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YHe HeTMPUATHBIX 3allaXOB W COIYTCTBYIOIIMX MM
MIEPUOINYECKUX YXYALICHHSIX CaMOUyBCTBHS.
3axarouenue

Takum o0Opa3oM, NpoBeneHHEe HATYPHBIX HC-
CJIEJIOBaHUH KOHIIEHTPAIUH TMPHOPUTETHBIX XH-
MHYECKHUX BEIIECTB B arMOC(EpHOM BO3IyXe B
30He (DYHKIIMOHUPOBAHUSI CBUHOKOMILIEKCOB MOIII-
HOCTBIO 30 THIC. TOJIOB MTOKA3aJI0, YTO:

1. 3arps3HeHne aTMoc(epHOro BO3ayXa IMpH-
OPUTETHBIMH 3arps3HSIONIIMU BEUIECTBAMH - CE-
POBOZOPOIOM U METHIMEPKANTAHOM OBIJIO CHU-
YKEHO TI0CIIe HAKPHITHS HAaBO30XPaHMITHUIIA.

2. He3nauntenbHOE MOBBINICHHE YPOBHA Ce-
poBogopoaa Ha pacctosHur 1000 M OT MCTOYHHKA
BBEIOPOCOB, KOTOpPOE OBLIO OMNpENCICHO B CEIUTEO-
HOU 30HE, MOXKET CBHIETENIHCTBOBATH O JIOTIOJHHU-
TENFHOM 3MICCHH ATOTO BEUIECTBA 3a CYET HETEXHO-
JIOTUYECKUX HWCTOYHUKOB (MajbIX >KHBOTHOBOIYE-
CKHX XO3SIMCTB, BBITPEOHBIX M), KOTOPBIE MPHCYT-
CTBYIOT B JaHHOM 30HE B 3HAYUTEIEHOM KOJTHMYECTBE.

3. 3arpsisHeHne aTMoc(hepHOro BO3ayXa ce-
POBOZOPOIOM OTMEYAIIOCH KaK 3a CUET MPEBHIIIe-
HUSl YCTAHOBJIIGHHOTO TOCYIapCTBEHHOTO THTHE-
HUYECKOTO HOPMAaTHBA JJIsi aTMOC(HEPHOTO BO3IY-
Xa, TaK U OMOCPEJOBAHHO 32 CYET MPEBBIIICHHS
rmopora 3araxa Ha BCEX JUCTAHIHAX H3MEPEHUS;
JUTS METHJIMEpKaINTaHa MPEBBIIICHAS YCTaHOBIICH-
HOTO TOCYHAapCTBEHHOTO TUTUEHHUYECKOTO HOPMATH-
Ba OTMEYEHO He OBLIO, HO OIpPEIesIoch MPEeBhI-
[IeHHe TTopora 3amaxa.

4. CornacHo pe3ylbTaTaM CIIeroro aHKeTHpOBa-
HUS, ¥ 72 % ONpOIIEHHBIX OBUTH OTMEYEHBI >KaloObl
Ha TIEPHOMIECKOE YXYIIIICHHEe CaMOYyBCTBUS, CBSI-
3aHHOTO C BO3/ICHCTBHAEM HENPHUATHBIX 3aI1aXO0B.

C y4eToMm MoIydYeHHBIX JaHHBIX, a TAKKE BBI-
TTOJTHEHUS TIPEIIPUITHEM PEKOMEH AN TI0 pealTi-
3alid  WH)XEHEPHO-CTPOUTEIBHBIX W TPUPOJIO-
OXPaHHBIX PEIICHUH, MO3BOJSIIONINX CHU3UTH BBI-
OpOCBI TIPHOPUTETHBIX XHMHUYECKHUX BEIIECTB (B
YaCTHOCTH, CEPOBOJOPOIA) IO YPOBHS PEKOMEHJIO-
BaHHOTO TOCYIapCTBEHHBIM HOPMATHBOM, BOIIPOC O
KOPPEKTUPOBKE B CTOPOHY YMEHBIICHUSI HOPMaTHB-
HbIX pazmepos C33 [yIsl TEPPUTOPUM TIPOMILIOINIA-
KM CBHHOKOMILTCKCA CpeaHeii MomHocTH (okoio 30
TBHIC. TOJIOB B Tof) Ha 223 MeTpa B FOr0O-BOCTOYHOM
HAaITpaBIIeHHH OBLT PeIlieH MOJOXKHUTEIBHO.

