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AmaHoBa Mawnca AHM3anmeBHa, acnpaHT Kadeapsl AETCKOM XMPyprv negnmaTpuyeckoro dakynsreta

CmunpHoB Anekceil HukonaeBumy, AOKTOP MEANLIMHCKMX HayK, Npodeccop Kadeapbl AETCKOM XMPYPriv NeanaTpuyeckoro
bakynsTeTa; 3aBeyioLLnii OTAENEHVIEM FTHOVMHON XVPYPrav

XonocTtoBa Buktopuisi BanepbeBHa, OKTOP MeAVLMHCKIX HayK, JOLEHT Kadeapbl AETCKOM XPYpriv NeavaTpmnieckoro GpakynsreTa;
LOLEHT Kadeapbl JETCKOM XMPYPrim NeuaTpuyeckoro GakynbTeTa; Bpau-xvpypr AeTCKUM OTAeNeHWA THOMHON XMpyprim
MaHaHHOB ApTyp labaynxaHHaHOBMWY, BpaU-XMPYPr AETCKMIM OTAENEHWA THOMHOW XVPYPrinun

BoiiHa CBeTnaHa AHaTONbeBHa, Bpay-aHECTE3MONOr AETCKMIN OTAENEHNA aHECTE3MONOMMN 1 PeaHUMaLm

Buptokosa EneHa tOpbeBHa, Bpau-xvpypr 4ETCKMI OTAENEHNA THONHOW XVPYPrin

XaBKuH AHaTONMIN Unbny, AOKTOP MEAMLMHCKMX HayK, MPOGECcop, MaBHbIN HayUHbI COTPYAHMK OTAENA raCTPOIHTEPONOT MM
HayuHo-1ccnegoBatenbCkoro KNMHMYECKOro MHCTUTYTa NeauaTpun nmenn akagemnka t0.E. Benstuiwesa

Pesome

B ocHoBe cHapoma dnepca — [laHnoca NexuT HacneaCcTBEHHO 00yCNOBAEHHaa CMCTEMHaA ANCOYHKLMA COeAVHUTENBHON
TKaHW, BbI3BaHHaA HapyLUeHMeM CHTe3a KonnareHa. B 3aBMCMOCTY OT OTAENbHOM MyTaUuK, KIMHUYECKe NPOABAEHNA
CMHAPOMA MOTYT BapblpOoBaTb OT yMEPEeHHbIX A0 ONaCHbIX ANA XKM3HW. Pe3ynbTaT HapyLWeHna C1HTe3a KofnareHa — npo-
nudepauma 3NacTUYecKyX BONOKOH, NOTePA KOMNAKTHOCTU W HapyLeHWe OpYEHTaLMM KONNareHOBbIX BONOKOH, XPYNKOCTb
CTeHKM COCYA0B 1 pacluypeHune nx NpocBeTa. A, yunTbiBas, UTo CoeVHUTENbHOTKAHHbIE BOSTOKHA UMEIOTCA MPaKkTUYecKm
B KaXK[IOM OpraHe, NposBfeHns CvHapoma Inepca-flaHnoca nonmopGHbl v HOCAT reHepann30BaHHbIN XapakTep, YTo, HepeaKo,
3aTpyaHAeT BepridrKaLmio faHHOro 3abonesaHua. Hanbonbluee KnHUYECKOe 3HaueHne rmeeT CuHApPoOM dnepca—aHno-
ca IV (cocynmcToro) Tuna, Bo3HMKalowwin 8 pesynstate MyTaumm reHoB COL3AT 1 COLTAT 1 NpoaBRatoLLmMincA CKAOHHOCTbIO
K CMIOHTAHHOMY Pa3pbiBY KPYMHbIX apTepuii v Nosbix opraHoB (MepdopaLmi KIWeUYHWKa, MHCYNbTbl, Pa3pbiBbl CENe3eHKN
¥ Ap), NNIOXOMY 3a>KUBAIEHMIO PaH, XPYMKOCTU MArKNX TKaHel, HapyLeHunio remocTasa. B cTaTbe onvcaH cobCTBEHHbIA OMbIT
neyeHuna 4 nauyeHToB CO COHTaHHbIMY Pa3pbiBamy BHY TPEHHIX OPraHOB, TOM UMCie HOCALLMX PeLMAVNBUPYIOLLAI XapaKTep.

Kniouesble cnosa: CnHapom dnepca-flaHnoca, Cuiapom Inepca-flaHnoca y aetei, AedekT CMHTE3a KonnareHa, MyTaLuy
reHos COL3AT, COL1AT, pedekT al-uenu konnareHa Il v al-uenu KonnareHa |, CNOHTaHHbI Pa3pbiB BHYTPEHHUX OPraHOB

y AeTe, CIOHTaHHble NepdopaLIs XenyaKka 1 [BeHaALATUNEePCTHOM KNLWKM Y AeTed

KOHONUKT nHTEepecoB. ABTOPbI 3aABNAIOT 00 OTCYTCTBUM KOHMINKTA MHTEPECOB.
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Summary

Ehlers-Danlos syndrome is based on hereditary systemic dysfunction of the connective tissue caused by impaired collagen
synthesis. Depending on the individual mutation, the clinical manifestations of the syndrome can range from mild to life-threat-
ening. The result of a violation of collagen synthesis is the proliferation of elastic fibers, loss of compactness and disorientation
of collagen fibers, fragility of the vessel wall and expansion of their lumen. And, given that connective tissue fibers are present
in almost every organ, the manifestations of Ehlers-Danlos syndrome are polymorphic and generalized, which often com-
plicates the verification of this disease. The most clinically important is the Ehlers-Danlos Syndrome IV (vascular) type, which
occurs as a result of mutations in the COL3AT and COLTAT genes and manifests itself in a tendency to spontaneous rupture
of large arteries and hollow organs (intestinal perforation, strokes, rupture of the spleen, etc.), poor wound healing, fragility
soft tissues, impaired hemostasis. The article describes our own experience of treating 4 patients with spontaneous ruptures
of internal organs, including those of a recurrent nature.

Keywords: Ehlers-Danlos syndrome, Ehlers-Danlos syndrome in children, defect in collagen synthesis, mutations of the CO-
L3A1, COL1AT genes, defect in the al-chain of collagen Il and al-chain of collagen |, spontaneous rupture of internal organs

in children, spontaneous perforation of the stomach and duodenum intestines in children ) .
* Tllustrations to the article are

on the colored inset of the
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Cunppom Inepca-Iaunoca (aurn. Ehlers-Danlos
Syndrome - CO]I) mpeficTaB/sAeT TeTEPOTeHHYIO IPYII-
Iy HaC/Ie[ICTBEHHBIX 3a00/IeBaHNIT COeNMHUTENbHO
TKaHM, BBI3BAHHBIX leDeKTOM CHHTe3a KOoJIIaTeHa.
B nmureparype C3]] msBecTeH Tak>Ke IOJ, HA3BAHUAMM
«TUIIEPITACTIYECKAS KOXKAY», «dnmacTudeckas Gpubpo-
IVICTIZIa3U AA», «<Kay4IYKOBBIIl 4eTI0BEK», HECOBEPIIECH-
HbIIT ZecMoreHe3 PycakoBa, cuappom YepHory6osa—
Anepca-lannoca, cunapom Sack-Barabas u mp.
ITpyopuTteT NepBOTo AETAaTLHOTO ONMCAHUA NPU-
Hagnexut A.H. Yepraory6oBy (1891), a Ha3BaH OH
B YeCTb JIBYX JIePMATO/IOTOB, MACHTU(UIMPOBABIINX
ero B Havajte X X Beka: DBappa dnepca (1863-1937) 3
Hanun u Tenpu Anexcanpgpa Jannoca (1844-1912) us

®pannun [1-3]. CornmacHo Knaccupukany, onyonm-
KOBaHHOI MeX/JyHapOHbBIM KOMUTETOM 3KCIIEPTOB
B 2017 rony, BbifienA0T 13 Tunos CI]] ¢ pasinyHbpIMY Ba-
pMaHTaMU HacIeoBaHMA (Ay TOCOMHO-OMIHAHTHbIM,
ayTOCOMHO-PeIleCCBHBIM), 0COOEHHOCTAMMU KIMHU-
4eCKOJl KapTUHBI ¥ TabOpaTOPHBIMU IIOKa3aTe/IAMU
[4-7]. YacToTa cunppoma Inepca-Jlanmoca coctaBisier
1:50000-1:200000 popuBLmIMXCA, 13 HUX 5% IIPUXOLUT-
caHa 4 tun [8, 9].

