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PE3IOME

CuHOpom 3Snepca-fJaHnoca — peokoe eeHemu4deckoe 3abosiesaHue, snusouwjee
Ha ¢opmuposarue u yHKyuto KonnaeeHa. Cocyoucmelli mun — 0OUH U3 CamblX Ms-
XKeJslbix 8apuaHmoes meyeHus. OH cConpsxeH C 8bICOKOU 1emasibHOCMblo 8Ciedcmaue
passumus ocnoxHeHul. Haubonee yacmoiMu €20 nposesieHUsMU A8/190MCA CNOH-
MaxHsle nephopayuu u paspsi8bl CMeHKU KUWeYHUKA uiu apmepud.

B 0aHHoU pabome npedcmasneHa OUHAMUKA meYeHUs max)es020 muna cocyou-
C€Mo2o cuHopoma dnepca-flaHnoca ¢ pazsuswuMucs abOOMUHAIbHBLIMU OC/TOXHe-
HUAMU, pe3ysibmamel 3ManHo20 Xupypau4eckozo jiedeHus U NpuyuHd paseumus
J1ema’sbHo20 ucxood.

B 8o3pacme 15 nem nayueHm 2ocnumanusuposaH 8 [lemckyto o61acmHyr Kau-
HuYeckyto 60/IbHUYY 2. MpKymcKa ¢ KIUHUKOU OC/I0XKHEeHH020 anneHouyuma.
Cocyducmeili mun cuHopoma nepca-flaHnoca 6bin 8bicmassieH nayueHmy euje
8 paHHeM 0emcKoM 803pacme HA OCHOBAHUU 2eHeMuUYecko20 Ucc/1e008aHus. VH-
mpaonepayuoHHO npu nposedeHUU 1dnNapockonuu 6ui1a 8sla8/1eHa CNOHMAHHAS
nepgopayus cuemosudHoU KUWKU. B xo0e onepamusHo20 neyeHuUs npou3sedeHa
Kaaccudeckas J1anapockonu4eckas AanneHO3KMOMUS 2eH2peHO3HO-U3MeHeHHO020
uepseobpazHozo ompocmka. lpu OanvHeliwel pesusuu 8bisgreHa nepgopayus
CueMosUOHOU Kuwku. [lpou3sedeHa KoHeepcus HA CPeOUHHYI J1andpomomuro,
pe3eKyus NOpAaxxeHHO20 y4acmka KUWKU U 8bleedeHue cueMocmomel. B nocieone-
pPAayuoOHHOM nepuode y nayueHmad HeoOHOKpAMHO pa3eusasaucb CNOHMAHHbIe nep-
gopayuu moHKoU KUuWwKu, Komopsie mpebosasau nposedeHUs penanapomomud,
ywueaHus Oehekmos CmeHKU KUWOK. B xo0e 4emgepmoli no cuemy onepayud,
y pebeHKa cehopmMupo8andace 1anapocmomd, 8 KomopoUl onpedesanca pyHKYUOHU-
pytlouwuli moHKoKuweYHsIl ceuwy. [Ipu npogedeHUU peKOHCMPYKMUBHO20 3manda
onepamugHo20 JieueHuUs, C8UW 8Mecme € 1anapocmomod 6biIu ycnewHo 3aKpbl-
mel. [Toce ne4e6HOU Nay3bl CPOKOM HA 3 MecAyd npo8edeHo 3aKpbimue cuzMocmo-
Mol. [TocneonepayuoHHsIlt nepuod npomekan 6e3 ocoxHeHul. Cnycmsa 3 mecayd,
8 0OMAWHUX yC/I08USAX HA (hOHe NOJTHO20 300PO8bS, NPOU3OWJIO BHE3ANHOE pe3Koe
yxyowieHue cOCMOoAHUA ¢ NnadeHUeM apmepuasibHO20 0Aa8JIeHUA U J1ema’sbHbIM Uc-
X000M HA 3mane 3kcmpeHHoUl 2ocnumanusayuu 8 cmayuoHap. CnoHmMaHH.Il pas-
pbl8 6ploWHO20 omaoesaia dopmei 6blJ1 OUA2ZHOCMUPOBAH NOCMEPMHO Npu hposede-
HUu cy0ebHO-MedUYUHCKOU 3KChepmus3bl.

Kniouesole cnosa: CuHOpom Snepca-/JaHsiocd, CnoHMaHHAs nepopayua KUWKU,
CNOHMAHHbIU paspsie aopmel, demu, anneHOUyUM, 1aNapomMomus
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RESUME

Ehlers-Danlos syndrome (EDS) is a rare genetic disorder that affects the synthesis
and function of collagen. The vascular type (vEDS) is one of the most severe vari-
ants of the disease, associated with high mortality rates due to the development
of life-threatening complications. The most frequent manifestations include sponta-
neous perforations of the intestinal wall and spontaneous ruptures of arteries. This
paper presents the disease course of a patient with severe vascular EDS complicat-
ed by advanced abdominal manifestations, detailing the staged surgical treatment
and the eventual cause of death. At the age of 15, the patient was admitted to the Ir-
kutsk Regional Children’s Clinical Hospital with a clinical presentation of complicated
appendicitis. The diagnosis of vascular EDS had been established in early childhood
based on genetic testing. Intraoperative laparoscopy revealed a spontaneous perfo-
ration of the sigmoid colon. Initially, a laparoscopic appendectomy was performed
for a gangrenous appendix. However, further revision confirmed the sigmoid perfo-
ration. The procedure was converted to a midline laparotomy, the affected intestinal
segment was resected, and an end sigmoid colostomy was created. In the postoper-
ative period, the patient developed recurrent spontaneous perforations of the small
intestine, requiring multiple laparotomies and primary suturing of the bowel wall
defects. During the fourth surgical intervention, a laparostomy was formed, through
which a high-output small bowel fistula was noted. During the reconstructive stage,
the fistula and laparostomy were successfully closed. After a 3-month recovery pe-
riod, the sigmoid colostomy was reversed. The immediate postoperative period
was uneventful. Three months later, at home and in a state of complete well-being,
the patient experienced a sudden clinical deterioration with a sudden drop in blood
pressure (hypotension) and died during emergency hospitalization. A postmortem
forensic medical examination revealed a spontaneous rupture of the abdominal aor-
ta as the cause of death.

