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CITVYAU U3 TTIPAKTUKN

VACTERL ACCOUMUALUA Y HOBOPOXAEHHOTO:
NMOCMEPTHASA KT U MPT BU3YAAUIALLUA
NMPU NATOAOTOAHATOMUYECKOM UCCAEAOBAHUU

TymaHoBa Y.H., AdrivH B.M., bBypos A.A., lNoayposckas KO.A., 3apeukas H.B.,
bbieHko B.I., Ko3aosa A.B., LLieroaes A.N.

poaHaAHM3UPOBAaHBI JAHHBIE AUTEPATYPhl U IIPUBENEHO COOCTBEHHOE HaOAIOIEHUE

HOBoOpoxkaeHHoro, rorudirero ot VACTERL accormaruga. PazButue VACTERL ac-

COLIMAIINU SIBASIETCS PEIKHUM, HO TPO3HBIM BPOXKIEHHBIM 3aboAeBaHUEM, TpeOyro-

IITUM B OOABIITMHCTBE CAy4YaeB IIPOBENEHUS HEOIHOKPATHBIX OIIEPATHUBHBIX BMeIIIla-
TEABCTB B II€pPBbIe MHU XXKWU3HU. B IpeacTaBA€eHHOM HaOAIOMEHUN HOBOPOKIEHHOMY OBbIAU
TIIPOBEZIEHBI IBE OIlepallul: TOPAKO-CKOIIMYecKas IMIepeBd3Ka TPaxeo-IIHIIEBOIHOrO CBHIIA C
HaAOXKEHHEM MPAMOro 330¢aro-330aroaHacToMo3a M0 IIOBOAY aTPE3UU ITHIIEBOAA U HAAO-
JKEeHUE ITPOTUBOECTECTBEHHOTO 3aJ-HETO MPOXOoJa Ha IONepPedHO0-000J0YHYI0 KHIIIKY II0 II0-
BOLYy aTpe3uH aHyca. Kpome TOro, mo MJaHHBIM KAMHHYECKOTO OOCAEIOBAHUS, IIOCMEPTHOTO
AY4EBOIO U ayTOICHHHOTO HCCAEIOBAHHUU OBIAM BBIIBA€HBI aHOMAAHU KOCTHOH CHCTEMBI,
cepalla, CocynoB, areHe3us HOo4YKH. CraeaaH BBEIBOL O ILIEAECOOOPA3HOCTU MPOBENEHUS IIO-
cmepTHBIX KT 1 MPT nccaemoBaHuil Kak AOIIOAHEHHS K IIATOAOTOQHATOMHYECKOMY BCKPBI-
THIO.
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VACTERL ASSOCIATION OF NEWBORN:
POSTMORTEM CT AND MRI IMAGING FOR AUTOPSY

Tumanova U.N., Lyapin V.M., Burov A.A., Podurovskaya Yu. L., Zaretskaya N.V.,
Bychenko V.G., KozZlova A.V., Shchegolev ALl

he literature data and own observation of the newborn, who died from VACTERL gederal State Budget
association, is presented and analyzed. The development of VACTERL association is [nstitution "Research
a rare but menacing congenital disease, which requires repeated surgical interven- center for Obstetrics,
tions at the first days of life in most cases. In the presented observation of the newborn two Gynecology and
operations during the life were carried out: thoracoscopic ligation tracheoesophageal fistula perinatology'.
with the imposition of direct oesophago-oesophageal anastomosis because of esophageal ppscow, Russia.
atresia and imposition of unnatural anus in the transverse colon because of anal atresia.
According to comprehensive intravital clinical examination, postmortem radiological and au-
topsy studies anomalies of the skeletal system, heart, blood vessels, agenesis of the kidney
were detected. It is concluded that it is expedient to carry out post-mortem CT and MRI ex-
amination in addition to the autopsy.
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poxkmeHHble aHoMaauu pasButuda (QO0-

Q99 MKB-10) 3aHMMarOT BTOPOE MECTe

cpemu IIPUYHH [IEePUHATAABHOM THOeAn
[1, 2]. IIpu 3ToM BBeneHue B 2012 romay HOBBIX Me-
OUIIMHCKHUX KPUTEPHEB POXKIEHUSA (CPOK IeCTalluU
22 Hemean M Ooaee, mMacca TeAa TPHU POKIAECHUH
500 r. 1 Goaee) IPUBEAO K YBEAMYEHHIO Kak abco-
AIOTHOTO, TaK M OTHOCHUTEABHOTO KOAMYecCTBa
MEPTBOPOKIEHHBIX U HOBOPOXKIEHHBIX, YMEPIINX
B PaHHEM HEOHaTaABHOM IIEPHOE OT BPOXKIEHHBIX
aHoMaauii pa3Butuda [3].

B meaom mo Poccuiickoit dPenepariuu, co-
raacHo maHHBIM Poccrata 3a 2015 roxm, Bpox-
OEeHHble IIOPOKHU pas3BUTHUS cocTaBadAu 4,8 % y
MEPTBOPOXKAEHHBIX U 16,6 % IIpu paHHEU HeEo-
HaTaAbHOM cMepTu. Hanbosee BBICOKHM yIOEeAbHBIH
Bec (42,9 % cpenmu BcexX aHOMaAWH pa3BUTHN Kak
IIepBOHAYAABHBIX IPUYHH IIepUHATAABHON CMepTH)
IpencTaBAdeT TpyIIla TaK Ha3bIBaeMbIX «/Ipyrux
BPOXKIEHHBIX aHOMaAWH, He KAACCH(MHUIINPOBaH-
HBIX B IPYTHX PyOpHKax», BEAYIIYIO POAb B KOTO-
po#t 3aHmMaroT «MHOXKECTBEHHbIE BPOXKIEHHBIE
anomaaum» (Q89.7 MKB-10), BrkarouamwIue B cebs
KaK OTHOCHTEABHO HacTble CHHIPOMBI, TaK U Op-
dauubie 3aboaeBanusa. Hapsay ¢ atum B MKB-10
BbIeA€HA OTHeAbHAas rpynma «/Ipyrux yTOUYHEeHHBIX
CHHIIPOMOB BpOXKIEHHBIX aHOMaAWi, 3aTparuBa-
IOIIMUX HECKOALKO CHCTEM», BKAIOYAIOIIAS B Ccebda B
TOM 4dYHCAe pPyOpuKy «CHHAPOMBI BPOXKIEHHBIX
aHOMaAWH, BOBAEKAIONINX IITPEHUMYIIECTBEHHO KO-
"HewHOoCcTH» (Q87.2 MKB-10). B mocaeqHIOIO TpymILy
BXOOUT U AocTaTodyHo peakuit cuunapom VATER.

HetictBuTeAbHO, dyacToTa cuHapoma VATER,
0603HavYaeMoro B HacTodIllee BpeMs KaK accollua-
g VACTERL, koaebaerca ot 1 ma 10000 mo 1 Ha
40000 KXUBBIX HOBOPOXKAOEHHBIX [4, S5]. Accouma-
muss VACTERL mnpencraBasgeT co0Ooil codeTaHUe
HECKOABKHUX BPOKIEHHBIX aHOMaAWH, repBas OyK-
Ba KOTOPBIX M obOpa3yeT HasBaHHE MAHHOM acco-

OUalyi: aHoOMaAWM II03BoHOuYHHMKaA (Vertebral
anomalies), arpe3uto anyca (Anal atresia), mopoku
cepauna (Cardiovascular anomalies), Tpaxeo-

nuieBoaublii cBull (Tracheo-Esophageal fistula),
anomaanmn nodek (Renal defects) m koHewHOCTEU
(Limb defects). HekoTopble aBTOPBI BBIOEASIIOT
TAKXKe BEePXHIOI0 W  HUXKHIOI  IIOATPYIIIbI
VACTERL/VATER anHOMaauii B 3aBUCHMOCTHU OT
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HaAW4YHs IIOPOKOB Pa3BHUTHA CEpAlla U MO4YEBBIOE-
AUTEABHOU CHCTEMBI COOTBETCTBEHHO [6].

Cunraercd, 4TO AAd IIOCTAHOBKH OHAarHo3a
VACTERL accompamuy [mOCTATOYHO BbIIBACHUA
TpeX K3 BBIIIEIIEPEYUCACHHBIX aHOMaAUM pa3BU-
THd. X0Ts B psifie HAOAIOAEHUH IOMUMO OCHOBHBIX
IIOPOKOB MOTYT UMEThCA M APYTHE aHOMaAUU pas-
BHUTHS, B YaCTHOCTH TOAOBHOI'O MO3Ta H/HAW A€T-
Kux. B Takux caydaax roBopsat o He VACTERL ac-
cormpanuu. OOa3aTeABHBIM YCAOBHEM BepH(UKa-
IOUHU [OUarHo3a CYHUTAaeTCd OTCYTCTBHE KAWHHYE-
CKHX MAW T€HETHYECKHUX MAHHBIX B IIOAB3Y APYTOro
3aboaeBanud [4, 7].

Bepudukaiusa KOHKPETHBIX BHIOB aHOMAa-
anii, Bxomammx B accoumanmio VACTERL, c omope-
neaeHHeM Hauboaee THKEABIX, TPEOYIOIIHUX IIEPBO-
OYEPEHOTO OIEPATUBHOIO ACYEHHUH, SIBASIETCS 10-
CTaATOYHO TIXKEAOHM KAMHUYECKOHM 3amadeii.

OcHOBHBIM MeTonoM auargoctuku VACTERL
accolyalyy y Iaoga (Ha OJOPOLOBOM JTalle) ABAL-
eTcsl YABTPas3ByKOBoe wuccaemoBaHue (Y3U) Gepe-
MeHHOH U naona [8]. [Tocae poKIEHHUT HUCIIOAB3YET-
Cs BeCh apCceHaA KAMHHKO-AA00paTOPHBIX U Ayde-
BBIX METOHOB HccAaemoBaHUs [7]. B caydae aeranb-
HOT'0 HCXO[a II€PCIEKTUBHBIM METOAOM, ITOBBIIIA-
IOIIUM 3 PEKTHBHOCTE TPAIUIIMOHHOTO IIaTOAOTO-
aHaTOMHUYECKOT'O BCKPBITHS Te€Ad HOBOPOKIEHHO-
ro, SIBASIETCS IIOCMEpPTHAasl BHU3yaAH3allld OpPraHOB
U TKaHEeY IIOCPeACTBOM KOMIIBIOTEPHOM M MarHUT-
HO-pe30HaHCHOM ToMorpacun [9-11].

IIpuBoaumM cobcTBeHHOE HaOAIOEHHE.