OCHOBHOII TPUYNMHON BOSHUKHOBEHNA BCeX HOpM
C3]] ABNAOTCA MyTalUM T€HOB, KOTOPbIE OIIpefiens-
10T KOIMYeCTBEHHDIN /MU CTPYKTYPHBII e eKT
CUHTe3a KojutareHa. Mopdonornyeckas KapTuHa
BKJIIOYaeT B Ce0s1 MCTOHYeHMe fepMBL, Ipoudepanio
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9/IaCTMYECKIX BOIOKOH, IIOTEPI0 KOMITAKTHOCTH 1 Ha-
pYylleHe OpMEeHTAI MY KOJI/IAT€HOBBIX BOIOKOH, XPYII-
KOCTb CTEHKV COCYZIOB M PacHIMpeHNe NX IPOoCBeTa.
Y4uteiBasg, 4TO COeIVMHUTENbHOTKAHHBIE BOTOKHA
MMEIOTCH NPaKTUYeCK! B Ka)XKIOM OpraHe, KIMHU-
yeckye nposinernss COJI monuMopdHbL U HOCST re-
HepaIn30BaHHbII XapaKTep, T03TOMY BepUUKaIa
JAaHHOTO 3a00/IeBaHA 3aTPy/THEHA.

Hambonpuree KAMHMYECKOEe 3HAYEHME MMeeT
Cunppom Inepca-Jannoca IV (cocynncroro) tuma —
penKoe Hac/IeICTBEHHOE Ay TOCOMHO-JIOMUHAHTHOE 3a-
0oeBaHNe COLUHNUTENbHOI TKaHY, BOSHUKAOIee
B pesynbraTe MyTanuy resos COL3A1, COL1A1, npu-
Bogsime K gedexry al-uenu komnareHa 111, al-memnn
Koyaresa I.

[TaneHTdI ¢ 3TUM CMH/IPOMOM CK/IOHHBI K CIOHTAH-
HOMY pa3pbIBY KPYIIHBIX apTepUIl 11 IOJIBIX OPTaHOB.
B nmuTeparype coo61aoch 0 CIOHTaHHBIX Hepdopa-
LUAX KMIIEYHVKA, MHCYIbTAX, Pa3pbIBaX Ce/le3eHKN
U ApYyTuX opraHos B cssu ¢ COJ tuma IV [2. 10-12].
Jlis ereli C TaHHBIM CMHPOMOM XapaKTepHO I1JI0X0e

KnuHunueckoe HabnogeHne 1

B oTpenneHne HEOTIOXKHON U THOWMHO XUPYPTUK
AT'KB Ne 13 mm. H. @. ®unaTtoBa MOCTYIUI MambunK
I1., 16 neT, ;OCTaBIEHHbII MALIMHON CKOPOJ Me VLIV H-
CKOJI IOMOIIY C JMAarHO30M «OCTPbI allleHAVLIUT.
PaHee pebeHOK crienjuaicTaMy He HabIIOAICS, XPO-
HUYeCKMX 3a60meBaHmit He uMesn. CeMelHbIi aHaMHe3
110 3a60/IeBaHUAM XKeTyLOYHO-KIIIEYHOTO TPAaKTa
He OTATOIIeH. VI3BeCTHO, UTO 3a HeCKO/IBKO YacoB JI0
TOCIIUTAIN3ALNN PeOeHOK YIOTPeOIT HECKOIBKO IraM-
Oyprepos 13 pecTopaHa OBICTPOro MUTAHMUS, IOCTIE
JeT0 MOSBIUJINCH XKaI00bl Ha MUKOTY, KOTOPYIO OH IOIIbI-
TAJICA 3aIMTh OOIBIINM KOMIMYeCTBOM ra3ipOBAaHHOI
Bozbl. Uepes 1-2 yaca NpUCOeAVHNINCH KaMoObl Ha
TOLIHOTY, 6011 B )XMBOTE, PBOTY. B cpenHeM uepes
1 cyTku mocie Hadasa 3a6oneBaHuA pebeHOK OBII
TOCIIMTAa/NIN3NPOBAH B CTALIMOHAP.

ITpy mocTynIeHnn COCTOAHME MallMeHTa TsAXKe-
noe. Manpuuk Bsbiii. YKanyercs Ha 60/ B )KUBOTe.
Cy6¢ebpunbro nuxopaanT. Ko>kHble TOKPOBBI CyX e,
OnepHble. I3bIK I'yCTO 00/105KeH Oe/IbIM Ha/leTOM, I'y OBl
cyxue. CepfieqHO JIeATe/IbHOCTD HeCTaOM/IbHA S, CKJIOH-
HOCTb K 'MIIOTOHUY, Taxukapaus. AJl 100/55 MM pT cT.
YCC 116 B MuH. OTMeYaeTCsA MHCIMPATOPHAs OfbIII-
Ka, JibIXaHMe NoBepxHocTHOe, U]l 28 B MuH. JKusor
B3[IyT, aKTUBHO HAIIPs>KEH M Pe3Ko OO/Ie3HeHHBIN
NIpH TTabIAIUNU BO BCeX OoTAenax. [leputoneanpHble
CUMIITOMBI HONIOXUTeNbHble. Ha 0630pHOI peHTreHo-
rpaMme OPIOLIHOI IOIOCTH BBIsAB/IEH CBOOOXHBLI ra3
B BUfe cumnroma «cepna» (puc. 1). Ilo pesynpraram
Y3-nccnenoBaHnsA BbIABIEHO OOIBIIOE KOMNYECTBA
xupkoctu (7o 2,0 1) u rasa B OPIOLIHOI ITOTOCTH.
[Tocne mpeponepailIOHHON OATOTOBKM, MAI[UEHTY
Obl1a BBITIO/IHEHA JUATHOCTUYECKas JTallapOCKONM .
IIpu mamapoCKOMMYeCKOM MCCIefOBaHUU OOHAPY-
JKeHBI IIPU3HAKM BHYTPUOPIOIIHOTO KPOBOTEUCH N,
Ha/mnyue 60IBLUIOTO KOMNYECTBA HellepeBapeHHbIX
OCTAaTKOB NUIIM B CBOOOJHOI OPIOIIHOI ITOIOCTH
(puc. 2). Beimonuena namapoToMusi yepe3 KomOm-
HYPOBAHHBIN JOCTYM — CPeIHHAA TAIApOTOMU A
B COYETAHUN C IOfPebepHBIM paspe3oM cieBa s
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3a)KVBJIEHNE PaH, XPYNIKOCTh MATKMX TKaHeil U T10-
XOJf TeMOCTa3, YTO 3aTPY/AHACT NM00YI0 IHBA3MBHYIO
IpOLEeAYyPY. YIUTBIBASA PeKYI0 BCTPEYaeMOCTh 1 pa3-
PO3HEeHHBIII XapaKTep COOOIIeHNIL, 0 HACTOSIIETO
BPEMEHU He CYIIeCTBYeT IIPOTOKO/NOB 00C/IejOBaHIA
U JIe4eHNA leTell C MOJOOHBIMM OC/IOKHeHuAMY [2. 13].
MpI MMeeM ONBIT T€9eHN A HECKOMbKMX MAIIYIEHTOB CO
CTIIOHTaHHBIMM Pa3phIBAMI BHYTPEHHNUX OPIaHOB, TOM
YIIC/Te HOCAMIVX PelUAVBYPYIOMINI XapaKTep ¥ XOTUM
TIOfIe/TUTHCS CBOMM OTIBITOM.

TTog HaOmI0eHEM B HaLllel KJIMHIKE HAXOMU/IOCh
4 manyeHTa ¢ ocnoxkHenusimu CIJI, norpeboBaBiIn-
MU XMPYPIUYeCKMX BMEUIATe/IbCTB: MaIbuMK 14 neT
" leBOYKa 16 JIeT CO CIOHTAHHBIM Pa3pbhIBOM Ke-
Ny[iKa, pe6eHOK IPY/IHOTO BO3PACTa CO CIIOHTAaHHBIM
paspbiBoM 12-nepcrHoit kumku (JIIK) B Bospacre
1 r 1Mec. 1 pa3pplBOM IIOYKM B 1 T 4 Mec., leBOYKa
1371eT ¢ paspbIBOM ITO3BOHOYHOIT apTepuu, nepgopa-
nueit JIIK, pequauBupyommuM reMopparn4eckom
uHCynbTOM. [IpeficTapnsaeM cnefyromme KTMHNIeCKe
HaOMOneHns.

