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Annomayus. B crarhe NMPUBOIUTCS HAOTIOACHUE KIMHHUCCKOTO CIIydasi CEMCHHOUM HACICACTBEHHOMN
remMopparuueckor teneanrmdkrazun (0onesnr Ocaepa-Ponaro-Bebepa), kOoTOpoe XapakTepusyeTcsl TpaHC-
dhopMarueii MEIKUX COCY0B B MHOKECTBCHHBIC TCICAHTUIKTA3HH, HA KOKE, CJAM3UCTBIX U CEPO3HBIX 000104~
Kax, apTCPUOBCHO3HBIC IIYHTHI BO BHYTPESHHUX OPTaHaX U aHCBPU3MBI, UTO MPOSIBISETCS KPOBOTOYHUBOCTHIO.
ITOT PeAKUH MOPOK UMEJT PA3IHYHBIC KIMHUICCKUC BAPHUAHTHI TCUCHUS Y MATCPU U PEOCHKA U SIBUJICS [TPH-
YHUHOU PSLUANBHUPYFOIIUX JICTOYHBIX KPOBOTCUCHHUH Y peOCHKA U, KaK CIICACTBHE, MOCTIEMOPPAruiIeCKOM aHe-
muu. [lpuBeaeHHOS HAOMIOACHUE MO3BOIUT BpadaM meadarpamM oOpaTUTh BHUMAHUC HA BAKHBIC CHMITTOMBI
3a00/ICBAHUS U CBOCBPEMEHHO MPOBECTH AUATHOCTHKY U JICUCHHC .
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Abstract. The article provides an observation of the clinical detection of familial hereditary hemorrhagic
telangiectasia (Osler-Weber-Rondu disease), which is manifested by a tumor of the transformation of small
foci in multiple telangiectasias, on the skin, mucous and serous membranes, arteriovenous shunts in the internal
organs and aneurysms, which is manifested by bleeding. This rare defect had various clinical manifestations
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mia. The given obligatory observation by a pediatrician should be directed to severe symptoms of the disease
and obligatory compliance with the requirements and treatment.
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Cemetiinas HacaeaCcTBEHHAs remopparuueckas tencanrmykraszust (HI'T) (6oae3nr Ocrepa-Pouaro-Be-
Ocpa) SIBIICTCS PSAKUM 3a00JeBaHHeM. PacpocTpaHeHHOCTD 3a00/ICBaHMS B PA3HBIX CTPaHAX KOJCOICTCS OT
1:3500 mo 1:100000, B Poccun cocrasmser 1:50000, Hacmeayercs no ayToOCOMHO-IOMHUHATHOMY THOY [ 1, 2].
MHOTOYHCIICHHBIC HAYYHBIC HCCIICAOBAHMS NOATBEPIUIN [CHETHYCCKYIO HEOMHOPOAHOCTE 3a0onesanus. [o-
Ka3aHO, YTO MYTALNH YHAOTTHH-KOPPECTUPYIOMICTO TCHA, PACIIONOKCHHOTO Ha 9 XpoMocoMe B yaacTke 9q33-
q34 u xoutponupyet cunre3 sHxorauHa (ENG) — roMoguMepHOro HHTErpaabHOr0 MEMOPaHHOTO TNTHKOMPO-
TCHAA, KOTOPBIH SKCIPECCUPYETCS HA SHAOTCIHUANBHBIX KICTKAX COCYAOB (M3BECTHO MO MEHBIICH Mepe 29
MyTauui 3roro reHa) u ces3anbl ¢ HI'T 1 tumna [3, 4]. Bropotii sapuant (HI'T 11 Tuma) Bei3Ban MyTanueii reHa
pacnoaararorierocst Ha 12 xpomocome B yuacTke 12 13 u 0TBEUaCT 3a CHHTE3 TPAHCMEMOPAHHOTO AKTHBH-
HOMOA00HOTO peuenropa s kuHasel (ALK 1) — guranna tpanchopmupyromiero gaxkropa pocra B (13B€CTHO
He Meree 17 myTammii ganHoro rena). 06a reHa yUacTBYIOT B BOCCTAHOBIICHHH TKAHCH H aHTHOTCHE3E, a HX
MYTaIHH OPUBOIAT K AcPeKkTaM cOeTUHCHUH MEXKAY IHAOTCINATBHBIMHI KICTKAMH U JCTCHEPALIMU 3TUX KJIe-
TOK, cabOCTH MIEPUBACKYISPHON COCAMHUTEIBHOM TKaHH. [1oTepss MBIIIEYHOTO €O M HAPYLICHUE BIIACTH-
YECKOTO CJIOSI COCYI0B MOXKET MPUBOAUTH K 00pa3oBaHui0 aHeBpuaM [5,6]. Jloka3aHo U CyInecTBOBAHHUE TPE-
teero Bapuanta (HI'T III), cBszaHHOTrO ¢ T€HOM, PacHOIOKECHHBIM Ha XpoMocome 5. UeTBepThlid BapHaHT
(HI'T 1IV) ¢ nposBiIeHUSIMY FOBSHUIIBHOTO TOJUII03a, O0BICHIIOT MyTauueii B rene SMADA4 [4]. IIns npaktu-
YECKHUX Bpauel, BAKHBIM SBIACTCA TO, uTo B quarHoctike HI'T urparot pons mpexae BCero, KIHHUYCCKHS
MPHU3HAKH, & TCHETHYCCKUC HCCICA0BAHMS JONOTHIIOT HAIK NO3HAHUSA 00 3TOM 3a00ICBAHHHL.