Bepemennaga I'., 36 aetr, nmoctynuaa B LlernTp
II0 O3KCTPEHHBIM IIOKa3aHUSIM [OAS PoOaopas-
pemtenuda. M3 anamuesa: B 1984-1988 rr. mepe-
Hecaa 8 PEKOHCTPYKTHUBHBIX OIlepalluii Ha A€BOU
KHCTH II0 IIOBOAYy OpaxHWOmaKTHAWM B CHHIAKTH-
anu. IlepBasa OepemenHocTs B 2003 romy 3a-
KOHYHAACh CBOEBPEMEHHBIMH pPOJaMU 340POBOIO
Maabumka maccoit 3600 r, Bropast 6epeMeHHOCTh B
2007 romy - Hepas3BuUBawLIadcd B 5-6 HeIOeAb
(rpoBemeHO BhICKaOAMBAaHUE IIOAOCTH MAaTKH), TPe-
Thbsl — HaCToOsIIasl HACTyIIHAA CaMOCTOATEABHO. B I
TPUMECTPE — CTAIIMOHAPHOE A€YEHHE II0 IIOBOLY
pBOTHI OepeMeHHBIX. lIpm mIpeHaTasbHOM CKpH-
HUHTe IIaTOAOTHH He BbIIBA€HO. Bo Il TpumecTpe B
14 - 16 HemeAb — OCTpPOE pecrupaTopHoe 3aboaeBa-

Crpannna 192



RUSSIAN ELECTRONIC JOURNAL OF RADIOLOGY

HHE, AeYHAach camoctosTeAabHO. B 20 Hemeapr B
JKEHCKOU KOHCYABTAIIUU IIPHU IAaHOBOM Y3U BBI-
dgBA€Ha areHe3ud aeBod mouku. B III Tpumectpe (B
30 memean) B LlenTpe mipu Y3 BhIIBAEHBI areHe-
3Us A€BOM MOYKHU, Ae(PEKT MEXKIKEAYJOUYKOBOH IIe-
PEropoAKH, KOapKTallud aopThl, €ANHCTBEHHAad
apTepud IIYyIIOBHUHBI, a TaKXKe HEAb3d HCKAIOYHUTH
aTpPEe3HI0 agyca u OTKPBITBIH aTpuo-
BEHTPHUKYAIPHBIN KaHaa. Ha nmepuHaTasbHOM KOH-
CHAWYME CIEAAHO 3aKAIOYeHHe: OepeMeHHOCTh 33-
34 Heneau, BPOXKAECHHBIE IIOPOKHU PA3BUTHA IIAOAA
(areHe3ns AeBOM IIOYKH, aTpe3Hd aHyca, KoapKTa-
IOUg aopThl, Oe(EeKT MEeXKKEAyLOYKOBOH Ilepero-
POOKH).

[Ipy TOCTyIIA€HHH OTMe€dYaeTcsd IOATECKaHHE
OKOAOIIAOAHEIX BoA. Yepesd 3 waca 50 MHHYT mocae
TIOCTYTIA€HUSI, TIPU CpoKe GepeMeHHOCTH 40 HEmeAb
2 [H4, IPOM30LIAM CBOEBPEMEHHBbIE (DU3HOAOTHYE-
CKHE pPoAbl B TOAOBHOM IIpEIA€XKaHUHU. Pomuacda
JKUBOM MaAbYMK Maccoii 3160 r, mamHoi 51 cMm, c
OLIeHKOU 1o mikaae Amrap 5/7 6aanoB. CocrossHEE
pebeHKa IpU POKIEHUH TIXKEAOE 3a CUeT IbIXa-
TEABHBIX HapylleHuH. B poayuapHOM 3ase IIpou3Be-
OeHa caHallug pPOTO- M HOCOTAOTKH, HHTyOaIud
Tpaxenl M HCKYCCTBEHHAasl BEHTHASIINA AETKHUX CO
2-offi MHHYTBI, IPH BBEACHHUH XKEAYJOYHOIO 30HIA
IIOCA€OHUHN yIHpaeTcd U «IPyKUHUT» Ha 14 cwm.
OTMeyaeTcd aTpe3uda aHyca.

IlepeBeneH B OTAEA€HHE peaHUMAIlMU HOBO-
POXKOEHHBIX, IAe HadaTa HHQPY3HUOHHAd, [e3-
MHTOKCHUKAIIMOHHAas, 00e300AuBaroIiasi, CemaTUB-
Had, aHTUOaKTepHasbHAad, KapOUOTOHUYECKAad,
reMocraTudeckad Tepanud. Yepes 7 4. 5 MHH. IIO-
CA€ POXKAECHUSA IIPOU3BENEHBI ABE ONEpalluu: Iep-
Bad olepalud — AUarHoCTUYeCcKasl TOPaKOCKOIIHSI;
TOPaKOCKOIINYecKas ImepeBsa3Ka Tpaxeo-
IIHUIIEBOAHOIO CBHIIA, HAAOXKEHHE IIPSIMOTO 330-
daro-s3odaroaHacTomMosa; APEHHUPOBaHHE IIpa-
BOM IIA€BPaAbHOM IIOAOCTH IIO IIOBOAY AaTpe3usd
IIHUIIEBOAA C TPaXEONMHUIIEBOAHBIM CBUIIIOM; BTOpad
omepanus — HaAOXKEHHE IIPOTHBOECTECTBEHHOIO
3a/THETO ITPOXo/a Ha IIOIePedYHO-000I0YHYI0 KHIII-
Ky IIO IIOBOAY aTpe3uu aHyca. [Ipu Kapmuoaorude-
CKOM HMCCA€IOBaHHH 10 KAETKaM IIepUepHUIeCcKOH
KPOBH YCTAaHOBAE€H HOPMaABHBIH MYXKCKOH KapHO-
THII.

C mepBBIX YaCOB IIOCAE OII€pAIlH BO3HUKAAHU
5TIH3045b1 OPOHX000CTPYKIINHT COIIPOBOXK-
Jarmolpecs gecaTypanueil Ha (oHe IIpoBemeHHT
HCKYyCCTBEHHOM BEeHTHAdAIUH AeTKux. Coxpa-
HSAACh TE€HIAEHIIUS K THIIOTOHHUH, 11O IIOBOMY YETro
IIPOBOAMAACE KapAMOTOHHYEecKas Tepamnud. IIpo-
BOAMAUCH HWHTEHCHBHAad Tepalvd, aHTHOaKTepH-
aabHasd Tepaludsi, NapeHTepasbHOe IIUTaHue. B
IIpolecce A€YeHHd OTMEeYaAHuCh THIIOTOHHd, Opa-
OUKapAusd, TUIIOKCEMHS, allUfl03, OAUTOYPHd, U Ha
16 CcyTKH XHU3HH KOHCTATHPOBaHAa OHOAOTHYECKAas
CMEPTh.

Yepes 10 gyacoB mmocae CMEPTHU OO ayTOIICHU

OBIAO IIPOBEOAEHO KOMIIAEKCHOE AYy9IE€BOE Hc-
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caeloBaHUE MEePTBOPOKIAEHHOTO. MarauTHO-
pe3oHaHcHOe uccaenoBanue (MPT) BeImoaHeHO Ha
annapare 3T  Siemens  Magnetom  Verio
3(Tepmanug) B craHgapTHbIX cepusax T1 u T2 pe-
KUMOB CKaHUpPOBaHHUL. M CIIOAB30BaHBI CAEOYIO-
e  HacTpoWku  ammapara:  FoV(mm)=300,
FA(°)180. Aaa T1 pexmma: Sl. Thickness (mm) =
0,9, TR (msec) = 1900, TE (msec) = 2,2, AT (min) =
06,11; mas T2: 1, 3200, 410, 05,06 coOOTBETCTBEH-
HO. AHaAW3 MOaHHBIX U TpexXMepHas obpaboTka
MPT-n306paskeHN# BBIITIOAHEHBI C HCIIOAB30BAHHEM
CHEITMAaAN3UPOBAHHOIO IIpoTpaMMHOro obecriede-
Hua Myrian Expert, Intrasense, ®pannusa (odpuiiu-
aAbHBIN IpencraBuTeAb B Poccun kommnanug OOO
«Men-pet» www.med-ray.ru).

[Ipu wnocmeptHO#t MPT Teao mpaBUABHOHI
OopMBI, MBIIIEYHBIH CAOM BBIpaXK€H YMEPEHHO B
COOTBETCTBHUH C I'€CTAIlMOHHBIM CpPoKoM. OTMeua-
€TCsl OTEYHOCTBH IIOKOXKHO-KHPOBOM KAETYATKH.
[TyriouHOe KOABIIO PACIIOAOKEHO II0 OeAOM AMHUH
KUBOTA B IIPOEKIIUH CpefHe-HUXKHEHN IIoIepedyHOoM
AVHUH. Busyaausupyercss HaAWdHe IIOAOBOTO YAe-
Ha. Ha mepenHell IOBEPXHOCTH B IIPOEKIIUHU CPEJ-
HEro oTaesa OPIOIIHOM ITIOAOCTH CA€Ba BU3YaAHU3H-
pyeTcd HaAW4YHe II0CAEOIIEPAIIMOHHOM IIOBA3KH C
HaAMYHEM BBIXOIHOI'O OTBEPCTHUS KHIIKH Ha IIe-
penHIO OpIOIIHYI0 CTeHKy. OTMedaeTcd HaAHYIUe
MOYE€BOTO KaTeTepa, yCTAHOBAEHHOTO B MOYeBOH
IIy3bIpb, HHTYOAIIMOHHOH TPYOKH, HMKHHY KOHeI]
KOTOPOM BH3VaAU3UPYyeTCS B IIPOEKIIUU Ou-
dypKanuu Tpaxeu, U Ha30racTPasbHOI'O 30HAA C
BHYTPEHHHM KOHIIOM B IIPOEKIIHUH KEAyIKA.

Tomorpacus opraHoB TI'PyIHOH IIOAOCTH He
u3MeHeHa. KOpHH 000MX AETKHX pacUINpPEeHbI, He-
CTPYKTYpPHBI. ['paHHIIBI IIA€BPAAbHBIX CHHYCOB
gyetkre. OTMedaeTcss HeOOABIIIOE KOAMYECTBO KHU/I-
KOCTH B IIPaBOH U A€BOH IAEBPAABHBIX ITOAOCTSIX.
Aero4yHple IOAS MMEIOT HEONHOPOMHYIO MHTEHCHB-
HOCTBH CHTHaAa: A€BO€ — IIOAHOCTBIO Ha BCEM IIPO-
TSXKEHUH, IIpaBoe — IIPEUMYIIECTBEHHO B 3aHe-
HUKHUX oTneaax (Puc. 1). PaccumTaHHBIE TTOKa3a-
TE€AHW BO3AYIIIHOCTH COCTaBHAH 2,1 B mpaBoM u 2,4
B AeBOM AeTKoM [12]. OTMmedaeTcsa Haau4dHe IpaBoi
U A€BOH IIA€YETOAOBHBIX BEH, BIIAAIOIIUX B IIpa-
BOoe IIpencepare, W COOTBETCTBEHHO OTCYTCTBHE
BepxHeH Imoao# BeHbI (Puc. 2). OTMedaeTcsa HaaU-
4yre 4-X IMy3bIPbKOB rasza guaMeTpoM 2,5-3,5 MM B
IIPOEKIIHNH COCYZOB MHOKapAa IIpaBoOro Ipencep-
OUsS U OAWH pasMepoM 2,5 MM - IIPaBOro KEAy-
nouka (Puc. 3), a TakKe B HOPOCBETE AYKOBHUIILI
aopte! (bulbus aortae) - guamerpom 6,5 mMm (Puc.
5). JuameTp BocxoAsmied dacTu aopThl — 5,6 MM,
oyrya aoptTel — 5,0 MM, Hepenieiika aopTel - 2,7 MM,
HUucxonde# yactu aoptel - 5,0 mm (Puc. 4). Huc-
XomAnui otaes oOOMLOYHOM M CUI'MOBHIHAS KHIII-
Ka pacIIUpeHbl, 3all0AHEHbI KUIIEYHBIM COIEPKHU-
MbIM. [IpsgMas KHIIKa Tak:Ke 3alloAHeHa KHIIed-
HBIM COJEP:KHMBIM, BBIXOOHOH e€e OTHEeA OTCYyT-
crByeT (Puc. 5). Busyaausupyercd IpPOTHBOECTE-
CTBEHHBIN 3aHUN IIPOXO0/[, OTKPBIBAIOIINNCI Ha-
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Puc. 2 (Fig. 2)

Puc. 1 (Fig. 1)
Puc. 1. MP-Tomorpamma TeAd yMmepLuero HoBO-
POXAEHHOrO, T2-B3BeLIEHHOE nso6paxeHue,

bpOHTAABHASA NPOEKLLUS.

[Tpu3Haku ABYCTOpPOHHEH 0OYaroBOoM ITHEBMOHHWM, areHe-
31 A€BOM IIOYKH, BUKAPHOE YBEAMYEHUE IIPABOM IIOYKH,
OTEK F'OAOBHOT'O MO3Ta, ABYCTOPOHHHU THAPOTOPAKC.

