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Pestome

[PpUBEAEHO HABMIOAEHNE KMHUYECKOTO Cly4as reHepasu30BaHHOro reMaHroMaroaay poaunbHuLbl 28 ner. MauneHtka noctynuna
B POAUNbHbIA JOM Ha CPOKe 6epemeHHOCTM 39-40 Heaenb C KNMHIKOI NPEXAEBPEMEHHOR OTCOMAKIA HOPMANBHO PACMONOXKEHHON
MNaLeHTbI 1 aHTEHaTaNbHOM rnbenv nnopaa. B akCTPEHHOM NOpALKe el ObiMA NPOU3BEEHLI NanapoToMus, Kecapeso ceveHie. Ha npo-
TSKEHUM NOCNEAYIOLLEro CPoka Npe6blBaHNA NALMEHTKY B CTALMOHAPE YeThIPEX/b! 8/ BbINOMHANOCH ONepaTUBHOE BMELLATENbLCTBO B
CBA3Y C PA3BMBLLMMCA NOCMIEONENALMOHHBIM KPOBOTEYeHMeM i [IBC-CuHApoMOM. B Xofie onepaumii 6bina npou3seeHa IKCTUpnaLs
MaTkit 1 Tpy6 Ha 12 CyTku, CTINEHIKTOMMUA Ha 32 CTyKu NpebbiBaHus B CTaLMOHape. Kax/oe onepatiBHOe BMeLLaTenbCTBo CONpoBo-
X[anock sna4utenbHoi kposonotepen (1800 mn, 1500 mn). HeCMOTPA Ha peaHMMALMOHHbIE MEpONPUATS, NPOBEAEHHBIE B MOMHOM
06beme, CMEPTb POAUMbHMLII HACTYNINA B CBA3M C NporpeccupoBatnem IBC-cuHapoma. B pesynbrare ayToncMiAHOro UCCNenoBaHIA
B py6puKe «OCHOBHOE 3a60neBaHIe» 3BYy4an anarHo3 099.8 reHepanuaoBaHHb I reMaHrnoMaros ¢ nOPaKEeHMeM MaTKIA U CENe3eHKM,
TPOMB030M aHOMaIbHbIX COCY0B PAa3NIYHOM AaBHOCTM Npy GepeMeHHOCTI 39-40 Heenb. G NO3uLMIA Y4eHUS 0 NPENOTBPATUMON
CMEPTHOCTY [aHHBIA NIETaNbHbIA UCX0 CNIEYET CYUTaTh HENpeaoTBPaTUMbIM, @ KIMHUYECKYHO AMArHOCTUKY reHepanin3oBaHHoro
reMaHrA0MaT032a 3aTpyAHUTENbHON B CBA3M C OTCYTCTBUEM KOXHbIX NPOSIBIIEHII 3a00/1€BaHNS.

Kniouesble cnoBa: reHepanu3oBanHbIi reMaHruoMaros, MaTepuHCKan CMepTb, MOPXeHNe MaTku, CeneseHkin

Summary

The article presents the observation of a generalized hemangiomatosis in the puerpera of 28 years. The patient entered the
maternity hospital at the gestational age of 39-40 weeks with the clinic of antenatal fetal death, premature detachment of
the normally located placenta. In an emergency, she was laparotomy, a Caesarean section. During the subsequent period of
the patient's stay in the hospital four operations were performed. In the course of the operations, the uterus and tubes were
extirpated for 12 days, splenectomy for 32 hospital stings. Each surgical intervention was accompanied by a significant blood
loss (1800 ml, 1500 ml). Despite the resuscitation measures carried out in full, the death of the child was due to the progression
of the DIC syndrome. As a result of an autopsy study, the diagnosis "General Disease" was diagnosed with 099.8 generalized
hemangiomatosis with uterine and splenic lesions, thrombosis of abnormal vessels of various prescriptions during pregnancy
39-40 weeks. From the standpoint of the doctrine of preventable mortality, this lethal outcome should be considered unacceptable,
and clinical diagnosis of generalized hemangiomatosis is difficult due to the absence of cutaneous manifestations of the disease.
Key words: generalized hemangiomatosis, maternal death, defeat of the uterus, spleen

