RUSSIAN ELECTRONIC JOURNAL OF RADIOLOGY

CJIVYAM U3 [IPAKTUKA

KUCTO3HAS AMM®PAHTMOMA TPYAHON NOAOCTU Y HOBOPOXAEHHOTO:
NMOCMEPTHASA KT U MPT BU3YAAUIALLUA NMPU
MATOAOTOAHATOMUHECKOM UCCAEAOBAHUMU

TymaHosa Y.H., AdrivH B.M., Kozaosa A.B., beieHko B.I., LLLeroaes A.N.

poaHaAM3upPOBAHEI JAaHHBIE AUTEPATYPhl U IIPUBENEHO COOCTBEHHOE HaOAIOZEHUE

HOBOPOXKJIEHHOI'0 MAaAbYHMKa C KHCTO3HOM AMMMAHTHOMOH TPYOHOH IIOAOCTH,

OCAOXKHUBIIEHCS pa3BUTHEM HEHMMMYHHOM BOASHKU ITAOJA U THUIIOIIAA3UU AETKUX.

B mpencraBaerHOM HabamneHuu npu Y3U GepeMeHHOE Ha cpoke 23 Hemeau y
II1A0/Ia BBIIBA€HBI MHOTOBOJHE U KHCTBI A€BOro Aerkoro. Ha cpoke 38 HenmeAb B CBA3HU C Ha4a-
AOM POIOBOM MeATEABHOCTH M Pa3BUBIINXCH HapyIIeHHH MaTO4YHO-IIAAIIEHTApHOI'O KPOBOTO-
Ka IIPOBENEHO pPoAopa3pellleHHre IIyTeM Ollepallll KecapeBa cedeHHs. HecmoTpd Ha IIpoBe-
[leH1e MHTEeHCHUBHON Tepaluy, HacTyIlIuAa CMEPTh HOBOPOXKAEeHHOTO. 1o faHHBIM ITOCMEPTHO-
r0 Ay4YEeBOI'O U ayTOICHUIHOIO HCCA€NOBAHUI BBIIBA€HA KHCTO3HAd AWMQAaHTHOMAa IpyaHOH
IIOAOCTH, OCAOKHUBIIASCS pa3BUTHEM HEMMMYHHOH BOIASHKMU IIAOJA UM TUIIOIIAA3UM AETKUX,
KOTOpPBbIE U SIBUAWCH HEIIOCPEACTBEHHOH NMPUYHUHOM rubean. CylieCTBEHHBIM MOMEHTOM IIPO-
BEIIEHHOT'O0 ayTOIICUMHOI'0 HCCAEIOBaHUsS dBAGETCH BbIITOAHeHHe IocMepTHbIXx MPT u KT,
IIO3BOAUBIINM YCTAHOBHUTDH TOYHYIO AOKAAHU3AIIHIO U pa3Mepbl KHCTO3HOTO 00pa3oBaHUd, qUa-
THOCTHPOBATE HEUMMYHHYIO BOOSHKY IIAOJA C KOAWYECTBEHHOU OLIEHKOH 00BbEMOB CBOOOIHOM
KUIKOCTH B CEPO3HBIX ITOAOCTAX M BBIPAXKEHHOCTBHIO aHACapKH, a TaK¥Ke CTelleHb T'HIIoIIAa-
3UU AerKuX. Bepudukanusa AUMQpaHTHOMBI IPOBEIEHA BO BPEMS FHCTOAOTHYECKOTO U UMMY-
HOTHCTOXUMHNYECKNX HCCAENOBaHUH.

KaroueBrie caoBa: AnMaHruoMa, HEeMMMYyHHAas BOASHKA IIAOAA, THIIOIIAA3UST AETKUX,
HOBOPOXIIEHHBIH, ayroricud, nocMeptHad KT, mocmeprHas MPT.
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CYSTIC LYMPHANGIOMA IN A NEWBORN THORACIC CAVITY: POSTMORTEM CT
AND MRI IMAGING DURING PATHOLOGICAL EXAMINATION

Tumanova U.N., Lyapin V.M., KozZiova A.V.,
Bychenko V.G., Shchegolev ALl

he literature data were analyzed and the own observation of a newborn boy with

cystic lymphangioma of the thoracic cavity, which was complicated by the develop-

ment of nonimmune fetal hydrops and lung hypoplasia, is presented. In the pre-
sented observation, polyhydramnios and cysts of the left lung were detected in the fetus
with ultrasound of a pregnant woman at 23 weeks. Delivery was performed by cesarean sec-
tion at 38 weeks in connection with the onset of labor and the development of violations of
utero-placental blood flow. The death of the newborn occurred despite intensive care. Ac-
cording to postmortem radiation and autopsy studies, cystic lymphangioma of the thoracic
cavity was revealed, which was complicated by the development of nonimmune fetal hydrops
and lung hypoplasia, which in turn were the direct cause of death. An important component
of the autopsy study was the implementation of postmortem MRI and CT. This made it pos-
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sible to establish the exact location and size of the cystic formation, to diagnose nonimmune
fetal hydrops with a quantitative assessment of the volume of free fluid in the serous cavities
and the severity of anasarca, as well as to diangostate the degree of hypoplasia of the lungs.
Verification of lymphangioma was carried out during histological and immunohistochemical

studies.

Keywords: lymphangioma, nonimmune fetal hydrops, lung hypoplasia, newborn, au-
topsy, postmortem computed tomography (CT), postmortem magnetic resonance imaging

(MRI).
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Kucrosnag awumdaHruomMa OTHO-

CUTCH K PEIKUM aHOMaAUdaM pPa3BUTHUL

AUM@AaTUIECKOH CHUCTEMBI U XapaKTepH-

3yeTcs HaAWYHMEM TOHKOCTEHHOM KHCTBI

[1]. Cumraercd, 4TO pPa3BUTHE KHUCTO3-

HOM AMMQaHTHOMBI HAYWHaeTcs Iocae 8-oif Heme-

AW TeCTaluy IIpU (POPMHPOBAHHUU AUMQPATHIECKO-

BEHO3HBIX MEIIIOYKOB, KOIZa IIPOHCXOAUT CEKBeE-

CTpalus SAEMEHTOB AUMMPATHYECKOM TKAaHH OT

AUM@AaTHIEeCKUX MEIIOYKOoB [2, 3]. B maapHeiinem

U3-3a OTCYTCTBHUS COOOILIEHUH C AUM@PaTHIeCKUMHU

U BEHO3HBIMH COCyZaMH ITPOUCXOMUT CKOIIA€HHE

AUM@BI B COOTBETCTBEHHO IIPOTPECCHPYIOIIEE

pacuiupeHue  CEKBECTPHPOBAHHBIX  OAEMEHTOB

AnM@aTHIeCcKod TKaHU C (POPMHPOBAHUEM KHUCT
[4].

YacToTra BCTPEYaeMOCTU KHUCTO3HOM AUM-
dauruoms! Bapeupyet oT 0,8 mo 18 HabaromeHui
Ha 10000 mmaomoB [5]. C.P. Chen c coaBrT. [6] yTO4-
HSIOT, YTO 3a00A€BaeMOCTh KHCTO3HOH AMMaH-
ruoMo# cocraBageT 1 Ha 6000 HOBOPOKIEHHBIX U
1 Ha 750 CrIOHTAHHBIX a6OPTYCOB.

BrigBAeHHE KHCTO3HOH AMMQAHTHOMEBI Y
IIA0/Ia TIPOMCXOAUT, KaK IIPaBUAO, IIPH YABTPa3BY-
KOBOM HCCAeIOBaHUU OGepeMeHHOI Bo II TpumecT-
pe. XoTd B pdlie CAy4aeB OHA OIPENEASeTCs II0CAE
POXKAEHHS, a TaK¥Ke y B3POCABIX ITallMEeHTOB [7].
[To muenmio Li Jiao-Ling c coast. [8], 50-65%
AUMQAaHTHOM [QUAaTHOCTUPYETCS BO BPEMS IIpeHa-
TaspHOrO Y3U 1 90% — nocae poxaenud. [Ipu Y3U
OHa OIIpefleAsdeTcd B BHIAE THUIIOIXOT'€HHOTO KH-
CTO3HOTO MHOTOKaMepPHOI'o 00pa3oBaHUA C TOHKU-
MU IIEPEropoakaMiu. XapakTEepPHBIM €€ IIPU3HAKOM
CYHUTAETCH OTCYTCTBHE KPOBOTOKA IIPHU MOIIIIAEPOB-
CKOM KapTUpoBaHUuH [9].