Keywords: Ehlers-Danlos syndrome, spontaneous intestinal perforation, spontaneous
aortic rupture, children, appendicitis, laparotomy
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AKTYAJIbHOCTb

CuHpgpom dnepca-flaHnoca — HacneacTBeHHaA Me-
3eHXVMMarnbHas [ucniasvsa, oOyC/oBNieHHas HepocCTa-
TOYHbIM PA3BUTMEM KOJITAreHOBbIX CTPYKTYp. [laHHasA
MaTosNIorns AUArHOCTUPYETCA KIMHUYECKU, HO IS onpe-
[lefIeHHbIX TUMOB HeobxoAMa reHeTuYeckas Bepuduka-
uus. KnnHnuyeckas KapTuHa BapbupyeT B 3aBUCUMOCTM
OT Tuna cnHgpoma [1, 2].

B 2017 rogy 6bina pa3paboTaHa HOBas MeXAyHapopa-
HasA Knaccndukauma cuHgpoma dnepca-aHnoca, Kotopas
BKJIIOYaeT B ce6s 13 pasnnuHbix TMNos [2, 3].

Hanbonee onacHbiM Afis XW3HW ABAAETCA COCyau-
cTtbii TN (VEDS) — pepKkoe reHeTnueckoe 3aboseBaHue,
nepegatuieeca MO ayTOCOMHO-AOMUHAHTHOMY Tumy
HacnenoBaHus. Mpu gaHHOM BapuaHTe TeYeHUs pPasBu-
BAlOTCS OC/IOKHEHUSA, COMPSXKEHHbIE C BbICOKOW NeTasb-
HOCTblO NaumeHToB. MyTauuma Bo3HuUKaeT B reHe COL3AT
(konnareH 3 Tvna, 1a-uenb), KOTOPbIA OTBEYAET 3a CUH-
Te3 konnareHa lll Tuna. OH ABNAETCA OCHOBHbIM GE/TKOM
B CTEHKAaX KPOBEHOCHbIX COCY[OB M MOJIbIX OPraHoOB,
UTO OOBACHAET MOBBILEHHYIO KPOBOTOUMBOCTD, JIETKYHO
TpaBMaTM3aUMIo, CMOHTAHHbIE Pa3pPbiBbl  KWLIEYHUKA
N apTepuranbHOM CTEHKN [4-6].

TunuuHble KNMHWYECKUEe MpPOABMEHNA COCYAUCTOrO
TMNa cuHapoma nepca-LaHnoca BKIOYAOT B Cebsi coue-
TaHve 60bWNX U ManbiX Kputepues [2, 3, 71.

K 6onbluM KpuUTepraM OTHOCATCA: pa3pblB aopThl
B MOJIOJOM BO3pacTe; CMOHTaHHasA nepdopaumsa cMrmo-
BMAHOV KMLWWKW NPY OTCYTCTBMM MATONOMM CO CTOPOHDI
KMLLEYHMKa, KOTopasa Moria 6bl MpBeCTU K nepdopauuny;
CMOHTAHHbIV Pa3pbIB MaTKM B TPETbEM TpUMecTpe bepe-
MEHHOCTU MpPY OTCYTCTBUU MpPeLIeCTBYIOLEro Kecapesa
ceveHus, NMbOo pa3pbiBbl MPOMEXKHOCTU; popMUPOBaHME
KapOTVAHO-KaBEPHO3HOrO CMHYCOBOIO CBMLA MpU OT-
CYTCTBUU TPaBMbl; BbISIB/IEH/E JAHHOrO TUMa CUHAPOMA
Y POLCTBEHHMKA MEPBO JINHWM MO MOJIEKYNIAPHO-TeHeTH-
UeCKOMY VCCTIeJOBAHMIO.

K ManbiM KpUTEpUAM OTHOCATCA: MOABIEHNE CUHSIKOB,
He CBSI3aHHbIX C TPAaBMOW, B HETUMUYHbIX JTOKaNM3aLmax
(LLeKn nnmM CcnuHa); NCTOHYEHNE KOXM, NPU KOTOPOWN 13-
ObITOYHO BUJEH BEHO3HbI PUCYHOK; XapaKTepHbIA Buf
nvMua ans JaHHOW MaTONIOrMK; CMOHTAHHbIA MHEBMOTO-
paKkC; aKporeHws; 3KBUHOBapYycHasd Aedopmauumsa CTom;
BPOXOEHHDIN BbIBMX Oefpa; runepmobuibHOCTb MeJTKUX
CYCTaBOB; Pa3pblB CyXOXWUUN 1 MbILLIL; KEPATOKOHYC (ae-
reHepaTVBHOE, HEBOCMANNTE/IbHOE WCTOHYEHNE poro-
BULLbI); peLeccus AecHbl (CHUXeHne obbema [1eCHbl B Ha-
npaBJieHNM aneKca) 1 ee NMOoBbILLEHHAsA XPYNKOCTb; PaHHWI
[e6t0T BapuKo3How 6onesHun (B Bo3pacTe o 30 neT).