Fig. 1. Postmortem MR imaging. Body of newborn.
T2-weighted image, frontal section.
Signs of a bilateral focal pneumonia, agenesis of the left

kidney, vicarious increase of the right kidney, cerebral
edema and bilateral hydrothorax.

Puc.2. MP-ToMorpamma opraHoB rpyAHOU MOAO-
CTH ymepLuero HOBOPOXAEHHOrO, T2-
B3BELUEHHOe u3obpaxeHue, OpOHTAAbHASA NpoO-
eKLums.

Haamgne mpaBoli M A€BOM IIA€YETOAOBHBIX BEH, OT-
AEABHO BIAJAIOIINX B IpaBo€ IIPEACEPAHE.

Fig. 2.
organs of the newborn. T2-weighted
frontal section.

Postmortem MR imaging. Thoracic cavity
image,

The presence of right and left brachiocephalic veins
separately draining into the right atrium.

Puc. 3 (Fig. 3)

Puc. 4 (Fig. 4)

Puc. 3. MP-ToMorpamma OpraHoB FPYAHOM MOAO-
CTU ymMepLluero HoBopoXxaeHHoro, T1-B3BelLUeHHoe
M306paxeHne, AKCUAABHAA NPOEKLLUS.

Haanume my3pIpbKOB r'a3a B IIPOCBETE COCYAOB MHOKapAa
IIPaBOro IMPEACEPANT U IIPABOTO KEAYIOUYKA.

Fig. 3. Postmortem MR imaging. Thoracic cavity or-
gans of the newborn. T1-weighted image, axial sec-
tion.

The presence of gas bubbles in the lumen of the vessels
of the right atrium and right ventricle.

Puc. 4. MP-ToMOrpamma OpraHoB rpyAHou no-
AOCTH ymepLuero HOBOPOXXAEHHOTO, T1-
B3BELUEHHOe M306paXKeHue, CarMTTaAbHas npo-
eKLMS.

l'mnonaasus nepenieiika aopTsl.

Fig. 4. Postmortem MR imaging. Thoracic cavity
organs of the newborn. T1-weighted image, sag-
ittal section.

Hypoplasia of the aortic isthmus.
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Puc. 5 (Fig. 5)

Puc. 6 (Fig. 6)

Puc. 5. MPT TeAa ymepLuero HoBopoXAeHHoro, T1-
B3BELUEHHOE M306paXKeHue, CarMTTAAbHAS NPOEK-
L.

Haanyne rasza B HpPOCBETE BOCXOALIIEH YacTH aopThI.
ATpesud aHyca.

Fig. 5. Postmortem MR imaging. Body of newborn.
T1-weighted image, sagittal section.

The presence of air in the lumen of ascending part of the

aorta. Atresia of the anus.

Puc. 6. MP-ToMOrpamma opraHoB GpIOLUHONM No-
AOCTHU yMepLuero HOBOPOXAEHHOTO, T2-
B3BELUEHHOE U306pPaKEHME, CArMTTAAbHAA MpPO-
eKuus.

Haamyme HCKycCTBEHHO COPMHPOBAHHOIO IIPOTHBO-
€CTECTBEHHOTO 3aHETO IIPOXOAa, OTKPBLIBAIOIIETOCS Ha
MEPEHIO OPIOUTIHYIO CTEHKY, THAPOIIEPUTOHEYM.

Fig. 6. Postmoritem MR imaging. Abdominal or-
gans of the newborn, T2-weighted image, sagittal
section.

The presence of the artificially created unnatural
anus, opening on the anterior abdominal wall, hy-
droperitoneum.

Puc. 7 (Fig. 7)

Puc. 7. KT TeAa ymepLuero HOBOPOXAEHHOrO.
TpexmepHas pekoHcTpykuusa (3D).

Haamyne mnocaeoneparioHHOW IIOBH3KH Ha IepenHed
IIOBEPXHOCTH OPIOIIHOM CTEHKH CA€BA, BH3YAAWU3AIIUSI
IIOCTAHOBKH SHOOTPAXEaAbHOM TPYyOKH, MOYEBOTO Ka-
TeTepa, Ha30racTPaAbHOTO 30Ha, a TaKXKe COCYIHCTO-
ro KaTeTepa B OeIpeHHYIO BEHY.

Fig. 7. Postmortem CT imaging of the newborn.
Volumetric reconstruction (3D).

The presence of postoperative bandage on the anterior
surface of the abdominal wall on the left, visualization
of the setting of the endotracheal tube, urinary cathe-
ter, nasogastric tube and vascular catheter into the
femoral vein.
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A€BOM TIOAOBHHE IepeaHelr OproIrHoi cTeHkH (Puc.
6). OTMedaeTcd Haau4dHe CBOOOMHOM KHIAKOCTH B
OpromHoO#l moaoctu. [IpaBag mouka pasMepaMu
64x33x20 MM pacIoAOK€Ha B THIIMYHOM MECTE.
AeBag nouka orcyrcrByeT (Puc. 1). TonoBHON M03T
cchopMupoOBaH IIpaBUABHO. ['‘paHHIla MeXKAY cepbIM
1 GeAbIM BEIIIECTBOM MO3Ta HECKOABKO CrAazKeHa,
IIPpU3HAKHU OTeKa TKaHH MO3Ta U MATKHUX MO3TOBBIX
060A0YEK.

3arkaroueHue: ['mmomnaasud mnepeliedka aop-
TbI. OTCyTCTBHE BEPXHEN IIOAOM BEHBI IIPU HaAU-
4YUU [IPaBOl U AEBOM IIA€YETOAOBHBIX BEH, BIIaJa-
IOIIUX B IIpaBoe IIpeacepaue. ATpe3nud aHyca, IIpo-
THUBOECTECTBEHHBIN 3aHUU Ipoxon. AreHe3Hsd Ae-
BOM IIOYKH, BUKApPHOE YBEAHWYEHME IIPaBOH ITOYKH.
[ BycTOpOoHHA4A o4daroBas IMHEBMOHHUsS. OTEK Mo3ra
U MATKHX MO3TOBBIX 000A0YeK. AHacapKa, ABYCTO-
POHHHH I'MAPOTOPAKC, aCLIUT.

Komnrerorepuag Tomorpadusa (KT) Teaa
yMePILIET0 HOBOPOXKIEHHOI'O Oblra BBIIIOAHEHA Ha
annapate Toshiba Aquilion ONE 640 c npumeHne-
HHEM KOHTPACTHPOBAHHUL COCYHOB: IIPOTrpPaMMHBIH
naket Pediatric 0,5 mo mpoTOKOAy HCCAemOBaHUS
Abdomen Baby (mapametpsl: collimation 0,5x80
mm, Increment 0,5 mm, Rotation time 0,5 sec,
FOV 300 mm, ST 0,5 mm, 80 kv). [Tocae mipoBeze-
HUa GECKOHTPACTHOTO HCCAENOBAHUS OBIAO ITPOM3-
BenmeHo BBeneHue 20 Ma 76%-oro pacrBopa ypo-
rpacduHa dYepe3 COCYAUCTBIH KaTeTep, yCTaHOB-
AEHHBIN depe3 AeBYIO O€IPEeHHYIO BEHY B HHUXKHIOIO
IIOAYIO BEHY, B IIOAOKEHHH Te€Aad — A€Ka Ha CIIUHE.
[TpenmapaT BBOAMACA BpPy4HyIo IIpu nomomtyd 20 mMa
HIITPUIIA CO CPedHEH CKOPOCThIO. AHAAW3 MaHHBIX
U TpexMmepHas obpaboTrka KT-uzobpaxkeHU# BbI-
IIOAHEHBI C C  HCIIOAB30BaHHEM  CIIelHa-
AW3UPOBAHHOTIO IIPOrPaMMHOTIO obecrieyeHUs
Myrian Expert, Intrasense, ®pannua (odpunmasb-
HbIM mpencraBuTeab B Poccum kommanus OOO
«Men-pei» www.med-ray.ru).

I[Tpu mocmeptHOM KT wmccaemoBaHUHM TeAO
IpaBUABHOH (POPMEI, IIOAKOXKHO-KHUPOBOH B MBI-
IIEYHBIH CAOH BBIPasKE€Hbl YMEPEHHO B COOTBET-
CTBHUHU C I'eCTAllHOHHBIM CPOKOM. [lyriogHOe KOABIIO
PACIIOAOKEHO IIEHTPAABHO II0 6eAOM AMHUHU KHBO-
Ta B IIPOEKIIMU CpeaHe-HUXKHeH IIoIepedHoll Au-
HUHM. Busyaansupyerca HasudHe IIOAOBOTO YA€HA U
MoiroHKH. Ha mepenHedl IIOBEPXHOCTH CA€Ba, B
IIPOEKIIHH CPEIHETo OoTheAa OPIOIIHON CTEHKU BH-
3yaAu3UPyeTCs HaAWYHE IIOCAEOIIEPAIIHMOHHOH ITO-
BA3KH C HAAWYHEM BBIXOIHOI'O OTBEPCTUS KHIIIKH
Ha THepenHIol0 OpromiHyo creHKy (Puc. 7). Moue-
BOM KaTeTep AOKaAHU3yeTCs B MOYEBOM IIy3BIpE,
HUZKHHUY KOHEIl MHTYDAIlMOHHOH TPYyOKH BH3yaAH-
3UpyeTrcss B IIPOEKIIHH OH(ypKaAIlUM Tpaxen U
HUZKHHUY KOHEI] Ha30TaCTPAaABHOIO 30HAA — B CPe/-
HelM Tpetu xkeaynka (Puc. 8). Onpeneasierca Takzxke
COCYAWCTBIH KaTeTep, YCTAHOBAEHHBIH II0 BHYT-
peHHe#l DOKOBOU ITOBEPXHOCTU BepXHEH TPETU Ae-
Boro Oempa B AeByIO OeIpeHHYIO BEHY U IIPOLOA-
SKAIOUIUHACH B HUXKHIOIO IIOAYIO BEHY.
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[Ipu aHasn3e KOCTHOH CHCTEMBI C HCIIOAB30-
BaHHUEM TPEXMEPHBIX PEKOHCTPYKIIHH BBISBAEHBI
HaAW4YHe OOIIOAHHUTEABHOTO ITPABOTO HIeHHOro peb-
pa 7-ro me#HOro II03BOHKA, CpallleHue 3aJHUX OT-
pe3koB AeBbIX pebep I-II m III-V, runomaasma 12
AeBoro pebpa (Puc. 9), nedpopmariua Tea C7 u Th
1-5 mo3BoHKOB. KocTHasa cucrema B 00AacTH Iosica
BEPXHUX U HUXKHHX KOHEYHOCTeHd 6e3 ocobGeHHO-
creii. [IanHa npaBoil AoKTeBOH Koctu 90 MM, ae-
Bol — 95 MM, OAWHaA OpaBOM AydeBodl Koctu 84
MM, A€BOM — 82 MM.