TakTuka BemeHUs OEPEeMEHHOCTH U POIOB
3aBHUCHT OT HAAWYHA COUYETAHHBIX IIOPOKOB pPa3BHU-
THS W XPOMOCOMHBIX aHOMAaAHWM, a TaKXKe pa3BH-
THS TPO3HBIX OCAOXKHEHUH y maoxa [10]. B cayuae
BBISIBACHUS XPOMOCOMHO# IIATOAOTUU U/UAH BBI-
PasKEeHHBIX aHOMaAWM pasBUTHUS II0Ka3aHO IIpe-

| www.rejr.ru | REJR. 2019; 9 (3):215-228

DOI:10.21569/2222-7415-2019-9-3-215-228

peIBaHUEe OepeMeHHOCTH. [Ipy UX OTCYyTCTBHUHU HIPO-
THO3 B IIEAOM OAArONpHUATHBIA, XOTH pomopaspe-
II€EHHE PEKOMEHIYeTCS IIPOBOAUTH B POLOBCIIOMO-
raTEeABHBIX YVIPEXKIEHHUAX C BO3MOXKHOCTBIO IIPOBE-
[EHUS XUPYPTHIECKOTO YAAACHUS AUM(aHTHOMBI U
OKa3aHHS PpeaHUMAallMOHHOM IIOMOIIM HOBOPOXK-
OeHHBIM [9].

[IpencraBagem HabAOOEHHE HOBOPOXKIECHHO-
ro MaAb4YHMKa C KHCTO3HOH AMMGAaHTHOMOU Tpya-
HOM IIOAOCTH, OCAOXKHHUBIIEHCA Pa3BUTHEM HEHUM-
MYHHOUN BOASAHKH IIAOAA.

Bepemennaga 9., 24 aet, noctynuaa B LleHTp
C aMOyAaTOPHOTO IIpHeMa B CBA3U C BBIPAXKEHHBI-
MU HapyLIEeHUIMHU (PETO-IIAAIlEHTapPHOT0 U MaTo4-
HO-TIAQLIEHTAPHOTO KPOBOOOpAIlEHUS U IIpHU3HA-
KaMH{ IIPOTPECCHUPYIOIIEH THUIIOKCHUHM IIAOAa IIPU
cpoke bepemeHHOCTH 38 HemeAb U S5 mAHel. [laHHas
OepeMEeHHOCTb IlepBad, HACTyIIMAA B pe3yAbTaTe
9KCTPaKOPIOPAABHOT'O OIIAOIOTBOPEHHUS U II€PEHO-
ca sMOproHa (mepBas IONbITKA). B mepBoM Tpu-
MEeCTpe Ha CpoKe 6 HeIeAb IIepeHecAa OCTPOoe pe-
crimpaTopHoe 3aboAeBaHUE C IIOBBIIICHHEM TeMIIe-
parypsl no 37,5°C. Ha cpoke 23 Henmeau npu Y3U
y IIAOZla BBIIBA€HO MHOTOBOAME U BPOXKIECHHBIN
IIOPOK pasBUTHUS (KHUCTBI AeBoro aerxkoro). B 30
HeeAb OTMEYEeHBI IIPU3HAKU aHEMUU.

[Ipu moctynnaeHuHU B LIeHTp H3-3a OTCYTCTBHA
yCAOBUI Oad OBICTPOrO POAOPA3pPELICHUS dUepes
€CTECTBEHHBIE POZOBBLIE IIYTH PEIIEHO IPOBECTHU
pomopaspeleHre IIyTeM OIlepaluy KecapeBa Ce-
YeHHs B OKCTPEHHOM Iopdanke. V3BaedeH MQOHO-
IIIEHHBIM MaAb4YUK JAMHOM 53 cM u Maccoii 5094 r.
B cBs3Hu C oTCyTCTBHEM IIPHU3HAKOB CAMOCTOSITEAB-
HOT'O ABIXaHWS IIPW HAAWYHUU OTAEABHBIX CEpLle-
OueHU U MPU3HAKOB IIYABCAIIUH IIyIIOBHHLI HaYa-
ThI peaHUMAallOHHbIe MeponpudaTusa. OmgHaKo II0-
caemHME OKa3asuch He d9(eKTHUBHBI, U OblAd KOH-
cTaTUpoOBaHa CMEPTh.

Yepes 37 uw 20 MHH II0OCA€ KOHCTATAIUU
CMEPTH TeAO pebGEHKA MYZKCKOTO0 II0Aa JOCTABACHO
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Puc. 1 a(Fig. 1 a)

Puc. 16 (Fig. 1 b)

Puc. 1 8 (Fig. 1 ¢)

Puc. 1.

vessels of the liver. Bilateral hydrothorax.

NocMepTHbIE KOMMNbIOTEPHbIE TOMOTPAMMbI TEAQ HOBOPOXXAEHHOTO.

a — opoHTaABHAsd IIPOEKINsd, 6 — CaruTTasbHAsd IPOEKIHs, B — aKCHaAbHAd IpoeKiusg. Haaumyre aAuMQaHTHOMBI B
TPYAHOM IIOAOCTH CAEBA U OIleHKa ee Tornorpaduu. [IByCTOPOHHASA TUIIONIAA3HUs AeTKUX. Haandie cBoOOOHOrO raza B
OpOHXaxX U B cOCyAax IedeHU. [IByCTOPOHHHM I'UAPOTOPaKC.

Fig. 1. Postmortem CT scans of the newborn’s body.

a - frontal, b - sagittal, ¢ - axial projection. Visualization of lymphangioma in the thoracic cavity on the left and
assessment of its topography. Bilateral hypoplasia of the lungs. The presence of free gas in the bronchi and in the

Ha KOMIIAEKCHOE IIaTOAOTOAHATOMHYECKOE HCCAE-
[OBaHUE C UCIIOAB30BaHUEM BUpTOICUU. [Ipu coB-
MECTHOM OCMOTPE TeAa C BPadOM-T€HETUKOM BBI-
SIBA€HBI MHOXKECTBEHHBIE ITPU3HAKU IU33MOpHOTe-
He3a: HENPOIIOPIIMOHAABHOE TEAOCAOKEHHE, YKO-
podeHre BEPXHHUX KOHEYHOCTEeH, MaAeHBKUU HOC,
BIABAEHHAs IIEPEHOCHUIlA, MAWUHHBIA (DUABTD, YIII-
HbIE PAaKOBUHBI AePOPMHUPOBAHBI U POTUPOBAHEI,
cAeBa KpaiiHe HH3KO PACIIOAOXKEHBI; TOTHYECKOE
Hebo, TTonnepeyHble 6O0PO3AbI HA AaQOHAX. MMeroTcs
IIyIIOYHBIH KaTeTep, Ha30TracCTPaAbHBIH 30HI U 9H-
norpaxeasbHass Tpybka. Macca Teaa — 5036 T,
OAMHA — 52 CM, TEMEHHO-KOITUYHUKOBBIH pasMmep — 28
CM, [OAWMHaA NpaBO¥ U A€BOM CTOIBI 7,0 cwm,
OKPY?KHOCTB TOAOBEI — 40,5 cM, OKPY3KHOCTH TPYIOH
— 45 cM (HopMaTHUBHBIE I0Ka3aTeAU A9 38 HEIEAD!
macca — 2486+579 r, nauHa Teaa — 47,3t3,9 cwm,
TEeMEHHO-KOIMYMUKOBBIM pasmep - 33,5+2,6 cwm,
OAvHa cToImbl -7,4+10,8 cm). TpymHoe oKoOdeHeHUe
BBIPAYKEHO PABHOMEPHO BO BCEX TPYIIIaxX MBbIIIIII,
TPYIHBIE TIITHA PACIOAOXKEHBI Ha JOP3aABHOMU IO-
BEPXHOCTH T€Ad, CHUHIOIIIHO-PO30BOTO I[BETA, IIPU
Ha/IaBAUBAaHUU BOCCTAHABAMBAIOT CBOIO OKPACKY.
KozkHbIe IIOKPOBBI OAEQHO-CHHIOIITHOTO IIBETA.
[MoaKOKHO-3)KUPOBasi KAETYATKA Ha TPYAU TOAIIH-
"ot 1,0 cM, Ha xuBoTe — 1,0 cMm. IlymouHOoe KOABL-
110 pacroAaraeTcd Ha TPaHUIle CpeaHed U HUXKHeU
TPETU OPIOIIHOM CTEeHKU. HorreBble MAACTHUHBI 10-
XOMAT A0 Kpas HOTTEBOI'O AOXKA. JIUYKU HE OIyIlle-
HBI B MOIIIOHKY. AHYC B THUIIMYHOM MECTE, IIPOXO-
JIHM.
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Yepes 38 gacoB 45 MHUHYT IIOCA€ KOHCTaTa-
MU CMEPTH, OO0 ayTOICHH, IIPOBEAEHO ITIOCMEPT-
weie MPT u KT. MPT Teaa BbIIIOAHEHA B CTaHOAPT-
HbIX T1- m T2-UMIyABCHBIX IIOCA€OOBATEABHOCTSIX
Ha amnmapate 3 T Siemens Magnetom Verio 3. KT
BBINOAHeHa Ha armmapare Toshiba Aquilion ONE
640. MccaeqoBaHus MPOBOAUAU B IIOAOKEHUU TeAa
Ha cnuHe. AHaAW3 OaHHBIX U TpexMepHas obpa-
0O0TKa TOMOT'pPaMM BBIIIOAHEHBI C HCIIOAB30BaHHEM
CIIEIIMaAHM3UPOBAHHOIO IIPOrpaMMHOrO obecrieue-
Hug “Myrian Expert”, Intrasense.