B To xe BpeMs, HECMOTpS Ha TO, YTO TOCY-
JApCTBEHHBIMHA TUTHUEHUYECKUMH HOPMAaTHUBAMH B
VYkpariHe HE PerylMpyloTCs YPOBHU MOPOTOB 3a-
raxa 3arps3HSAIONINX XHUMHYECKUX BEIIECTB, BO-
Mpoc 00 WX HEraTUBHOM BIUSHHUH Ha 3I0POBBE
HAaCelleHUsl Tpujleraloneld CcenmuTeOHOW 30HBI
0CTaeTCsl OTKPHITHIM.
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CAPKOMA IOMHT'A
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Capxombl FOuHra — pejkue HOBOOOpa3oBaHUs, KOTOPBIC COCTaBIISIIOT 0K0JI0 1 % capkom. OOBIYHO MOpaXa-
10TCs TpyOUaTsle KocTH. BoBiieueHne kocTeil yepena peIko BCTpedaeTcsi, coCTaBisia 1—6 % oT o0Imero Konu4ecTna
ciydaeB capkomsbl lOwunTra. [IpencrasieH ciaydail peakoil matosorud — capkomsl KOwWHTa TeMeHHOH KocTH y 36-
neTHed eHIMHBI. Onucanbl MOP(QOJIOTHYECKHE M3MEHEHHS B IUIOCKUX KOCTSX Yepera M MPHIIeKAIIUX MATKUX



IIpob.1emor 300p0Bovs u 3K0402UU

102

TKaHSIX TOJIOBBI U MX B3aHMOCBS3b C JaHHBIMHU KJIIMHUKO-Ta00PAaTOPHBIX U HHCTPYMEHTAJIbHBIX METONOB HCCIIE0BA-
Hus. [lokazaHa Ha KOHKPETHOM IPUMEpE CJIOXKHOCTh MPIKU3HEHHOH BeprduUKaluy uardosa 6e3 rucToI0rnuecKo-

'O U UMMYHOTUCTOXUMHUYCCKOI'O IMMOATBCPIKACHUA.

KimroueBrle cnoBa: capkoma FOuHTa, mpUMHUTHBHAS HEHPOIKTOAEPMAaIbHAS OIYXO0JIb, BHCOYHAS KOCTb.

EWING’S SARCOMA

L F. Shalygd', S. L. Achinovich’, T. V. Kozlovskaya',
L. A. Martemyanova', S. Yu. Turchenko', Yu. N. Avizhets’

'Gomel State Medical University, Gomel, Republic of Belarus
?Gomel Regional Clinical Oncological Centre, Gomel, Republic of Belarus
*Gomel Regional Clinical Pathoanatomical Bureau, Gomel, Republic of Belarus

Ewing's sarcomas are rare neoplasms which comprise about 1 % of all sarcomas. Cortical bones are usually af-
fected. Cranial bones are rarely involved and are 1-6 % of all Ewing's sarcoma cases. The article presents a case of a
rare pathology - Ewing’s sarcoma of the temporal bone in a 36-year old woman and describes the morphological
changes in the flat bones of the skull and the adjacent soft tissues of the head and their interconnection with data of
clinical and laboratory and instrumental methods of investigation.

Complexity of the lifetime diagnosis verification without histological and immunohistochemical confirmation

has been shown on a concrete example.

Key words: Ewing’s sarcoma, primitive neuroectodermal tumor, temporal bone.

Beeoenue

Cpenu 370KaYeCTBEHHBIX HOBOOOpPa30BaHUM
YEJIOBEKA YAEIbHBIM BEC OMyXOJIEH KOCTEN HE3HA-
guTeneH. OmyXoiau KOCTEH M3BECTHHI TaBHO, OHU
ONHCHIBAIUCH B TpakTaTax [ ummokpara, ABHUIICH-
Hbl. [IpyurHa BO3HUKHOBEHHUS! MEPBUYHBIX OITyXO-
JIEW KOCTEH OoCTaeTCs HEBBIICHEHHOH. B HacTosIee
BpeMsi OOJIBIIMHCTBO aBTOPOB YKA3bIBAKOT HA POJIb
TpaBMbl B BO3HUKHOBEHHM TIEPBUYHBIX OITyXOJeH
KocTeil. bonbllie MojI0BUHBI MALIMEHTOB CO 3JI0Kade-
CTBCHHBIMU OITyXOJISIMH KOCTEH B aHaMHE3€ OTMe-
YaloT YIIMOBI KOCTeH U MSTKHX TKaHel. He mocnen-
HSISL pOJIb B BOBHUKHOBECHUH 3JI0KAUYECTBEHHBIX HO-
BOOOpa30BaHUI KOCTEH OTBOIUTCA HACIEICTBEH-
HbIM (bakTOpam. VMIMeroTcs muTepaTypHble JAaHHEIC,
YKa3bIBAIOIME HA BOSHUKHOBEHHE KOCTHBIX OITyXO-
Jiel y 4iIeHOB OHOM cembu [1].