TydlIeil BU3yanusalluyl BEPXHUX OT/IENIOB JKeTy/IKa.
B xapgmanbHOM OTfesne KemyaKa 110 nepeHeli CTeH-
Ke oOHapy>keH paspbIB, paamepamu jo 10,0-12,0 cm
C HepOBHBIMM pBaHbIMU Kpasimu (puc. 3,4). Tedexr
CTEHKM JKeNyJiKa YUIUT ABYXPAJHBIM HEPEPbIBHBIM
mBoM. bprolmHaA momocTh THaTeTbHO CAaHMPOBaHa,
OCTaBJIeHBI IBa CTPAXOBOYHBIX JipeHaxa. O6beM co-
IepP>KMMOTO B OPIOLIHOI HOTOCTU COCTaBIUII OKOJIO 4
JIUTPOB, 06EM NHTPAOIEPALVIOHHOI KPOBOIOTEPH —
OKOJIO 2 TUTPOB.

Bo Bpems BMemaTenbCTBa reMOIMHAMMKA OCTaBa-
J1laCh HeCTabMIBHOIA, YeTHIPEXKIbI, HECMOTPA Ha TPOBO-
TVIMblE PeaHMMAIIOHHbIE MEPOTIPUATH A, OTMEYATaCh
acUCTONNU A, IPOBOAN/ICA HEIIPAMOIL 1 upespuadpar-
MaJIbHBI Maccax ceppua. VIHTpaonepannoHHo ycTa-
HOBJIEHBI 5 COCY/IUCTBIX JOCTYIIOB, I/ IPOBEEHM
TpaHChY3MOHHOII Tepanuy, IPOBefeHO epeTnBaHme
2 [103 9pUTPOLIMTAPHONM B3BECH, 3 103 CBEXXE3aMOPO-
JKEHHOI TI/Ia3Mbl, KOJIJIOU/IHBIE ¥ KPUCTAIIOU/IHBIE
pactBopsl B o6beme 10 nuTpoB. PeaHuManmoHHbIe Me-
ponpuATHs 6b1I1 3PPEKTUBHBIMMY, HA MOMEHT OKOH-
YaHMA BMEIIATeIbCTBA yJal0Ch CTabUIN3MpoBaTh
CepAieYHYIo NeATeNTbHOCTD U TEMOAVHAMMUKY.

B nocneonepantoHHOM Ilepyofie peGeHOK HaXOf -
CSl B OTJiETIEHNN PeaHUMAliy, 3aTeM B ITajlaTe MHTEH-
CUBHOIJI Tepanuu B TedeHne 18 CyTok, I7ie IpoBOAMIach
UHQY3MOHHAS TepaIuA C 9/IeMEHTaMU ITapeHTePaIb-
HOTO MUTAHMA, KAPAMOTOHMYECKA, Ba30NIpecCcopHas,
TOpPMOHA/IbHAs, aHTUOAKTepUAIbHAS M CUMIITOMATH-
yeckasA Tepanus. TedyeHue NoC/eoNnepaiOHHOTO epu-
OJla OTHOCUTE/IBHO ITTaJIKOE, OTMEYaIOCh PACXOXKIEHNE
KpaeB OIlepalJIOHHOI PaHbI

Pe6eHOK 6bL1 KOHCYIBTMPOBAH BPa4OM-T€HETUKOM,
BBITIO/THEHO MOJEKYNAPHO-TeHeTUYeCKOe UCCTIefoBa-
HIIe ¥ TYCTOIOTYeCKOe MICC/IejOBa e OMOMTaTa KOXN,
MOATBepAUBIINe CUHpoM Inepca-JJanmoca. Cinycra
Ha 35 CyTKM MajIb4MK ObUI BBIINUCAH C BBI3JOPOBIIE-
HueM. ITo ucredeHnn 2-x jiet xaao6 He IpefbABIAET,
BeJleT IPUBBIYHBII eMy 00pas XXI3HU C OTpaHIYeHIIeM
0 06'beMy ChefaeMOlt MU,
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Hesouxka III., 16 1eT mocTynuia B IpMEMHOE OTAIe/IEHN e
xupypryu ITKB Ne 13 um. H. @. ®umatosa ¢ xamobamu
Ha 6071 B >kMBOTe. VI3 aHaMHe3a U3BeCTHO, YTO HOC/Ie
npuema 60/bIIOro KoMu4ecTsa nuiy 3a 10 4acoB 10
HOCTYIIEHNS B CTAllMOHAP MOSIBUIACH pe3Kast 60/b
B SMUIACTPATbHON 00/1acTH, MHOTOKpaTHasA pPBOTA.
bpuragoit CMII gocTaBneHa B KIMHNUKY, IO TAKECTH
COCTOSIHMA TOCHUTAIM3UPOBaHA B PeaHMMALMOHHOE
otzenenue. [Ipu ocMoTpe cocTOsIHME PebeHKa KpaiiHe
TsDKETIOe, B CO3HAHUN, BS/asd, 3aTOPMO>KEHHA, BbIHYX-
IeHHOe TI0JI0XKeHe Ha OOKY € IIPMBeIeHHbIMY HOTaMI.
Tenocnoxxenne acreHn4Hoe. KokKHbIe TOKPOBBI 671/ HbIE
C CepoBaThIM OTTEHKOM, MUKPOLMPKY/IALNA CHIKEHA.
SI3bIK cyxoit, 067m0KeH OenbiM HazmeToM. JlpxaHue 1o-
BEPXHOCTHOE, TaXUINHO3 (38 B MuH.), YCC 120 ymapos
B MuHYyTY. JKUBOT B3[yT, HAIIPSDKEH U Pe3KO 60/1e3HeH
IIpY TIOBEPXHOCTHOI MajIbIIalivy, IePUCTATbTUKA KU~
HIeYHMKa He onpependerca. [lepurtoneanbHble CuM-
IITOMBI IONIOKMTeNbHbIE. 10 ycTaHOBIEHHOMY XKemy-
JOYHOMY 30H[Y COLIEPXKMMOE B BIJIE CheJeHHOI MM,
Juypes cHixeH. ITo faHHBIM 0630PHOIT peHTIeHOrpa-
¢buy GPIOLIHOI TOIOCTI ONPENE/IsIeTCs] YPOBEHD CBO-
601HOTO ra3a HaJl IeBbIM KYII0/IOM iadparMbl; ypOBHI
KupkocTy ¢ yaramu Kitoitbepa B KiIeYHUKe B IPaBbIX
otzenax. [To ganubiM Y3V 6pIONIHOI IOIOCTY OIIpefe-
seTCs1 CBOOOHASI XKIAKOCTD B IIPABOM JIATePAIbHOM
KaHajie pasmepamu 70x80 cM cO B3BECbIO, IPUSHAKM
Ha/4usi CBOGOHOrO rasa B OPIOIIHOM HOIOCTH. B mipo-
cBeTe TeTe/b KMIIeYHMKa MTOBbIIIeHHOe CKOIIeHe
rasa, HeTay KUIIeYHNMKA PacllMpPeHbl, IepUCTaIbTUKA
orcyTcTByeT. Ilocne npegonepalntoHHON IOATOTOBKY
B 9KCTPEHHOM IOpsAfIKe PeOEHOK B3AT B OllepallOH-
HYIO, BBITIO/THEHA CPEIVIHHAs TATIapOTOMI, Ha KOTOPOIt
BbISIBJIEH CYOTOTAIbHBIN HEKPO3 XKETYKa, KETyL0K
3HAYNTEIbHO paclIMpeH, CTEHKA Ha BCeM NPOTAKeHUN
UCTOHYEHa, MeHee 1 MM, OBUIO BBIABIEHO Nepdopariy-
OHHOE OTBEPCTHeE, OKOIO 25 MMB 061acti 60/1bII0iT
KpMBU3HBI XelyKa. Hexkpos pacnpocrpangeTca mo
HepefHell 1 3aJHell CTeHKI B 06/1aCTH TeIa XKeIynKa,
cnm3ucTast 060/104Ka B 9TOM OTZ€JIe CYHIOIIHO-YePHOTO
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Manpunk A., 1 rog 1 mec., ¢ MHOXK€CTBEHHbBIMU
BPOXX/IEHHBIMU IIOPOKaMu pa3BuTus — oMmdarorerne,
9KCTPOdUS MOYEBOTO MY3bIPsI, aATPe3Us aHyca, MO-
IOHOYHasA opMa IMIIoCIafny, Ta30Bas AUCTONNSA
L-o6pasnoit mouku, [IMP ¢ 2-x cropon). HeogHokpaTHO
BBINOTHAIACH XMPYPrudeckas KOPPeKIA BPOKIEH-
HOII maTonorun. IIpoBefeHbl: IacTUKa MOYEBOro Iy-
3bIPs 1 TIepe/iHelt OPIOLIHOI CTEHKM, IPOKTOIN/IACTUKA.
B Bo3pacte 1 T 1 Mec. pe6eHOK OBII TOCTIUTATN3UPOBAH
B TJIAHOBOM MOPSAZIKe JI/IA 3aKPBITHA CUTMOCTOCTO-
MmblL. IToceonepanioOHHbII TEPUOJ IPOTEKAT ITaKO.
ITaccax mo JKKT 6b11 HamakeH. Pe6eHOK TOTOBUICS
K BBIIIUCKe 13 cTanuoHapa. OgHaKo, Ha 7 Iocieonepa-
L[MIOHHBIE CyTKV OTMEYeHO pPe3Koe yXyALIeHe COCTOsI-
HUA B BUZIe KOJUTAIITOMHOTO cOCTOsAHMA. [Tpn ocMoTpe
obpalanu BHUMaHVE BAIOCTD, 67IETHOCTb KOKHBIX
[IOKPOBOB, reMOJMIHaMIKa OCTaBanach CTabMIb-
Hoit — Al 87/60 mm.pT.cT., YCC 120 ynapoB B MUHYTY.
JKuBoT B3#yT, IpM Majnboanuy MATKUI, yMEPEHHO
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IIBeTa C BEIPOKEHHBIMII LIMPKY/IATOPHBIMI HAPYLIEHNSI-
mit (Puc 5). VI3 6pronrHoii omocTy 6bIIo 3BaKyMpOBaHO
0K0710 10 TMTPOB HenepeBapeHHbIX IuILeBbIx Macc (Puc
6). BblnmoHeHa pe3eKusa HEOKM3HECIIOCOOHDIX TKaHel
(Puc 7). Kpast xenyaka CIIUTBI MEXAY CO00it TpyObIM
0OBVBHBIM IIBOM 4epe3 Bce criou (Puc. 8). YcTaHOB/IEHBI
CTPaxOBOYHBIE APEHAXN — B JIeBOe HopAuadparmManpHoe
MIPOCTPAHCTBO U MAJIbII Ta3.