Kputepriem NocTaHOBKM AMarHo3a Ha OCHOBaHWW Knu-
HUYECKMX NPOABIIEHNI ABNIAETCS COUYeTaHe Ntoboro 60/b-
LIOrO KPUTEPUS B COBOKYMHOCTY C HECKOJNTbKMM MaslbIMU.

M3-3a KNMHMYECKOrO COBMAAEHMA C HEKOTOPbIMM
dopmamm cumHagpoma Jlonca-AuTtua (reHeTnyeckoe mno-
pakeHre aopTbl U KOCTel ckeneta), MapdaHa (Hacnea-
CTBEHHas NaToNIornsi CoeANHUTENbHON TKAHU C paclimpe-
HUEeM aopTbl, U3MEHEHMEM CTPYKTYPbl KOCTEN 11 CYyCTaBOB
KOHEUYHOCTEN 1 XpYCTannKa) h CeMeNHbIMU CUHAPOMaMM
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apTepuanbHON aHEBPU3MbI U PAaCCIOEHUS, ANArHo3 Oon-
XeH ObITb MOATBEPXAEH NyTeM MAaeHTUdMKaLmm naTo-
reHHbIx BapuaHToB B COL3AT [4, 8, 9].

LEJIb PABOTbI

O3HaKOMUTB LUMPOKNI KPYT BPauen CTAKENbIMUXMPYP-
rMYECKIMUN OCNIOXKHEHMAMM CMHAPOMA dnepca-[aHnoca.

OMUCAHUE HABJIIOOAEHUA

Manbuuk 15 net noctynun B ['6Y3 UFOOKB ¢ xanoba-
MU Ha 60N B XKMBOTE, PBOTY.

AHamHe3 3abosnegaHus: 3a 36 4acoB A0 oObpalle-
HUA B KIVHUKY MOABMNACb TOWHOTA, ABYKpPaTHasA PBOTa,
onddy3sHble 60nm B KmBoTe. JINXOpagKm He OTMeYanoch.
C TeueHVem BpeMeH/ OTMeYaeTCsi HapacTaHre 6oneBoro
CUHAPOMa, MOBTOPHbIE 3MN30A4bI PBOTHI (B OOLLEN CIIOXKHO-
CTV go 4-x pa3 3a CyTkn). bpuragom ckopor MeguunHCKon
MOMOLLM AOCTaB/IeH B [JeTCKyto 06M1acTHYIO KIIMHUYECKYIO
6onbHMLy T. MpkyTcka (TBY3 UTOLKB).

JononHumenbHo U3 aHamMHe3d XU3HU 8bIACHEHO: B BO3-
pacte 8 mecAueB BbiCTaBfleH AMArHO3 [BYXCTOPOHHMWI
BbIBMX FOJIOBOK GefpeHHbIX KocTel. [poBeaeHo 3aKpbi-
TOe BrpasfeHue BbiBMXa Ha gyre no lWepge. [danee npo-
BOAWANCH STamHble TMNCOBAaHMUA B MONOXeHUn «JlopeHL
1-2-3». BbIBMX1 coxpaHanucb. bbino npoBegeHo 3TanHoe
onepaTvMBHOE JfleyeHue: [eTOPCUOHHO-BapusMpyoLme
OCTEOTOMUUN MEXBEPTENIbHON 00nacT NEBOW 1 NpPaBoW
6eppeHHON KocTel. Takxke y pebeHKa OoTMeuanacb dKBU-
Ho-BapycHas paedopmauma oboux cTomn, runepmodusib-
HOCTb CYCTaBOB BEPXHUX N HVMHUX KOHEUYHOCTEN, Bapu-
KO3HaA 0O0Me3Hb HVXKHUX KOHEYHOCTEN, XPOHMYecKas
BEHO3HaA HefQOCTAaTOYHOCTb 1 CcTeneHw, AnuTenbHoe 3a-
XMUBNEHME paH 1 MOBbIWEHHAA KPOBOTOUMBOCTb. B paH-
HemM [eTCKOM BO3pacTe 6blI0 MPOBEEHO reHeTnyeckoe
nccnepoBaHme, No pesynbTaTaM KOTOPOro BbICTaBeH Auna-
rHo3: CnHgpom dnepca-laHnoca, COCyanCTbIN THM.

llpu ocmMompe HA MOMeHM nocmMynyieHUs: UBOT
06bIUHOW POPMbI 11 BEMINUUHDBI, HE B3AYT, B aKTe [bIXaHWsA
yyactByeT orpaHuyeHo. lMpy nanbnauyuun onpepensetca
MacCMBHOE MbILIEYHOE HanpsXXeHre n pe3kas 6onesHeH-
HOCTb BO BCEX OTAenax »mBoTa. [onoxntenbHble CMMNTO-
Mbl pa3gparkeHunsi 6PIOLWVHbI.

BbicTaBneH anarHo3 ocHoBHowW: OCTpbI anneHANLUT?
MNepuToHNT?

OuarHo3s conytctyowmin: Cungpom dnepca-LaHnoca,
COCYAUCTbIA TWM.

B npuemMHOM oTaeneHun BbIMNOAHEHO AOMOJSIHUTENb-
Hoe obcnegoBaHue.

YnbTpa3ByKOBOE WCCNelOBaHE OPraHOB OPIOLLIHON
nonoctu (Y3 OBI): B npaBom natepasbHOM KapmaHe
OPIOLLIHON MOMOCTU M HUXHUX 3Takax >KMAKOCTb C dJle-
MEeHTaMu HeopHopoaHocTu. OnpependeTca anneHAUKC
8o 0,9 cm, cteHKn ytonweHbl go 0,2 cMm, BOKPYr anneH-
[OVIKCA PErncTpupyroTca TKaHU CalbHMKa MOBbILIEHHOMN
3XOTreHHOCTHU.
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Mo paHHbIM NPOBeAEHHOrO abopaTopHOro obcneno-
BaHVA ONpefenAnca NanoykoAAepPHbI NeNKoUNTO3 C Ha-
pactaHnem C-peakKTUBHOrO besika.