Tomorpacuss opraHoB TPYAHON IMIOAOCTHU HE
usMeHeHa. KopHH 0060MX AETKHX pacCUINpEHBI, He-
CTPYKTYpPHBI. ['paHHIIBI IIA€BPAAbHBIX CHHYCOB
JeTKHe, HECKOABKO 3aTE€HEHBI C 06ernX CTOPOH. Ae-
TOYHBbIE IIOAS HEOLHOPOIHO 3aTe€HEHBI: A€BOE —
IIOAHOCTBIO Ha BCEM IIPOTIKEHUH, IIpaBoe — IIpe-
UMYILIECTBEHHO B 3aIHEHMKHHX oOTAeAax. Torlo-
rpacdusa cepana 6e3 ocobeHHOCTel, OoTMedaeTcs
Haapuue 4-X Iy3bIPBKOB rasa guaMeTrpoM 2,5-3,5
MM B IIPOEKIIHH IIPaBOTro IIPeACEPAHd U ONUH pa3-
MepoM 2,5 MM B IIpaBOM KeAayaodke. B mpocBere
KeAyIKa U IIeTAIX TOHKOM KHIIIKH A€BOM ITIOAOBH-
HBI OPIOIITHOM IIOAOCTH OTMedaeTcsd HAaAWdHe PEeHT-
TeHOKOHTPACTHOTO BeIllecTBa. Busyaausupyercs
IIPOTHUBOECTECTBEHHBIH 3aQHHUH IIPOXOMH, OTKPHI-
BalOIIMICA Ha A€BOH IIOAOBHHE HepenHel OproIi-
HOM cTeHKHU. [IpaBaga nouyka pazMmepamu 64x33x20
MM pacIlOAOXKeHa B THIIMYHOM MecTe. /\eBad II0Y-
Ka OTCYTCTBYET.

[Tpu KT mocae BBeneHHUS KOHTPACTHOIO IIpe-
napara HabAlofaeTcd dYeTKas BH3yaAH3allusd Be-
HO3HBIX COCYOB Ta3a U OPIOIIHOM ITOAOCTH, BKAIO-
yas WX BHyTpPUOpraHHble mnputoku (puc. 10). B
TPYAHOH IIOAOCTH BHU3yaAU3HPYyeTCs KOHTPaCTHPO-
BaHHOE IIpaBoO€ IIPeAcCeplHe M YacTHUYHO KOHTpAa-
CTUPOBaHHOE A€BOE IIPeICEPANE C BIIAAAIONINMHU B
HETr0 YCThsIMHU AETOYHBIX BeH. OTMeuaeTcd Haandue
IpaBod M AeBOM OpaxuoliedpasbHBIX BeH, BIana-
IOIIMX CaMOCTOSITEABHO B IIpaBoe IIpeAcepaue, IIPH
OTCYTCTBHUH BepxXHell 1oaoH BeHBI. Tak:Ke BH3ya-
AW3UPYIOTCS IIpaBble U A€Bble BHYTPEHHHE U
HapyKHbIe SpeMHble BEHBI, ITOAKAIOYHYHbIE BEHBI
U BIlagalonias B HHUX CEThb COCYZOB MEHBIIIETO
ouaMeTrpa B 00AACTH IIIeM M OCHOBaHUSA deperia
(Puc. 11). B moaocTu yeperna KOHTPACTHBIN Hpena-
paT 3aIoAHSET IIOIIEPEYHBIH 3aTBIAOYHBIM CHHYC,
4acTh MPAMOrO M 3aIHEHHKHIOIO YacTb CaruTt-
TAABHOIO CHHyca. B of6aacTu Maaoro pomHHYKA
HabAOaeTcd TeMEHHas SMHCCapHas BeHa aua-
MeTpoM 4,5 MM, BBIIIEAIIas W3 IIOAOCTH depella,
COeNUHHIONIAas CAaruTTaABHBIH CHHYC M BbIpasKeH-
HYI0O APEBOBHIHYIO CETh IIOJKOXKHBIX BEH TEMEH-
HOH obaactu pasmepoM 61x72 mm (Puc. 12).

3akaroueHUe: [ByCcTOPOHHSAA oyaroBast
IHEeBMOHUd. HeOoABIlIOE KOAWMYECTBO IIAEBPAAb-
HOM 3KHIKOCTH C O0EHX CTOpPOH. AreHe3us AeBOU
II0OYKH, BHKAPHOE yBEAWYEHHE IIPaBOM IIOYKH.
Haawmume mOIIOAHHUTEABHOTO IIPABOTO LIEHHOIO ped-
pa 7-ro 1meHfHOro II03BOHKA, CpallleHue 3aJHUX OT-
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Puc. 8 a (Fig. 8 a)

Puc. 8 6 (Fig. 8 B)

Puc. 8. KT TeAa ymepLuero HoOBOPOXAEHHOro, OPOHTAAbHASA PEKOHCTPYKUMA (a) u TpexmepHas (3D)
PEKOHCTPYKLMUSI TEAO YMEPLLEro HOBOPOXAEHHOTO (6).

OneHKa X04a U AOKaAHU3AITHH BHYTPEHHETO KOHIIA SHHOTanCaABHOﬁ pr6KI/I, MOYE€BOTrO KaTrerepa, Ha3oraCTpaAbHO-

TO 30HAAa U COCYyAHUCTOro KaTeTepa B 66I[peHHOfI BCHE.

Fig. 8. Postmortem CT imaging. Body of newborn, frontal section (a) and its volumetric reconstruction (6).

Showing the course and localization of the inner end of the endotracheal tube, urinary catheter, nasogastric tube

and vascular catheter in the femoral vein.

Puc. 9 (Fig. 9)

Puc. 9. KT rpyAHOU KAETKM yMepLUero HOBOPOX-
AeHHoro. TpexmepHas (3D) peKoHCTpyKuUuUS.

Haamyme [OMOAHHUTEABHOTO ITPABOTO IIIEHHOro pebpa 7-
ro LIEHHOro II03BOHKA, CPAllleHHe 3aJHHUX OTPE3KOB A€-
BbIX pebep I-II u III-V, rumomnaasus 12 aeBoro pebpa.

Fig. 9. Postmortem CT imaging of the newborn's rib
cage. Volumetric reconstruction (3D).

The presence of the additional right cervical rib of the
7th cervical vertebra, fusion of the posterior segments
of the left ribs I-II and III-V, hypoplasia of the 12 left
rib.
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Puc. 10 a (Fig. 10 a) Puc. 10 6 (Fig. 10 B)

Puc.10. MNMocmepTHAas KT ¢ KOHTPACTHbLIM YCUAEHUEM.

Tonorpaduueckasa TpexmepHas (3D) pekoHcTpykina KT-TomorpaMM Teaa yMepIIIero HOBOPOKAEHHOIO (a) B TpeX-
MepHad (3D) peKOHCTPYKIINT KOMIIAEKCA KOHTPACTHPOBAHHBIX BEHO3HBIX COCYAOB (0).

Fig. 10. Postmortem CT with conirast enhancement.

Topographical volumetric reconstruction (3D) of the postmortem CT imaging of the newborn's body (a) and volu-
metric reconstruction of a complex of contrasted venous vessels (b).

Puc. 11 6 (Fig. 11 B)

Puc. 11. NMocmepTHasa KT C KOHTPACTHbIM YCUAEHUEM. A - BUA cnepeaM, 6 - BUA C3AAM.

TpexmepHas (3D) peKOHCTPYKIIMS KOMIIAEKCA KOHTPACTHPOBAHHBIX COCYIOB I'DYAHOM IIOAOCTH ¥ OOAACTH IIIEH
yMepIIIero HOBOPOXKAeHHOT0. OTCYTCTBHE BEPXHEH II0AOH BEHBI, HO HAAWYHE IIPABOYM U A€BOI IA€YETOAOBHBIX BEH,
BIAJAOIINX CAMOCTOSTEABHO B IIPABOE IIPEICEPIHE.

Fig. 11. Postmortem CT with conitrast enhancement. a - front view, b - rear view.

Volumetric reconstruction of the complex of contrasted vessels of the thoracic cavity and the neck area of the de-
ceased newborn. The absence of the vena cava superior, but the presence of the right and left brachiocephalic
veins, which separately draining into the right atrium.
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B R

Puc. 12 a (Fig. 12 a) Puc. 12 6 (Fig. 12 b)

Puc. 12 B (Fig. 12 c) Puc. 12 r (Fig. 12 d)

Puc. 12. NocmepTHAA KT C KOHTPACTHBIM YCUAEHUEM.
KT-Tomorpamma (a) u TpexMepHble (3D) peKOHCTPYKITUMH TOAOBBI YMEPIIIETO HOBOPOXKAEHHOTO (0, B, T).

a - caruTTaAbHad PEKOHCTPyKIMd. Hasndme KOHTPACTHOI'O YCHACHHUA 3aAHEH JacTU IIOIIEPEYHOI'0 3aThIAOYHOI'O CH-
HycCa U 3aJHEHHKHEM YaCTH CaruTTaAbHOI'O CHHyca. Busyaausanusa pacCIIMPEHHOM TEMEHHOM 5MHCCApHOM BEHBI B
IIOAKOXKHOM KHUPOBOM KAETYATKE 3aTHIAOYHO-TEMEHHOH 00AAaCTH T'OAOBBI, COEIUHEHHON C CETHIO IOAKOXKHBIX BEH Te-
MEHHOM 06AaCTH.

6 - TpexMepHasd PEKOHCTPYKIIMS KOMIIAEKCA KOHTPACTHPOBAHHBIX BEHO3HBIX COCYAOB M CHHYCOB B IIOAOCTH depera
yMepIIero HoBopoxkAeHHoro. O6paborka KT maHHBIX C BO3MOXKHOCTBIO YAAAEHHS KOCTHOM TKaHU C HM300paKeHUH.
Busyasnu3zamnusa KOHTPAaCTHPOBAHHOIO IONEPEYHOr0 3aThIAOYHOTO CHHYyCa, YaCTH IIPAMOIO U 3aJHEHHKHEH 4acTH ca-
TUTTAABHOT'O CHHYyCa, PACIIMPEHHON TEMEHHOM 3MHCCAPHOMN BEHBI U APEBOBHIHOMN CETHU INOAKOXKHBIX BEH TEMEHHOM
obaacTH.

B, T - TPeXMepHas Tonorpadudeckas PEeKOHCTPYKIIHS Yepena U KOMIIAEKCA KOHTPACTHPOBAHHBIX BEHO3HBIX COCYIOB
U CHHYCOB B IIOAOCTH 4€peIa YMEPILEr0 HOBOPOXKAEHHOTO.

Fig. 12. Postmortem CT with contrast enhancement.
CT imaging of the deceased newborn's head (a) and volumetric reconstruction (3D) of this CT imaging (6, B, r).

a - sagittal reconstruction. The presence of contrast enhancement of the posterior part of the transverse occipital
sinus and the posterior part of the sagittal sinus. Visualization of the enlarged parietal emissary vein in the subcu-
taneous adipose tissue of the occipital-parietal region of the head, which connected with a network of the subcuta-
neous veins of the parietal region.

b - volumetric reconstruction of the complex of contrasted vessels and sinuses of the cranial cavity of the deceased
newborn. Software processing of the tomograms - removal of bone tissue from the image. Visualization of the con-
trasted transverse occipital sinus, part of the straight and posterior part of the sagittal sinus, part of the straight
and posterior part of the sagittal sinus, enlarged parietal emissary vein and the tree-like network of the subcutane-
ous veins of the parietal region.

¢, d - topographical volumetric reconstruction (3D) of the cranium and complex of contrasted vessels and sinuses of
the cranial cavity of the deceased newborn.
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pe3koB AeBbIx pebep I-II u III-V, runomaaszma 12
AeBoro pebpa (15 mm), mepopmariusa Tea C7 u Th
1-5 mo3BOHKOB. Haam4yune Iy3pIpbKOB ra3a B CEPI-
e. OTcyTCTBHUE BEPXHEHN IIOAOM BEHBI, HO HAAUYHE
IIpaBoOM M A€BOM IIA€YETOAOBHBIX BEH, BIAIAIOIIHX
CaMOCTOSTEABHO B IIpaBoe IIpeacepaue. AHTHO-
IHUCIIAA3UG B 3aTBIAOYHO-TEMEHHOH IIOAKOXKHOMN
06AaCTH TOAOBEI.