TedeHne OC/IEONEPALIOHHOTO MTEPUOLJA OTHOCK-
TeJIbHO I/IafiKoe. DKCTyO1poBaHa B TedeHe 0 I1/0 CYTOK.
B Teyenne mocmenyromux 11-11 cyToK pe6eHOK Haxo-
AWICA B OTHENICHNM PeaHMMAIUM U MHTEHCUBHOMTe-
pammu. Ha 4 moceonepaiiionHble CyTKU ObIT yAaneH
JKeNmyouHblil 30HA. Ha 5 nmocmeonepanmnonnble CyTK
Ya/IeHbl [PeHa>KV 13 OPIOIIHOI TOJIOCTIL. DHTEPaIbHOE
IUTaHMe HAYaTO Ha 8 MOC/IeonepalMOHHbIe CYTKH,
TOIIHOTBI, PBOTHI He oTMedanoch. Ha 11 moceorne-
PAIIVIOHHBIE CYTKH NepeBefieHa B OT/Je/IeHIN abIoMu-
Ha/IbHOM, THOITHON XMPYprun. 3a BpeMs HaXOXK/eHNUs
B CTallOHape peGeHKy IPOBOAUIACH NHPYIHOHHAS
Tepamus, apeHTepalbHOe MITaHe, BBEfeHIIe MHTH-
6utopos nporeonnsa ([IopmoKc), MyTbTUMOANTBHOE
o6es6onmBanne (Hapomun, Tpamamon), KoppeKius
IUnoanbOyMIHEeMNN, FeMOCTaTUIecKas, TaCTPOIIPO-
tektusHas (OMenpason), anTnbakTepranpHas (MHBaH3,
MeTPOHMA307T, aMUKALMH, 11e(PTPUAKCOH), IPOTUBO-
rpubkoBas (proKoHaszon) cumnromarndeckas (Jlekdep,
Motunnym, Maanokc) Tepamnuu, Ipo6uoTnku, Gpusu-
orepamusA. Ha ¢oHe Tepanuy cocTosHME C MONTOXKN-
TeIbHOJ IMHAMIKOJI 9HTepa/IbHOE IIMTAaHNMe YCBaBaIa.

ITo maHHBIM THCTOTIOTIYECKOTO MCCIEfOBAHI Yaa-
JICHHOTO Y4aCTKa XeTyfKa MOpOIorndeckas KapTiHa
COOTBETCTBOBAJIA IIOPOKY PA3BUTUS CTEHKI JKEIYL-
Ka — BBIABJICHBI IPM3HAKIM IMIIOIIA3M) MBIIIEYHOI
0607104KY, BTOPUYHbIE aTpodUIecKue M3MeHeHMs Ha
¢dbone ocHOBHOTO 3a00NeBaHMA. BripaXkeHHbIE UC-
LUPKY/ISITOHbIE HAPYIIEHIS, TPAHCMY PaIbHBII HEKPO3,
nepdopanns cTeHKM Xenyaka. KoHcynpruposBaHa rete-
TVKOM — T€He TIIeCKIL IIOFTBEPIKAeH ANArHO3 CUHAPOMA
Onapca-/lannoca.

00/e3HeHHbII1, IePUTOHea/IbHbIe CUMIITOMbI He BbIpa-
JKEHbI. BbIIIO/THEHO MPOMBIBaHME XKeNTy/Ka, TaTOIOT -
JecKuX mpumeceii He moay4deHo. [Tocne ouncrurenbHoi
K/IM3MBbI BBIJIE/IN/IOCH HE3HAYNTEHHOE KOMYECTBO
cryna. Hauato nposeeHye MHPY3MOHHOI Tepammnn.
Yepes 3 yaca cocTosiHME KpaliHe TsAXeJI0e — 110 ra3aM
KPOBH BBLAB/IEHO [TafIeHIIe YPOBHsI TeMOrIo61Ha 10 50
I/J1, OTOLEJ CTY/I C IPUMEChI0 TeMHOI KPOBI B 60/Ib-
moM Konudectse. I[To JTaHHBIM 0630PHOI PEHTTEHO-
rpaduy OIpeeNATCA YPOBHMU KULKOCTHY, HePaBHO-
MepHOe Ta30HAIIOTHeH e MleTeNTb KieyHyKa. Hauara
UHTEHCUBHASA TepaIusA, reMoTpaHc]ysns, reMocTaTu-
yeckas Tepanus. Ilocie npegonepanmoHHOl MOATO-
TOBKM PeOEHOK B3AT B OIIEPaLlMIOHHYI0. BbIo/THeHa pe-
JIaIIapOTOMMUS IO CTapOMy py611y. B 6proiHoit momocTn
BBIpayKeHHbI ClTaeyHbIi mpouecc. [leTnn kuimeynnka
B BEPXHMX OT/Ie/IaX pacIIMpeHsl 10 2,5-3 ¢M, 0CTasb-
HbIe OT/Ie/Ibl TOHKOJ KUIIKY CIIABIINeCs, B TPOCBeTe
TOHKOI1 KWK TeMHas1 KpOBb. C 60/IBIINM TPYFOM GBI
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BBIIIOJTHEH YaCTUYHBII afire3nonusuc. B obmacriu cBas-
ku Tpeiitia BoisAB/IeHa Tepdopanis 12-1epcTHOI KUII-
KU, IPUKPBITasA CTYCTKOM KPOBI U IIPOJIOJIKA 0L eeCs
nojTeKaHue cexxeit Kposu. Ilocne ymanenus crycrka
medekT cocTaBuI 1X1cM € pOBHBIMYU YETKMMU KPAsIMIL.
IledexT yIInT OTAe/IbHBIMM IIBAMIL. 30Ha LIIBOB YKPbITA
mwacTrHoI TaxokoM6. IToceonepalinoHHBI IePHOT
MIPOTEKAI TSAXKENO, TUTENbHO COXPaHAINCDH ABIEHNS
MHTOKCUKALIVIY, U3 PAHbI IEPUOAMYECKM OTMEYAIOCh
CyKpoBu4YHOE oTfensaemoe. Ha 8 mocneonepanmon-
Hble CYTKM B BEPXHEM YITIy paHbl pacXOX/leHNe IITBOB
5X5MM, OBIIY Ha/TOKEHBI JIEIKOI/IACThIPHbIE LIBBI.
CTpaxoBOUYHBIN ApeHaX y/ja/leH Ha 7 Toc/eonepaniu-
oHHbIe cyTKU. Ha ¢oHe mpoBopnMoit nHQY3MOHHOIL,
aHTMOAKTepMaNbHO, TEMOCTATUYECKOI, CUMIITO-
MaTMYeCKOil Tepanuu u GpU3NOTepanuu COCTOAHME
pebeHKa cTabMIN3NPOBAIOCh. BT BBIIICAH TOMOIL
C BBI3JIOPOB/IEHMEM.