MNocne npepgonepauOHHON MOArOTOBKM BbINMOSIHEHO
onepaTrBHOE JleyeHrie B 06beme fnMarHoCcTMyeckom nana-
pockonuu. YumTbiBas HEBO3MOMHOCTb MOSIHOW PEeBU3UN
OPIOLLIHON MONOCTY, B CBA3N C BbIABIEHHBIM UHOWBTPa-
TOM JNleBOV nopB3doWHOM obnacTtu, 6bina nponsBeaeHa
KOHBEpPCUA Ha CPenHHYI0 NanapoToOMuIO.

Mpu naHopamHoM 0630pe BbisiB/IEHA TUMEPEMUPO-
BaHHAsl MapueTasibHas OploWMHA U OONbLIOW CaNbHUK.
THOWMHBIN BbLIMOT BO BCEX OTAENax OPIOWHOWM MONOCTU.
B xope caHaumn 3BakymposaHo o 500,0 ma rHOMHOro
oTaensemoro. B npaBon noAB3AoWHON AMKe BU3yanu3u-
pOBaH raHrpeHo3Ho-NepdopPaTUBHLIN YepBeobpPa3sHbIi
OTPOCTOK C CaMOaMNyTUPOBaHHOW BepXyLKon. [poun3se-
[eHa Knaccuyeckas nanapockonuyeckas anneHgIKToMus
C 06paboTKON KynbTy MNPV NOMOLLM GUMNONSAPHON Koary-
nAUMM 1 TOoTanbHaA pe3ekuma canbHuKa. MNpu ganbHen-
el PeBU3NN OPIOLWHOM MOJSIOCTUA BbISIBIEH MHOUNBTPAT
B JIeBOW MOAB3AOLWHON obnactu. NpounseegeHa KOHBep-
CUA Ha CpefVHHYI NanapoTomuio. [JononHUTENbHO Bbl-
ABJIEHbl MHOXECTBEHHbIE MeXKULLeUHble abcLecchl, KOoTo-
pble 6bin BCKPbIThL. [Mpy peBusny nHounbTpaTta B N1eBon
NnoAB3AO0LLHON 06nacTy obHapykeHa nepdopaums CMrmo-
BUAHOW KNLWKK C pa3mepamu fedpekTa 3x4 cm.

bplowHaa nonoctb caHnposaHa 0,025 % pacTBo-
poM XJloprekcMauHa Ao umcTbix Bod. lNpounssepeHa pe-
3eKUMA CUTMOBUAHOW KUMKW C OTCTYnom B 10 cM B OgHY
W Opyrylo CTOpoHy OT nepdopauuu. BoiBegeHa Tepmu-
HafbHaA cMrmocToma. bplowHaa nonocTb ApeHnpoBaHa
no [eHepanosy.

B paHHem nocneonepaunmoHHOM nepuopge, € 3-X cy-
TOK, OTMEYaeTCA exeOHEeBHOe MOCTEMeHHOe CHIKeHune
remornobvHa u 3putpounToB. Mo pesynsratam Y3 OBl
Ha 1-e, 3-1, 5-e nocneonepaurioHHble CYTKN: CBOOGOAHON
»KNOKOCTY, MNaTONOrMYecKUX WM3MEHEHUN He BblABMIEHO.
MNMocneonepayroHHas paHa 6e3 Npr3HaKoB BOCMANIEHNUA.
Ha 5-e nocneonepaunoHHble CYTKA B HUXHEN TpeTu no-
CneonepauuoHHON paHbl BU3Yanu3npoBaH OTeK MArKUX
TKaHeln 6e3 Npu3HaKoB BocnaneHus. MNpu peBM3nn 30H-
[1OM MOfyyYeHa KpPOoBb.

BbINonHeHO NOBTOPHOE ONEPATUBHOE JieueHre B 06b-
emMe peBr3unmM NocneonepaLioHHON PaHbl.

B nopkoxxHo-xnposon knetyatke (IMKK) nepegHei
OPIOLWHON CTEHKK omnpeaensanacb obwupHasa remaToma
CO CrycTKamu KpoBu o6bemom nprimepHo 500 min. Bo Bna-
ranuiie NPAMON MbILWLbl XKMBOTa ONPeAenanoch Nynbcu-
pyloLLee apTepuranbHOe KPOBOTEUEHNE (M3 HUXKHEN Haf-
ypeBHom aptepun). Cocyn nepesasaH. [pu ganbHenwemn
pPeEBU3NM MOCIEONEPALNOHHON PaHbl OblIO BbIABIEHO
pacc/ioeHne NMCTKOB anoHeBPO3a 1 OPIOLLIVIHBI, 3BEHTPaA-
Lus neTenb KULWeYHUKa. AMOHeBPO3 1 OpIoLLMHa Npuy No-
MbITKe yLWMBaHMA MPOpPe3anucb, paspbiBanvcb. Jedpekr
6blN 3aKPbIT MONUMNPONUIEHOBON CeTKOW. PaHa nocnon-
HO ywuTa.