[To maHHBIM AYy4€BOI'O HCCAEIOBAHHS TOAIIIM-
Ha IIOAKOXKHOM-KHPOBOH KAETYATKH B 00AacTH
nepenHeil OPIOIIIHOM CTEHKW IO IIPaBOil cpemHe-
KAIOYUYHOH AMHHUH B IIPOEKIIMHU BH3yaAH3allUU
IIpaBOH MOAW II€YeHH cocTaBadgeT 13 MM, B obaa-
CTH II€epPEeAHEN IPyAHOM CTEHKHU II0 CPEOUHHOMU AU-
HUU TeAa Ha HUKHEH TPeTbhbIO IPyAHHBI — 14 MM,
TOAIIIMHA CKaAbIla B AOOHO-TeMeHHOH obaactu — 9
MM (puc. 1, 2). MPT mnokazareab oTekKa KOXH U
TIOIKOXKHOM KAETUYATKH OproirHo# cTeHKU — 0,342,
rpynHo#t creHku — 0,368, ckaavma — 0,237. MPT
IIoKas3aTeAb THApaTallMyd KOXKH U IIOAKOXKHOU
KAETYATKU OpIOIIHON cTeHKH - 61,8, rpymnHOH
cTeHKH — 54,4, ckaabma — 59.

Habaronmaerca mucaokanyg cepnna U opra-
HOB CPEIOCTEHHd BIIPABO 3a CYET HaAWYUS B Ae-
BOM IIA€EBPAABHOM IIOAOCTH [ABYXKAMEPHOMW KHCTBI
AuaMeTpPOM KaMep S CM U 2 CM, C YeTKUM POBHBIM
KOHTYPOM, TOAIIIMHOM CTE€HKHU 2 MM (puc. 1, 2).
Boabniasg kamepa KHUCTBI IIPHUAEKUT K guadparme
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Puc. 2 a (Fig. 2 a) Puc. 2 6 (Fig. 2 b)

Puc. 2 r (Fig. 2 d)

Puc. 2 a (Fig. 2 e) Puc. 2 e (Fig. 2 f)

Puc. 2. NMocmepTHble MP-TOMOrpaMMbl TEAQ HOBOPOXAEHHOrO: a, B, A — T2-B3BeLLEeHHOe U306paxeHue,
6, r, e - T1-B3BeLLEHHOE U306paxeHue.

a, 6 — dopoHTaABHAT IPOEKIINS, B, I' — CATHTTAABHAS IIPOEKIHS, 1, € - aKCHaAbHasa IIpoeknuda. Haanmane auMdaHruo-
MBI B I'PYIHOH IIOAOCTH CA€Ba. Bu3yasmsanusa KaMep ANMMAHTHOMEI B OIlEHKa HX pasMepoB. Buiyaanusamus cocy-
[OVCTOM HOXKXKHU AUM(AHTHOMEI. [[BYCTOPOHHSS THIIONAA3Ud AETKUX. [IBYCTOPOHHUI THApoTOpakc. Acuur. AHacap-
Ka.

Fig. 2. Postmortem MR images of the newborn’s body: a,c,e - T2-weighted image, b,d.f - T1-weighted
image;

a,b - frontal, c,d - sagittal, e,f - axial projection. Visualization of lymphangioma in the thoracic cavity on the left.
Visualization of lymphangioma’s cavities and assessment of their size. Visualization of the vascular pedicle of lym-
phangioma. Bilateral hypoplasia of the lungs. Bilateral hydrothorax. Ascites. Anasarca.
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6e3 IIPH3HAKOB CpallleHHus ¢ rmocaegHeti. MeHbIasa
KaMepa pacllOAOKeHa CIIEPEN U HECKOABKO A€BeEe
oT obpaszoBaHua Goablile#i KaMephbl. B cTeHKe KH-
CTBl BU3yaAU3HUPYyeTCS HaAW4YHe KPOBEHOCHBIX CO-
CYIOB AUAMETPOM OO0 2 MM, IIPU 3TOM B OoAbIIIeH
KaMepe OHHM eIWHHYHBbIe, B MeHbIIeld — MHOKe-
CTBeHHble. MeHbIIagd KaMmepa KHUCTbl UMeEET IIPHU-
AeKallylo K auadparMe COCyAHUCTYIO HOXKKY TOA-
mHOM 3 MM, COZepsKalllylo ABa cocyda AHUaMeT-
pom 1o 1,5 MM (puc. 2). B nmpocBeTe KHUCTBI oIIpe-
[EAdeTCsl COAep:KUMOe, HamboAaee COOTBETCTBYIO-
ee JXKUAKOCTH HUAU AuMd@e. OO0BeM I'pyaHOMH IT0AO-
ctu cocraBaseT 381 cm®, o6beM GoABIIIEH KaMmephl
— 54 cm®, meHbIleit kKameps! — 1,8 cm®, obIHi 00B-
€M AByXKaMepHO# KHUCTBHI — 55,8 cM®, 94TO cocTaB-
asieT 14,6% oT o6beMa TpyaHOM ITOAOCTH (pHC. 3).

KocTu AnI1leBOro M MO3TOBOTO OTAEAOB depe-
na cgopMmupoBaHbl. Boablnne mnoaymapus cdop-
MHPOBaHBI: O0OBEM IIPABOI'O IIOAYIIAPHUS MO3Ta —
204 cm®, aeBoro moaymiapus Mosra — 191 cwm?.
CmellieHHe CPeOUHHBIX CTPYKTYP MO3ra He BBIAB-
aeHo. O6beM Mo3xkeuka — 30 cm®. B cuHycax BU3y-
aAu3UpPYyeTCd HE3HAYUTEABHOE KOAMYECTBO KPOBH U
IIOCMEPTHBIX CTYCTKOB KPOBH, CEIUMEHTAIINSA KPO-
BU He oIlpenesercs. ToammHa Kopbl 3 MM, 60po3-
OBl BBIPasKE€HbI, U3BHUAMHBI C(POPMHPOBAHBI COOT-
BETCTBEHHO I'eCTAllMOHHOMY CPOKY, CraazkeHbI. Be-
AO€ BEILECTBO IIOAYIIapHil TOAOBHOI'O Mo3ra 0e3
ocoberHOCTeH. 2KeAymodKH MO3ra pPacIIlOAOKEHBI
TUIIMYHO, HMEIOT 4YeTKHe KOHTYPBI, ComepzKaT
KuAKocTh. [llupuHa nepeqHUX PoroB HOKOBBIX Ke-
AYIOYKOB Ha ypOBHEe cpe3a oTBepcTus MOHpo B
aKCHaABbHOM ITPOEKIINH — II0 5 MM CIIpaBa U CAeBa.
Unpekc xkeaynoukoB — 15,4. [Mupwuna III xeaymou-
kKa — 5 mm. Mupekc IV xeaymouka 11,4. CouHHOMU
MO3T PACIIOAOKEH B IIEHTPE II03BOHOYHOIO KaHaAa,
TOAIIMHON 7 MM, HHTEHCHBHOCTH CHUTHaAa U IIAOT-
HOCTBH — OOHOPOJAHBIE M T'OMOI'€HHBIE Ha BCEM IIPO-
TSKEHUU.

Ocp cepama pacloAoXKeHa IIOAYTOPH30H-
TasbHO. Kapauno-topakaabHbltt mHaekc (KTU) co-
craBager 0,5. B moaocTH mnepukapaa HMeeTcs
KUOKOCTb o0beMoM 1 cm®. Cepalie oBaabHOM (hop-
MbI, padmepamu 60x40x38 mMm. O0Bem cepaiia 6e3
nepukapaa — 48,4 cm®. ToAlnmHa MeXKIKEAYIOUKO-
BOM meperoponkyu — S MM. ToalmMHa MHOKapaa
CTEHKH A€BOIO JKEAy/IOYKa B aKCHaABHOH IIPOeK-
ouu — 4 MM, IIPaBoOTro KeAaymodka — 3 MM. OBaAb-
HOe OKHO auameTpoM — 6 MMm. MarucrpasbHble CO-
cynel 6e3 ocobeHHOCTel. [lramMeTp aopThl HAL KAA-
nmaHamMu — 7 MM, OyTH — 7 MM, B 00AQCTHU Tieperieii-
Ka — 5 MM, HUCXOASIIETO oTmesa — 6 mM. OTHoOIIIEe-
HHE auaMeTpa BOCXOAMAIETO OTAeAd aopThl K AHa-
MeTpy Hucxopxgamiero — 1,2 : 1. Aprepuu u BEHBI
cepana cdopMHUpoBaHbI, 6e3 ocobeHHOcTeli. B
IIPOCBETE UX OTMedaeTcs 9 IMy3bIphbKOB AHAMETPOM
00 4 MM CBOOOZHOTIO rasa.