TocnuranusuposaH Jisa KOPpeKIUM TUIOCHai NN
4yepes 6 Mec. [locmeonepanMOHHbIN NEPUON, OCTOXK-
HUJICA PAacXOXXJeHMeM LIBOB Ha HEOypeTpe, OTMe-
Yajlach MOBBIIIEHHASA KPOBOTOYMBOCTD IIOC/IEOIIe-
PaLMOHHOI paHbl. Pe6eHOK BBIIIMCAH C PELUANBOM
NIeHOCKPOTAaIbHOIO CBUIA ypeTphl. Yepes 15 cyTok
II0C/Ie BBIMMCKM U3 CTAl[MOHapa pe6eHOK roCIuTa-
NMU3MPOBAH NOBTOPHO B CBA3Y C ABIEHUAMU MaKPO-
remarypuu. IIpu ob6cnenoBanum (LMCTOYpPETPOCKO-
M) UCTOYHUK KPOBOTEYEHMA BbIAB/IEH He ObUL ITo
HaHHBIM 1a60PaTOPHOTO 0OCIeTOBAHUA OTMEYANIOCh
cHIDKeHue reMornobuHa 5o 80 1/, mosbienue AYTB
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IleBouka B.,12 yet, n3 aHaMmHe3a U3BECTHO, YTO Ha
(dboHe OTHOCKUTEBHOTO 6/1arONIONTY4nsI HOUBIO B KPO-
BaTY pe3Ko 3aboslesia CMHa B MeXK/IOIIATOYHOI 00-
nacTtu. JIednnmch caMOCTOATENbHO, IPUMEH AN
MecTHO Masb [lonrut. Ha cnepyrommuii eHb B IIKOJIE
MIpY TOMBITKE COTHYTBCA U MOAHATH CYMKY C TO7Ia,
PesKo mosiBUIach c1aboCTh B IPaBoOIl pyKe U HOTe.
Beina Bei3Bana 6puraga CMII, o mpuesny KOTopoit
y 60/IbHOIT IMAaTHOCTUPOBAHA HIDKHAA IapaIyIerus
¢ mapecTtesueit. [ocnuTanusupoBaHa B CTaljMOHap 10
MeCTY XKUTENbCTBA, lajiee 10 CAHABUAL MY HallpaBJIeHa
B IICUXOHEBPOJIOTMYECKOE OTJe/IeHNE C JMATrHO30M:
OKCTpajypanbHas BHYTPUIIO3BOHOYHA A TreMaToOMa
Ha ypoBHe C6-Th1 ¢ muenonarueit Ha yposHe C5-Th2,
HVDKHUI BAJIBIN IIapaliapes, Iapes IpaBoll BepxHen
KOHEYHOCTY, HapylleHne GyHKIMM Ta30BBIX Opra-
HOB IIO LIeHTpa/ibHOMY Tuly. JleBouka onepupobaHa
110 SKCTPEHHbBIM IIOKa3aHUAM, BBIIIOJIHEHO yHaleHUe
9KCTpaflypasbHON BHYTPUIIO3BOHOYHOM IeMaTOMbI
Ha yposHe C6-Thl, ynanenne ABM na yposure C7-Thl,
remunamuuskromus C6-C7 u C7-Thl. Ha 2 nocneo-
IepalMOHHBIe CYTKN y pe6eHKa IPON30IIIO pe3Koe
yXypueHue cocrosinue. ITo JaHHBIM 00C/IefOBaHM A
BoisBieHa s3Ba JIIIK ¢ nepdopanueit u passutnem
THOJIHO-P1UO6pUHO3HOrO NeputTonnta. Onepuposana
Jyepes 2 CyTOK MOCTIe IOABIeH s 60/IeBOrO CHHAPOMA,
BBITIO/THEHA JIATIAPOTOMU A, YIIMBaHMe A3BBI. B fanb-
HeJIeM HEOJHOKPATHO MPOBOIM/INCH OTIepaTUBHbIE
BMeIIaTe/IbCTBA BBU/Y HECOCTOATENBHOCTI IIBOB
Ha 12-mepcrHoit Kumke. Ilocne HeOZHOKPATHBIX
BMENIATENbCTB, TAIAPOCTOMUM NIPUHATO pelleHue
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44,5cek, TB 19,5. HecMoTps Ha TpOBOAMMYIO r'eMO-
CTAaTUYEeCKYIO TePANMIo NPU3HAKM KPOBOTEYEHNA
COXPaHS/INCh, YPOBEHDb FeMOITIO0NHA CHU3UICA [10
61 1/, B GMOXMMIYECKOM aHa/IN3e KPOBY HOABUIACH
TeHIEHIINS K CHIDKEHUIO 0011ero 6eka 1 anboymu-
Ha, IOBBIIIEHMe TT0Ka3aTeseil a30TeMny (ITOBbILIeHVe
YPOBHA MOYEBMHBI /10 8,8 MMOJIb//I, KpeaTMHIHA — J10
63 MKMOJIB/NT) IPU3HAKY OJIUTYPUY CO CHYDKEHMEM
auypesa 5o 150 M1 B CyTKM ¥ MaKpOTeMaTypuu, I0s-
BIINCH Nepudepuyeckne oteku. [Tonyyan nudysnio
C3II, apuTpoLMTApHOIT MACChl, CUMIITOMATUYECKYIO
tepanuio. ITo ganusiM KT n Y31 OBII u 3abprom-
MHHOTO mpocTpaHcTBa (Puc. 9) BsABIEHO 00pa3oBa-
Hiue B 06macTy mo4ky (remaroma). CriefiyeT OTMETUTD,
YTO BO3MOXKHOCTb TPaBMaTUY€CKOTO Pa3pbIBa MOYKI
UCK/IIOYeHa, peOeHOK HaXOAWICH Ha IIOCTE/IbHOM pe-
>KnMe. PeOeHKy BBIIIO/THEH TPaHCPEKTaIbHBIIL pa3pes
crpaBa. Boigenena mpaBas nonosyuHa L-o6pasHoii mod-
K11. B BepxHeM 1omoce 1 B ¢/3 HOYKM BBIAB/IEH yYaCTOK
HmapeHXMMbl 4yepHoro nBera (Puc. 10). ITpu BckpbITun
KaIICY/IBl TIOYK) OOHAPY>KEHDbI OOLIMPHbIE TeMaTOMbI
6x5 1 5X5CM, IJIOTHO IIpUJIETal0lI1e K TAPEHXUME, I10-
cnepnue ypanensl (Pucll, Pucl2). [TapeHxnma moukn
OTeYHas, JIETKO KPOBOTOUNT. I10/II0C ITOUKY 06710KeH
TaXoKOMOOM 1 reMOCTaTUYeCKMMIY I'yOKaMI1, OCTaBIIe-
HO 2 CTPAaXOBOYHBIX ipeHaxka. [ToceonepannoHHbIi
Hepuof, mporekan raajgko. [lepesesieH B cTabMIbHOM
COCTOSHMM B OTZie/ieHNe Hedponorun. PebeHKy 6b110
IPOBefIeHO TeHeTIIeCKoe 06CIeTOBaHIe- TOfTBEPK-
IeH COCYAVCTBII TUII CUHIpoMa Jnepca-lannoca.