C uenblo CTUMYNMPOBaHUA KoJlareHoobpa3oBaHus,
CTabunumsauum MrHepanbHOro obmMeHa, KOppPeKUnUn CUH-
Tesa M Katabonmsma rJIMKO3aMUHOIIMIKAHOB pPebeHKy
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Oblla Ha3HauyeHa MeTabonvyeckas Tepanus crepyoLm-
MW npenapatamu: [enpoTenMHM3NPOBAHHLIA remofe-
pvBaT KpoBU TenaT «AkToBermH»™ no 10 mn - 2 pasa
B CTYKW, BHYTPVIBEHHO KamnesnbHO; ackopbrHOBas KMCIoTa
no 200 mr — 3 pasa B CTYKW, BHYTPUBEHHO; Kanbuua Kap-
6oHaT + Konekanbuudpepon «Kanbuuii A3 Hukomem»™
no 500 mr + 200ME - 2 pa3a B geHb nepopanbHo; Kone-
kanbuudepon «Butamun I»™ no 1000 ME - 1 pa3 B cyT-
K1 nepopanbHo; «JleBokapHUTUH»™ no 1000 mr — 1 pas
B leHb, BHYTpuBeHHoO [1, 10].

PaHHM nocneonepaumoHHbIN Mepuog npoTeKan
6e3 OCNOXKHEHWI. JHTEePasibHYIO Harpy3Ky ycsavBan no-
NoCTblo, curmocToma ¢yHKUMOHMpoBana, no Y3 OBl
Ha 7-e, 10-e nocneonepauUnoOHHble CYyTKM (C MOMEHTa Ha-
JTIOXKEHMA CUTMOCTOMbI) NATONIOTNYECKUX U3MEHEHWI TaK-
e BbIsiBNEeHO He 6bu10. C 11-x NocneonepaLoHHbIX Cy-
TOK (OT HaNOXXeHUA CUrMOCTOMbI) OTMEeYaeTCA yCuneHne
abgomMurHanbHoro 6051eBOro CMHAPOMa, ONpeaensanucb
NoNIoXKUTeNbHble NepUTOHeaNbHble CUMMTOMbI, HapacTa-
HUe nerkounTo3a, Co caBMrom Gopmysbl BIEBO, MOBbI-
weHme CPB. NMpoeeaeHo Y3U OBI1: BbiABNEHO CKOMieHUe
HEOAHOPOJHON XMAKOCTN Ao 50 MmN B Me3oracTpanbHOM
obnactu.

Mpown3BefeHO onepaTUBHOE fleueHne B obbeme pe-
NanapoTOMUK, PEBU3MM OPIOWIHON MONOCTU. B HKHEM
Yy BHOBb BblfiBfIeHa OOLUMPHas reMaTomMa CO CrycTKamu
KpoBu. [Mynbcrpytowero apTepranbHOro KpoBOTeUYEHMA
He onpegenanocb. M3-mog nonmnponuieHOBOW CeTKMK
BbIABIEHO MOATEKaHWe KanoBoro otgendemoro. CeTka
yAaneHa, npoBefeHa caHauuma bptowwHo nonoctu 0,025 %
pacTBOpOM xnoprekcuanHa. 1o nepegHer NOBEPXHOCTU
NMoAB3OOLHON KUWKNM OOHapy»KeHa nepdopauus arame-
Tpom o 10 Mm. Tak KaK y pebeHKa yxe GpyHKLMOHNpOBana
CUrMacTOMa, OT HaNOXKEeHUs1 BTOPOU CTOMbI OblIO PeLIeHO
Bo3gepxatbcA. [lyTem HanoXeHUA KMCETHOro U CBEpXy
BO BTOpPOW psApn Z-o6pa3Horo wea MoAuMpPOnuIeHOBON
HUTbIO 6,0, Npon3BefeHo yiumBaHe nepdopaumm. Jedekt
anoHeBpO3a U HGPIOLLNHBI BHOBb YLUINTb HEBO3MOXKHO. Ha-
noXxeHbl WBbl Ha [TKK 1 Koxy.

Yepe3 3 pgHA OTMeyanocb MOABNEHME KULIEYHOrO
OTAenAemMoro n3 nocCeonepayioOHHON J1lanapoTOMHOMN
paHbl.

Mpown3BeeHO onepaTuBHOE fleueHne B obbeme pe-
NanapoTOMUK, PEBU3MM OPIOWIHON MONOCTU. B HKHEM
Yy paHbl BbIABNIEHO KMLLEYHOe oTAensaemoe. B npoekuum
paHee ywwTon nepdopaummn nogs3aoLWHON KULWKA onpe-
Lensanacb ee UHPUIBTPUPOBAHHAA CTEHKA U 2 CKBO3HbIX
nedekTa pasmepom Ao 2 MM Ha paccTtosaHum B 1,5 cv apyr
ot gpyra (puc. 1).

C uenblo NpoBeAeHUA CaHauUU nocneonepalyoH-
HOWM paHbl MPUHATO peLleHre O HaNoXeHuu nanapo-
CTOMbI C NMOAKMIOYEHNEM aKTUBHOW acnupupyoLen Ba-
KYYM-CUCTeMbI. K/LeYHbIA CBULLY pelleHO He ylwunBaTb.
Ha acnmupatope yctaHoBneHo pgasneHue 30 MM PT.CT.
B TeyeHme 5 MNHYT, 3aTem 50 MM PT.CT. B TeyeHne 1 MuH.
DHTepanbHasA Harpy3ka Ha Bpems GpyHKLMOHUPOBaHUSA
KMLEeYHOro CBMLLA NpeKpalleHa.

B nmocneonepauvOHHOM Nepuofe exefHEBHO MNpo-
BOAUNNCH NepeBA3KWU. ACMMpauMOHHasa BaKyyM-cucTeMa

Xupyprua
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¢dyHKUMoHMpoBana. Ha 12-e nocneonepaurioHHble CyTKU
paHa NoIHOCTbIO OUNLLEH], MHOUIbTPALMA CTEHKUN KULLKM
KynMpoBaHa. BbiNoiHeH peKOHCTPYKTUBHDBIN 3Tan onepa-
TUBHOTIO NleYeHus.