Bepxuue npixaTeAbHbIE IIyTH CopMHpOBa-
HBI IIPaBHABHO, ITPOXOAUWMEBI. AHATOMHUS U TOIIO-
rpadus rAaBHBIX OPOHXOB COXPaHEHEI, B IIPOCBETE
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OPOHXOB CpEeIHEro AUaMeTpa OIPEHEAIeTCs yMe-
PEHHOE KOAWYECTBO CBOOOmHOro rasa (puc. 1 a).
Aerkue He IpHAEXKAT K TPyAHOM CTEHKE II0 BCeH
IIOBEPXHOCTHU. AeTKHE 3HAYHUTEABHO YMEHBIIIEHBI B
pasMepax, COaBAE€HBI OOABIIUM OOBEMOM IIAEB-
pasbHOM KUAOKOCTH C 00eux CTOpoH. B mpaBoii
TIA€BPaAbLHOM ITOAOCTH IKHUAKOCTBH oO0bemom 108
cM®, B A€BOUM mHA€BpaabHOM moaoctu — 96,5 cwm®
(puc. 3). YmeabHBI# OOBEM IKUAKOCTU B IIPABOM
TIA€BPaABHOM IIOAOCTH OT Y2 T'PyAHOM IIOAOCTH CO-
craBasgeT 56,69%, B A€BOH ITA€BPAABHOMN ITOAOCTH —
50,66%. OOt ymeAbHBIH OOBEM 3IKUIAKOCTU B
IIAEBPaABHBIX IIOAOCTSX OTHOCHUTEABHO TI'pyAHOH
IIOAOCTH cocTaBaseT 56,7%. YmoeAbHBIH 0OBEM
IIPaBOTO AETKOI'O OT Y2 I'PYIHOM IIOAOCTH COCTaBAS-
er 3,78%, a aeBoro — 1,4%. YaeAbHBIN 00beEM 000-
UX ACTKHX B T'PYyOHOM IIOAOCTH cocTaBaseT 2,6%.
Macca npaBoro aérkoro, mo maHHeIM MPT, — 8,37
T, AeBoro Aérkoro — 3,1 .

OpraHbl OPIOIIHON MOAOCTH PAaCIIOAOKEHBI
IIPpaBHUABLHO. B OpIOIIHOH IIOAOCTH KHUIKOCTH 00Be-
MoM 64 cm®, ymeAbHbIH ee o6beM — 14,9%. AHato-
MU KHIIeYHHKa COXpaHeHa, BHU3yaAHU3UPYeTCs
BBIXO[] IIETAW TOHKOM KHIIIKH 4epe3 IIPaBBIY I1axo-
BbIH KaHaA B MOILOHKY ([IaxoBad TphIKa CIIpaBa).
[Tegenp pasmepamu 83x52x70 mm, obvem — 167
cm®. Tloukn 6060OBHAHOM (QOPMBI, PACIIOAOIKEHUE
TUIIMYHOE, IIpaBas II0oYKa pasMepaMu 42x25x25
MM, AeBagd — 42x25x25 mM. O6beM IIpaBoil ITOYKHU
— 13 cm®, aeBoit — 15 cm®. ToaumHa KOPKOBOTO
crosg — 3 MM. YarreuyHo-AoOXaHOYHAd cuUcTeMa 06e3
ocobenHocTteti. MOYETOYHHMKH BHU3yAAU3UPYIOTCS
110 OJHOMY C O0EHMX CTOPOH, UX XOI aHATOMHYECKHU
coxpaHneH. lIlupuHa IIpaBoro U A€BOr0 MOYETOYHH-
KoB — 4 wMM. MoueBoii my3pIpb pasMepamu
36x20x17 MM, TOAIIIMHA CTE€HKHU — 2 MM, BU3yaAU-
3UpyeTcd XKUIOKOE COMNEPKUMOE, I10 IIAOTHOCTH CO-
oTBeTCTByIolIe Mode. Tororpadus U CTpoeHUue ce-
A€3€HKH COXpaHeHbl, 0e3 ocobeHHocTelH, pa3Mepbl
— 39x14x22 MM, 06BeM — 9,7 cm®.

BrIgBA€HO YKOpO4YEHHE BEPXHUX KOHEYHO-
CTel: NAMHA KOCTHOM 4acCTH IIPaBOU IIA€YEBOM KO-
ctu — 6,75 cM, AeBo#t — 6,51 cM, TIpaBoil AOKTEBOM
KocTu — 5, 86 cMm, AeBo# — 5,49 cm. dapo Bekaapa
BH3yaAU3HUPyeTCcs Ha 000MX AHUCTAABHBIX dIIH(pH3axX
OemxpeHHbIX KocTel, nuamerpoM 4 MM. Todku OKoO-
CTEHEHHs IIPH aHaAu3e¢ KOMIIBIOTEPHBIX TOMO-
rpaMM: COOTBETCTBYIOT CPOKY IeCTaIlUU.

Tumyc 6e3 ocobenHocteii. [lonepeunsIi pas-
Mep — 16 mMm. KapauoTuMuKOTOpaKaAbHBIN UHIEKC
(KTTH) - 0,216. Ba3zokapauasbHBIM HHIEKC
(BKN%) — 43,6%.

3akarodeHHe II0 JAaHHBIM [IOCMEPTHOI'O KOM-
IIAEKCHOI'O AyYEeBOT'O MCCAENOBaHUS: KHCTO3HAd
avM@aHTHOMa A€BOM IIA€BPAABHOH IIOAOCTH; BO-
[STHKAa IIAOJA, IIPOSIBUBILALACS aHaCapKOH, ABYCTO-
POHHHM THAPOTOPAKCOM, AaCILIUTOM; THUIIONAA3US
AETKHUX KPUTHYECKOH CTeIleH! C AVCAOKaluei op-
raHOB CPENOCTEHHS BIIPABO; IIPABOCTOPOHHAL IIa-
XOBasd I'pblxKa; YKOPOUYEHHE KOCTeH BEPXHUX KO
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Puc. 3 a (Fig. 3 a)

Puc. 3 6 (Fig. 3 b)

Puc. 3 B (Fig. 3 ¢)

Puc. 3 r (Fig. 3 d)

Puc. 3.

weighted image

a,b - frontal projection, c,d - axial projection.

KoM6GMHUPOBAOHHOE M306paXKeHMe NOCMePTHbIX MP-TOMOrpaMM C TPEXMEPHOU PEKOHCTPYK-
LLMEN U OBTOMATUIUPOBAHHBIM PACHETOM O6BbEMHbIX NMAPAMETPOB OBAACTEN MHTEPECA: AETKME, AUM-
daHrmoma, ruapoTopakc. T2-B3BeLeHHOe u3obpaxeHue.

a, 6 — PpoHTaABHAS IIPOEKIIHS, B, T — AKCHAABHAS IIPOEKITHSI.

Fig. 3. Combination of postmortem MR tomograms with three-dimensional reconstruction and automat-
ed calculation of volumetric parameters of areas of interest: lungs, lymphangioma, hydrothorax. T2

HEYHOCTEH.

HemocpeacTBeHHO IIOCA€ 3aBEPILIEHUS IIO-
CMEPTHOTO AYYE€BOTO MCCA€OBAHHUSA IIPOBEAEHO
IIaTOAOTOAHATOMHYECKOe BCKpbITHE. [Ipu ayrto-
IICHHM TIOAKOXKHO-XKHpOBad KAeTJYaTKa Ha TIpyau
ToammHoM 1,0 cMm, Ha xkxuBote — 1,0 cMm, Ipu pas-
pe3€e BBIAEASETCHI CBETAAS KUIKOCTb.

Koctm uepema neavle. TBepmasg Mo3sroBas
0060A0YKa CBETAO-CEPOTO IIBETA, MAaTOBOTO BHIA,
raakad, CeprHOBUAHBIN OTPOCTOK M MO32KE€YKOBBIU
HaMeT IIeAbl, B CHHycCaxX HalbAgaeTcd TeMHas
XKHUAKas KPOBb. Msarkas moaroBas oboaodka Oae-
cTdlinasi, ITOAHOKpoOBHasg. ['OAOBHOM MO3r Maccou
495 r (HopMma 317+83 r). BoabIlne noaymiapusa ro-
AOBHOTO MO3Ta C(pOpPMUPOBAHBI CUMMETPUYIHO, U3-
BHAHHBI YIAOLIEHBI, G0pO3abl craazkeHbl. Ha pas-
pe3e MO3T MSArKoil KOHCHCTEHIIMU cO caabo BbeIpa-
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JKEHHOM T'paHUIle ceporo u 6eaoro BerrecTBa. I1o-
AOCTH A€BOTO U IIPABOr0 OOKOBBIX 3JKEAYIOYKOB
paclIMpeHsl, COAEpzKaT IIPO3PaYHyI0 CBETAO-
JKEATOBATYIO XKHUJAKOCTBh. UeTBEPTHIM U TPETHH XKe-
AYOOYKH He pacmupeHbl. [loaymiapua Mo3xKedka
CHUMMETPUYHBIE.

B aAeBo#l mAeBpasbHOM IIOAOCTH COAEPKUTCHA
88 Ma, B mmpaBo#l ImAEBPAABHOH MOAOCTH — 97 MA
IIPO3pPavyHON CBETAO-XKEATOM KUIAKOCTH. B aAeBoH
IIA€EBPAABHOM IIOAOCTH OIIPENEASIETCS OIYXOAECBUI-
HOoe obOpasoBanue pasmepamu 5,0x4,7x3,5 cwM,
PAaCIIOAOZKEHHOE Ha HOXKE, OTXOOdIIEH OT aua-
¢dparmb! (ToarmmHa HOXKH — 0,3 cMm, mamHa — 1,8
cM) (puc. 4 a). IIpu BCcKpbITUH 0Opa3oBaHUeE MIPEm-
CTaBAEHO [OBYXKAaMEPHOM TOHKOCTEHHOM KMCTOH,
colepzalllell  CBETAO-XKEATOBATYIO IIPO3PAYHYIO
KUAKOCTb. [uaMerp OOABIIEd KaMephl — S5 CM,
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Puc. 4 a (Fig. 4 a)

Puc. 4 6 (Fig. 4 b)

Puc. 4 B (Fig. 4 ¢)

Puc.4. <PoTorpachum.