HacneacteeHHas reMopparuueckas TEICaHTHIKTA3MI UMECT LEIBIH PN KIMHUYCCKUX IMPOSIBICHHH.
B xnuHHUeCcKo# KapTHHE XapaKTepHBIMH 111 3200ICBaHUS ABISIOTCS COCYANCTHIC PACIIHPSHUS B BUIC TETIC-
AHTUPKTA3UHA KOKHBIX TOKPOBOB, 4 TAKKE BUCLICPATBHBIC COCYIUCTBIC AHOMAINH (AHTHOMBI, aPTEPHO-BCHO3-
HBIC AHCBPU3MBL, IIYHTH B JICTKHX, ICYCHH, TOJIOBHOM MO3re U T. 1.). TeneanruskTazuu oObIMHO HMEIOT TO-
YECUHBIH, MATHUCTHINA WITH NAyKOOOPa3HBIA BUA, KPACHO-IYPIYPHEIN LBET, HECKOJIBKO BO3BBIIIAKOTCS HAX MO-
BCPXHOCTBEO KOXH U CIH3UCTHIX, ONCAHCIOT NPHU AaBICHUHN HA HUX. OHU MHOKECTBCHHBIC, HX YUCIIO VBEIIHU-
YHBACTCS C BO3PACTOM, OJHOW U3 XapaKTECPHBIX UX YEPT SBIIETCS KPOBOTOUNBOCTh. Jlokamm3auus Teacanru-
SKTa3UH MOXKET OBITh pa3nuyHa (JIULO, VIIHBIC PAKOBHHBL, KOXKA TOJIOBBI, IPyIHAS KIETKA, MATbIbl PYK, CITH-
3UCTHIC PTA, S3bIKA, KOHBIOHKTHUBBI [1a3 U T. 1.) [6].

Henbro Hameli paGoTH SBUIACE ACMOHCTPALUS PA3TMIHBIX KIHHHYCCKUX BAPHAHTOB TCUCHHUS H IPO-
SBIICHUN BUCLECPATBHBIX COCYAMCTHIX aHOMATIHHA MPH HACICACTBCHHOW TCICAHTHOAKTA3HM Y MATCPH U pe-
OCHKA, a TAKKE CBOCBPECMCHHOC MPOBEACHHE HCOOXOTUMBIX JHATHOCTHYCCKHX H JICUCOHBIX MCPOIPHSITHI,
MO3BOJAIOLICE YIIPABJIATH PA3BUTHEM MOTCHIIHMATIBHBIX OCIOKHCHUN MPH JAHHOW NATOIOTHH.