Ha maToaoroaHaToMHYeCcKOe HCCAEIOBaHUE
OBIAO  [OCTAaBAEHO TEAO  yMepIIero HOBO-
POXKAEHHOTO MY?KCKOT'O II0Aa@ ITPOIIOPIIHOHAABHOI'O
Teaocroxkenud (Puc. 13 a). Macca Teaa - 5600 r,
OauHa Teaa — 56 CM, TEMEHHO-KOITYHKOBBIH pas-
mep — 30 cM, JAMHA paBOH U A€BOU CTOIIBI 6,7 cM
(Hopma mag 39 Hemeab, Macca - 27891520 r, nanHAa
Teaa — 46,7+14,4 cM, TEMEHHO-KOITYHUKOBBIH pasMep
- 34,3 1,9 cm, mamna crombl — 7,5+0,5 cwM).
OKpyzKHOCTB T'OAOBEI — 38 CM OKPY3KHOCTBH I'PyIH —
44 cMm. BripazkeHHBIE OTEKHU II0 BCEMy TeAy. B po-
TOBOM M HOCOBO# moaoctd [1BX TpyOKH, TpPHUKpPETI-
A€HHBIE K KOXKe AeMKomaacTbipeM. Ha nepenueit
OpIOIIHOM CTEHKE, B IIPOEKIIMH BEPXHEro sTazka
OPIOIIHOM IIOAOCTH, IIO CPETHEKAIOUHYHON AWHUHU
BbIBeleHa KoaocToMa. B OeqpeHHYI0O BEHYy B BeEpX-
HeM TpeTH AeBOTro Oenpa BBeIeH IlepHdepUIecKUi
BEHO3HBIH KaTeTep, IIOAIIUTHIN K Koxke. CipaBa B
TpeTheM MexXKpedepbe II0 IIepegHeN ITOAMBIIIEYHOH
AVHUH, B OITOM Mexkpebepbe IO cpenHeil ITOAMBI-
IeYHOH AWHUH, B IIATOM MexXpebepbe IIO 3ai-Hel
IOAMBIIIIEYHON AWHHU IIOCA€OIIEPAIIMOHHBIE IIBbI
Ha paHbl OT BBEAEHUS TpoakKapa. B moueuncrycka-
TEeABHOM KaHaase MO4YeBOH KaTeTep. KoxkHble IT0-
KPOBBI KEATOBATO-CHHIONIHOTO IIBETA, BAAXKHBIE.
Buaumele CAM3HCTBIE OOOAOYKH CHHIOIIIHOTO IIBe-
Ta, BAaKHbIe. [JOIKOKHO-3KHUpOBas KAeT4YaTKa Ha
rpyau 1,4 cM Ha 3XKHUBOTE 1,0 cm, oreuHas.
MpIIIIEI Pa3sBUTHI YMEPEH-HO. AHYC OTCYTCTBYET
(Puc. 13 06). [IymoyHOEe KOABIIO pacroAaraeTcss Ha
TpaHUIlE CpeaHed W HUXKHEH TpeTH OprourHoi
cTeHKH. [IyIIOBHHHBIN OCTATOK B IIpelesax IIyIIod-
HOT'O KOABIIA 00paboTaH pacTBOPOM OPHAAMAHTO-
BOM 3€ACHHU.

Koctn d4epemna 1eabl. BoabpIol poaHWYOK
pasMmepamu 2,8x2 cMm. 'onoBHOI Mo3r maccoii 380
r (Hopma 337491 1). TBépmas mo3roBass oO00AOYKA
CBETAO ceporo IBeTa, Oaecramiasg. Markag Mo3ro-
Bag oboaouka OaecTslnad, IIOAHOKPOBHAad, C IIPH-
3HakaMu oTé€Ka. Boarplre moaymapus copMUpO-
BaHbI, CHMMeTpPUYHbIE. V3BUAMHBI yIIAOLIEHBI, 60-
PO3aBI CrAasKeHbI. 'OAOBHOH MO3r Ha paspes3e Msr-
KOM KOHCHCTEHIIHH, OAeIHO-pPO30BOTO IIBETa, I'pa-
HHUIIAa 6€AOTO M CEpoTro BellecTBa cAabo0 BhIpazKeHa.
BemecTBo Mo3ra oTedHoe, IIpU pas3pe3e HOXK IIPHU-
AWIIaeT K IIOBEPXHOCTH paspesa. IloaocTs mmpaBoro
U AEBOTO OOKOBOI'O IKEAYNOYKOB HE3HAYHUTEABHO
pacIIMpeHbl, UX OJIeHAuMa OaecTdmias, CBETAO-
ceporo nBera. CocynucTble CIA€TEHHS OOKOBBIX
JKEAYOYKOB TOAOBHOI'O MoO3ra IIOAHOKPOBHEIE.
Mo33KedoK: IToAylIapud CHMMeTpudHble. Ha pas-
pese IloAyIapHii Mo3xKedKa I'paHHIla 6eAoro U ce-
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poro BemiecTBa cAabO BBIpazKeHAa, BEIIECTBO MO3-
Ke4JKa CBETAO-PO30BOI0O IIBeTa, MATKOH KOHCH-
crennuu. CrIMHHOM MO3r B BHE TdXKa, ApAOAOi
KOHCHCTEHIINH, OeaecoBaTo-ceporo 1iBeta. OpraHsl
TPYOHOM IIOAOCTH PAacIIOAOKEHbI IIpaBHABHO. B
IpaBOo¥ U A€BOHM IAEBpPaABHOM ImoaocTu 1o 10 Ma
Ipo3padyHoOM reMopparudeckod XKuakoctu. Ha
IIA€BPE€ MHOKECTBEHHbIE TOYEYHBbIE KPOBOM3AHL-
Huga. Ilepukapza cepo-po3oBoro IiBera, Oae-
CTALINN, B IIOAOCTH €ro OKOAO 1 MA IIpO3padyHOi,
CBETAO-3KEATOM kuaxkocTu. CepAlie IIapOBUIHOM
¢dopmpl, pasmepamu 3,8x3,5x2,4 cM, Maccou
23,33 r (mopma 19,1 +2,8 r). Ha paspese mpaBoe
npencepare copMHPOBAHO, BEPXHAT KW HUXKHAA
IIOABIE BEHBI IIPOXOANMBI, OBaABHOE OKHO OTKPBITO,
dgMKa OBaAbHOIO OKHa auameTrpoM 1,5 cMm, aua-
MeTp oBaabHOro oKHa 0,5 cM, IpaBbIfl aTPUOBEH-
TPUKYAIPHBIM KaanaH cOPMHUPOBaH, CTBOPKH
KAallaHa TOHKUE, TAaKHe, OAeCTHINne, COCOYKO-
Bble MBIIIIILI c)OPMUPOBAHEI. [lepuMeTp IIpaBoro
aTPUOBEHTPUKYAIPHOTO OTBepCcTHUd 4,7 cM. AeBbIH
aTPUOBEHTPUKYAAPHBIY  KaamaH (MHUTPaAbHBIH)
chopMHpOBaH, CTBOPKMU TOHKHE, TAaKHe, Oae-
CTSINYE, XOpAaAsbHble HUTH TOHKHE, COCOYKOBBIE
MBIMIIBI cpopMupOBaHEBI. [lepuMeTp MHUTPaABLHOIO
KaamaHa 4,5 cM. B Mexk:KeAyJ0YKOBOM HIeperopos-
Ke B MeMOpaHO3HON 4dacTu mnedeKT BBITSHYTOH
¢opmsbl, pazmepom 0,5x0,3 cm (puc. 136). Iloay-
AYHHBIE KAallaHbl aopThl CCPOPMHPOBAHBI, TOHKHE,
raankue, Oaectamye. BenedHble aprepuu aua-
meTrpoM no 0.2 cM. MHTHMa KpPYyIIHBIX KPOBEHOC-
HBIX COCYIOB CBETAO-3KEATOrO IIBeTa, OAecTs-IIas.
ToamyHa CTEHKH AeBoro xkeaymodka 0,7 cwm, mpa-
Boro xeaynodka 0,6 cm. [lorocTu mpaBo-ro U Ae-
BOI'0 KEAYIOYKOB YMEPEHHO PAaCIINPEHBI, B II0AO-
CTSX CepAlla U KPYIHBIX COCYLOB He-0OABIIIOE KO-
AWYECTBO KUIKOM TEeMHO-KpacHOH KpoBH. [lepm-
METPp AETOYHOM apTepHuM Hal KaamaHamMu 2,2 CM,
IIepUMeTp aopThl Han KaamaHamMu 1,9 cMm, Iepu-
MeTp I'PyOHOH 4acTH aopThl - 1,8 cM, Iepeleer —
1,1 cm. BepxHue npIXxaTeAbHBIE IIyTH ITPOXOAUMBI.
AeBoe AETKOE pas3ieA€HO Ha BEPXHIOI0 U HUKHIOIO
[OAW IIOIIEpeYHOH O00po3mod, Ha paspese cepo-
KpacHOro IIBeTa C TEeMHO-KpPaCHBIMH odaraMu
ouaMeTpoM n0 1,5 cM BO BceX CerMeHTax, IIPH
HaaBAWBAHUU C IIOBEPXHOCTU pa3pe3a BBIAEASIET-
cd XKuAKas KpoBb B HeOoAbIIOM KoawdecTBe. Iloz
BHCIIEPaABHOH IIA€BPOH MHOKECTBEHHBIE TO4Yed-
HBbIe B o4YaroBble KPOBOM3AHSHULA pazMepoM a0 0.4
cMm. IIpaBoe aer-koe paszmeaeHO Ha BEPXHIOIO,
CPEeIHIOI U HHUIKHIOIO NOAHU. BucliepasbHasa maespa
CBETAO-CEPOro IIBeTa, C TOYEYHBIMH U OYaroBbIMHU
KpoBOM3AUgHUAMHE puaMmerpoM go 0,4 cm. Ha
pa3pese IIpaBoe AerKoe MATKOM KOHCHCTEHIIUH, Ha
cepo-KpacHOM (poHE OTMEedaroTCd TE€MHO-KPAaCHOIO
nBeTa oyaru. [IpaBoe aérkoe maccoit 64,2 r, aeBoe
Aérrkoe — 51,2 r, obueit maccoit 104,52 r (HopMma
42,6 14,9 r). Ilpu npoBegeHWM BOMHOM ITPOOBI
KyCOYKH TKaHH [IPAaBOTO U AEBOI'O AETKOT0O TOHYT B
Bozme. Camsucrasg 000AOYKA FAOTKH CEPO-PO30BOTO
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Puc. 13 6 (Fig. 13 b)
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Puc. 13. <PoTorpachum.

MakpocKonudecKye (a, 6, B) 1 THCTOAOTHYECKHE (T) XapaKTEPUCTHKHU TeAa YMEPIIIEro HOBOPOKIAECHHOTO.
a — BHEIITHUHN BU/I,

6 — aTpe3us aHyca,

B — Ie(heKT MEKKEAYJOIKOBOH II€PErOPOIKH,

T — IPU3HAKH 049aroBOil THEBMOHMH, OKPAaCKa reMaTOKCUAMHOM U 303HUHOM, yB. 200.

Fig. 13. Photos.