Beepexue

I'enepanu3oBaHHBI (CHCTEMHBI) TeMaHTHOMATO3 —
3aboieBaHne, XapakTepusyromieecs (HOpPMHPOBAHHEM CO-
CYAMCTHIX Manb(GOpMaIfii B Pa3IMYHBIX OpraHax, IperMy-
IIICCTBCHHO B MCUCHHM, MMOYKAX, CEIE3CHKE, TOJIOBHOM MO3T¢E,
KOCTHOW TKaHH C YaCThIM BOBJICYCHHEM KOXHU B MATOIOTHYE-
ckuii npouiecc [1, 2, 3]. PacnpoctpaHeHHbIe BUCLIEPATIbHBIC
mopakeHusi 0€3 KOXKHBIX TPOSBICHUHA PEAKH W SBISIFOTCS
CJIOKHOHM TMarHOCTHYECKOU podiaemoii [4].
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MammenTka /., 28 yet, mocTynuia B pOAWIBHBIA JIOM
Ha cpoke bepeMeHHoCTH 39-40 HeseNb ¢ KIIMHUKOM MPeKIeB-
PEMEHHOI OTCIIONKY HOPMAJIbHO PACIIONI0KEHHON IIAeHTH
W aHTEHATaJbHOW rubenu miuoma. 1o SKCTPEeHHBIM IMOKa3a-
HHUSM TIPOM3BEIEHHl Onepanuu - Jamaporomus, KecapeBo
CEeUYEHHE, M3BJICUCH JOHOUICHHBIH MEPTBBIH IUIOZA MY>KCKO-
ro nona. Kposonoreps cocraBuna 750 miu. Yepes cyTku 1o
MOBOy TeMaTOMBI IepefHel OpIOMIHOI CTEHKH BBHIONHEHA
peanapoToMus, PeBHU3Us OPIOIIHONW MOJNIOCTH, OOHapyxe-
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OPUTMHANBHBIE WCCINEOOBAHNA 11 NMPAKTWKA

Ha mud¢y3Has KpOBOTOUMBOCTH MbIHIL (kpoBomoTeps 700
mi). CocrosiHre GONBHOM OBUTO TSDKENBIM B CBSI3H C Halld-
yreM mpedxnamncuy, JBC-cunapoma, aHeMuu TSKEIOH
creneny; nposoxwmicsk VBJI, uHTeHCHBHAsA Tepamus B OT-
neneHnn peanuManuu. Ha 10 cyTkW MOSIBHINCH JTHXOpPai-
ka 110 38-40°C, cnBUr JEHKOIUTAPHOW (GOPMYIBI BICBO 10
MHEJIONUTOB, TTOJIOKHUTEIbHBIN MPOKATBIIUTOHHHOBBIN TECT
(mo 44 ur/mn), crieHoMeranus. BT 3a10103peH MOCIEPOI0-
BOW SHIOMETPUT, ¥ HA 12 CyTKH NpOM3BECeHA HKCTHPIIAINS
MaTku ¢ TpyOoamu. B xonme nmepBHuHOro Mop¢oaoruyeckoro
HCCIEN0BaHMs TMArHOCTHPOBAH ITOCIEPOJOBOI O9aroBhIi
THOWHBIA 3HAOMETPUT. [IponomxkeHa UHTEHCUBHAST Tepanus
C BBIPQXKEHHOU IMOJIOKUTENILHOW TUHAMMKOM, OHAKO Ha 23
CYTKH mporpeccupoBanu npossiernst [IBC-cunagpoma: re-
MOpparu4ecKas Chllb, KPOBOTEUCHHE U3 HOCA U PaHBI IIepe/i-
Hel OpIOIIHOM CTEHKH, O APEHaKHOH TpyOKe M3 OpromrHon
nonoctu noctynmwio 400 ma kpoBu. Brimonnena penanapo-
TOMMSI, pEeBU3UsI OPIOIIHOM MOIOCTH (KYJIBTSI MATKU 03 0co-
OeHHOCTel), XUPYPrudecKuii TeMocTa3 B 00JacTH MPAMBIX
MBIIII XXKMBOTA, 00mas KpoBomotepsi cocraBwia 1800 mur.
Coycts eme 9 cyToK BO3HHKIIO HOBTOPHOE OOMIIEHOE KPOBO-
TeueHue U3 OprolHOHi nmojoctH (o apeHaxy 1500 mi xpo-
BH). Bo Bpems penanaporomun oGHapyxeH Je(eKT Karcyist
cene3eHkd auameTpoM 0.5 cM, BBIMONHEHA CIIEHAKTOMUS,
HO KPOBOTEUECHHE U3 PAHEBBIX NOBEPXHOCTEH PELHIUBHPO-
Bano. HecMoTps Ha peaHMManMOHHBIE MEPOIIPUSTHS, TIPOBE-
JICHHBIE B ITOJJHOM 00BbEMe, CMEPTh POJMIBHHIIBI HACTYIIMIIA
B CBs3U ¢ mporpeccupoBanueM JIBC-curapoma. 3akimodn-
TEJIbHBIN KIIMHUYECKUM AMArHO3 BO3IVIABMJI KPUIITOTEHHBIN
CETICHC, OCIOXKHUBIIUNCS CHHPOMOM JICCEMUHUPOBAHHOTO
BHYTPHCOCYIUCTOTO CBEPTHIBAHUS U MOJUOPraHHOW Hemo-
CTaTOYHOCTBIO.