Knuuauueckuii ciay4qaii. Manpuuk M. B Bo3pacte 3 €T NOCTYNHI B MEAHATPHUCCKOC OTACICHUEM C
JKamo0aMH Ha Kallenb ¢ IPUMEChIo KpoBU. M3 anaMHe3a 3a0071eBaHus H3BECTHO, YTO peOeHOK 3ab0men ocTpo
B ¢espanie 2016 r. mogBuiICS peaKHI BIaKHBIH KaIIEnb cO crycTkamu KposH. 24.02.2016 r. Opuragoi ckopoit
MEAULUHCKOH MOMOIIY MATBYHK JOCTABICH B IPHEMHOC OTACICHUE ACTCKOH Xupyprun KpacHospckoii Mexk-
paitonHo# knuuaHueckor 6oapHUIEI Ne 20 umenn U.C. bepzona (KMKB Ne 20 um. M.C. bepsona). Pebenox
OBbLT OCMOTPCH XHUPYPIOM H MPHHATO PCIICHHE O FOCIUTANHM3ALUHN B ACTCKOC XHPYPTUUCCKOE OTACICHHE C
JUArHO30M HHOPOJHOE TENI0 OPOHXOB, nerouHoe kposoreucHue? [Ipu npoBeacHUN THArHOCTHYCCKOH OpoH-
XOCKOIHH HCTOYHHKA KPOBOTCUCHHS M HHOPOJHOT'O TEJIO ABIXATCIBHBIX MyTCH He 0OHapyxeHo. Ha o030pHOMT
PCHTICHOIPaMME OPraHOB IPYJHOHN KICTKH NPH MOCTYIICHUH BBUBICHB! YIACTKU Ca00r0 HEPAaBHOMEPHOTO
MOBBIIICHHUA ITIOTHOCTH 0€3 YETKHUX I'PAHUL B CPESAHUX M HUYKHUX JICTOYHBIX NOsICaX CO CHIbKeHHEM audde-
PCHLHPOBKHU Ha X (oHE nerouyHoro pucyHka. Ha koMmbroTepHOH TOMOrpadiu IErKHX ASCTPYKTHBHBIX H3-
MEHCHHUH HE BBISABICHO, MPOXOIUMOCTb TPAXCH U INIABHBIX OPOHXOB HE HapylIcHa, crpasa B S6 1 S10 u ciesa
B S10 onpenensauck y4acTKH VILIOTHCHUS JETOYHOH TKAHU MO THUITY «MAaTOBOTO CTEKJA» C BHANMBIMH IPO-
ceetamu Oponxos. Ha atom doHe nmerores yaacTku 605ice HHTCHCHBHBIX OYArOBBIX VINIOTHCHUH U CYOKO-
CTaBHO METKHUE Y- oOpasnbie cTpykTypsl. [Ipu nmposeaecHun GuOpOracTpo yoACHOCKONN KPOBOTCUCHHS U3
OPraHoOB KENYAOYHO-KUIICYHOTO TPAKTA HE BRISIBICHO. PEOCHOK OCMOTPEH BpPavuoM OTONAPHHIOIOTOM — KPO-
BoteucHus u3 JIOP opranos He BeisBnceHO. [Ipu o0cienoBaHuN B OTACICHHN ACTCKOW XHPYPTUU JaHHBIX 32
MPOJOJDKAIOLICECS KPOBOTCUCHHE M3 ABIXATCIBHBIX MYTCH, JKETY J0UHO-KUIICYHOTO TPAKTA U JIOP OPTaHOB HE
BBISIBIICHO U TS AANBHEHIIET0 00CIeA0BaHNs peOCHOK MEPEBEACH B IEANATPHICCKOC OTACICHHIE.

W3 anamuesa skuzan u3BectHo: pedeHok ot Il gpymmoanoi 6epemennoctu. Ilepsast GepeMEHHOCTD BHE-
MaTOYHAs MPOBEJCHO ONEPAaTUBHOE NpepbiBaHue. JlaHHas GEpeMEHHOCTE MPOTEKAIA ¢ YIPO30H NPEPHIBAHUS,
otMmeuamuch kposoteucHus. Poxsl Il sxcTpernHOE Kecapero ceucHue Ha 36-37 Heaene. Macca Tema mpu poxk-
nennn 2700 r. PeGenok HaxX0oAWIICS HA HCKYCCTBEHHOM BekapMminBanuu. Ha nepBoM roay sknu3Hu oTMevanach
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IJ10Xas MpudaBKa B Macce Tea, MPOsBICHHUS aTOMHYECKOro AepMaruta. B 1 roa nepenec octphiii 1apuHroTpa-
XeHT Ha (POHE 0CTPOH pecnparopHOH BupycHo# nHdekuun. B 2 roaa nepeHec Berpanyro ocny. Habnronaeres
Y HEBPOJIOTA 110 TI0BOAY MOoTOpHOHU ananwu. [IpuenT no xanengapro. Peakinsa ManTy otpumarenpHas. Y oTa
(37 aer) B Bo3pacte 15-17 g€t KU3HU OTMEYATUCH PELUANBUPYIONINE HOCOBBIC KpoBOTeUueHHS. [ [poBOIHIOCH
nprwxHranve crieteHus Kuccens0axa ¢ monoxurenbHeIM 3¢ dexrom.

Marts (34 roaa) B 2009 roxy mepeHecna ocTpoe HapyLIeHue Mo3rosoro kposoodpamenus (OHMK) o
reMopparudeckoMy tamy. AV-mansdopMmariis npasoii 100HOH 10U ¢ MUTaHUEM U3 QPOHTONOIIAPHON apTe-
puu ¢ paspeieoM AV-mansdopmara. B 08.06.2009 oneparus KOCTHO-IITACTUYECKAS TPETIAHALIMSA YEpena mpa-
Bo# NnOGHOH obmactu, TotanpHoe yaancHue AV manbdopmara. B 2011, 2012, 2013 oTMeuanuck 3nu301b1
umeMuueckon ataku. [Ipu oObeKTHBHOM 0CMOTpE yV MaTepH ONPEIC/UTHCE MHOKECTBCHHBIC TEICAHTHIKTA-
3HMH HA KOXKE, Ha r'y0ax, Ha SI3BIKE.