0 paJiMKaIbHOI KOPPEKIIMM — BBIIIOJTHEHA Ollepanus
Bunspor-2 no loddmeitcrepy-duncrepepy. B mocre-
OIlepalIOHHOM IIep1oJie HEOJHOKPATHO ONlePUpOBa-
Ha I10 TI0BOJly HECOCTOSATENbHOCTY U KPOBOTOYAIIMX
A3B @aHACTOMO3a. YUNUTBIBasA OeCIepCIeKTUBHOCTD
JanbHENIINX BMEIIaTe/TbCTB 30Ha MEeXKKNUIIEIHOTO
6payHOBCKOTO aHACTOMO3a BbIBeleHa Ha IIePefHIOI0
OPIOIIHYIO CTEHKY B BUIe Pa3[e/lbHOI eI0HOCTOMBI
Ha pacCTosAHNUM 12 cM oT racTpoeroHoaHacTomMo3a. Ha
HPOTAKEHME BCeX PaHee IPOBOMMBIX OIIePATMBHbIX
BMeEIIAaTe/TbCTBA ITOMBITKY 3aKPBITUA TATTAPOCTOMBI
6p11y GesycrenrubMu. TompKo depes 2 Mecsia pebeH-
KY Y/Ja/10Ch 3aKPBITh IAIAPOCTOMY.

VuurbiBas BbICOKMI KMIIEYHbI CBUIL M OOIBIION
00'beM IIOTePh XKEMUU U KeNTyFOIHOTO COMePKIMOTO,
IJ1A [anbHENIIero eYeHns nepeBefieHa B Hally K/Iu-
HUKYy. [Ipu 06¢c/iefoBannM MyTeM peHTTEHOKOHTPACT-
HOTO MCC/IeIOBAaHMSA MO TBEPKAeHA TPOXOAMMOCTD
OTBOJAIETO OT/e/Ia KUIIEYHVKA )1 HAYaTO BBeJeHNe
JKETYHOT'O OT/E/IAEMOTO B 9HTEPOCTOMY, IIOC/IE YeTo
HOABUJICS CAMOCTOATEIbHBIN CTY/ U3 aHyca. PebeHOK
HOJ/TyYasl 9HTEPATbHYI0 HATPY3Ky PacllenIeHHOi MO-
JIOYHOJI CMECBHIO KaIleJIbHO B 9HTEPOCTOMY B Tpoduye-
ckoM obbeme. Ilpu obcnenoBannu mo gaHHbM OXO-
KT, KT rpynHOIt IOIOCTH C KOHTPACTOM Y pebeHKa
BbIsIB/IEH TpoM603 B cucteMe BIIB, mpoHukaroeit
B mpaBoe npeycepaue. Iocie panrenpHoll npepore-
PALMOHHOI peOeHKY ObI/IO BHIIIOTHEHO OIlepaTUBHOE
BMEIIATEeTbCTBO — 3aKPhITVE KUIIeYHOTo cBuia. Ha
BTOpbIe [TOC/IEONEePALIVIOHHBIE CYTKI B 06/1acTH ObIB-
111eJi CTOMbI HOSBU/IOCh OTBEPCTHE, IO KOTOPOMY CTJI0



OTXOJUTD KUIIEYHOE OTfienisieMoe. HecocToATenbHOCT
KUIIEYHOTO aHACTOMO33a OC/IOKHIIACh 000CTpeHNeM
MHQEKIMOHHOTO IIPOLiecca C ABIEHNU AMM IIePUTOHNTA,
IBYXCTOPOHHeII ITHeBMOHMN. Pe6eHOK Haxoam/IcA Ha
IIUTeNbHOI NHQY3MOHHOI TepaIliy i TapIHTePasIb-
HOM IUTaHuM yepes Karerep «BardPort» ¢ mogKox-
HBIM IIOPTOM B IPaBYI0 BHYTPEHHIOI AIPEMHYIO BEHY.

IToBTOpHas MOMBITKA 3aKPHITHA €FOHOCTOMBI IIPEI-
HpUHATA Yyepe3 6 MecAlleB. 3a BpeMs HaOMofeHusA
y pebeHKa 0TMedannch )aao0bl Ha BhIpaXKeHHbIN 60-
7IeBOT aOOMMHA/IbHBI CUHJPOM, PBOTY, OTCyTCTBIE
CHa B Te4yeHMe 3-X CYTOK, Makporemarypuio. [Ipu KT
MOYeK B HVDKHEM CETMEHTE IMPaBOoil IIOYKY BbIABIEHO
KIMHOBUHOE popMbl 06pasoBanue 19x17 MM, KOTO-
poe pacIieHeHO KaK MIIeMUYecKuit MHPapKT cpel-
HEro cerMeHTa mpasoil nouku. Ha ¢pone Hapymenns
GYHKLMM Ta30BbIX OPraHOB, TUIIOTOHMY MOYEBOTO
Hy3bIps y pebeHKa cOpMUPOBANTNCh MHOXKECTBEH-
Hble KOHKPEMEHThI B MOY€BOM Iy3bIpe U MapeHXMN-
Me obeux 1moyek. IIpu OATroTOBKe K OIEPAaTMBHOMY
BMeITaTeNbCTBY FeHeTUIeCKM TTOATBEPIKAeHBI f1a-
rHO3 cuHApoMma Idnepca-Jannoca nu tpombodunnm.
3a CyTKM [I0 olepalnuu feBoYKa CTaja >KaloBaThCs
Ha rojioBHbIe 60/11. HeogHOKpaTHO 0cMaTpuBanach
HEBPOJIOTOM, K JIE4€HUIO MOJAK/I0YEHbI aHATbIETUKI,
KETOPOJIaK, pETaHNYM, IeKCa30H, OJJHAKO, TO/IOBHbIE
60111 6BUIY PE3MICTEHTHBI K IIPOBOJAMMOIL TepaIu.
Bormonuena KT romoBHOro mMosra, mpu KOTOPOIT BbI-
ABJIeHa IPOTsDKeHHas CyOfypanbHasi reMaToMa Cile-
Ba C yMEPEHHBIM CMeIl[eHIeM CPeIMHHBIX CTPYKTYD,
6e3 IIPM3HAKOB TPABMAaTUUECKOro MOBpexieHus. ITo
naHHbBIM MPT - xapTuHa neBoctoponHeit octpoit CIAT
JT0OHO-BMCOYHON 06/1aCTH, TIOIEPEIHOIT JUCTIOKALIAN
crpykryp I'M. BeinonHeHa onepanus — yfaneHue cy6-
IypanbHOIl remaToMbl creBa. Ha ¢one neyeHus pas-
BUJICS BTOPOII MHCY/IBT — BHYTPUMMO3TOBAs FeMaToOMa,
reMopparnyeckoe NpoNuThIBaHUE JIEBOVI TEMEHHOM
nonu. Ha GoHe manbHelIero ge4eHus coOCTOAHNIE
CTabMIN3MPOBATIOCh. YUNTHIBAA HEBO3ZMOXXHOCTD 9H-
TepanbHOTO KOPMJIEHN, IpueMa IepopanbHBIX Jie-
KapCTBEHHBIX IIPEapaToB, GO/IbliIIe IOTePH XKeIdn
10 CTOME C BhIpaK€HHBIMM 3/IEKTPONUTHBIMU HapY-
HIEHNAMHU U KPAJHIOI CI0XKHOCTb B yXOJi€ 3a Imapa-
NMM30BAaHHBIM MAIIMEHTOM IPEIPUHATA NOBTOPHAS
TIOTIBITKA 3aKPBITVA KUIIEYHOTO CBUIIA.

B npeponepanoHHOM Hepuofe Honxydana MHPY-
3MOHHYIO T€PaNuio C y4eTOM MaTOTOTUYECKUX T0-
Tepb, II911, sHTepanbHOe NUTaHKE Yepe3 eIOHOCTOMY.
YcBanBana sHTepanbHOE KOPMJIEHNE, TIOSABU/ICS PeTy-
TIAPHBI CAMOCTOATENbHBIN CTYI. 32 CyTKM JJ0 Onepa-
1y 6blIa IpOBefieHa TeMOTpaHCcy3n s, IepeInTo 2
JO3BI 9PUTPOLUTAPHOI B3BECH, yPOBEHDb TeMOIIOOMHA
HoBbllIeH 0 125 r/1. KynuposaHsl 60/1eBoit CHHAPOM,
HNPU3HAKM 9KCUKO3a.