YuacToK NoAB3A0WHON KNLWKN CO CBULLIEM pe3eLnpo-
BaH, HanoOXeH ABYXPAOHbIM aHAaCTOMO3 KOHeL-B-KOHel,.
HanoeHbl WBbl Ha anoOHeBPO3 B [Ba PAAa, NaBCaHOBOM
HUTbIO 0, CO 3HAUUTENbHbIM HaTAXeHneM TKaHen. [ocne-
ornepaumMoHHan paHa ywuTa npu NOMOLLM aganTUpYoLWMX
LUBOB Ha NWOTax.

PaHHUI nocneonepaunoHHbIM  Nepuog  npoTekan
6e3 0CNoXHeHu: No AaHHbIM Y3 OBl natonornyeckumx
N3MEHeHW He BbiABNeHO. Ha 6-e nocneonepayuyoOHHble
CYTKM NPOM30LLIO NPOope3bliBaHNE LIBOB B HUXKHEN YacTn
nanapoTomMHoOM paHbl. LLBblI Ha anoHeBpo3e cocToATesb-
Hbl. B ganbHenwem 3akmBneHne paHbl NPOUCXOAUIO BTO-
PUYHBIM HaTAXKEHNEM.

MaumeHT O6bln BbiNMCaH Ha amOynaToOpHbIA 3Tan
Ans nocnegyouen peabunutauun. Yepes 3 mecsaua B nna-
HOBOM MopAAKe NOCTYNnu/l BHOBb B OTAENEHME XMPYPrinm
Ne 2 gnA 3aKkpbITUA CUTMOCTOMbI, KOTOpOe MpoBefeHO
C HanoXeHnem ABYXPAAHOIO aHaCTOMO3a KOHeL, B KOHel,.
PaHHUI nocneonepaunoHHbIN Neprog npoTekan 6e3 oc-
NOXHEHWN. MauneHT Obin BbINMCcaH Ha ambynaTopHbIN 3Tan
nof HabnofeHve xupypra, negratpa no Mecty XuTesb-
CTBa B YAOB/ETBOPUTENIbHOM COCTOAHUN C BOCCTaHOBIe-
HMEM NCXOOHOW MacChbl Tefa.

Yepes 3 mecAua naumeHT, HaxoaAaACb AOMA, OTMETU
pe3Koe yxyfLleHre COCTOSIHUS, BblPaXKeHHYylo CnabocTb,
B34y TVE KMBOTA U NMOABNEHNE OHEMEHNA B HUXKHMX KOHEY-
HoCTAX. bbina Bbi3BaHa bpriraga CKopon MeauLMHCKON Mo-
mMoLu. PebeHOK fOCTaBNEH B AEXYPHYIO KIUHUKY. 1o nyTn
B CTaLMOHap Nnepnognyeckn Tepan Co3HaHne, oTMeyanachb
MHOIOKpaTHasa pBOTa Xenyg4o4HbIM COAEPKMMbIM.

llpu nocmynneHuu 8 cmayuoHap: COCTOAHUE Kpau-
He TAenoe. YpoBeHb CO3HaHMWA: YMepeHHoe orfylue-
Hue. Ap 85/45 mm pt.cT., YCC 120 B MUH. HUXHME Ko-
HEeUHOCTU 6e3 BUAMMbBIX VM3MEHEHW, Npu nanbnayum
npoxfnagHble Ha owynb. YyBCTBUTENbHOCTb, ABUXEHUA
oTcyTCTBYIOT. OTMeuUanacb 61eHOCTb KOXHOrO NOKpPOoBa.
MnBOT B34yT, NpY Nanbnaumm MATKUMA BO BCeX OTAenax,
6e360ne3HeHHbIN. CUMMATOMbI pa3fparkeHns OPIOLIVHbI
oTpuuaTenbHble.

PebeHOK cpa3y npu NOCTyniaeHUn nepeBeseH B nana-
TY UHTEHCMBHOW Tepanuu u peaHnmauumm. Ha ¢oHe npo-
BOAVMOWN WHQY3MOHHOW Tepanuu u [UarHOCTUYECKNX
MeponpuaTnin, cnycta 30 MUHYT C MOMEHTa NOCTYMNeHnA
B CTaLOHap OTMeYaeTcsa pe3Koe YXyALIeHne COCTOAHUS,
yrHeTeHue Co3HaHus, bpaarkapana go 35 B MuHyTy. Mynbc
Ha nepudepuryeckrx apTepusx He onpefensncs, AblxaHne
He onpepenAnocb. PeaHMMaUOHHbIE MEPONPUATUA B Te-
yeHre 30 MUHYT — 6e3 3ddekTa. KoHCTaTMpOoBaHa KNUHK-
yeckasa CmepTb.

B 6t0p0o cynebHO-MeaNLIMHCKOW SKCNepTu3bl BbiAB/IEH
pa3pblB OPIOLWHOrO OTAena aopTbl, C KPOBOM3NMAHUEM
B MapanaHKpeaTnyecKkyt 1 fnapaaopTasbHYIO KieTyaTky
(pnc. 2).

[ncTonornyeckn onpefeneH MbileYHbl TUMN CTpoe-
HUA a0PThbI.
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3aknodeHue  cydebHO-2uCMOI02U4eCcKoz20  Ucc1edo-
8AHUA: BPOXAEHHbI MOPOK pa3sutuA. CuHApom Snep-
ca-flaHnoca, TAXeNioe TeyeHue: MOBbIEHHas MOABUX-
HOCTb CYCTaBOB; reMOpparnyeckuin CUHAPOM (IKXUMO3bl
Ha Tesle, PacC/IOeHVe CTEHKM FPYLHOTO U OPIOLLIHOMO oTae-
11a a0PTbl C ee pa3pbiBaMyi; MbILLIEYHbIA TWM CTPOEHNWA aop-
Tbl — TUCTOJIOTNYECKN).