Bpar (16 net) umen :xano0bl HA IEPUOAUUCCKYIO MYTbCUPYIOLIYIO TOJ0BHY 0 OOJb B IIPABOH BUCOYHO-
7106HOH 00NacTH ¢ Uppaguanied B mpaBbii riaa3. Ha koMmeroTepHON TOMOrpaMme rOIOBHOTO MO3ra C KOH-
TpacTupoBaHueM oT HosAOpa 2019 B oOnacTu cpegHEero Mo3ra BhISBICHA KpymHast AV-Manb(opManus, ¢ BhI-
PKEHO ACTATHPOBAHHBIMU BCHAMH B PETPOXHAa3MaIbHOM o0nacTy, acdopmupyromumu creon u 11 xemygo-
yek. [laumenra koncyapTuposan Heiipoxupypr Lientpa «I'avma-HOXk» T. MockBa, OBIIIO PEKOMEHIOBAHO HPO-
JOIDKHUTH HAOTIOACHUE.

[Tpu 0OBEKTHBHOM OCMOTPE COCTOSIHUEC MATBUYHKA PACLCHUBAIOCH KK CPEAHEH CTeneHH TshKecTH. Du-
3MYECKOE Pa3BUTHE FAPMOHMYHOE, pocT pebenka 107 cm, Bec 18,5 kr, unaekc mMacen Tena 15,8 kr/m?. Tloa-
KO>KHO-)KHPOBOH CJI0H Pa3BHUT Y AOBICTBOPUTEIBHO, pacIPEACIICHHIE ero papHoMepHoe. [Ipu ocMoTpe KOKHBIX
MOKPOBOB BhIABICHA WX O1eHoCcTh. Temneparypa tena peructpuposanack 36,5° C. Ha koxe nHLa BBISIBICHBI
MHO’KCCTBCHHBIC TEICaHIHAKTa3nu. B 3eBe cnmsncTas po3osas, uucTas, MUHIATHHEL HE VBeIUUcHHbIC. [Ipn
MaTbIANNN TUM(PATHYCCKHEC V3IIBI (3aThIIOYHBIC, ICHHEIC, HATKTIOUYNYHBIC, TOAMBIIICYHEIC, AXOBBIC) MEI-
kue u Oez6one3ncHHbIe. [Ipu oneHKe opraHoB ABIXaHUS: JEIXaHHE Yepe3 HOC B TOTHOM oObeme. [pu ocMoTpe
IpyJaHas KJIeTKa HUIHHApUIccKon ¢opmel. Yactora aerxanus B mokoe 24 B MunyTy. [lpu onpeaenenun rono-
COBOTO JIPOKAHUS, 3apPETHCTPUPOBAHO PABHOMEPHOE YCHICHHE B HIDKHUX OTHCNAX JEIKHX C JBYX CTOPOH.
[Tpu cpaBHUTETFHON NEPKYCCHH JIETKHX VCTAHOBJICHO YKOPOUCHHUE MEPKYTOPHOTO 3BYKA B HIDKHHUX OTAEIAX
JIETKUX € ABYX CTOpoH. [Ipy ayckynpTamiy 1erkux BEICTYIIUBAIOCH OCTA0ICHHOE ABIXaHHUE B HHKHUX OTJE-
Jax, OTMEUAITUCHh MEIKOIMY3bIPUaThic XPUIIBI B HIDKHUX oTAenax nerkux, spO2 98 %. Ipu ocmotpe obnactu
cepaua BUOUMBIX N3MCHCHHUH HE 0TMEUanoch. | paHHII OTHOCUTEIBHON CEPACYHON TYNOCTH HE H3MCHCHBI.
[Tpu ayckyapTauu TOHBI cepALa POMKHE, PHTMUYHBIC, PErUcTpHpoBanack cunycosas taxukapaus YCC 108
B MunyTY, AJl 110/70 MM pr.cT. [ToBepXHOCTE sI3BIKA YHCTAs, PO30BOH OKpackH. JKHBOT 6e300I€3HCHHBIN.
[leuens manenmpoBanacek cnpasa, Kpail octpbiil, 6e3001e3neHHbIH. Cene3eHka He namsnupoBaiack. Cryn 1
pa3 B cyTkH, oOPMICHHBIA. 32 BPEMs HAXOXKACHUSA B ICAUATPHYICCKOM OTACICHUH HEOAHOKPATHO OTMEYa-
JIMCh 3MH30bI KPOBOXAPKAHBSI.