ITpy mpoBefieHNM ONMEPAaTUBHOTO BMENIATeTbCTBA
B OPIOLIHOII TO/IOCTY OBbII BBIPa)KEHHDIIT CIIaeIHBIN
mpoiecc, crnaiky rpy6ooie miockoctuble (Puc. 13.).
IIponsseseH TOTaAbHbII BUCIIEPOIN3 TOHKOM KUK,

3aKknwyeHune

CrioHTaHHBIE Pa3pbIBBI IIOJIBIX OPTAHOB BCTPEYAIOTCA
B JIETCKOIV/I IIPAaKTNKE NOBOJIBHO PENKO U B IIOABJIAIO-
meM 6ONbIINHCTBE CIy4daeB COIIPAKEHbDI C Ha/IM4IMEM
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BBITIOTHEHO 3aKPBITHE KMIIEYHOTO CBUIIA TyTEM Ha-
JIO)KEHUA eI0OHO-eI0HOaHacToMo3a, (Puc. 14.), ymmu-
BaHJe MHOXKECTBEHHBIX 1e(DeKTOB CTEHKV TOHKOI
kumky (Puc. 15.)., HajoXeHe TYHKIVIOHHOM LI1-
crocToMbl. C IepBBIX MOCTEONEPAIMOHHBIX CYTOK
pebeHKy 6bly1a Ha/lOXKeHa BaKyM-CHCTeMa Ha paHy
HepeiHelt 6PIOIIHOJ CTeHKI C Lie/IbI0 POPUIaKTUKI
PaHEBBIX OCTOXHEHWI, yIUTHIBAsI BhIPaKEHHOE Ha-
TSDKEHIE TKaHeil OPIOLIHOJ CTeHKY IIPH e€ yIIMBAHNN
(BeHTpa/nbHaA TPbIKA IOC/IE TIEPEHECEHHBIX /Iala-
pocToMuii). PaHHMIT OCIeonepallMOHHBII IEPUOT,
npotekan raafko. OgHako Ha 5 mocieonepanoHHble
CYTKY HOSBW/INCDH 5Ka00bl Ha 60N B XMBOTE, PBOTA
3aCTOIHBIM COJIeP>KMMBIM, 6€CIIOKOMCTBO, OBIIIKA,
cy6debpunbras remneparypa o 37,7 °C. ITo soHRy
U3 XKeMyAKa I [0 APEeHa’Ky 13 OPIOIIHOI IOTOCTI 1I0-
ABUTIOCH TeMopparnyeckoe otaensemoe. I1o janHbIM
Y3 Herb3st ObLI0 MICKTIOUNTD HAaJTI e CTYCTKa KPOBIU
B npocBeTe KMIKM. OTHOBpEMEHHO 13 BIaTaanIla
TaK)Ke MOABUIOCh TEMOPPArnyecKoe OTHENsAEMOE CO
cryctkaMiu (IOC/IeiHAA MEHCTpyalus 3 MecsAlla Ha-
3an). [IpoBopuMas reMocTaTyecKas repanmns (3a Becb
[IepUOf, JiedeHNs epennto 6omee 20 f03 pasINIHbIX
NpenapaToB KPOBY — 3pUTPOLMTapHasl B3BECh, CBe-
»Ke3aMOpOXKeHHas IJIa3Ma, TPOMOOKOHIIEHTPAT, OT-
menbHble GAKTOPBI CBEPTBIBAHNA), BKIIIOYasA MeCT-
HBIE 11 CYICTEMHBIE CPe/ICTBa reMocTasa (CaHZOCTaTUH,
TpaHeKcaM, aMIHOKAIIpOHOBasA KIUC/IOTa), He MMerIa
abdekra. [IBa>kAbl IpefIpUHIMAIUCD IONBITKA pe-
BU3MM OPIOLIHOI ITOIOCTH, OGHAKO UCTOYHUK KPO-
BOTedYeHMs 0OHapy>KeH He 6bI1. OTMeuanoch II0Xoe
3a)KMBJEHNE [I0C/Ie0NepallioHHbIX paH (Puc. 16,17.).
ITo gaHHBIM 1a60PATOPHBIX UCCIIEOBAHNIT TATONIOT I
CBEPTBIBAIOIEI CUCTEMbI KPOBY, BbI3bIBAIOIIEN pe-
LIUAVBUPYIOLIEe KPOBOTEYEHN A, He BbIAB/IEHO. brina
nposegena ®ITJIC, Ha koTopoit pubpockon paee
30HBI aHACTOMO32a He NPOIIET, OTMEYanach KpOBOTO-
4MBOCTD BCEX KOHTAKTHBIX IoBepxHocTelt. Ha pone
MIPOMIOJKAIOILEr0CA KPOBOTE€YEHM A ¥ MHTEHCUBHO
TPaHCY3MOHHOI Tepalyy B KIMHIYECKOI KapTUHe
BENYLIVIMYU CUHPOMAaMU CTA/M TeMOJIMHaMMYecKue
HapyllleH! s, OCTpas CepfieyHast HeJJOCTaTOYHOCTD,
JOBC-cuHApPOM, KOTOpbIe TOCTY XU/IU IPUYNHOI JIe-
Ta/JIbHOTO MCXO/a Ha 46 CYTKM C MOMEHTA OTIE€PALINM.
ITo maHHBIM ITaTO/IOTOAHATOMMYECKOIO BCKPBITUA
OPUYMHON OCTIOKHEHNIT y pebeHKa ABIANNCD: HaH-
KpeOHeKpo3, Hepdopauys MogB3OUIHON KIIIKIL;
sI3Ba >KeMyIKa; GUOPUHO3HO-THOMHBII IIEPUTOHNT;
IBYCTOPOHH: MHEBMOHM; GMOPIHO3HOI I/IEBPUT
CIpaBa; HPOTAXKEHHBII TPOM603 KPYITHBIX BeTBell
JIETOYHOI apTePUM; KPYITHOOYATOBbIe KPOBOUSIMAHUA
BJIETKIX; IIEHTPOJIOOY/LIPHBIE M MOCTOBUHBIE HEKPO-
3Bl B TI€YEeHN; BHYTPU — M BHEK/IETOUHBII X0/IeCTas;
¢bubpo3 medeHy; OTEK IETKUX; OTEK TOJIOBHOTO MO3I4,
HOCTIeAICTBUA CYyONypaIbHBIX ¥ BHY TPMMO3TOBBIX KPO-
BOM3NMUAHMIL. ManbdopMalus apTepuit TOTOBHOTO
Mo3ra ¢ pOpMIPOBaHNEM MHOXECTBEHHDIX aHEBPU3M.
Kappmocknepos MeTkoo4aroBblii 1 HepyKOPOHAPHBIIL.

C3]I, uro TpebyeT 00643aTETPHOTO TeHETUIECKOTO
00cIeoBaHNA y BCeX MALMEHTOB C MOJ00HBIMY XM~
pyprudeckumMu 3aboneBaHMAMA. BaXHOCTb TOUHOI

181



SKCMepuMeHTanbHaa 1 KNMHMYecKan ractposHteponorna | Ne 185 (1) 2021

182

AVMATHOCTYKY 00YCIOBIeHa PUCKOM ITOBTOPHBIX pas-
PBIBOB KPYITHBIX COCYZIOB 11 MOJIBIX OPTaHOB, KOTOPBIE
HaO/II0a/MNCh ¥ 2-X U3 4-X HaluX nanyenTos. Crenyer
OTMETHUTD, YTO MAIMEHTHI C COCYAUCTHIM Tumom COJJ
MMEIOT BHe3aIHOe Havyajlo 3abojeBaHus Ha QOHe OT-
HOCHUTeNpHOro 6rmarononyyns. Hu B ogHoM cryuae,
CYHZIPOMaJIbHBI AMATHO3 JI0 Ollepaliuy YCTAaHOBJIEH He
ObUT, HECMOTPSI Ha HaJIM4Me TaKVX KOCBEHHBIX IIPM3HA-
KOB, KaK I'MIepPMOOMIbHOCTD CYCTaBOB, IIOBbILIEHHAS
9/IACTUYHOCTD KOXKI. Y 2-X AI[MEHTOB B IIO/[POCTKOBOM
BO3pacTe MIMeIach CKIIOHHOCTB K Oy/mumun, ynorpebite-
HYI0 GO/IBIIOrO KOMMYeCTBA NI, CHVDKEHNE 1yBCTBA
HACBIIEH VIS U TIePETIOTTHEH IS JKeTy/Ka, 00YCTIOBIEHHOE
€T0 TIOBBIIIEHHOI PACTAKIUMOCTBI0. TO ITOTYEPKIBALT
Ba)XHOCTDb PaHHEN JMarHOCTUKIY U BBISABJICHUSA CUH-
npoma Inepca-JlaHnoca 0 pasBUTHA KU3HEYTPOXKa-
IOLVX OCTIOXKHeHMit. [IpoBefeHie mpodUIaKTUIeCKIX
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K cratpe

CroHTaHHBIe Tepdopaluy XenyAka 1 12-epcTHOI KUIIKY Y AeTell ¢ cuHApoMoM Jnepca-llanmoca (cTp. 176-182)

To article

Spontaneous perforation of the stomach and duodenum in children with Ehlers-Danlos syndrome (p. 176-182)

Pucynox 1.