Capxoma HOunra (myeloma endotheliale) Ob1-
Ja BriepBble ommcana Jlxeiimcom FOumrom B 1921 ro-
ny. ITo manaeiM BO3, sBnsgercs BTOPOi 0 4acTo-
T€ CpeIM 3J0KAUYECTBCHHBLIX OMYyXOJeH KOCTEHl y
nerer, cocraBisia 10—-15 %. Drta omyxoib peako
BCTpEUACTCS y ACTSH MOJIOXKE 5 JICT U Y B3POCIIBIX
crapmie 30 ner. [Tuk 3a0071eBaCMOCTH IPUXOIUTCS
Ha 10-15 ner.

Capkoma FOuHra cocTouT U3 MEIKHX KpPYT-
JIBIX KJIETOK CO CKYJHOM LIMTOILIA3MOH, KPYTJIBIM
SZPOM, COAEPIKAIIUM HEKHBIA XPOMATUH U Cl1a00
npocMaTpuBaronyecs 0a30(UIbHBIC HYKIICOJIBL.
HHorpa kiIeTKu pacnojararoTcsl B BUAE «IICEBIO-
PO3ETOK», MpaBWIbHAS CETh APTUPO(UIBHBIX BO-
JIOKOH OTCYTCTBYET, HEPEIKO MMEIOTCA IOJIOCTH,
OrpaHUYEHHBIE HEMOCPEACTBEHHO OIYXOJEBBIMU
KJIETKaMH, COACcpKallue KpoBb. B orimume oT
0OCTE€O0CapKOMBI OHA HE IPOAyILUpyeT ocTeons [1].

CyIIecTBYET HEKOTOpas CBA3b MEXKIY BO3-
HUKHOBEHHEM capKoMbl FOuHra U HanuuueMm cke-

JICTHBIX aHOMAJIMK (PHXOHAPOMA, aHEBPU3MAJIb-
Has KOCTHAs KHCTa M T. J.) U aHOMAaJIUsIMH MOYe-
IIOJIOBOM CHCTEMBI (THIIOCIIAIHMH, PEIYILIMKALIUS
MOYEYHOH CHUCTEMBI). B oTimume oT ocTeocapko-
MBI MOHM3UPYIOIIAs paguaius HE acCOLMUPYETCS
C BO3HMKHOBeHHEeM capkoMbl FOunra [11].

[uToreHeTnyeckuii aHalW3 IIOKA3bIBacT B
85 % ciyyaeB XpOMOCOMHYIO TpaHciokaro t (11, 22)
(924, q12) B OOIBLUIMHCTBE KICTOK, BEHIACIEHHBIX
M3 3TOM OIyXOJH. AHAJOTHYHEIC U3MEHECHUS BBI-
SIBIISIOTCS B IPYTOM MEJIKOKJIICTOYHOM OITyXOJIH —
PNET (mmppuMuTuUBHOM HEHPOSKTOACPMAILHOMR OITy-
xomu). M xotsa capkoma HOuHra He MMeeT aHAToO-
Mudeckoit cs3u co crpykrypamu ITHC unu aBTO-
HOMHOM CHMIIaTHYECKOM HEPBHOM CHCTEMBI, ATH
LIUTOI'CHETHUCCKHE M3MEHEHUS JOKA3hIBAIOT HEHPO-
SKTOJICPMAIIbHYIO IpHUpoay omyxoiu. Kpome Toro, B
OOJIBIIMHCTBE CAYYAEB B KIETKAX OIYXOJHU BEISBIIS-
ercs dkcnpeccuss PAX3 — mporenHa, KOTOPBIA B
HOPME OIPENE/SiETCS B IEPHOJ SMOPHOHAILHOTO
pa3BUTHS HEMPOIKTOAEepMallbHOM TKaHHU. IIpu cap-
koMme FOwuHra 4acTo MOXKHO ONPEACIHNTh M JIPYTOH
omyxoJieBblii Mapkep — NSE (cbiBopoTouHas
HelpoH-crierpduyeckas sHonaza) [2].