Fig. 4. Photos.

MaKpOCKOl'II/I‘IeCKI/Ie XapaKTEPUCTUKHU T€AA HOBOPOXKIAECHHOI'O: a — KUCTO3HAd AI/IM(baHI‘I/IOMa, BHEIIHUMN BUL; 0 — KHU-
CTO3Had AI/IMq)aHI‘I/IOMa, BHU/ Ha Pa3pes3e€; B — TUIIOIIAA3HULd AETKHUX, BHEIIHUHN BH.

Macroscopic characteristics of the body of the newborn: a - cystic lymphangioma, appearance; b - cystic lymphan-
gioma, view in section; B - lung hypoplasia, appearance.

MmeHbIllett — 1,5 cm, ToammHa creHku — 0,2 cwM,
BHYTPEHHHd [IOBEPXHOCTBH TAaKasd CEPO-PO30BOrO
nBera (puc. 4 0). AeBoe Aérkoe pazMepamMu
2x1,8x1,3 cM, IIpeAcTaBA€HO ABYMS AOAIMU, MsI-
CHCTOM KOHCHCTEHIIMH, IIO[KAaTO K KOPHIO AETKO-
ro, Ha paspe3e TEeMHO-KpacHoro Isera. [IpaBoe
AETKOE IIPEICTABACHO TPEMS MOOAIMH, MSICHCTOH
KOHCHCTEHIIUH, Ha pa3pe3e TeMHO-KPacHOIo IIBeTa
(puc. 4 B). Macca aeBoro aerkoro — 2,23 r, IIpaBoro
Aérkoro — 5,87 r, oboux aerkux — 8,1 r (Hopma 42,9
*+15,7 r, neduut maccel Aerkux 81,2%). AerouHo-
naonubit uaexkc 0,001 (mopma 0,012). ITpum mpo-
BeIEHUU BOASHOM IPOOBI KyCOUKH TKAHU IIPABOTO
U A€BOT'0 AETKOT'O TOHYT B BOJE.

Cepalle U opraHbl CPeOOCTEHHUS CMeEIeHbI
BIpaBo. B moaoctu nepurapma 1 Ma Ipo3padHoH
CBETAO-3KeATOBaTOH KUAKOCTH. Ceplle IIapoOBU/I-
HOUM popmbl pasmepamu 4,7x4,3x3,4 cm, mMaccoit
27,3 r (HopMma 16,4+4.,4 1). Ochb cepalla pPacloAo-
JKeHa BepTUKaabHO. MHOKapa Ha paspes3e CBETAO-
KpacHOBaTOro IIBeTa, ApA0AOBaATOH KOHCHCTEH-
nuu. ToAlmmHA CTEHKH AeBOTro keaynodka — 0,4 cwm,
npasBoro xeaymouka — 0,3 cMm. YlMKa 0OBaABHOTIO
okHa guamerpoM 0,7 cM, oBaabHOE€ OKHO OTKPBITO
(mmameTrp 0,3 cM). B moaocTsax cepAaiia ¥ KPYITHBIX
cocyoB HeOOABIIIOE KOAMYECTBO KHUIAKOH TEMHO-
KpacHO¥ KpoBH. bBoTaar0B IIPOTOK OTKPHBIT (nua-
meTp 0,2 cm).

Can3ucras TAOTKH MW [IHINEBOJA CEPO-
pos3oBoro IBera Oaecrdias. BpromnmHa raagkas
Oaecrdirias, B IIOAOCTH ee 35 MA IIPO3PadyHON CBeT-
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AO-3KeATOBaTOM KuakocTu. Camsucras o6oA0uKa
XKeAayaka baecTdiniasg ¢ MEAKOTOUYEYHBIMU KPOBOM3-
angHuIMH. [ledyens pasmepamu 12,7x6,0x5,5x2,5
cM, maccoit 143,3,0 r (Hopma 100+44 1), Ha paspe-
3e KpacHOBaTO-KOPHYHEBOro IBera. [lomxkeaymod-
Hasg JKeAe3a Ha pas3pe3e CEepo-po30BOTO IIBeTa,
macca — 3,43 r. [louku Go6oBUAHON POPMEBI, TIpa-
Bag pasmepom 4,2x2,0x1,8 cm, maccoir 11,87 T,
aeBast paszmepoM 4,0x2,2x2,0 cMm, maccoit 14,57 .
Karmcyaa moduek Gaectsinass, CHUMaeTcs Aerko. [To-
BEPXHOCTD I04YeK nosbpdaTad, cepoBaTo-
CHHIOIITHOTO I1BeTa. Ha paspese rpaHuIla KOPKOBO-
o U MO3TOBOTO caos dyeTkas. Ceae3eHKa paszMepa-
mu 4,4x3,2x2,4 cm, macco#t 10,47 T, MATKO# KOH-
CHUCTEHIIMH, Ha pa3pe3e TeMHO-KPacHOI'o IIBeTa.
HanmoyeyHnuku TpeyroabHOH (hopMbI, Ha paspese
caou guppepeHIITPOBAHEIL.

[laamenTa, IpHCcAaHHAS OTAEABHO, pasMepa-
Mu 27x23x3 cm, maccoit 1064 1, ¢ KpyIIHBIMH KO-
THAEOHAMHU, Ha pas3pese IIOAHOKpoBHasd. [IyroBu-
Ha: navHA 43 cM, IIpHUKpPENAEHHE — IIeHTPaAbHOe,
U3BUTOCTE — 11 BHUTKOB BA€BO (MHIEKC U3BUTOCTHU
-0,25).

[Ipr THCTOAOTHYECKOM MCCAENOBAHUH IIpe-
IapaToB, OKpAIIeHHBIX INeMaTOKCHAMHOM H 303U-
HOM, CTE€HKa KHCTBI IIpeICTaBA€HA COeIUHUTEAb-
HOH TKaHBIO, BBICTAAHHOH VIIAOIIEHHBIMH KAETKA-
MU (puc. S5 a). UMMyHOTHCTOXUMHUYECKU OTMeYaeT-
cd IIOAOKHUTeABHAd dKcrpeccuss D2-40 (puc. 5 6) u
orpuniareapHasg CD31 (puc. S B). Ha rucroaoruue-
CKUX IIperiaparax TIOAOBHOI'O MO3ra OTMEYaroTCs
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Puc. 5 a (Fig. 5 a)

Puc. 5 6 (Fig. 5 b)

Puc. 5 B (Fig. 5 c)

Puc. 5.

a — OKpacCkKa reMmaTOKCHAMHOM M 303HHOM, 0 — IMOAOXKUTEALHAS OKCIIPECCHUA D2-40, B — OTpHLATEABHasdA 3KCIIPECCHUA

CD34; yB. 200.

Fig. 5. Microscopic characteristics of cystic ymphangioma.

a - stained with hematoxylin and eosin, b - positive expression of D2-40, ¢ - negative expression of CD34; SW.

200.

MukpockonMyeckme XxapakTepmucTUKHU KMCTO3HOM AMMOD AHIMOMBI.

IPU3HAKU [I€PHUBACKYASIPHOI'O U II€PULIEAAIOASIPHO-
ro oréka. B Aerkux npusHaKU IIO3MHEN CaKKyAdp-
HOM cTaguM pa3BUTHA C HAAUYHUEM aTEAEKTa30B,
KOAUYECTBO pPaJHaAbHBIX aabBeoa — 2-3. B muo-
Kap/e IBACHHS OTeKa M (PparMeHTallMH Kapauo-
MHOLIUTOB. ['emaTonuThel ¥ HEeMPOIUTEI C IIPHU3HA-
KaMH BaKyOAHW3alluu. THMyC C HaAWYHEM TEAEl]
laccaaa B mosroBoMm caoe. Ilocaen ¢ mpusHakamu
3aMEIAEHHOI'O CO3PE€BaHHdA BOPCHHKOBOIO depeBa
IIAQIIEHTBI, YMEPEHHBIM KOAWUYECTBOM CHHIIUTH-
aABHBIX II0YEeK U HaAWYUEeM MEAKHX MH(aPKTOB.

3akarouyeHue. CMEPTh HACTyIIHAA BCAEA-
CTBHE HEHMMMYHHOH BOASHKH IIAOAA, OOYyCAOBAEH-
HOM THMTaHTCKOH KHCTO3HOU AUM(AaHTHOMOMN AeBOHU
IIOAOBHHBI I'PYAHOHU HOAOCTH. CYIIIECTBEHHYIO POAb
B TAHATOI'€HE3€ ChIlpasa TaKKe AMCAOKAaIlUsS opra-
HOB CPEIOCTEHHUS U CEep/lia BIIPABO C TUIIONAa3ueH
000HX AETKHX.

