOUHBIMU
CKIafKaMHu. IpyaHas KIeTKa NWIMHAPUYECKas, 3KCKypCHs
TPYIHOH KIJIETKH YIOBJICTBOPUTENbHAS, MOJOUYHBIE JKEJIC3BI
MTOJTHOCTBIO C(OPMHUPOBAHBI, OKOJIOCOCKOBBIH KPYKOK 5 MM.
VYHbBIe paKOBUHBI PACTIONIOKECHBI HI3KO (OIIKe K ITOI00POIKY ),
chopMupoBaHbl, Xpsmu IUIOTHBIE. HocoBast meperoposka,
KpBUIBS HOCAa HEIOPa3BHUTHI, 4 HOCOBBIX XO[a, 2 HOCOBBIX
X0Jla 3aKaHYMBaeTcs cieno. [oTudeckoe HEOO, MUKPOTHATHS,
HEJIOPAa3BUTHE COCLEBHIHBIX OTPOCTKOB. Ilo3a momydrexkcu.
MBIIIEYHBI  TOHYC — CHIDKEH, peQieKChl  BPOXKICHHOTO
aBTOMaTH3Ma: TIOMCKOBBIH (-),cOcaTeNbHBIN

(+/-), babxuna (+ceBa), XBaTaTeNbHBIN BEpXHUI(+CleBa),
XBaTaTCIbHBIA HIWKHUHA (-), 3amUTHBIA (-), OMOpPHI +/-),
maroBelid (-), peduexkc badurckoro (-), pedmexc bayspa (-),
pednexc Pobuncona(+/-). TazobenpeHHbIe CyCTaBbI pa3BOIATCS
HE B TIONHOM o0BeMe. BepxHre KOHEUHOCTH: Ha TIPAaBOW KUCTH
¢amanrn 1-4 TamBIEeB CpamieHBI, WMEIOTCA IHPKYISAPHBIC
nepeTsvkkn.Ha HIKHUX KOHEUHOCTSX: (amaHrd 2 M 3 manbleB
MIpaBOif HOTH CpaIieHsl, IeOPMUPOBaHEI, hanmanTh 1 12 manpes
JIEBOI HOTM HEZIOPA3BUTHI C IIUPKYISIPHBIMU TTEPETSHKKAMH.

Pe6énox KOPMUWJICSI  MOJIOYHOM  CMECbIO  uepe3
NUTATEIbHBIA 30HA, MHATAHUC yCBauBaJl. Koxabie IOKPOBbLI "
BUIUMBIC CIIM3UCTHIC pOSOBLIe.HOI[KO)KHO-)KHpOBaH KJIeT4yaTrkKa
pasBUTa YIOBIETBOPUTKIBHO, paclpelelieHa pPaBHOMEPHO.
I'pynnas kneTka QUWIMHAPUYECKAs, SKCKYPCUS IPYJHON KIIETKU
YIOBIETBOPHUTENIbHAS, KHUCIOpOJoHe3aBucuM. Carypauusi B
mpenenax 92-95%. Xprokaromee AbIXaHHE. AyCKYJIbTaTUBHO
ABIXaHUE TPOBOAUTCA IO BCEM IIOJAM, MPOCITYHIMBAIOTCIA
IIPOBOIHLBIC prHHOKaHI/I6epHLIe HCITIOCTOSITHHBIC XPHUIIbI,
nucye3aronume 1mocji€ OYUIICHUS BEPXHUX JbIXAaTCIbHBIX HyTefI.
Cep/:[eqHLIe TOHbI PUTMHUYHLIC, SACHBIC, ITYMOB HET. Kusor
MHFKI/Iﬁ, najJblialliy JOCTYIICH, HE HAIIPSXKCH, MEPUCTAJIBTUKA
KHIICYHHWKaA BBICIYIINBACTCA, aKTUBHA. Ileuenn BBICTYIIACT U3
moJ| Kpast pebepHoit ayru Ha 1 cM,, Kpail MSITKAH, 3JaCTUYHBIM,
cene3€Hka He manpnupyercs. [10J0BbIe OpraHbl 10 MY»XCKOMY
THITy, SIMYKH OIYILIEHbl B MOLIOHKY. AHyc c(OopMHpOBaH B
TUIHYHOM Mecte. CTyia mpru 0CMOTpe He ObLI0, MOYEUCITY CKaHHE
cBOOOIHOE, Moua cBemias. [IyNOBHHHBIH OCTAaTOK B CKOOE,
nepuyMOMIIMKaibHas 00JacTh 0e3 MPHU3HAKOB BOCIIAJICHUSL.
Jedunura Macchl Teaa M pocTa K CPOKY TIeCTallMd HeT.
T'ecranionsslii Bo3pacT, omnpeneneHHbl no mkaine bommapaa
cootBeTcTByeT 36 Henensam (30 Oannos).