[Tpu nabopaTtopHOM U HHCTPYMEHTATBHOM 00CICIOBAHNN: B KJIMHUYCCKOM aHATHU3E KPOBH OTMEYACTCS
CHIKEHHUE remMornoGuHa 10 97 r/n, sputpormtsr 3,83 % 10'%/n1, TpoMGormTer 337x10%/1, BEIABIEHO yBEUUEHHE
KOJUYECTBA NeHKOIUTOB 14,6x10% 1, HEHTpOoHIE3 CO CABUTOM JEHKOIMTAPHOM (hOPMYJIBI BIEBO (ITATI0UKO-
saaepHele HeuTpodumel 7 %, cermeHTosAepHbIe HEHTpodumet 59 %), COD 5 MM/uac; mpu UCCICIOBAHUU CH-
CTEMBI FeMOCTa3a ONPEACIBUIHCE TPU3HAKH XPOHOMETPHICCKON runepkoarysinud. Mapkepsl ocTpoi TpoM-
ounemun (POMK) He BBIsSIBICHBL. AKTHBHOCTE (DAKTOPOB NPOTPOMOMHOBOTO KOMITIEKca B HOpMe. KoHeuHsIit
3tan cBepThiBaHus (pubpuHOOOpazoBaHus yAIHHEH. [IpH KOIUUECCTBEHHOM ONPEACICHUN aKTHBHOCTH (ak-
topa VIII B HOpMe, daktop IX cHiken. AxtuHOCTh (aktopa Bunnebpanga — nmoseimeHa. Pucromunys xo-
takxTopHas akTuBHOCTE (axTopa BunneOpanna B Hopme. Konnenrpauuns ¢udprHorena noseimena. Komuie-
CTBO TPOMOOLIUTOB NOBHIIICHO. HopMasbHas nepBHYHAS arperalioOHHAsS AKTHBHOCTE TPOMOOILIUTOB MPH CTH-
myinuu AJI®. HopmaseHas aktusaocth Xareman (X1la) saBucumoro ¢ubpunomsza.

PeGenok obcnmenoBan u ocMOTpeH (ruszuaTpoM: npoda MaHTy, AMACKHH TECT OTPHLATCIBHBIC, KOH-
TakTa ¢ OOMBHBIM TYOEPKYJIC30M HE ycraHoBneHO. B anamuzax Mokpotst MBT MeTonamu TrOMHHECIICHTHOM
mukpockonuu u [P He onpeaenaancs.

IIpoBeacHO UCCICAOBAHNE AHTUTE K Oa3aapHON MEMOpaHe KIIyOOYKOB H AHTHHYK/ICAPHBIX AHTUTE
aHTHTeNa K 6azansHoU MeMOpane kinyooukos Ig G 5,33 ex/min, AHUA IgG, HPU® Tutp menee 1:40. Jlabopa-
TOPHBIX MapPKEPOB HOPAKCHHUS JICTOUHBIX COCYI0B HE BBISBICHO.

[IpoBeaeHa quarHocTHIecKas OPOHXOCKOIH: MPH OCMOTPE TPAXCOOPOHXHUATBHOTO ACPEBA B MPOCBETE
TPaxcoOPOHXHUANBHOIO CHpaBa M B 0a3albHBIX CETMEHTAX JIETKOTO0 OOHAPYKEHO HEOOJBIIOE KOTHYECTBO
CrycTkoB anoi kposH. [Ipu sHAOCKOMIUECKOM 00CTIECIOBAHIH MOJIOCTH HOCA KPOBOTCUCHHS H3 ITOJIOCTH HOCA,
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[JIOTKH U BEPXHUX JbIXAaTENBHEIX MyTel He oOHapyxeHo. MCKT-anruorpadus nerkux mposeaeHa B COCTOS-
HUHM MCIUKAMEHTO3HOTO CHA U MEIUKAMEHTO3HOTO AITHO3, YTO MO3BOIUIO MAKCHMAIBHO HHUBCIHPOBATh IU-
HaMHYECKYIO HepeskocTs. [o pesyipraram uccine1oBaHus ONMpeaesuIiCh MHOKECTBCHHBIC COCY TUCTBIC MaTb-
topmarel cipasa B S10 u cnesa B S4 u S10 ¢ HHTCHCHBHBIM KOHTPACTHPOBAHUEM B JICTOYHYIO APTCPHATBHY IO
¢agy. Taxke onpeaensnuck ManshOpMaThH ¢ MCHEE HHTCHCUBHBIM KOHTPACTHPOBAaHUEM cripaBa B S2 u S5.