AyToIICHIfHOE HCCIIEJOBAHUE BBIIBUIO TeMOpparmde-
CKHMH OTEK JIETKHX, OTEK TOJIOBHOTO M03ra, 1uddy3HbIH He-
KpoHe(dpo3, MHOKECTBEHHBIE OCTPBIE SPO3HU U S3BHI CIIH-
3HUCTBHIX 000JIOYEK IMHINEBOJA M KEIYIKa, KUPOBOH rernaro3
W IEHTPOJIOOYISIPHBIE TeMOPPAarndecKue HEKPO3bl MEUEHH.
Cocynbsl MUKpOLUPKYISITOPHOTO pyclia JErKHX, IOYeK, ro-
JIOBHOTO MO3Tra cofepann (puOpHHOBBIE TPOMOBL. B Tkann
Cene3eHKH OOHapyKEHBl MHOTOYHCIICHHBIE HETPABMIBHO
c(OpMHPOBaHHBIE, TOJICTOCTEHHBIE COCYIBI, OOTYpHpOBaH-
HBIE CMEIIaHHBIMU TpoMbamu (puc. 1, a - pucynxu x cma-
mbe cM Ha CheyuanbHoll Y8emHoti 6K1a0Ke JCYPHANA - NPUM.
peo.). OnuH U3 HUX pacrojarajics B 30He pa3phIBa KarCyIIbl
oprana. Mopdonoruueckux HPU3HAKOB CETICHCA BBISIBICHO
He OBLI0.

I'ncronorndeckoe ncciaemoBaHUE ONEPANOHHOTO Ma-
Tepuajia B XOIE PEIKCIEPTH3bI IMO3BOJIMIO OOHAPYKHUTH BO
BCEX OT/eNIaX MHOMETPHsS MEJIKHE Odard HeKpo3a, MHOXKe-
CTBEHHBIE M3BUTHIE COCY/bI, OTIMYAIOIIUECS MO CTPYKTYPE,
Cpeny KOTOPHIX NpeodIafgaid apTepiy CPEeIHEeTo Kaanopa ¢
TpoMOO30M pa3IMYHOI JABHOCTH U BBIPAKEHHBIM (HHOPO30M
cTeHoK (puc. 1, 6,8). KonmuecTBo aprepun MeNkoro kaauopa
C TOJICTBIMH CTEHKAaMH M Y3KHMH IIPOCBETaMH TakXke ObLIO
3HAYUTEIbHBIM (puc. 1, r). BBISBISUIMCH Tak Ha3blBaeMbIC
JUCIUIACTHYECKUE COCYIBI, TOHKHE CTEHKH KOTOPBIX ObLIN
00pa3oBaHbl COETMHUTEIBHOM 1 MBIIIEYHOH TKaHBIO, a TIPO-
CBETHI BEIIIOIHEHB! KpacHBIMU TpoMbamu (puc. 1, ). Ha 3Ha-

106

YUTETHHOM MPOTSHKCHUH MUOMETPHUH 3aMelaIn Iponnudepu-
pyIoIle KaluJIIsIpbl, apTePUOIIbl M BEHYIBI (pHUC. 1, €).