JlabopatopHble uccneaoBaHus:

- O6mmii anaym3 kpoBu: Jleiikorurer —8,26X109/1,
remoriioOuH — 154 v/, spurporursi —4,21X1012/1, TpoMOOLUTHI
—116,00 X109/, remaroxkpur — 43%, mumdpouutsr — 53.0%;
HelTpoduibl:cerMeHTosAepable  —34%, NalOYKOsICPHBIE -
-1,0%, monormter — 12%, HOpMoOacTel- 2 Ha 100 kietok.Bee
MI0Ka3aTeNy B IPe/ieiax BO3PAaCTHONH HOPMBL.

- Buoxumuueckuii aHaau3 KpoBU: MoueBuMHA — 2.9
MMOJIB/JI, KpeaTuHuH — 62,00 MKMOJIB/JI, OOUIMi OUIHPyOUH
— 24.1 MxMonb/n.; obuwmi 6enok — 60 r/n, ACT — 65 En/n,
AJIT- 65.1 En/n, CPB —0,01 mr/n. Bee nokasarenu B mpezeiiax
BO3PACTHOI HOPMBL.

- Kucaorno OcnoBHoe Cocrosinne (KOC): pH-7,294,
pCO2-40,6, pO2-81, Hb-155r/n, Ht-47%, K+-4,2mmorb/n,
Na+-135mmons/n, Ca2+-1,3mmoins/i1,Cl-116MMOIB/71, TIHOKO3a-
2, 4mmonb/n,  sakrar-1,3,  OwinpyOuH-25MKMoins/n, BE=-
6,2mmonn/n, HCO3-19,1mMMmoIb/1 — JICKOMIICHCHPOBAaHHBIN
METa0OJIMYECKUIl alu03, TUIOIINKEMHUs, JaKTaT B HOpME,
JJIEKTPOJIMTHBIX HAPYLIEHUH HET.

C nuarHocTH4eckod M JIedeOHOHM 11eJIbl0, YUUThIBAs
HaJu4yue  BHYTPUYEPENIHOM  TUIIEPTEH3UM, IPOBOLMIACH
BEHTPUKYJIONYHKIMA. B aHanu3e nukBOpa:kcaHToxpomus -+,
MPO3pavHbIii, IIUTO3a HeT, 0eok 0,7 1/71, Iiroko3a 1,75 MMOIIB/JI.
3aK09eHne — MPOTEHHOPPaXUSL.

WHcTpymMeHTanbHble UCCneaoBaHus:

- Heiipoconorpadgus: BIIP [THC ronomnpo3ssniedanus,
noysiodapHas popma.

- Yabrpa3sBykoBoeucciaenopanue (Y3M) opraHos
OpIOILIHO}! [TOJIOCTHHE BBISIBUJIO CTPYKTYPHBIX H3MEHEHHUH.

- Dxokapauorpapus (Oxo-KI'): CrioHTaHHOE 3aKphITHE
epuMeMOPaHO3HOTO, CyOTpPHKYCITHAATBHOIO nedexra
MeXOKeNyIoukoBoi neperopoaku cepana (JAMIKIT),oTkpeIThiit
apTepUaIbHBI MPOTOK — 5,0 MM,O0TKPBITOE OBAJIbHOE OKHO
— 5,0 MM 1O THIy BTOPHYHOTO Jedekra MeXIpeacepIHoi
neperopogku (JAMIIIT). Jlunaranus mpaBbIX OTAEIOB Cepila.
VYnoBneTBOpUTEIbHAS  CHCTONMYEeCKas  (DYHKIHsS  JIEBOTO
xemynouka (JDK). Tommumna mumoxapma JDK B nopme. [lBe
nononHutensHbie Xopabl JOK, ogHa Onmsko pacrnosiokeHHas K
BbIXogHOMY Tpakty. TP(1,5+). I[1P(+). PCJIJIA 45 mmHg.

- JuiekTpokapauorpadgus (BKTI'):Cunyconas
opamukapust, YCC 124 B MunyTy. OTKIIOHEHHE JJIEKTPHYECKON
ocu cepaua Brpaso. HapyrieHue rnpoleccos pernossipu3aiyy B
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MHOKape.

- Pentrenorpa¢gusi BepXHUX U HUKHMX KOHEUHOCTEN:
AQHOMAJIMU PA3BUTUSA U KOCTHO-JIECTPYKTHUBHBIC N3MEHEHUU HE
BBISIBIICHBI.

- Komnbrorepuasi tomorpadust (KT) romosHoro mosra:
aHOMaJUsl Pa3BUTHs TOJOBHOTO Mo3ra u kocred uepemna. KT-
MPU3HAKKA TOJIONPO33HIehATNN, apaXHOUIAIBHON CPEIUHHON
KHUCTBl TEMEHHO-3aThUIOUHOW 00MacTH, aeopMaiui CBOIa
yeperna 1 JIMIEBOTr0 CKeJeTa, aTpe3u HOCOBBIX XO/I0B.