Macroscopic (a, 6, B) and histological (r) characteristics of the body of the deceased newborn.
a — appearance of the body,

b — atresia of the anus,

c — defect of interventricular septum,

d - signs of focal pneumonia, coloring with hematoxylin and eosin, x200.
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1Bera, oaecrdamiada. [TuieBos cBOOOMEH, CAU3UCTAA
000A0OYKa TPOMOABHO CKAamdaTas, CepoBaTo-
CUHIOILIIHOTO IBeTa, Oaecrainasg. Causucras o000-
AOYKa KeAyIKa CKaaadaTras, CepoBaTO-PO30BOTO
1BeTa, OAeCTdINasl, C TOYEYHBIMH KPOBOMU3AHSIHUSI-
Mu. Camsucrag 00OAOYKa TOACTOH KHIIKH CEpo-
3€A€HOBATOrO IIBETa, OAecTdIlasl, CKAAIIaTOCTH
craakeHa. [ledenp Mmacco#t 133,53 r (HOpMa
121,5+34,7 1), pasmepamm 12x6,5x6,3x2,7 cwMm.
Kamcyaa miegyeHu raagkasi, 6aectaias. Ha paspese
TKaHb II€YE€HU KEATOBATO-KOPHUYHEBOI'O IIBETa, Ha
OILYIIb MATKO-2AAQCTHYHOM KOHCHCTeHIHuHU. [lomke-
Ay[OYHad JKeAe3a Ha paspesde [JOABYaTOr'0 CTpoe-
HUSI, PO30BO-Ceporo 1Beta, maccoit 7,06 r (HopMma
3,3x0,5 1), pasmepamm 7,0x2,8x2,5 cMm. AeBada
mo4yka OTCyTCTByeT. [IpaBas moduka 6o060BuUAHOM
dopmbl, pasmepamu: 6,7x3,5x 2,9 cMm, Macco#
28,16 r. (HopMma mag obeux modek 26,1149 r1).
Karmicyaa raamkas, Gaecrdinas, cepoBaToro IIBeTa,
CHHUMAaeTCs AeTKO. [ToBepXHOCTh IIOYKH JoAbuaTas,
CHHIOIIIHO-KpacHoro nsera. Ha paspese rpanHuiia
KOPKOBOI'O M MO3TOBOI'O CAOS YeTKas, KOPKOBBIH
CAOH CEPO-PO30BOroO IIBETA, MO3rOBOM CAOM TEMHO-
KpacHOro IBera, Oaectdinuii. [TouedHble AOXaHKH
U JallledyKyd He paclluupeHbl. [IpaBpIlf MO4YeTOYHH-
KH He paclIUpeH, IIPOIIyCKaeT IIyroBYaTBbI¥ 30HI,
nuametrp - 0,3 cM, causucrag 000A0YKa CEPOBATO-
ro 1Beta, Oaectainadg. Ceae3eHka Mmaccoi 12 T
(mopma 10,1%£3,5 1), pasmepamu 4x2,8x1,3cwM,
MATKOY KOHCHCTEHIINH, IIOBEPXHOCTH r'aankad. Ha
pa3pese TeMHO-KPacHOI'O IIBeTa, COCKOO CKyIHBIH.
KocTHBIH M03T TpyOUYaThIX U IIAOCKUX KOCTEH cepo-
posoBoro 1Bera. KoctHasa cucrema: C7 miefiHoe
IpaBoe pebpo, cpallleHue 3aJHUX OTPE3KOB AEBBIX
pebep I-II u III-V, 12 aeBoe pebpo mamHOM 15 MM.
2Kenesbl BHyTpeHHEN cekpellnu: THUMyC Ha paspese
CEpO-poO30BOTO IIBeTa, MATKOH KOHCHCTEHIINH,
Mac-co#t 2,54 r (Hopma 9.4+2.5 r). HaanmoyeyHuku
AeBbIF — 2,57 T, mpaBbeiii —2,38 T, o0mieil maccoi —
7,4 T (HOpMa 7,4%+2,5 1). HaanmouyeyHUKN TPEyroAb-
HOM (popMmbl, Ha paspe3e caou caabo aud-
depeHIINPOBaHbl, TKaHb APAOAOH KOHCHCTEHIIWH,
CEepPO-KOPUIHEBOTO IIBETA.

[Ipr MOP(OAOTHUECKOM HCCAETOBAHUU IIO-
caena maarieHTa Maccod 414 r (MeHee 10 mepriieH-
THAEH, Masas OA9 TeCTaIlMOHHOIO CpOKa), pa3Me-
poMm -19x16x2 cM, HempaBUABLHOH (opMmel. Ilaox-
Hag IIOBEPXHOCTh Gaectamas CHHIOIITHO-
po30BaTOro IIBETa C KEATOBATBIMU IIdTHaMHU. Ma-
TEpPUHCKas  IIOBEpPXHOCTh  Oaecrdinas  Oypo-
KpacHoBaToro IBera. IlymoBuHa OauHOH 52 cwM,
nuamerpoM 0,9 cM, C 3KCLEHTPHUYHBIM IIPUKpPEII-
A€HHEM B 5 CM OT Kpas, HHIEKC H3BHUTOCTH IIy-
noBUHBI - 0,32, comepzKUT Tpu cocyzna. [laogHbie
0060A0YKH CEPOBATO-PO30BOTO IIBETA OAECTAIIIHE.

[Ipy T'HCTOAOTHMYECKOM HCCAEIOBAHHUU OTMe-
4aloTcsd IIPU3HAKW [I€PHUBACKYASPHOIO U IIe-
PHIIEAAIOAIPHOTO OTEéKa I'OAOBHOTO MO3ra C odara-
MU AEHUKOMaASIUU B Cy03IeHIUMaAbHOM 30He. B
AETKUX IIPU3HAKH II03JHEH CaAKKyASIPHOH CTaauu
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PasBUTHS PECHUPATOPHON TKAHU, OTMedaeTcsd He-
foABIIIOE KOAWYECTBO THAAWHOBBIX MeMOpaH B
IIPOCBETAaX AdPUPOBAHHBIX AAbBBEOA W IIPH3HAKH
¢pnbpo3a, MHTEPCTHUIIHAABHEIE IIEPETOPOIKH B CO-
CTOSTHUHU OTEKAa, a TaK¥Ke MHTPAAbBEOATPHBIE KPO-
BOM3AUSHUS U odaroBas HWHQPUABTPAIUSA AUMOPO-
ITUTAMH C HEOOABIIIMM KOAMYECTBOM HeHUTPO(HAOB
(Puc. 13 r). B Mruokapze SBA€HHUA OTeKa U ITpU3Ha-
KU TUIIEPTPOoPUU KapAUOMHUOIIUTOB. THMyC cC
GOABIITIM KOAMYECTBOM TeAell ['accassg B MO3roBOM
caoe, GOABINIAS YacTh M3 HUX KHCTO3HO paclIupe-
Ha.

3agaAroueHHe.
OCHOBHBIM 3a00A€BAHHEM SIBAFIOTCH MHOXKE-
CTBEHHBIE  BPOXKAEHHBIE  II0-POKH  Pa3BUTHULI

(VACTER - accomuanusg) (Q87.2): aTrpe3usd MIHILE-
BOZla C BEPXHUM U HHXKHUM TPaxeOITHIIEBOTHBIMHU
CBHIIIAMH (10 JAHHBIM UCTOPHUU OOAE3HU), aTpe3us
aHyca; BPOXKIEHHBIM MOPOK cepara (medekT me-
JKIKEAYZIOYKOBOM IIeperopogku B MeMOpaHO3HOH
4acTH, THUIONAA3Ug OYyTH U Ilepellelika aopThl,
HaAu4yhe IIpaBOM U A€BOM IIA€YETOAOBHBIX BEH,
BIIQIAIONINX B IIpaBoO€ IIPeICEPAHE); areHe3ud Ae-
BO# mo4YKH; aHoMaauu Kocted (C7 mieiiHoe mmpaBoe
pebpo, cpalleHre 3aIHUX OTPE3KOB A€BBIX pebep I-
II u [I-V, runtonnaaszusa XII aeBoro pebpa, medpopma-
mus Tea C7 u Th 1-5 mo3BouKoB). TeueHue 3aboae-
BaHUS OCAOXKHHAOCH Pa3BUTHEM OYaroBOH IITHEB-
MOHHH, aKIHUIEHTAABHOH TpaHC(OpMallUH THUMY-
ca, [BC-cunzmpomMa U IIOAMOPTaHHOM HemocTa-
TOYHOCTH, SBHUBIIeHCS HEIIOCPEACTBEHHON IIPHUYH-
HOM cMepTH Ha 16-e CyTKU KU3HHU.

Takum o0Opas3oM, IO pe3yAbTaTaM IIaTOAOIO-
aHATOMHUYECKOTO HMCCAE€IOBAHHUA U [OaHHBIX IIO-
cmepTHBIX MPT 1 KT ObIAO yCTAHOBAEHO HaAHYHE
MHOZKECTBEHHBIX BPOXKIEHHBIX ITIOPOKOB Pa3BUTHUS
naona, cBunetreabcTBytolx o VACTERL accoiua-
nuHu. [JJe¥CTBUTEABHO, IIPH BHEIIHEM OCMOTPE TeAd
oTMedaeTcs arpe3us aHyca. IIpu mccaemoBaHUHU
IIOAOCTEH B BHYTPEHHHUX OPTraHOB BBIIBAEHBLI are-
HEe3Us A€BOH IIOYKH U BPOXIEHHBIH IIOPOK cepana.
B pesyabrate nmocmepTtHO# KT, ocobeHHO c 0O6BEeM-
HOU PEKOHCTPYKIMEN KOCTHOM TKaHH, HAMHU yCTa-
HOBAEHBI aHOMaAWH KOCTHOIO cKeaeTa (pebep u
TIO3BOHKOB).

CoraacHO [OaHHBIM AHUTEPATYPhl, aHOMAaAWH
IO3BOHOYHHKA BCTpedarTcsa B 60-90% nHabarome-
Huit VACTERL wu mnpencraBaeHBI B OCHOBHOM
HapyLIEeHUIMH OTHOI'O MAM HECKOABKHUX ITI03BOHKOB
[4, 13, 14]. Yame oTMedaroTCsl CerMeHTapHBIE Ie-
(hEKTEI: ITOAYIIO3BOHOK, KAMHOBHUIHBIN HAW B BHIE
0ab0YKH I103BOHOK, CBEPXKOMITAKTHBIH HAW OTCYT-
CTBYIOIIUY II03BOHOK, CpallleHHe II03BOHKOB, KO-
TOpble HEPEIKO COYEeTAIOTCs C aHOMaAUdIMH pebep
u/uAuM HU3MEHEHUSIMH KPHUBHU3HBI II03BOHOYHOI'O
croaba [13, 14]. OmmcaHbl TakK:Ke aHOMAaAWH pas-
BHUTHA 3y04aTOro OTPOCTKA BTOPOrO LIEHHOTO IIO-
3BOHKa u Komuuka [15]. B mpencraBageMoMm
HaOAIOIEHUHU HaMU OBIAU BBISBAEHBI THIIONIAA3UL 1
pebpa caeBa, cpallleHHe 3alHUX OTPE3KOoB 2,3 U
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4,5 pebep caeBa, nepopmarua tea C7, Th 1-5 mo-
3BOHKOB. CaenyeT MOAYEePKHYTh, YTO BbIIBACHHE U
4JeTKas XapaKTepHCTHKa I3THX aHOMaAuM cTaao
BO3MOXKHBIM B PE3yAbTATE BBIIIOAHEHHUS IIOCMEPT-
Hoti KT. [leficTBUTEABPHO, BaXXHBIM IIPEUMYyIIIE-
crBoM KT 1o cpaBHEHUIO C OOBIYHOM ayTomcuei
ABASIETCH BO3MOKHOCTH NE€TaAbBHOTO aHaAH3a KOCT-
HOTO cKeaeTa. Boaee Toro, mpu IMOMOIIH IIporpaMM
IOCTOOPabOTKH ITOAYIEHHBIX CHHMKOB BO3MOIKHO
IIOAYYEHHE TPEXMEPHOH PEKOHCTPYKIIMH BCETO
KOCTHOT'O CKEAeTa UAHW CIIeIIHaAbHO BBIOpaHHOM
obaactu. Ucnoan3zoBanue KT 1mo3BoAseT moapo6HO
U3Y4YUTH TOIIOTPaPUI0 KOCTEY C BO3MOZXKHOCTBIO
OLIEHKM uX (QOPMBI M pacdeTa KOAWYECTBEHHBIX
XapaKTePUCTHK OTAEABHBIX KOCTEH B IIEAOM M HX
SAEMEHTOB, a TaKKe BBbIIBUTDH IIATOAOTHIO KOCTHOH
cucrembl [16]. Tak, mmenHo KT Busyaamsarusa
KOCTHOI'O CKEA€Ta CPEeIM MATKHX TKaHel II03BOAH-
Aa IIPOBECTH YETKYI0 TONIOrpadHUYecKylo OLIEHKY
Teaa raonma-amopdyca [17].