Takum o6pasoM, IO pe3yabTaTaM IMaTOAOTO-
aHaATOMHUYECKOTO HCCAE€IOBaHUA U [AHHBIX IIO-
cmepTHBIX KT 1 MPT 6bIAO0 yCTAHOBACHO HaAHYIHE
KHCTO3HOH AMM(AaHTHOMBI, PACIIOAOXKEHHOU B Ae-
BOM IIOAOBHHE I'DYAHOM IIOAOCTH, HEUMMYHHOI BO-
OSHKU TIAOJA U TUIIOIAA3UU AETKHUX.

F'oBops o auMdaHTHOME, CAEAYET OTMETUTD,
4TO MCTOPUYECKH KAacCH(UKaAIIUSI U MOP(OAOTH-
YeCKHE KPUTEPUU AUMMPAHTHOM IIPUBOAATCI B PY-
KOBOJICTBax II0 OHKOAOTHH. Tak, B COBPEMEHHOM,
4-om mu3nmaHuu, pykosoacTBe «WHO classification
of tumours of soft tissue and bone» aumdanruoma
durypupyer B pyOpHKe MOOPOKAYECTBEHHBIX OITY-
xoaett cocynoB (ICD-O kox 9170/0) [11]. IIpu aToMm
OHa oIpeneAsdeTcsd KaK a00poKadecTBEHHOE Ka-
BEPHO3HOE / KHCTO3HOE€ IIOpaskeHHe COCYOB,
IpPeACTaBAEHHOE pPaCUIMPEeHHBIMH AHUMMaTHde-
ckuMu KaHasamu [12]. CoraacHo xe ISSVA
(International Society for the Study of Vascular
Anomalies) kaaccudUKalM IIATOAOTHH COCYIOB
[13], AumcpaHTHOMA IpeacTaBACHA B PyOpHKe mpo-
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CTBIX AUMMPATHIECKUX MAaAb(POPMAIIN.

Caemyer TakxKe M00ABUTBH, YTO B PYKOBOI-
CTBE II0 IIATOAOTHH OIIyXOA€H MSATKHX TKaHed B
KadeCcTBe CHHOHHUMOB AUMMAaHTHOMBI Ha3BaHbI KU-
CTO3HAd TUTpoMa U AUM@aTHdeckas MasbopMa-
nuga [12]. IlepBoe omucaHue KHUCTO3HOHM THTPOMBI
OBIAO OITyOAHMKOBaHO, 110 MHeHUIO [14], B 1828 roxy
Redenbacher.

Pasmeps! auM@aHTHOM BapbUPYIOT OT He-
CKOABKHUX MUAAUMETPOB A0 10-15 cm, Ha ocHOBa-
HUU YEero OHU IIOAPAa3/IEATIOTCS Ha MHUKPOKHCTO3-
HbIEe (MeHee 2 CM), MAaKpPOKHCTO3HbBIE (0oaee 2 cM) U
cmemranubele [4, 15]. Tak, J.-L. Li ¢ coast. [10],
npu npenatasabHoM Y3U 130202 GepeMeHHBIX BbI-
aBuan 79 aummdpanruom cpeau 133322 1A0mdoB,
pasMepsl KOTOPBIX BapbUPOBaAH OT OX5X6 MM 10
164x64x150 MM (cpemHHE pasMepbl COCTaBHUAHN
51x21x49 MM). B 3aBHCHMOCTH OT BHYTPEHHETO
CTpOoeHHUs AU(MAHTHOMBI MOTYT OBITH OJHOKaMep-
HBIMH ¥ MHOTOKaMepHBIMH [16].

CoraacHO [OaHHBIM AHTEpPATYpPbl, AUM@aH-
THOMa MOXKET PAa3BHUTBhCHA B Pa3AHUYHBIX 00AACTSIX
TeAa TIAOLA, HO HauboAee JacTO HPOUCXOAUT B 00-
AacTy meu [17]. B 3Toi cBA3U IIPU BBIIBACHHUHU €€
BO BpeMda Y3U B I TpumecTpe roBopdT O MIEHHOM
OTEKEe HMAW YBEAHYEHUU TOAIIMHBI BOPOTHHUKOBOI'O
npocrpaHctBa [1]. Tlo mamueiM P.L. Giacalone c
coaBT. [18] u R.L. Schild c coasrt. [19], aumdan-
THOMa AOKAAM3yeTcs B obaacTu Ieu B 75% cayda-
€B, B IIOAMBIIIEYHOU 06aacTu — B 20%, B OprourHoi#
TIOAOCTH U 3a0PIOIIMHHOM IIPOCTPAHCTBE — B 2%, B
KOHEYHOCTIX — B 2% U B cpenocteHuu — 1%. B uc-
caenoBaHuu J.L. Li ¢ coaBt. [10] aAMMpaHTHOMEI B
obaactu mien cocraBuau 63,29%,B IMOAMBIIIIEYHOMN
aMmke — 5,06% u B cpenocrenuu — 1,3%. [JOBOABHO
penkoil Aokaamzarueidl ANMQAHTHOMBI SBAFETCH
cpenocrenue. [lo manueim H. Tanaka c coast. [20],
B autepatype mo 2018 r. 6b1a0 ommHMcaHO AWIIE 13
HabAIOAEHUH C NpeHaTaAbHO AUATHOCTUPOBAHHOM
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AUMQAaHTHOMOH, PACIIOAOKEHHOH B CPEIOCTEHHH.

CaenyeT OTMETHUTH, YTO COTAACHO [JaHHBIM
auTepatypsl [16, 21, 22], KUCTO3HbIE AUM(AHTHO-
MbI, pasBuBamwmmeca y naomoB Bo II u III Tpu-
MecTpax I'eCTallMH, OTAHYAIOTCHd OT AMMQAaHTHOM,
Bo3HUKamonmwmx B | Tpumecrpe. [locaennme uyaire
COYeTaloTCs C aHAyNAOMAHEN M aHOMaAUSIMHU pas-
BUTHA.

CUHTAIOTCS IIOBBLINIEHHE KOHIIEHTPAIIMM OEAKOB B
anMde IIpU HAPYIIeHUH ee OTTOKa, IIPUBOALIIEE K
TUIIOIIPOTEMHEMHH U 3aTeM K Pa3BUTHUIO I'eHEePaAH-
30BaHHOTO oTeka [31]. Ycyrybagionmmm (HakToOpoM,
B TOM YHCA€ IIPH COYETAHHBIX aHOMAaAHUIX CepAalla
U OTXOAAIINX OT HETO COCYIOB, SIBAGETCH, II0 MHe-
HUio [32], HapylleHHe KPOBOTOKa C pa3BHUTHUEM
3acTos KpoBH. IIpu aHaauze 57 HaOAIOOEHUY KU-

Tabauua Nel.
Ho#l AuMdaHTHOMOH [24].

AHSYIAOHAHH H XPOMOCOMHBIE IIEPECTPOHKH, COYETAIOMIHECS C KHCTO3-

AH>ymuionuu XPpOMOCOMHBIE ITEPECTPONUKHU Hpyrue HapyuieHus
Tpucomus 21 neneryst 22011.2 Cungapom Pobeptc
Cunppom Tepuepa nyrmkarus 22011.2 Cunnpom Kopuenuu ne Jlanre

Tpucomust 18

nenerus 10026.12026.3

Cungpom Cortoca

Tpucomus 13

nenenus 1p36

CPIH,[[pOM MHOXCCTBCHHBIX
INTCPUTHUYMOB

Tpurmonaus

nenerus 4p

JeHcTBUTEABHO, TIPUMEPHO y 2% pmered c
AMM@aHTHOMAaMHU BBIIBASIOTCS Pa3AHYHbBIE XPOMO-
comuble aHoMaauu [23]. B To ke Bpema Yen-Ni
Chen c coaBT. [24] yKa3bIBalOT, YTO OKOAO IIOAO-
BHHBI KHCTO3HBIX AUM(PaHTHOM IIAOJA COYETAIOTCS
C XpOMOCOMHOM maToaorue#i (Taba. Nel). Hamnboaee
4acTO BBIIBASETCS TPHCOMHS II0 XpomocoMme 21
(cmaapoMm [layna) u cungpom Tepnepa (Turner,
[TepemeBckoro-TepHepa). Pexxe  BcTpeuarorcsa
TpucoMuu 10 Xpomocome 18 m 13. I[lommmo
aHOYIIAOUIUH IIPHU KUCTO3HBIX AUMMaHTHOMaxX BbI-
ABAFIOTCS M XPOMOCOMHBIE IIEPECTPOHKH, B HaCT-
HOCTH, [EAeIlMH U AyIAHMKaluu. B aurepartype
TaK>Ke HMMEIOTCS YKa3aHHus Ha BbIIBACHHE B IIep-
BOM TPHMECTPE Yy IIAOJOB C KHCTO3HOM AuMaH-
ruomoit cunapoma Hynan (Noonan) u ropasno pe-
ke cuHapoMmoB Pobeptc (Roberts), Kopueamnu ne
Aanre (Cornelia de Lange) u Coroca (Sotos) [25,
26].