Capkoma HOuHra sBiaseTcs OQHOM M3 CaMbIX
arpeCcCHBHBIX 3JIOKAYECTBEHHBIX omyxoyeil. Jlo
MIPUMEHEHUs CHCTEMHOU Tepamuu noutd y 90 %
OOJIBHBIX pPa3BHBAIMCH MeTacTas3bl. Hanbomee vacTas
JIOKaJIU3alds METacTa30B Ha MOMEHT IEPBUYHOM
JUArHOCTUKH — JIETKHE, KOCTH, KOCTHBIM MO3T. Y
14-50 % mnamueHTOB K MOMECHTY YCTaHOBJICHHMS
JUarHo3a y»Ke BBIABJISIOTCS METacTasbl, JHUArHO-
CTHPYEMbIC PYTUHHBIMH METOJAaMH HCCIICAOBa-
uust. ['opa3go Ooubile OONBHBIX UMEIOT MUIHAP-
HBIM KaHILIEPOMAaTO03, KOTOPEIA MOKHO OIPEACIUTh
TOJIBKO C HCIIOJIb30BAaHHUEM JIOIOJHHUTCIbHEIX, Y3-
KOHAIIPaBJICHHBIX B JMATHOCTHYECKOM IIOHUCKE
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Metoauk. JInMporeHHoe pacnpocTpaHeHHE MeTa-
CTa30B BCTpEUAeTCs PEJKO U BCET/Ia YKa3hIBacT Ha
HeOJIaronpuATHBIA nporHo3. Eie pexxe BcTpeua-
€TCS PETPOIEPHUTOHEAIbHOe U MEIUACTHHAIBHOE
pacrpocTtpaHeHnue meracta3oB [2]. Y 2,2 % manu-
€HTOB onpenesorcs meracTtasel B [IIHC npu mep-
BUYHOM THArHOCTHUKE W TOpaXCHHE BCEX OPraHOB
U CUCTEM — TIPH T'eHEepaTU3aIliy MpoIiecca.

Knunuueckuit cnyuaii

ITanmenTka I'., 36 jer, Obula HaIpaBiieHa
09.03.2017 r. B 1-¢ HEMPOXUPYPIrUUECKOE OTACIIC-
Hue Y3 «l'oMenbckas oOjacTHas KIMHHYECKAs
OonpHUIIA» ¢ muarHo3oM: «OIyXoib JIEBOH JI00-
HO-BHCOYHOH 00JaCcTh».

W3 ucmopuu 3abonesanus. Cuurtaer cebs
0O0JILHOM OKOJIO MecsIia, KOrja IOsIBUINCH 00U B
JIeBOI 7100HO-BHCOYHOM 0oOjacTu. Uepe3 HeOOJIb-
0N TPOMEXKYTOK BpPEeMEHH (IIPUMEPHO OKOJIO
1 Mecs11a) B BhIIIEYKa3aHHOM 00JIaCTH IalMEHTKa
oOHapyKmiia OoJie3HEHHOE O00pa3oBaHHUE pa3Me-
poM mpuMepHO ¢ rpenkuii opex (3,0 x 3,0 cm).
TToBpexieHnil coO CTOPOHBI KOKHBIX MOKPOBOB B
MecTe MPOEKIUN 00pa30BaHUS HET.

Hammume mpeamecTBYOMMX TpaBM KOCTEH
Yyeperna B TaHHOH 00JIacTH MalueHTKa OTPHITACT.