[IpoBeaena pudporactpoayoacHockonus. BeisBICHO, UTO CIU3KCTAS MHUIIECBOAA ONEIHO-PO30BASL, YCH-
JICHUE COCYAUCTOTO PUCYHKA MOJACTH3UCTON, BHISABICHA THIICPEMUS B 30HE KapIHH, KapAHS CMBIKACTCS, HO
KPaTKOBPEMCHHO, Z TUHHS HE CMBIKACTCS, B KEIYAKES 0OHAPYKEHO YMEPEHHOE KOJIMYECTBO CITU3UCTO-KUA-
KOTO cOepKIMOro (0e3 IPHUMECH KPOBH), CKIAJKH PACIIPABISIOTCS, CTU3UCTAs PO30Bas, PUBPATHUK OKPYT-
70H (GOpMBI TIPH PACKPBITHH; JIYKOBULA U MOCTOVIBOAPHBIN OTACT JBCHAALUATHIICPCTHON KHIIKH ¢ OIeIHO-
PO30BO# criuaucTo, mpocBeT B HopMme. 1o ganHbIM yasTpassykoBoro ucciaeaosanus (Y3W) opranos Opror-
HOH onoctH oT 25.02.2016 mevyeHp KOHTYP POBHBIN, YETKHH, CTPYKTYPa OAHOPOXHAS, YMEPEHHO TTOBHIIICH-
HOM 3XOTE€HHOCTH, OYaroBbIX H3MeHeHUH HeT. JKemansie mpoToku He pacimmpeHsl. Kocoi BepTukansHbIN pas-
Mep npaBoit goim neueHu 107 MM, TommHa 1eBo qomm 41 MM, KpaHHOKayAAIBHBIN pazvep 74 MM, BOpOTHAs
BCHA 5 MM, HIDKHs monas BeHa 9 mM. JKemansiid my3eipb 53x12 MM, dopma karopoBuaHas. CTeHKa HE yTOM-
LICHA, ICPETHKKU HET, neperud B AHe. [lomkeny nounas xene3a; rooska 11 mv, teno 10 mm, xBocT 12 mm.
KonTtypsl ueTkue, poBHBIC, CTPYKTYPA OJHOPOAHAS, OYArOBBIX M3MCHCHHH HeT. BupcyHros mpotok He pac-
LIUPEH, ceae3cHOYHas BeHa 3 mM. CeneseHka: pazMepsr 68x27 MM, KOHTYPBI YSTKHE, POBHBIC, CTPYKTYPA OJ-
HOPOJHAs, CETIC3CHOYHA BSHA B Bo3pacte BOpoT 3 MM. JakmoucHue: [leueHs yBenmueHHas, 1uddysHeie u3-
MEHEHUs B cTpykType. [Ipu yneTpazBykoBOM HCCIEIOBAHUH MOYECK U MOUYCBOTO My3bIPS BRISIBICHO TUIIHIHOE
PacIoIOKEHHE JTEBOH MOUKH, ¢ POBHBIMH YETKUMH KOHTYpaMH, pazMepoM 78x34 mm, ¢ TOMIOUHOH TapeH-
XHUMBI 12 MM U COXpaHCHHEM KOPTHKO-MEAYULIPHOH AudepeHIMPOBKU. YalIeuHO-T0XaHOYHAS CHCTEMA
(UJIC) neBoii mouku HE paclIMpeHa U 63 CTPYKTYPHBIX H3MEHeHUH. L[BeTOBOE JOMIIEPOBCKOE KapTHPOBA-
HHUE. KPOBOTOK HE M3MEHCH, YETKO MPOCICKUBACTCA 10 Kancyisl. [lokazarens MHTpapeHATbHOW reMOAHHA-
MHUKH Ha BCEX VpOBHAX He m3MeHeHHI. IR - 0,65-0,68. TunmaHoe pacnonoKeHHe MPaBoy MOYKH, C POBHBIMH
YETKUMH KOHTYpamu, pazmepom 77 x 33 MM, ¢ TOJIIMHON MAapeHXUMEI 12 MM 1 COXpaHEHHE KOPTHKO-METYII-
naapHoi quddepenmuposku. YIC ve pacuupena. Buzyanusupyemreie pparmentsl creHok YIC 6e3 ctpykTyp-
HBIX U3MEHCHHUH. L{BeToBOE MOMIIICPOBCKOE KapTHPOBAHUE: KPOBOTOK HE M3MCHEH, YCTKO MPOCICIKUBACTCS
Jo karcyisl. [lokazaTenn nHTpapeHaIPHON reMOJUHAMUKHI Ha BCEX YPOBHAX He M3MmeHeEHHL. IR - 0,66-0,68.
Haanmoueunnku: Tomorpadus, KOHTYPBL, CTPYKTYPA, pa3Mepbl HE H3MEHEHbl. Mo4ueBOH my3bips: V=35 Mmu,
TOJIIMHA CTCHKH HE N3MCHCHA. BHYTpECHHHI KOHTYP CTCHOK YETKHH, POBHBIH, coxpaHeH. MOUYCTOUHHKH: HE
onpeaensrorcs. OcMOTpEH BpauoM oQTaabMOIOrOM: [JIA3HOE JHO — AMCK 3PUTCIBHOTO HepBa OJIeIHO-PO30-
BOTO LIBETA, FPAHULBI YSTKHEC, BCHBI HE H3MCHEHBI, apTepuu He uaMeHeHbl. Kamubp B:A=3:2, xox cocy 0B He
n3MeHeH. CeTyatka B NMEPUNAMMLILIPHON 30HE 03 0COOCHHOCTEH, LECHTpanbHAS 30HA CETYATKH PO3OBOrO
LBETA, MAKYIIPHBIC pedraekchl Oe3 ocoOeHHOCTEH, epudepus ceTIaTKH 6¢3 0COOCHHOCTEH.