B pganme caydaeB KHUCTO3HbIE AWMGAHTHOMBI
MOTYT COYeTaTbCs C Pa3AHMYHBIMU IIOPOKaAMH pas-
BUTHS MW HEUMMYHHOM BONAHKOH maoma [27].
Hauboaee wacTto mpum npeHaTasbHOM Y3U BBIIB-
ASIOTCH aHOMAaAWHM pPa3BUTHUS Cepalla, IIpUYeM B
66,2-72,7% HabAIOAEHWH y TIAOAOB C HOPMAABHBIM
Kapuoturiom [25]. B aureparype HMeIOTCS TakKKe
yKa3aHus Ha codeTaHHe C runporiedasveli, BeH-
TPUKyAOMeTaAuel, areHe3nel MO30AHCTOIO TeAa,
apTPOrpHII030M, SKBHHOBAALI'YCHOH nedopmariueit
CTOIBI, Me30MeAued, auadparMasbHON T'pbIKeH,
OBYCTOPOHHHUM THIAPOHE(PPO30M H PA3ANIHBIMHU
rnopokamu cepaua [28, 29].

CouerTaHue KHCTO3HOH AMMMpAHTHUOMEI C He-
HUMMYHHOH BOISHKOHM IIAOfa cuuTaeTcss Hebaaro-
OPUSTHBEIM (PAaKTOPOM IIPOTHO3a IKHU3HH IIAO4A
[24]. Tak, o gauabIM P. Bernard c coast. [30], B
96,5% HabAOIEeHUY HEUMMYHHOH BOASHKH TIPU
KHCTO3HOH AnM@aHruoMe 0blra 3aperucTpupoBaHa
rubeab rmaoma. OCHOBHBIMHM 3BE€HBIMH ITaTOreHe3a
HEMMMYHHOH BOASHKH IIAOAA IIPU AUMQAaHTHOME
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CTO3HOH AMM(pAaHTHOMBI, BBIIBAEHHOH B II€PBOM H
BTOPOM TpHUMeECTpax OGepeMeHHOCTH, HeHMMYHHas
BOASIHKA ITAOMA OblAa AHMATHOCTHUpPOBaHA B 18 cAy-
qaeB (31,6%) [29].

B mpencraBaeHHOM HaOAIOOEHHH TaKXKe
HMEAOCh COUYeTaHHe KHCTO3HOM AMMMAHTHOMBI U
HEMMMYHHOH BOASHKH maoza. OmgHako, II0 Hallle-
My MHEHHIO, laHHOe HaOAIOZeHHE CAELYEeT TPaKTO-
BaTh KaK IIEPBHYHOE pPa3BUTHE KHCTO3HOH AUM-
¢haHTHOMBI TI'PYIHOH IIOAOCTH, OCAOKHHUBIIIEHCS
pa3BUTHEM HEHMMMYHHOM BOAAHKH Iaoma. Coraac-
HO pe3yAbTaTaM IIPOBENEHHOI'o0 IIocMepTHbIX MPT
u KT, o6beM ammcaHTHOMBI paBHSIACHA 55,8 cMm?®,
4yTo cocraBageT 14,6% oT oOBbeMa TPyAHOM IIOAO-
ctu. Kpome Toro, mo maHHBIM nocMepTHoit MPT
HaMH OBIAO BBIIBA€HO HaAW4YHe KHIKOCTH B ce-
PO3HBIX IIOAOCTSX (OBYCTOPOHHUH THIAPOTOPAaKC,
acIUT) M IPU3HAKH aHACAPKH (TOAIIMHA IIOAKOXK-
HO-XKHPOBOM KAeTYaTKU B obaactu mepenHei
TPyOHOM cTeHKH — 14 MM, B obaacTu mnepenHeit
OproimrHo#t creHKM — 13 MM, ckKaablla B AOOHO-
TeMeHHOI obractu — 9 mm). CoorBercTBeHHO, MPT
IoKasaTeAb OTe€Ka KOXKH M ITOIKOKHOH KAETYaTKH
OpromHo# cTreHKH coctaBua 0,342, rpynHOH cTeH-
kKu — 0,368, ckaapria — 0,237. MPT nokazateab
rugpaTany  KOKHW M IIOOKOXKHOW KAETYATKHU
OproirHo#i creHku — 61,8, rpyaHoii creHkKH — 54,4,
CKaAbIla — 59, 4TO, COrAaCHO paHee IIPOBEIEeHHLIM
HaMU uccaenoBaHuaM [33, 34|, omHO3HAYHO yKa-
3pIBaeT Ha HaAW4He aHacapKH, a B COYETAaHUHU C
OBYCTOPOHHHUM THAPOTOPAKCOM M acIUTOM — Ha
HEHUMMYHHYIO BOASHKY IIAOJA.

I[To manueiMm MPT oTMedaaoCh TaK¥Ke CMeEILlEe-
HUE OpraHoOB CpPENOCTEHHs, BKAIOYas Cepalle,
BIIPaBO. YCTAHOBA€HHBIE B pe3yAbTaTe IIOCMEPT-
HO#t MPT abcoaroTHble (0O0BEM AEBOTO AETKOI'O —
2,23 cm®, mpaBoro Aerkoro — 5,62 cMm®) u OoTHOCH-
TeAbHBIE (YAEABHBIH 00BEM IIPaBOTO AETKOI'0 OT Y2
rpynHo#l 1moaoctu coctaBageT 3,78%, aAeBoro -
1,4%, ymeapHBIH 00BEM 00OMX AETKUX B TPYAHOM
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IOAOCTH — 2,6%) pa3Mepbl AETKUX CBUIETEABCTBY-
I0OT O HAaAMYMHU KPHUTHUYECKOM THIIONAA3UH AETKHUX
[35]. [Tpu aToMm paccunmranubiii Hamu MPT mokasa-
TEeAb [bIXaHus cocraBageT 1670, 4To ykKasbIBaeT
Ha OTCYTCTBHE CaAMOCTOSITEABHOTO AbIXaHud [36].

To ecTb, COBEPIIIEHHO OYE€BUIHO, YTO B IIPEI-
CTaBA€HHOM HaOAIOEHUH IIPOBENECHUE BHUPTOIICUH
CYIIIECTBEHHO OOAETYHMAO IIPOBEACHUE K TOIIOAHHAO
I1aTOAOTOAHATOMHUYECKOe  BCKpbITHE. J[leHCcTBU-
TEABHO, ITPU IIaTOAOTOAHATOMHUYECKOM BCKPBITUH B
AEBOM TPYOHOM IIOAOCTH AOKaAW30BaAOCH TOHKO-
CTEHHOE KHCTO3HOe o0pas3oBaHHe pazMepaMHu
5,0x4,7x3,5 cm, comepIKallee IpPo3pPadHyI0 CBETAO-
KEATOBaTYIO KHUIKOCTh. Ha TMCTOAOTHYECKUX IIpe-
naparax, OKpallleHHBbIX I'€eMaTOKCHUAMHOM H 503H-
HOM, CT€HKa KHCTBI IIpeficCTaBA€HA TOHKHM CAOEM
COeUHUTEABHOH TKaHU, BBICTAQHHOH YIIAOIIIEH-
HBIMH KA€TKaMH. [Ipum HMMMyHOTI'HCTOXHUMHYECKOM
HCCAEIOBAHUM B BBICTHAAQIOIIMNX KAETKaX BBIIBAE-
Ha MOAOXKHUTeAbHad 3Kcmpeccud D2-40 — mapkepa
SHAOTEAHUOIIUTOB AUM@PAaTHYECKUX COCYLOB U OT-
puniatreabHaga CD34 — Mmapkepa 3HAOTEAUS KpoBe-
HOCHBIX cocyZoB. To ecTb B HaHHOM cAydae pedb
11aa o AUM@aHTHOME.

Bo Bpemsa ayTorcuu HaMu OBIAM YCTaHOBAE-
HBI IIPU3HAKU HEMMMYHHOH BOASHKHU IIAOJA B BH-
[e OoTeKa IIONKOXKHOM KAeT4YaTKH, ABYCTOPOHHETO
THAPOTOPaKca, THAPOIIepHKapAa U acluTa, KOTO-
pble 3aKOHOMEpPHO OBIAM paclleHEeHBI B KadecTBe
IIepBOHAYAABHOM HpPUYUHBI cMepTH. OnHaAKO IIpHU
pa3pese KOXKH C IIOOKOXKHOM KAeT4YaTKOH oTMeda-
AOCH BBIIEACHHE M3 Hee IKUIKOCTH U COOTBET-
CTBEHHO YMEHBIIIEHHE TOALIMHBI. [IpH BCKPBITHH
JK€ CEPO3HBIX IIOAOCTEH Teaa HaOAIOMAAOCH BBITE-
KaHHe U IlepeMellleHHe >KUIKOCTH MeXKIAy HHMH,
4TO, BHAMMO, W SBHAOCH IIPUYHMHON HEKOTOPOIO
HECOOTBETCTBUS O0BEMOB KHIKOCTEH, pacCuuTaH-
HBIX HOpu nocMmepTtHo MPT m m3MepeHHBIX BO
BpeMs ayTOIICHH. BasKHBIM 3BE€HOM TaHaTOIeHEe3a
B JAHHOM HabOAIONEHHH SBHAOCH, Ha HaIll B3TAA[,
Pa3BUTHE U THIIONIAA3HUH ACTKHX.