F'oBopst 06 aHOMAAMIX ITO3BOHOYHOTO CTOAGA
npu VACTERL accommarnmmi, Heo6XoquMO TOMHUTH
O COYeTaHHH HX C IIOPOKaAMH Pa3BUTHS CIIHHHOIO
MoO3ra, B YaCTHOCTH, dII€HAUMAaAbHON KHCTOH, Me-
HUHTOMUEAOIIeAEe, CUpHHToruApoMuearei (18, 19].
[TomoOHBIE M3MeEeHEeHNs, HECOMHEHHO, YCUAUBAIOT U
PacCLINPSIOT KAMHHYECKYI0 CHUMIITOMaTHKy U Tpe-
OyIoT ollepaTHBHOIO AedeHHUd. Boaee xopoiuue pe-
3yABTATBhl OTMEYAIOTCH B CAy4Yadx PaHHEro IIpoBe-
[EHUs oIllepalllii, XOTd Pe3yAbTaTbl MOIYT OTAH-
4aThCsd IPU BBIPAXKEHHOM KapTHHe 3a00A€BaHUS U
y 6eccHMIITOMHBIX ITanueHToB [20, 21].

I'po3ubimu anomaausmMu VACTERL accorm-

any  CYUTAIOTCH  IIOPOKH  Pa3BHUTHUS  aHO-
PEKTaABLHOM 00AaCTH, KOTOPblEe BKAIOYAIOT B cebs
aTpe3uio 3aJHero IIpoxXona (aHyca), IIPOMEXK-

HOCTHBIE WAV Hapy’KHbIE CBUIIM, aHOMAaAWUH KAO-
aku. lmemmasca B HamieM HabOAIOEHUU aTpe3us
aHyca SBUAAChb IIOKA3aHUEM OAS OIEepallliy HaAO-
JKEHUS MPOTHBOECTECTBEHHOTO 33HEr0 MIpoxXoaa
Ha TIOIIEPEeYHO-000M0YHYI0 KHIIIKY, KOTopasd Oblaa
IpoBeAeHAa Yepe3 7 4acoB IIOCAE POXKIECHUS.

B 40-80% wuabaronenuii VACTERL accomnma-
MU BBISIBASIOTCS BPOXKAEHHBIE IIOPOKU CEPALA.
Yame HaOAOIAIOTCS BPOKAEHHBIE Ne(PeKThI Iepe-
TOPOMOK cepAalla (MeXKITpeACEPaHON IIeperOpoaKU
BTOPUYHOTO THIIA, MEXKIKEAYJOYKOBOH IEPEeropos-
KU, TIPeACEPOHO-KEAYJOYKOBON IIEPETrOPOOAKH).
OnpeneAdroTcss TaKKe aHOMaAWUu aoOpPTaABHOTO
KAalaHa, He3apallleHHe OTKPBITOT0 apTepUasbHOTO
(6oraansoBa) mpoToka. To ecTh IepedeHb MOPOKOB
cepalia BKAO4UaeT B cebsd KaK CyIIeCTBEHHBIE, B
TOM YHCAE€ HECOBMECTHMBIE C JKU3HBIO U TPEOyIo-
e XUPYPrU4YecKod KOPPEKIMH, CTPYKTYpPHBIE
aHOMaAWHM, TaK U OTHOCHUTEAbHBIE MaAble Hapyllle-
Husg. C Apyrod CTOPOHBI, HEKOTOPBLIE MaAble aHO-
MaAWHM Pa3BUTHs CEPAllA, B YACTHOCTU, OTKPBITHIN
apTepPUaAbHBIH IIPOTOK M OTKPBITOE OBAABHOE OK-
HO, P aBTOPOB IIpegaaraeT pacleHUBaTh B Kade-
CTBE COITyTCTBYIOLIETO COCTOSHUS, a4 HE COCTaBAL-
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rorux KomrioHeHT VACTERL acconmanum [22].

Hapsnay c mopokamm cepalia BCTPEYaroTCd U
aHOMaAUM COCyJOB KaK CepAEYHBIX (IIpaBoO-
CTOPOHHEE PACIIOAOKEHHE AYyTH aOpPThI, I€PCUCTHU-
pyoiiass BepxHssS IIoaasl BEHA), TaK W BHECep-
OEeYHBIX (II0OYeYHOM apTepHU, COCYLOB TOAOBHOTO
Moasra) [23, 24]. OnHO U3 IePBBIX 3adBACHHH O co-
CYyOUCTBIX MaabopMallgXx KaK KOMIIOHEHTE
VACTERL accormaniuu 651a0 cameaao B 1974 romy
S.A. Temtamy u J.D. Miller [25]. [Ipu aTOoM aBTO-
PBI IIPEIAOKUAU HUCIIOAB30BATh KOMIIOHEHT «V» He
TOABKO A aHOMAaAUY ITO3BOHOYHHKA, HO U KpPOBe-
HOCHBIX COCYZOB (B YaCTHOCTH, €IWHCTBEHHOM ap-
TepUU MYIIOBUHBI). [leHCTBUTEABHO, MOOCTATOYHO
gacro y mnamueHToB ¢ VACTERL accoumarueit
onpeneAdeTcd eIUHCTBEHHAS apTepus IIyIIOBUHBI.
[ToCKOABKY TIOCA€HSISI dYallle BCETO BBISIBASIETCS
opu Y3U OepeMeHHOH, TO HaAUYHUE €€ IOAIKHO
HalleAUBaTh Bpadeil Ha 6oaee TIATEABHBIH OCMOTP
OAS TIOMCKa BO3MOXKHBIX aHOMAaAWM pa3BUTHUA Y
mAoa U B [JaAbHeHIIleM y HOBOPOXKIEHHOTo. B
MaHHOM HaOAIOLEHUN 3aKAIOYEHHE O €IUHCTBEH-
HOU apTepHuu IIyIIOBUHBI (PUTYPUPOBAAO BO BpeMs
¥Y3U naona Ha cpoke recrannu 30 Hegeab. OQHAKO
B OaAbHEHUINIeM, ITPHU KOMIIAEKCHOM MOpP(OAOTHYE-
CKOM HCCAEIOBAHUHU IIOCAEA, OBIAO YCTAaHOBAEHO
HOPMAaABHOE CTPOEHHUE ITyTIOBUHBI, BKAIOYAIOIIEE B
cebst TpH cocya (0AHY BEHY U ABE apTEPUH).

FoBopss o0 cOCyAUCTBIX MaabOPMAIIULX,
MOKHO TakKKe MPUBECTU HabaromeHHe 29-aeTHeH
JKEHIIUHbBI, Y KOTOPOY HMEAOCH COYeTaHHWe aHOoMa-
AU TISTOTO MOSCHUYHOTIO ITO3BOHKA, areHe3UU Ae-
BOM HOYKHA U (PUOPOMBIIIETHOH AUCIIAQ3UU CEAe-
3€HOYHOH, II€YEHOYHOM M IIpaBOM IIOYEYHOU apTe-
PUH C HaAWYHWEM B IIOCA€THEH apTephuO-BEHO3HOTO
coycThsl [26]. B pabore mpencraBa€HO OIIHCAHHE
AETaABHOTO HCXOJA MOBYXMECAYHOM MOEBOYKHU C
VACTERL acconmaliyeii, BKAIOYAIOIIER B cebs Tak
Ha3bIBaeMbIii CHUHAPOM sTaraHa (aHoMaAusd BIIa-
[OEeHUd AETOYHBIX BEH B HUIKHIOIO ITOAVIO BEHY), OT-
CYyTCTBHE IIPaBO¥l AETOYHOM apTepuu U OOCTPYK-
U0 HUXKHEH moaod BeHEI [27]. To ecTh BasKHBIM
rkoMmrioHeHToM VACTERL accommaniiud gIBAFIOTCS
MHOKECTBEHHBIE, B TOM YHCAE TSKEAbIE, aHoMa-
AUU PA3BUTHUS COCYIOB.

B Hamrem HaOAIOOEHUM ITOMUMO KOMOHHUPO-
BaHHOTO ITOpoKa cepaia, npu KT mocae BBegeHUS
KOHTPACTHOT'O IIperiapata Oblaa BBISIBAEHBI CBOE-
o0pasHble U3MEHEHUsd TEMEHHOM AMHCCapHOU Be-
HBI, COODIIAIOIIEeHCsT C APEBOBUAHON CETBHIO ITOM-
KOXKHBIX BEH TeEMEHHO# ob0aacTu roroBbl. CoraacHo
KAaCCHU(PUKAIIUU COCYAUCTBIX MaAbpopMalluii, Imo-
OO0OHBbIE M3MEHEHUS MOXKHO TpPaKTOBAaTh KaK Be-
HO3HYIO AHTHOMMCIIAA3UIO U COOTBETCTBEHHO KakK
cocyaucteit  komnoHeHT VACTERL accoiua-
muu([28, 29].

Hauboaee rposznom kommnoHeHTOM VACTERL
acconMaluy  CYHUTAETCd  TPaxeo-IITHIIEBOIHBIN
CBHUII] B COUETAHUU C (AU Oe3) aTpe3uu MUILEBOAA,
BcTpevaromuiica B 50-80% Habaromenuit (4, 14].
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VMeHHO maHHBIH IIOPOK ABASETCH IIOKa3aHUEM OAd
IIPOBENEHUS IIEPBOOYEPENHOIO OIIEPATHBHOTO A€-
4YeHHs B IepBble MHU XKHU3HHU. B Hamrem Habaome-
HHUHM oOIepalysd TOPaKOCKOIIMYECKOH IIepeBA3KH
TPaxeo-IHIIEBOAHOIO CBHIIA C HAAOXKEHHUEM IIpPH-
Moro 330¢aro-s3odaroanacromosa 6biaa IIpoBee-
Ha 4epe3 7 4acoB IIOCAE KU3HH.

[ToAOKUTEABHBIM MOMEHTOM B OTHOIIEHHH
aTpe3uu IMHINEBOJA CAEAYET CUHUTATh, YTO BBIIBAE-
HHE ee IIPEHMYVIIECTBEHHO IIPOHUCXOMIUT IIPHU aHTe-
HaTaabHOM Y3U maoma. B Hamem HaOAIOLEHUH
IIpHU3HAKH aTPe3HuH IIHUINEeBOoAA OBIAM OUATHOCTH-
poBausl Ipu Y3U naona Ha cpoke 30 HemeAb.