PUC. 1.

WHunempuposaHHas cmeHka nod8300wWHoU KUWKU ¢ 08YMA nep-
opamugHeimu Oepekmamu 00 2 MM

FIG. 1.

Infiltrated ileum wall with two perforating defects up to 2 mm

PUC. 2.

Paspeie 6prowHo20 omdena aopmel (yKasaH cmpeakamu)
FIG. 2.

Rupture of the abdominal aorta (indicated by arrows)

Xupyprua
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OBCYXXAEHUE

CocyauncTbil TN cMHApOMa dnepca-JaHnoca — peg-
Kaf HacneAcTBEHHAs MaTonorusi, 00yCnoBJIeHHas Hepo-
CTaTOYHbIM Pa3BUTUEM KOJIIAreHOBbIX CTPYKTYp. ITOT
BAPVIAHT TeUEHMSA ABNAETCA OOHUM 13 Hanbosee TaXKeNbIX
dopm cmHppoma 3Snepca-faHnoca. Opyrne ¢popmbl 3T0-
ro CMHOPOMA HEe COMPSAXeHbl C BbICOKOWN NeTaNIbHOCTbIO.
Hanpumep, cMepTHOCTb MaLMEHTOB C FMNEPMOOUTbHBIM
M KNacCMYyeCcKnm TUMOM He 3aBUCUT OT 3abonesaHus [1, 2].

Pa3pbIiB COCY0B 1 MOMbIX OPraHOB — [1Ba CaMblX TAXe-
JIbIX U CMEPTENbHbIX OCIOXHEHUA cCMHAPOoMa dnepca-LaH-
noca. OHM Haubonee pacnpoCTPaHeHbl NPY COCYAMNCTOM
1 KndOCKONMOTUUECKOM TUMax. Pa3pbiB cocyfoB mMoxeT
NPOU3ONTX B JIOOON YacTU apTepPUaNbHON CUCTEMDI,
HO Hamnbosiee YacToO BCTPEYATCA B FPYAHON 1 GPIOWHON
NnosioCTAX.

YunTbiBasA MOBbILWEHHY XPYMNKOCTb COCYAOB, BCen-
CTBME aHOMAJIbHOrO CTPOEHUA KONareHa, BXOAALLEero
B COCTaB apTepuasibHOW CTEHKN, PUCKK Neprdeprnyeckimx
N MEeSIKNX KPOBOTEUEHMUN Y TaKuX MaUMEHTOB TaKXe Ha-
MHoro Bbiwe [11].

BHe3anHoe nosBneHve 6051 CO CTOPOHbI OPIOLLIHON
NoJIOCTY, pe3Koe yxyALeHne COCTOAHNA Y NaLUNEeHTOB C 13-
BECTHbIM CHAPOMOM Dnepca-LlaHnoca JomKHO NobyanTb
K HEOT/IOXKHOW OLIeHKe COCTOAHMNA 6ONbHOIO BHE 3aBUCK-
MOCTW OT MPeALEeCTBYIOLEro aHaMHe3a.

Jio6ble Xnpypruyeckme MaHUNynALMm, BbINOHAEMbIe
Yy NauueHToB C CMHAPOMOM dnepca-laHnoca, npeacTaB-
NAT 3HAYNTENbHBIA PUCK BCIEACTBME PAa3BUTUA KPOBOTe-
YyeHuA. Onepauum e Ha Nosbix OpraHax AOMOHUTENIbHO
COMpPsi>KeHbl C BBICOKMMU PUCKaMU Pa3BuTUA nepdpopaunii
Ha 3TUX OpraHax 1 HeCOCTOATENIbHOCTY NOC/eonepaLioH-
Hbix weos [12, 13].

B Halwem onncaHHOM KNMHWYECKOM Cilyyae AMarHo3
CcoCyancToro Tuna cuHApoma Idnepca-[aHnoca nauu-
€HTy Obln BbICTaBJIEH elle B paHHeM AEeTCKOM BO3pacTe.
Ho pake Ha OCHOBaHUM KIVMHUYECKMX AaHHbIX, KOTOpble
BKJ/TIOYAIOT COBOKYMHOCTb OONbLUNX KPUTEPUEB: pa3pbiB
aopTbl; CMOHTaHHaA nepdopauna CUrMOBULHON KULLIKY
N ManblX KPUTEPUEB: BPOXAEHHDIN ABYXCTOPOHHUI BbIBUX
6enpa, 3KBMHO-BapycHaa fedopmauus oborx cTon, ru-
NepMoOVIIbHOCTb CYCTaBOB BEPXHUX U HUMKHUX KOHEYHO-
CTel, BapuUKOo3Has 00ne3Hb HUPKHUX KOHEUYHOCTEN, NMOBbI-
LIEeHHaA KPOBOTOUMBOCTb U AINTENIbHOE 3aXKUBMIEHWA PaH,
BapMaHT COCYAUCTOro TMna cuHapoma dnepca-LaHnoca
He BbI3bIBa€T COMHEHMA.

MNepBble cepbe3Hblie OCNOXKHEHNE B BUAE CMOHTAaHHON
nepdopaunmn CUrMoBUAHOW, a 3aTEM 1 TOHKOW KULLKW, pas-
BUNCH B BOo3pacTe 15 neT. B xoae MHOXeCTBEHHbIX onepa-
TMBHbIX BMeLLaTeNIbCTB UX YAANOCh Pa3peLlmnTb.