ITaronoroanaroMu4ecKkuii TMarHo3.

OcHoBHoe 3a0oneBanue. 099.8 ['eHepann30BaHHBIH re-
MaHTHOMATO3 C MOPAXXEHHEM MaTKH M CEIe3eHKH, TPOMO030M
AQHOMAJIBHBIX COCYZOB Pa3INYHOIl JaBHOCTH IIpH O€peMeHHO-
ctu 39-40 Henens. [IpexxneBpeMeHHast OTCI0HKAa HOPMAJILHO
pacHonoXeHHOH IaneHTsl. CBOEBPEMEHHBIE OIEPaTHBHEIC
pombl MepTBbIM IuToAoM. IlocneponoBeiii mepuon 32 mHA.
Omneparmu (1aThI).

Ocnoxuenusa. (D65) TpomOoremopparudeckuii CuH-
JIPOM C CHHJPOMOM CHCTEMHOTO BOCHAJIHTEIBHOTO OTBETA.
HerpaBmaTtnueckuil NOAKANCYIbHBI pa3pblB  CEJIE3EHKH,
omepais — crieHskToMus (nara). (036.4) BHyTpuyTpoOHas
rubens mwIoaa.

HemnocpexacTBennast npuduHa cMeptu. Tpomboremop-
parudeckuii CHHIPOM.

3aknioyenne

Takum oOpasom, cieacTBHEM TpoM003a MaToioruye-
CKH HM3MEHEHHBIX COCYJOB B HMOPA)XCHHBIX OpraHax CTajo
HapylIeHHe KpoBooOpameHus ¢ (popMUpOBaHHEM HEKPO30B
1 KpoBOM3IHsHUN. CHHIPOM CHCTEMHOIO BOCHAJIMTEIHHOTO
OTBETA, Pa3BHUBIINIICSA B OTBET Ha TO MOBPEXKACHUE, CIECAYET
TPaKTOBATh KaK MPOSIBIICHUE TPOMOOTeMOPParn4ecKoro CHH-
JIpoMa, a He CeICuca.

PemieHneM KJIMHHUKO-TIATONIOTOAHATOMUYECKOH KOHpe-
PEHIMYU CIIydail pacIeHeH KaK pacXOKIEeHHE AMarHo30B IO
OCHOBHOMY 3a00JI€BaHMIO, IPHYMHA PACXOXKJICHUS — Iepe-
OLICHKA PEe3yJbTaTOB Ja0OpaTOPHBIX, PEHTTEHOJOIHYECKHX,
(YHKIMOHATIBHBIX METOJOB HCCIeNoBaHMs OombHOTO. B TO
e BpeMsI C O3UIMH YUEHHS O IPEOTBPAaTUMON CMEPTHOCTH
JTAHHBIH JICTANbHBIA ICXOJ CIIEAyeT CUNTAaTh HeIIPELOTBpPaTH-
MBIM, a KJII/IHI/I‘I JIUAarHOCTUKY T€HEepaJIn30BaHHOIO Ie-
MaHTHOMaTo3a.
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Puc. 1. Mopdonoruueckasi XapaKTepuCTHKA AHOMAJIBHBIX COCYI0B IIPH I'eHePaJIU30BAHHOM IeMaHTHOMATO3e
a - KABepHO3HbIIL COCYO CeNe3eHKU, 0OMYPUPOBAHHYIIL CMEUAHHBIM MPOMOOM, O - U3BUMAs apmepusi CpeOHe20 Kauopa ¢ op-
2AHUSYIOWUMCS MPOMOOM 6 Npoceeme, 8 - BbIPANCEHHBI PUOPO3 CIMEHKU apmepul CpeoHe2o Karubpa, 2 - apmepusi MeiKko2o
Kanubpa ¢ ymoaueHHOU CMeHKOU U CYICEHHbIM NPOCEEmoM; O - OUCHAACIUYECKUE MOHKOCIEHHbLE COCYObl, 0OMYPUPOEAH-
Hble KDACHLIMU MPOMOAmMu; e - Cocyobl KANUWLIAPHO20 Mund, popmupyrowue 8 MUOMempuu nosi.
Okpacka: a,0,2-e — 2eMamOKCUNUHOM U I03UHOM, 8 — RUKpOYKcurom no éar Iuzony; a-e —x 200.