O630pHas peHTreHOrpaMMa OPIONIHON MOIOCTH MaabymKa I1.,
16 net: onpepenseTcss CBOOOHDIN ra3 B BUIE CUMIITOMA «CepIIar»
mop; Avadparmoit

Figure 1.

A survey radiograph of the abdominal cavity of a boy P., 16 years
old: free gas is determined in the form of a sickle symptom under
the diaphragm

Pucynox 2.

JlamapocKonmyeckasi KapTiHa OPIOLIHOI TOIOCTI ManbunKa I1.,
16 neT: BbIABIEH Pa3INTON MEPUTOHUT, C HATMYMEM OCTATKOB
MUY B CBOGORHOI GPIOLIHO TOIOCTH

Figure 2.

Laparoscopic picture of the abdominal cavity of the boy P., 16
years old: diffuse peritonitis was revealed, with the presence of
food debris in the free abdominal cavity

Pucynox 3.

VIHTpaonepaunoHHas KapTHHA GPIOLIHO IIONOCTY MalTb4nKa

I1., 16 neT. B pany BbIBe/IeH yBeIMYEHHBIT B paMepax Keny/IokK,
GO/IBIION CaNBHUK C BOCIIANUTENbHBIMY N3MEHEH UM,

Figure 3.

Intraoperative picture of the abdominal cavity of a boy P., 16 years

Pazpbi

old. An enlarged stomach and a large omentum with inflammato-
ry changes were brought into the wound.

Pucynox 4.
Cxema ge(l)el(’ra CTEHKM JKeNTyJlKa B KapIMa/IbHOM OTJE/I€ JKeTyIKa
TI0 3a/1HEll CTEHKE OTPEeNeNAeTCs PaspbIB IMPOTAKEHHOCTDIO 6 CM.

Figure 4.

Diagram of a defect in the stomach wall in the cardiac section of
the stomach along the posterior wall is determined by a gap of 6
cm in length.




Pucynox 5.

VinTpaonepanoHHasa KapTuHa 6prourHoit monoctu gesouxu Il 16 et
Hexpos mepeHest u 3ajjHeit CTeHKM B 06/1aCTH Te/ma KemyfKa, CTU3UCTast
060/104Ka CHHIONIHO-YEPHOTO 1[BETa C BBIPAXKEHHBIMMU M PKY/IATOPHBIMUI
HapyIIeHNAMM.

Figure 5.

Intraoperative picture of the abdominal cavity of a 16-year-old girl Sh. Necro-
sis of the anterior and posterior walls in the area of the stomach body, the mu-
cous membrane of bluish-black color with pronounced circulatory disorders.

PucyHox 6.

VInTpaonepannoHHas KapTuHa 6promHoit monoctu fesouxn II1., 16 ner. Vi3
GPIOIIHOI TTOTIOCTH OBITO 9BAKYMPOBAHO OKOMIO 10 TUTPOB HellepeBapeHHBIX
NIMIEBbIX MacC

Figure 6.

Intraoperative picture of the abdominal cavity of the girl Sh., 16 years old.
About 10 liters of undigested food masses were evacuated from the abdominal
cavity

Pucynox 7.
VinTpaonepanonHasa KapTuHa 6prourHoit monoctu gesouxu Il., 16 net. Boi-
MO/THEHA Pe3eKIINs XKemy/iKa B IpeJie/iaX KM3HeCIoCOOHbIX TKaHeil

Figure 7.
Intraoperative picture of the abdominal cavity of the girl Sh., 16 years old.
Performed gastric resection within viable tissues

Pucynox 8.
Cxema MHTpaoNepanoHHoi KapTunel fepouku 1., 16 ner.
A) )XeTTy[OK yBeNN4eH B pPa3Mepax, PasphiB 10 IepefHeil CTeHKe.
B) ATunuyHas pe3eKLus )KelTygKa B IIpefje/iaX XU3HeCIIOCOOHbIX TKaHeil,
ApeHnpoBaHue OPIOIIHOI ITOTTOCTIH.

Figure 8.
Scheme of the intraoperative picture of girl Sh., 16 years old.
A) the stomach is enlarged, there is a gap along the anterior wall.
B) Atypical gastric resection within viable tissues, drainage of the abdomi-
nal cavity.

Pucynox 9.
YnpTpa3ByKoBas KapTMHA IOYKM Majbunka A, Irog 1 mec. lemaToma B obna-
CTH BOPOT HOHKOBOO6P3.3HOI7[ MOYKIM

Figure 9.
Ultrasound picture of the kidney of boy A, 1 year 1 month. Hematoma in the
area of the gate of the horseshoe kidney

Pucynox 10.
VInTpaonepalmoHHaA KapTUHa Manbumka A, 1rox 1 Mec. B BepxHem momioce
1 B C/3 NOYKM BbIAABJIEH YYACTOK ITAPEHXMMbI YEPHOTO 1iBeTa

Figure 10.

Intraoperative picture of boy A, 1 year 1 month. In the upper pole and in the
s/3 kidney, a black parenchyma area was revealed



Pucynox 11.

VuTpaonepaynonHas KapTuHa Manbunka A, 1rop 1 mec. Ilpu BckppiTun
KaIICy/IbI IIOYKM OOHApYIKeHa OOLIMPHAas reMaToMa 6X5 CM, IIOTHO IIpUJIera-
IolIas K ImapeHxmMme

Figure 11.
Intraoperative picture of boy A, 1 year 1 month. Opening the kidney capsule
revealed an extensive hematoma 6x5 cm, tightly adjacent to the parenchyma

Pucynox 12.

VHTpaonepannoHHas KapTuHa Manbuuka A, Irox 1 mec. IIpu BckpbiTun
KaIICy/IbI IIOYKM OOHApY KeHa oOLIMpHasA reMaToMa 5X5 CM, IVIOTHO IpuIera-
Iolasd K mapeHxmMe, NoCcnefHAd yaaneHa

Figure 12.

Intraoperative picture of boy A, 1 year 1 month. Opening the kidney capsule
revealed an extensive hematoma 5x5 cm, tightly attached to the parenchyma,
the latter was removed

Pucynox 13.
VIHTpaonepalMoHHas KapTuHa feBo4Ky B., 12 neT. B 6pro1uHoit momocTu 611
Bpra)](eHHLII/MI CIIaeYHBIN Iponecc.

Figure 13.
Intraoperative picture of girl V., 12 years old. There was a pronounced adhe-
sive process in the abdominal cavity.

Pucynox 14.
VuTpaonepannonHas KapTuHa fieBo4ku B., 12 eT. BoimonHeHo HanoxeHme
€I0HO-eI0HOAHACTOMO3a

Figure 14.
Intraoperative picture of girl V., 12 years old. Performed imposition of jejuno-
jejunoanastomosis

Pucynox 15.
VaTpaonepannonHas KapTuHa ieBo4ku B., 12 net. OxoHYaTenbHbINA BUJ
IIeTe/lb KMIIEYHMKA II0C/Ie BUCLIEpOonn3a.

Figure 15.
Intraoperative picture of girl V., 12 years old. The final view of the intestinal
loops after viscerolysis.

Pucymnox 16.
CocTosiHIe IepefjHell OPIOLIHOI CTeHKM Y eBo4KH B., 12 met. OTMewaeTcs
pacxoxxjieHue paHbl Ha 14-e CyTKU.

Figure 16.

Condition of the anterior abdominal wall in girl V., 12 years old. There is
a discrepancy of the wound on the 14th day.