KoHcynbTauum y3kux cneumanucros:

YearwocTHo-nueBoi xupypr: BIIP nuneBbix cTpykTyp.
CpenuHHas paciiearHa HOca, aHOMaINs Pa3BUTHA HOCA.

I'eneruk: BpoxaeHHblii mopox pazsutusi:  ADAM
KOMILJIEKC.

Oxyauct: BIIP riasubix s610k. MukpodTaism.

Heiipoxupypr: Anomanus pa3sutusi [ M u kocTeii uepena,
BHYTPEHHsIs1 rujpouedayius, BbIPRKCHHBIH aTpopUUeCKHii

JlaHHBIN ciyyall IPEACTAaBJIEH B CBSI3U C PENKOCTBIO AJIs
YCTAQHOBJICHHSI JMarHo3a W OIPEAETCHUs] TaKTHKH BEACHHA
pebeHka B aMOyIaTOPHBIX YCIOBUSIX.

O6cyxpeHue
IIpennonaraercs, 4uTO OCHOBHOM MIPUYUHON
(hopMupoBaHust All CITy’KUT BHYTpPUMAaTOYHAas u

BHyTpHaMHUOTHYecKass wuHOpekuus. [Ipeapacnonararommmu
(baxTOpamy - TpaBMbI M @aHOMAJIMHU ITOJIOBBIX OPTaHOB, HCTMHUKO-
LePBUKAJIbHAS HEIOCTATOYHOCTh, AMHUOHHUT, OSHAOMETPHUT,
HapylIeHHe LEeJIOCTHOCTH (HampuMmep, BBICOKOE BCKpBITHE)
TUIOJHOTO Ty3bIpst, MasoBoaue [2,3]. Kak ykassiBaer Torpin [4],
MaJIOBOJME MOXKET Pa3BUBATHCSI BTOPUYHO MOCIIE XPOHUYECKON
YTEUKH aMHUOTUYECKON KUAKOCTU MM B CIIy4dae MOBBIIIEHHON

INntepartypa:
1.

nporiecc Beuiectsa ['M, KOCTH ueperna UCTOHYEHBI, MaJIbLIEBbIE
BAABJICHUSA 3a CUET THMEPTEH3MOHHOro cuHApoma. C Ienbio
CHIDKEHHMS  BHYTPH)KEIYJOYKOBOTO  JaBJICHHUS, IPOBEACHA
MYHKIHUS EPeAHEro porabokosoro xenynouka. CMOK B3sita Ha
aHaJIU3.

Optonen: MBIIP T0/MOBBI, BEpPXHUX U HIKHHUX
koHeuHOcTed. CHHIAKTWINA 2-5 manbleB MPaBOd KUCTH, 2-5
MaJIbLEB MIPABOH CTOMBI. AMHHOTHYECKHE MEPETSHKKY KOHIIEBBIX
(hananr 1-2-3 masnbIieB JEBOM CTOIBI.

IIpoBeneHHoe JIeYeHHE: OxpaHuTENbHBIN
pPOXKHM, HEOHATalbHBIA  yXON, OHTEpalbHOE IHUTAHUE,
KOHTPOJIb BUTAJIbHBIX (GyHKINH,aHTHOAKTEpUATbHAS

Teparusi:aMIUIUUTMH. TeHTaMUIH.

Ha 25 cyTku >KM3HM BBIIMCAH B CIENUATM3UPOBAHHBIN
qoM pebOenka.Ha nmaHHBIE MOMEHT peOCHKY 8 MecsIeB,
COCTOSIHHE CTaOMIIbHOE, PEOCHOK KOPMHUTCS Yepe3 OyThUIOUKY,
YCBauBaET, B BECE NPUOABIISIET.

peabcopOupyrolIeil HOBEPXHOCTH [NIAIKOTO XOPHOHA.

BbiBoAabl

[Monaraem, YTO TPU ONTHMHU3AIUHU YITPa3ByKOBOTO
JIMATHOCTUYECKOr0  00CJe0BaHUsl OEPEMEHHBIX BO3MOYKHO
CBOEBPEMEHHOE, TO €CTh 1-M HJTH 2-M TpUMECTpe OEPEMEHHOCTH,
BbisiBiieHHe Kak All, Tak ¥ MOPOKOB C HUMH COYETAIOIIUXCSL.
OO0cyKIeHNE KAKIO0ro KOHKpeTHOro OosbHOTO wiona ¢ CAIl ¢
OOIENPHHSATHIM COCTABOM CIEIUATUCTOB, C y4aCTHEM JIETCKOTO
opromena, OyleT CIOCOOCTBOBATh ONTUMAJIEHOMY BEICHUIO
OEpEeMEHHOCTH W TPHU MOKA3aHUAX MPOPHIAKTUKE POXKICHUS
HEKypaOeJIbHOTO ¥ HeXXH3HECIIOCOOHOTO OOJIBHOTO.
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