CaeoBaTeAbHO, CYIIECTBEHHBIM KOMIIOHEH-
TOM IIPEICTABACHHOI'O HAOAIOAEHUI IBAFETCS IIPO-
BeAeHNe IocMepTHoro kKommaekcHoro KT u MPT
HCCAEIOBAHMS, [TI03BOAUBIIETO YCTAHOBUTDH TOYHYIO
AOKaAM3aIlHI0 B pa3Mepbl KHCTO3HOI'O o0pa3zoBa-
HUY, [OAUArHOCTUPOBATH HEHUMMYHHYIO BOASHKY
IIAOa C KOAWYECTBEHHOH OIIeHKOH 0OBEMOB CBO-
0OMHOM KUIKOCTH B CEPO3HBIX IIOAOCTIX M BbIpa-
SKEHHOCTBIO aHacCapKH, a TaK¥Ke CTeIleHb 'HUIIOIAa-
3UH AETKHUX.

[IpencraBaeHHOE HabArOmEeHHE MIOATBEPIKIA-
€T JaHHBIE AUTEepaTypbl O TOM, YTO IIPOBeNeHUE
IIOCMEPTHOI'O AYYEBOI'O HCCAEOBAHUS TEA IIOTHO-
X OOABHBIX B 3HAYHUTEABHOH CTeIleHH obaerdaert
IIPpOBENEHHUE IIOCAELYIOIIETO IIaTOAOrOaHATOMUYE-
CKOTro BCKpbITHS [37, 38].

Boaee Toro, B pspme cAaydaeB BO3MOXKHOCTHU
BHPTOIICHH [aske IIPEBBINIAIOT PE3yAbTaThI IIaTO-
AOTO2HATOMMYECKOI0 BCKPBITHd. Tak, mocmeprHasa
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KT ¢ 3D-peKOHCTPYKIINEH IT03BOASET OUYEHb YETKO
BH3yaAU3HPOBaTh aHOMaAHWHM pPa3BHUTHUS KOCTHOH
CHCTEMBI, BKAIOYAd KOCTH AHIIEBOI'O CKEAE€Ta U 4de-
pena [39, 40], orrpeneAsaTh TOYHYIO AOKAAH3AITHIO U
obbeM CKomiaeHUIT Bo3ayxa U razoB [41]. B cBoro
ouepennb, mocMepTHass MPT Goaee acpdpeKTHBHA 10
cpaBHeHHIO ¢ KT mag OLIEHKH CTPYKTYpPbl BHYT-
PEHHHUX OPraHOB M MATKHUX TKaHEM, B TOM YHCAE
AETKUX y IIOTHOININX HOBOPOXKIEHHBIX [42, 43].
[Ipumenenwne mocmeptHOo# MPT mo3Boaser omnpene-
AUTH OOBEMBI CBOOOMHOM KHUAKOCTH B CEPO3HBIX
IIOAOCTSX ¥ KOAWYECTBEHHO OILIEHUTH CTEIE€Hb BBI-
paskenHocTHn aHacapku [34]. [Ipu sTom coraacHo
IIPOBENEHHBIM HaMHU paHee rHocMepTHbIM MPT wnc-
CAEIOBAHUAM HOBOPOXKIEHHBIX, pacdeT OpPHUIH-
HAABHOTO ITOKas3aTeAsd THApaTaluy TKaHeHd obaer-
JaeT IIpoBeneHUEe aupepeHIuasbHOH aUarHo-
CTUKH HEMMMMYHHOH BOISHKH IIAOZA K OTEYHOI'O
cungpoma [33].

F'oBopsa o0 mpUYMHAaX pPa3BUTHS HEMMMYHHOH
BOASHKHU IIAOAA, HEOOXOAMMO yTOYHUTH, 4YTO AaH-
HBI CHHIAPOM dBASETCH OCAOXKHEHHEM O4YeHb
6oABILIIOTO pAOa Pa3AWYHBIX 3aboaeBaHHY mAOLA
(cepmedHO-COCYAUCTHIX, HHQEKIIMOHHBIX, aHoMa-
Au¥ paszBuTud U Ap.) [44, 45]. Ilpu aTOM IPOTHO3
TEe4eHUd M HCXO0[ HEUMMYHHOH BOAIHKHU IIAOdA
3aBHCAT B OCHOBHOM OT IIPHYHHBI €r0 Pa3BUTHH
[46], omHakKO B cAy4Yae A€TaABHOTO HCXoZa OHa
paclieHuBaeTcs KaK OCHOBHOe 3ab0oaeBaHHeE (IIep-
BOHaYaAbHas IPHUYHHA CMEPTH).

I[Tpu 3tom B MKB-10 HenMMyHHada BOOASHKA
nrona (P83.2) Bxomut B pybpuKy «/Ipyrie m3MeHe-
HUY HapyKHBIX IIOKPOBOB, CIIELU(UYHbIE OAS
naonma u HoBopoxaeHHoro (P83)» 6aoka «Cocros-
HUd, 3aTparuBaloliie KOXKHbIE€ IIOKPOBBI U TEPMO-
PETYASIIIHIO V TIAOZIa U HOBOpoxKAeHHOTro (P80-P83)»
U COOTBETCTBEHHO Kaacca «OTmeAbHBIE COCTOSHHUS,
BO3HUKAIONIIMe B HepuHaTasbHOM Iepuoge (POO-
P96)». CooTBeTCTBEHHO B CBOAHBIX Tabaumnax Poc-
crara 0 IpHUYMHAaX IIepHHaTaAbHOH cMepTH B Poc-
cuiickoli Penepaiiy HeMMMyHHas BOASHKA IIAOLA
BXOIUT B pasmea «[pyrve HapylleHUs, CIeIuQua-
HBbIe A IIepHHATAaABHOIO IIepHoAa» I'PyNNbl «OH-
OOKPUHHBIE, MeTabOAWYEeCKHe U APYyrHe Hapyllle-
HU, CIelu(pUYHbIE OAS [I€PUHATAABHOTO IIE€PHO-
[ia», 9TO HE II03BOALET OLEHUTH UCTHHHYIO YacTOTY
HU HEHMMMYHHOH BOJAIHKH IIAOZA, HH, TeM 0Ooaee,
BBI3BaBIIIETo ee 3aboaeBaHUS.

Ha mam Baragn, 6osee IpaBUABHO HEHMMYH-
HYI0O BOISHKY IIAO[A PETUCTPUPOBATH B KadecTBe
OCAOKHEHUs, a 3aboaeBaHHe, BBI3BAaBILIEE €€ pas-
BHTHE, KaK OCHOBHOe 3aboseBaHme. IlomobHasa
dopMyANpOBKa [AUArHO3a, HECOMHEHHO, Oyxer
crioco0cTBOBaThH 0oAee YETKOH TPaAKTOBKE TaHATO-
reHesa, a TaKiKe IIOAYYEHUIO OOBbEeKTHBHOH CTaTH-
CTUKH II0 IIPUYHHAM MEPTBOPOXKICHUS U paHHeH
HEOHATAaAbHOHU CMEpPTH.

B 3akaroueHme caenyeT OTMETHTBb, UTO KHU-
cTo3Had AMM@AaHTHOMa IBASIETCH PEeaKUM 3aboae-
BaHHUEM IIAOZIa, IIPOTHO3 KOTOPOI'O 3aBUCHUT OT CO-
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YeTaHHOH ITaTOAOTHH U PAa3BUTHUS I'PO3HBIX OCAOK-
HeHHH. B mpencraBaeHHOM HaOAIOIEHHM KHCTO3-
HOU AMMQAaHTHOMBI T'PYAHON IIOAOCTH TeUYeHUE 3a-
foaeBaHMS OCAOKHHAOCH PA3BUTHEM HEUMMYHHOM
BOISIHKU IIAOA Y TUIIOIIAA3HUH AETKHX, KOTOPBIE U
ABUAUCH HEIOCPEACTBEHHOH TIIPHUYHHOM rubean
HOBOpOXKAeHHOoTro.  CyIlleCTBEHHBIM  MOMEHTOM
IIPOBEIEHHOTO AyTOIICHHHOTO HMCCAEIOBAHUS STBAS-
ercd BbITOAHeHHE rocMepTHBIX MPT u KT, mo3Bo-
AVBIIINM VCTAHOBUTH TOYHYIO AOKAAM3AIIHIO U
pasMepbl KHCTO3HOTO 00pa30oBaHUs, TUATHOCTHPO-
BaTh HEUMMYHHYIO BOJAAHKY IIAOJA C KOAHYe-
CTBEHHOH OIIEHKOM 0OBEMOB CBOOOMHOMN KUIKOCTH
B CEPO3HBIX IIOAOCTSIX U BBIPAXKEHHOCTBIO aHacap-
KM, a TaK¥Ke CTEleHb THIIOIAA3UH AeTKUX. To ecThb
IIPOBEIeHNE BHUPTOICHH OOAETYaeT U IIOBBIIIAET
9(PPEKTUBHOCTD IIATOAOTOAHATOMHYECKOTO HCCAE-
OOBAaHUA TeA MEPTBOPOKAEHHBIX. OmHAKO IIO-
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