AHOMaAUH Pa3BUTHSA IIOYEK BBIIBAFIOTCH ¥
50-80% mamueHTOB U MOTYT OBITH ITPEACTABAEHBI
areHe3mwell IIOYKHU (OOHO- MAU ABYXCTOPOHHEMH), KH-
CcTaMH IIO4YEK, ITOYEYHOM MHCIIAA3HEM, CpallleHHuEM
TIOYEK, IIOKOBOOOPa3HOM IMOYKOM, a TaK¥Ke IIOpPOo-
KaMU pas3BUTHS ModeTOoYHHKOB. B.K. Cunningham
C COaBT. IIPOBEAM IIOAPOOHBIH aHaAW3 aHoOMaAWH
MoueBbIBoadIIed cuctemsl npu VACTERL accoru-
alyy, B pe3yAabTaTe KOTOPOTO ObIAO yCTAHOBAEHO,
gro y 33 (69%) 48 mammeHTOB UMEAUCh KAMHUYE-
CKHE IIPOIBACHHS HapyIIeHHH MO4YeBbIIEAUTEAb-
HOM cucteMmb! [30]. [Ag BBISICHEHUS NPUIUH BBISIB-
AEHHBIX H3MEHEHHY Bce HabAIoAeHUd OBIAM IIOM-
pasneAseHa Ha ABe I'PYIIbI: IIAllMEeHTbl C Hapylle-
HHUIMH CTPYKTYPbl OPraHOB U 0€3 HapyIIleHUS.
AHOMaAWH pPa3BHUTHUA MOYEBBIAECAUTEABHOH CHCTe-
MBI OBIAM yCTAHOBAEHBI y 25 (52% oT obIiiero Ko-
AVYECTBa ITAIUEHTOB UAU 76% OT OOABHBIX C KAH-
HHUYECKUMH ITPOSBACHHAMH HAapyIIeHHH MOYeBBI-
[OEeAUTEABHOH cucTeMbl). Hallle BCETO MMEAOCH CO-
YyeTaHHUe IIy3bIPHO-MOYETOYHHUKOBOIO pedalokca U
aHaTOMHUYECKHX HapylleHH# (B 27%). I[lomumo
9TOTO OIIPENEASAVCh areHe3Wsd OMOHOM IIOYKU (B
24%), MyABTHUKHCTO3HAasI UAHW AUCIAACTHYHAas M0Y-
kKa (18%), mynamkatypa ModeTOYHHKOB (18%), a
TaKIKe MOAKOBOOOpa3Has rmodka (9%), ruromnaasus
uAm atpodpusd modku (9%) U 3KTO-TUS TOYKH (6%).
[TpumeuareabHo, uTO0 B 88% HabAOmeHU moded-
Hble HapPYLIEHUS COYETAAMCH C aHOPEKTAABHBIMH
maabopmaruaMmu [30]. Kpome Toro, y 55-90%
[IallMeHTOB BCTPeYaloTCd THUIIOCHaaus, KPHII-
TOPXU3M, THAPOKoAbIIOC [14, 31, 32].

YuuThIBasg BBICOKYIO YaCTOTy HAAWYHUSA IIy-
3bIPHO-MOYETOYHHKOBOTO pedarokca Ipu
VACTERL accommanmu, B.K. Cunningham c co-
aBT. PEKOMEHAYIOT BCeM IallMeHTaM C II0fO-
3pennem Ha VACTERL accommariyu IpoBOAUTH
VABTPaA3ByKOBOE HCCAEIOBAHHE MOYEIIOAOBOH CH-
CTEMBI C IIeABIO BBISBACHUS BO3MOXKHBIX aHOMAaAUH
ee pa3Butug [30]. A IOCKOABKY HaAHYHeE IIy3bIPHO-
MOYETOYHHUKOBOI'O pe(AIOKCa HEPEIKO OCAOXKHSIET-
cd MIpHUCOeOUHEHHEM HHQEKIIUH H/HWAW IIOCAEdy-
IOIIUM I[IPOTPECCHUPYIONINMM CKAE€PO30M TKAaHHU IIO-
4yeK ¢ (pOpMHPOBAHHEM II0YE€YHOH HEIOCTATOYHO-
ctu, To 6oabHBIE, cTpanatonme VACTERL accoru-
anuey MOAKHBI Ha IIPOTIKEHUH BCeH KHU3HU IIPO-
XOAUTH IIEPHOANYECKOoe OOCAeNOBAHHE B OTHOIIIE-
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HUM (PYHKIMH [I0Y€K M apTEePUaAbHOTO JaBACHUS
[30].

[IpuMmeyaTeAbHO, YTO HMEHHO areHe3Hus Ae-
BOM IIOYKH Oblra IIEPBOl aHOMAAWEH pPa3BUTHS,
BBIIBA€HHOM B HallleM HalOAlOAeHWH y maozma B 20
HeJIeAb TeCTAIlUU IIPU TTAaHOBOM Y3U GepeMeHHOH
B JKEHCKOM KOHCyAbTallMH. J[laHHas IIaTOAOTHUS
IIOATBEPANAACE U IIOCA€ POXKAEHUS IIpU obcaemo-
BaHUH HOBOPOXKIEHHOIO, M IpHU ayToIcuu. Ilpu
aTrom miocMeptHble MPT m KT xapakTepHUCTHUKH
CBHIETEABCTBOBaAM O BHKApHOH THIIEPTPOdOHUHU
IIpaBoOH ITOYKH.

BecpMma crienmupHUYecKUM IIOpakeHHEeM, BXO-
nammM B VACTERL accommaiiuio, CUYHTAIOTCS
aHOMaAWHM pPa3BUTHS KOCTEH BEPXHUX KOHEYHO-
CTEM: TaK Has3blBa€Mble aHOMaAWH paavaAbHOM
OCH, TAABHBIM 00pa30M Ay4€BOM KOCTH U OOABIIIOTO
naaplia KHUCTH. OOHOCTOPOHHEE  IIOpaskeHHe
BCcTpedaeTcd B 75% HaOAIOOEHHUH, ABYCTOPOHHEE
opaskeHue HalbAoZaeTcd IIPUMEPHO Y YeTBEPTH
IaIlHEeHTOB U XapaKTepH3yeTcsd HeCHMMETPHYHO-
cTeio m3MeHeHu# [15]. CoraacHo KaacCcU(PUKaATHHA
BBIAEASTIOT IIATH THUIIOB ITOPasKEeHUST AyIeBOH KOCTH
[33]:

eTuUn 1 — YKOpOYeHHE AUCTAABHOI'O OTIEAd
AYUEeBOH KOCTH (AydueBad KOCTH Ooaee 4eM Ha 2 MM
KOpoOdUe AOKTEBOH), HeqOopa3BUTHE OOABIIIOTO ITAAb-
a,

°*THUII 2 — THIOIAA3HUA IIPOKCHMAaABHOTO H
OUCTAABHOTO OTHeAa Ay4eBOH KOCTH (AydeBad
KOCTb B MHHHATIOPE),

eTunn 3 — AeeKT TPOKCUMAABHOTO (daIlle),
CPEIHEro AW AUCTAABHOTO OTZEeAd AYIeBOH KOCTH,

° TUII 4 — annAa3ud (IOAHOE OTCYTCTBUE) Ayde-
BOM KOCTH.

B nasbHe#mIem 6b1a 7o6aBAEH ellle OJWH THIIL:
Tunr O, IPpH KOTOPOM AydeBasd KOCTh HOPMAaABHBIX
pa3MepoB, HO HMeeTCd THUIIONAa3us OOABIIOTO
IIaAbIla MAHW KOCTEH 3allgCThs.

B cBoro ouepens aHOMaAHH KOCTEH 3aIsiCThbd
IOAPAa3AEASIOT TaKKe Ha OsaTh THUIoB [34, 35]:

eTun 1 — MHHHMAaAabHas CTENEHb THUIIONAA-
3UH,

° THUII 2 — TUIIOIIAA3USA YMEPEHHOH BBbIpasKeH-
HOCTH,

o TUII 3 — HECTAOHMABHOCTE OOABIIIOrO ITAABLIA
KHCTH,

eTHUN 4 — TakK HAaA3bIBAEMbBIH IIAABAIOIIUH
OOABIIIOHN TTAA€Il,

eTUII S5 — amnaa3ud (OTCYyTCTBHE) OOABIIOTO
IIaAbIIA.

Coraacuo pganabiM D. Carli ¢ coaBT., mpu
VACTERL accornanuu gaiie BCTpedaroTcs THUIBL O
u 4 aHoMaAu# Ay4deBOM KOCTHM U THUIIBI 4 U 5 —
Ooab1rioro naaelia KucTu [15]. B 1ieaom ke aHoma-
AWM DPa3BUTHS KOHEYHOCTEH, BKAIOYAd KOCOAa-
IIOCTB, ITOAMJAKTHAWIO U CHHIAKTHAHWIO, BbIIBAL-
I0TCS IIPHUMEPHO y IIOAOBHUHBI OOABHBIX. B aTo#
CB3M 3aCAyKHBaeT BHHMAaHHUS TOT (akKT, UTO
MaTh OIHCHIBAEMOI'0O HOBOPOXKIEHHOI'O B 4-x — 8-
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MH A€THEM BO3pacTe IIepeHecaa BOCEMBb PEKOH-
CTPYKTUBHBIX OIl€pallii Ha A€BOH KHCTH IIO II0BO-
oy OpaxvomaKTHAVH U CHUHIAKTHAWH. Y CaMOTO Ke
aona, o nauueIiM KT, 6bp1aa BEIIBACHA HEKOTOpas
pa3HHUIla B OAMHE AYYEBBIX H AOKTEBBIX KOCTeH
IIPpaBOH U A€BOM BEPXHEN KOHEYHOCTH, 4YTO, BUIU-
MO, MOXKHO pacCIeHHBaTh B KadecTBe CBoeoOpas-
HOM KOCTHOM aHOMAaAUHU.

CoraacHO [OaHHBIM AHUTEpaTyphbl, HHOTAA Y
IAOOB ¥ HOBOpoxkaeHHbIX ¢ VACTERL ac-
conualnyey orMedaeTcs HaAWdHhe THApPOlledaAHH.
Takoe codeTaHHe CAeOyeT TpPaKTOBaTh Kak
VACTERL-H cunanpom wmam cuHApoM bBpuapna
OBaHca (Briard Evans). [JaHHBIE CHUHAPOM HacAe-
OyeTcs II0 ayTOCOMHO-PElIEeCCHBHOMY THILy, a B
KadecTBe IIPUYMHBI paccMaTpHUBaeTcsa MyTallus
reHa, pacrnosokeHHoOTro B Aokyce PTEN [36]. Pas-
BUTHE TUAPOIEedAANH IIPHU 3TOM OOYCAOBAEHO CTe-
HO30M BOJOIIPOBOZla MO3ra HAM aHoMmaaueidl Ap-
Hoabma-Kuapwu. To €CTb HaCA€ICTBEHHBIN
VACTERL-H cuHzpoMm caemgyeTr OTAMYATH OT IIPO-
croii accoumanmu VACTERL, saBagriomeiicsa cay-
YalHOM acconuanueil BPOXKIECHHBIX aHOMAaANUH.

Caenyer Takske KOHCTATHPOBATb, YTO TOY-
Hble TpuunHbl pa3Butud VACTERL acconmarmm, K
COXKaA€HHIO, HE YCTaHOBAEHBI. BOABIIMHCTBO HC-
caeoBaTeAed cUYHTaeTCd, 4YTO AaHHas I[IaTOAOTHS
BO3HHKAaET CIIOpaAuYecKH, HO dYallle ¥ HOBOPOXK-
[EHHBIX, MaTepH KOTOPBLIX CTPaLaAl CaxXapHbIM
nuabetoMm. Bmecrte ¢ TeMm, B AHTepaType HMEIOTCS
OTZeAbHBbIE OIIHMCaHUsd ceMeHHBIX (opM 3aboaeBa-
Huga [37]. [loaararoT, 9TO B OCHOBE JAaHHOM acco-
MUAIMK A€XKAT HapylleHus 5SMOpHoreHe3a, BBI-
3BaHHbIE pPagUallMOHHBIM wu3aydeHueM [38]. Ilo
mHeHUIO E.S.-W. Ngan c co-aBT., BO3MOXKHOH IIpu-
yuHOM paszButuga accoruanuu VACTERL asaserca
Hapymenne Hedgehog-curHaabHOro IIyTH B 9M-
Opuorenese [39].

Takum o6paszom, VACTERL acconmaiiusa sB-
ASIeTCI PEOKHM, HO TPO3HBIM BPOKIAECHHBIM 3a060-
AeBaHHEM, TPeOyIONIMM B OOABIIMHCTBE CAydaeB
IIpOBeNEeHUsS HEONHOKPATHBIX OIlEPAaTUBHBIX BMe-
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