Ha ocHoBanuu »xano®, JaHHEIX CEMEHHOT0 aHAMHE3a U IPOBEACHHOTO 00CTICAOBAHHS, BRICTABICH JHATHO3
Cungpom Ponmro-Ocnepa-Bebepa. MuoxkectenHbie AV-Manbgopmanmu B S6 1 S10 HipkHEH fone mpaBoro u
JeBOro nerkoro. Permmausupyromue nerounslie kposoteucHus. [ loctreMopparuueckas aHeMust, TSTKOH CTCTICHH.

OGcyxnenue. Jluarnos HacJaeCTBEHHON TEMOPPArHICCKOH TEICAHTUIKTA3ZHH MOXKET OBITh YCTAHOBICH
Ha OCHOBaHUM TOOBIX TpeX KIMHWYecKHX Kpurepues Kropacao, mpeanoxeHHsx B 1999 r. (Morphet J.A |
2006): MHOKECTBCHHBIC TCIICAHTMAKTA3UH HA XaPAKTCPHBIX y4acTKax (ryObl, pOTOBAs MONOCTh, HOC, YIIHBIC
PaKOBHHHI); MOBTOPSIIOIIHECS CIOHTAHHEIC KPOBOTCUCHHUS; COCYAUCTHIC AaHOMATHH OPTaHOB KEIYIOYHO-KH-
LICYHOTO TPaKTa, ABIXATCIbHBIX MYTCH (C KPOBOTCUCHHAMH HIU O€3 HUX), B TOM YHCIIC apTCPHOBCHOZHBIC
LIVHTHI B JICTKUX, IEUYCHH, TOJIOBHOM MO3TE U MO3BOHKAX; CEMEHHBIN Xapakrep 3a0onesanus. bonesns Ocnepa
— Pannro — BebGepa y JaHHOTO MAalMEHTa MOATBEPAKAAIOT, KAT00bl OOJBPHOTO HA MOBTOPSIONIMCCS SITH30IbI
KPOBOXapKaHbs; OTATOIICHHHN ceMcHHBH aHamue3 (y marepu OHMK, mo remopparwyeckomy Ty,
AV-mansdopmarus mpaBoi 100HOH A0MH, MATOYHBIC KPOBOTCUYCHHUS BO BpeMs OCPEMEHHOCTH, MHOKECTBCH-
HBIH TENCAHIMIKTA3UH HA KOXKE, S3BIKE; V Opara kpymHas AV-manshopManus CpeAHErO MO3ra); y NalueHTa
IO Pe3yAbTaTaM KOMITBIOTEPHOH TOMOTpadHn TErKUX B BHYTPUBEHHBIM KOHTPACTHPOBAHUEM BBISIBICHBI MHO-
JkecTBeHHbIC AV Manb(QopManiu COCyJ0B IETKHX C 00CHX CTOPOH.

Bonaesur Ocnepa — Pangio — BeGepa, B cootBeTcTBUH ¢ MekayHapoAHOH Kiaccupukaiueti 0one3Heit
10-ro mepecMoTpa, BXOAUT B TPYINITY 0OAC3HEH CHCTEMBbI KPOBOOOpaICHHS, OONC3HU apTCPHiA, apTCPHOT U
kamutsspos (178.0). B coderanuu ¢ 3TO peakoi 0OAC3HBIO y HAOMOIACMOr0 MAUCHTA TAKKE HUMCIOTCS
BPOXKICHHBIC aHOMAJIUH PA3BUTHUS JICTOYHBIX COCYOB, 2 UMEHHO NepuepuIccKuil apTepHOBCHO3HBIH MOPOK
pazsuths (Q27.3), 4TO SIBUIOCE OCHOBOW BOZHUKHOBCHHS PELUANBHPYIOIIUX JICTOUHBIX KPOBOTCUCHUH. Y IH-
THIBAs PAHHUH BO3PACT MALFICHTA, PCLMAUBHUPYIOIINN XapakTep JIETOYHOIO KPOBOTCUCHHS, MHOKECTBCHHBIC