3ayacTylo faHHble OCTPble COCTOAHNA He yaaeTca pe-
LINTb 32 OJHO OMepaTMBHOE BMELLATeNbCTBO, B CUY pas-
BUTUA HOBbIX OC/TOXKHEHU. DTO B MEPBYIO ovepenb CBA-
3aHO C cucTeMHoN natonoruven [14]. bonbly TPyaHOCTb
npeacTaBnano ywmBaHne AedeKToB KULIEeYHMKA 1 aro-
HeBpo3a OpPIOLWHON CTeHKU. BcneacTBue HemocTaToOuHO
pa3BUTbIX KOJTAareHOBbIX CTPYKTYP TKaHW MPOpe3blBaNvCh
1 pa3pbiBaNIMCh CJIOBHO «MOKpas bymarax. Kaxkgoe HoBoe
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onepaTrBHOE fleyeHne NpeacTaBAaio Bce 60NbLUNN prUcK
pPa3BUTUA OCNOXHEHUN. [py NnpoBefeH onepaTUBHbIX
BMELLATENIbCTB MO Mooy neppopaumini CTEHKU KULLKM
nepen Hamu CTOANla HeNpocCTasa 3afjaya: NpPOW3BOAUTb
ywBaHve fedekta Uiy pe3ekuuo NOpPaKeHHOro yyacT-
ka. Oba BapuaHTa NieuyeHust b CONPSAXKEHbI C BbICOKM-
MU pPUCKaMN Pas3BUTWA HECOCTOATENbHOCTU aHAaCcTOMO3a.
Hamu Obiny nprviMeHeHbl BCe BO3MOXKHblE METOAbI, KOTO-
pble B KOHEYHOM UTOre Aanu NOJIOKUTENbHbIV pe3ysbTar.
3HauMMylo poJib B JleueHnu cbirpana Metabonuueckas Te-
panusa, KoTopas No3BOAUIA YBEINUUTb MPOYHOCTb TKaHEN
cTeHKn Knwkn. C nepdopaumusamm KUWLEYHOW CTEHKN YAa-
NOCb CNPaBUTbCA.

BTopoe cepbe3HOe OCNOXHeHMe B BuUAe CMOHTaH-
HOro paspbiBa OPIOWHOrO oTAesia aopTbl Pa3BUNIOCH
B Bo3pacte 16 net. [JaHHOe COCTOAHME OYeHb ObICTPO
NMpVBEeNo K NIeTalbHOMY MCXOAY, KOTOpoe 6blfio AnarHo-
CTUPOBAHO MOCMEPTHO B 6IOPO CyebHO-MeaULMHCKOM
3KcnepTusbl. 1o Hawemy MHeHUIo, Aa)ke BOBpeMA Auva-
FHOCTMPOBaAHHOE AaHHOE OCJ/IOKHEeHMe (cpasy e npwu
MOCTYMJIEHM B CTaUMOHAp) He NpUBeNo Obl K CMAceHno
MU3HM NaumneHTa.

3AKNTIOYEHUE

Cocyanctbii TUN CMHZpPOMa dnepca-[aHnoca Bbi3bl-
BaeT Cepbe3Hble OC/IOXKHEHMA, CONPAXKEHHbIE C BbICOKOW
netanbHOCTbl0. CBOEBpEMEHHasa AuarHocTMka 1 npose-
LEHHOE X1PYpruyeckoe nevyeHre B cyiyyae nepdopaunu
Mosioro opraHa MmMeeT 6onee 6/1aronPUATHBIA NMPOrHO3,
B CPaBHEHMM CO CMOHTaHHOW nepdopaunein aopTbl. Yun-
TbiBafd HefOCTAaTOYHOE pPa3BUTME KOJITAareHOBbIX CTPYK-
Typ nobas xupypruyeckas MaHUNYyNAUUsA COMpPsKeHa
C BbICOKMMM PUCKaM/ Pa3BUTUA HOBbIX KPOBOTEUEHWI
n nepdopaunin. Bcem naumeHTam ¢ COCyauCTbIM TUMOM
cuHgpoma 3dnepca-faHnoca Heob6xoAUMO Ha3HauaTb
MeTabonmueckylo Tepanuio. B cnyyae BHe3anHoro yxya-
LIeHMA COCTOSHMA UMK Pa3BUTKA 6oneBoro abgomnHanb-
HOro CMHAPOMA y NauuMeHTa C AMAarHOCTUPOBAHHBIM CO-
CYAMCTbIM TUMOM CMHApPOMa Dnepca-aHnoca, npexae
BCEro, HeoOXOAMMO WCKIIOYaTh CMOHTaHHyl nepdopa-
LMI0 MONOro opraHa UM paspbiB KPYMHOW Marncrpasb-
HOW apTepuun.

OuHaHcMpoBaHue

ABTOPbI 3as1BNIAOT 06 OTCYTCTBMM BHELLUHETO GUHAHCK-
pOBaHUA NPU NPOBeEeHNN UCCIIeA0BaHUSA U MOATOTOBKe
nyénukayum.

KoHnuKT nHTepecos

ABTOPbI AeKNapUPYIOT OTCYTCTBUE ABHbIX Y MOTEHL M-
anbHbIX KOHQJIMKTOB UHTEPECOB, CBA3AHHbIX C NyOsMKa-
Lnen HaCcToALen CTaTbu.

Cornacme nayneHToB

ABTOpPbI MONYUYUSIM MUCbMEHHOE COrflace 3aKOHHbIX
npeacTaBuTenell NauMeHTOB Ha NybnuKauuio MeguLuH-
CKUX JaHHBIX 1 NU300paKeHUN.

Xupyprua



[ononHutenbHble MaTepuanbl

Bce ¢oTorpadum, npepctaBnieHHble B CTaTbe, che-
NaHbl aBTOpamy HacToswel nybnmkauuu u SBNSIOTCA
UX COBCTBEHHOCTbIO.
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