70



AV-mansdopmaruu 000HX JETKUX, IS ONPESACICHUS JATPHEHIICH TAKTUKH BEACHUS U PEIICHHH BOIPOCa
0 MPOBEACHUM ONCPATHBHOrO JCUCHHS PeOCHOK HANPABJICH B ACTCKYIO KIMHUYCCKYIO GonmpHHLY Ne 13 mm.
H.®. ®dunarosa. [lampieHTY npoBeJcHA SHAOCKOMUYCCKA TOOIKTOMHUS HIDKHEH JOTIH MPaBoro nerkoro. B te-
YCHHE o2 MOCyC XUPYPrHICCKOTO ICUCHHS KPOBOXapKaHbs He oTMeuanock, Ha done OPBU, peGenok mepe-
Hec ocTpbiii Oponxur. [Ipu o6cnenoBanny Mo pe3yabTaTaM KIHHHYCCKOTO aHATH3a KPOBH U3MCHCHHUH HE BHI-
ABIEHO: reMornobun 129 r/a, spurponurst 3,06x10'%/n, TpomGormter 337x10%/1, aetixouursr 7,6x10%/1, na-
noukosiaepHbie HeHTpoduiel 1 %, cermMeHTosAepHBIC HetiTpodmier 30 %, 303uHOGMIEL 5 %, muMpoLUTH 56
%, moso1uTHI 8 %, COI 11 mm/uac. [Iposeacna mosropras MCKT-auruorpadus. IlpaBoe nerkoe: coctossaue
MOCJIC HIDKHEAONCBOH T1003kToMuN. BepxXHis v cpeaHss Jons pacpaBlIcHHEIC, TOTHOCTHEO BBITIOMHSIOT Mpa-
BoIi remuTopakc. [lo pesyapraram MCKTA no kpuTepHusM CTEIICHH KOHTPACTHPOBAHUS U pa3MepaM LIeIeco-
00pa3Ho BBLACTUTh AV-IIVHTH T€MOJUHAMUYCCKU 3HAYHUMBIC W HMPOTHOCTHYCCKH OMACHBIC, KAK UCTOYHHK
BO3MOXHBIX KpoBoTeueHUH B S10 1 S4 neBoro JIerkoro v MporHOCTUUECKH MEHee onacHele — B S2 u S5 mpa-
BOro nerkoro. KpoBoTok B mocneAHUX MEHEE BHIPAKEH. Y UUTHIBAS PACIIPOCTPAHCHHBIA XapaKTEP NOPAKCHUS
JICTOYHOH TKaHH, BHICOKHH PUCK PAa3BHTHS KPOBOTCUCHHS B JAHHOM KIIHHHYCCKOM caydae Haubomaee 3¢ dek-
TUBHBIM METOJOM XUPYPTHUECKOTO JeUCHNS AV -IIYHTOB JETKUX SBISCTCS SHIOBACKYIPHOC 3aKPBITHE aHE-
Bpu3M. TakuMm 00pazom, JAaHHOE KIMHHYECKOE HAOMIOACHHE WLTIOCTPUPYET PA3TUIHBIC KIHHIICCKHUEC BapH-
AHTBI TCUCHUS H MPOSBJICHUHA BUCLICPATIBHBIX COCYAUCTHIX AaHOMAIHNN IPH HACICACTBCHHOH TEICAaHTHIKTA3NH
B OHOU ceMbe. Y psiga OOMBHBIX TAKOW CHMIITOM KaK TEMOPPAruy MOT'YT BO3HHKATh O PA3BHTHS TCICAHIU-
SKTa3ud ¥ OOHAPYKCHHUS COCYAUCTBIX M3MCHCHHH BHYTPCHHHMX OPraHoB. YTIIyONEeHHOE OOCICAOBAHHE U
HaOIIOACHUE BpavYaM{ Pa3UYHBIX CICLUATBHOCTCH, TMO3BONUT YHOPABILATh PA3BUTHEM MMOTCHLMATBHBIX
OCJIO’KHEHHUH MPU AAHHOM NaTOJIOTHU.

PackpoiTne nadopmannn. ABTOPH ICKIAPUPYIOT OTCYTCTBHE SIBHBIX M MOTCHIMAIBHBIX KOH(IMKTOB HHTEPE-
COB, CBAI3AHHBIX C MyOIHKAIHCH HACTOAIINCH CTATHH.
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