C y4eToM BBIIIEIEPEYUCICHHBIX >KaJlo0 Ha
JorocriTaiabHOM dTane manuentke I, 27.02.2017 r.
osut0 mposBeneHo MCKT ronoBHoro mosra Ipu
Harpyske 99J1 = 0,4 m3B. Ha nonyuennsix KT—
ckaHax auddepeHIpoBKa ceporo U 0eynoro Be-
IeCTBa M IOAKOPKOBEIX SACp HE HapylieHa. B
0azalbHOM OTJENC JJOOHOW M YaCTUYHO BHCOYHOM
JIOJIM CJIeBa, TECHO MpHiieras K KOCTAM deperna H
BBI3BIBAs JECTPYKIHMIO YCIIYHM BUCOYHOM M Ya-
CTHYHO JIOOHOM KocTel (pa3zmepamu 24 X 27 MMm),
oIpeelIIeTCs IaToJornyeckoe oOpa3oBaHue 00-
muM pasmepom 30 x 22 x 20 MM, ¢ YETKMMH KOH-
TypaMH, HEOJHOPOIHON CTPYKTYPHI: ILIOTHOCT-
HBIE TIOKa3aTenan B npenenax 15 x 56 HU. Ilepu-
(boxanpHBII OTEK HE BBIpa)KE€H. MsATKHe TKaHU HaJl
YYaCTKOM JIECTPYKIIMH KOCTH YTOJIIEHBI, WH-
unsTpupoBansl 10 29 x 47 X 12 mMm. CpenuHHbIE
CTPYKTYpBI He cMelneHbl. JKenymoukoBas CHCTe-
Ma: Teja OOKOBBIX JKEIYJOYKOB HE PaCIINPEHBI,
D =S =9 mmM, TpeTuii )Keilyaouek — 3 MM, 4YeT-
BepThIii — 10 12 MM, He aedopmuposaH. CybOa-
paxHOHUAANBHBIE TTPOCTPAHCTBA O0OPO37 KOHBEKCA
pacmupeHbl. PerponepeOeisspHo  onpeneiseTcs
kucTa pazMepoM 18 x 30 x 19 mm. Omnpenensercsa
OOBI3BECTBIICHNE OOBIYHO PACIOI0KEHHOW IITHIII-
KOBUJIHOM JKeJIe3bl M COCYIWCTBIX CIUICTCHUU B
3aHUX porax OOKOBBIX KeIymo4ukoB. Cocymsl
TOJIOBHOTO MO3ra He M3MeHeHbI. [IHeBMaTH3aius
OCHOBHOM, TaiMOpPOBBIX M (DPOHTAIBHBEIX IIa3yX,
SIYeeK BHCOYHBIX KOCTEH, KIIETOK PEIIeTYaToOro
Ja0UpUHTA cOXpaHeHa. BHyTpeHHHE CIyXOBbIE
OTBEpPCTHS PAaBHOBEIHKHE, HE pacIIupeHbl. Ty-
peLKoe cemio o0bdHOM (hOpMBI M pa3mMepoB. I umo-
(m3apHas sMKa He yriyoOsieHa, He pacmmpena. Co-

JEPKMUMO€E OpOUT — 0€3 0COOEHHOCTEH. 3aKioye-
HUE: 00beEMHOE O0pa30BaHME YKAa3aHHOM JIOKaIM3a-
LMK C OOLIMPHOM IECTPYKUMEH MPHIIEKAIIEH KOCTH.

IIpu noctymieHny oOLIMi cratyc — 0e3 0cOo0eH-
Hocteit. CTyI, Iuype3 1 MOYEHCITYCKaHHE — B HOPME.

MecTHEIH cTaTycC: HaJMJIHE OITYXOJECBHIHOTO
00pa3oBaHUs JICBOW BUCOYHOUW 00JaCTH pazMepoM
3,5%x3,5¢cm.

HeBponormguecknii cTaTryc: CO3HaHHE SICHOC.
Yepennnie HepBel: OD = OS/P3C xuBas, IHI0
cuMmMmeTpuaHoe. ['lmotanne m (QoHamus He Hapy-
menbl. CIIP ¢ xoneunocteii: S = D. MeHUHTH-
aJbHBIX 3HAKOB HET, IMAaTOJOTHUYECKUH CHMIITOM
BaObuHCKOro ¢ BYX CTOPOH OTPUILIATEIbHBIMH.

OdTanpMOIOr: apTepur HEPAaBHOMEPHO M3-
BUTBI, BEHBI CPEIHETO HAIIOJHEHHS, ClIerKa HU3BH-
THI. 3aKJII0YCHHE: Ha IJ1a3HOM JHE — 0€3 Mpu3Ha-
KOB BHYTPHUYECPEITHON THIIEPTEH3UH.

JlaHHBIE MHCTPYMEHTAJILHBIX W J1abopaTop-
HeIX uccnegoBanuii: DK — puTM CHHYCOBBIH,
BeptukansHoe DOC, UCC — 72 B muH. AJl —
120 ma 80 MM pT. cT. bHOXMMHYCCKHMIT aHAIN3
KpoBH: oOmmii 6emok — 69,0 r/1; MoueBMHA —
3,2 MM/, kpeaTuHuH — 56,0 MM/, OMMpyOuH
oot — 7,9 MMm/m; riroko3a — 5,2 mM/in. OAM:
LBET — C/K; peakius Kucias; 0eJ0K — oTp., Iie-
PEXOOHBIA SIUTSINN — 6—8 B MOJIC 3pCHHUS, JICH-
KOLIUTHI — 4—6 B moJie 3penus, ciu3p +++. OAK:
spurpouutsl — 4,5 x 10'%/m; Hs — 137 1/, rema-
Tokput — 0,41; IT — 0,92.

10.03.17 r. mpoBenena omneparst: XMB npu Ho-
BOOOPA30BaHMAX TOJIOBHOTO MO3ra. Pe3eximoHHas
TpenaHauys B JIEBOM JIOOHO-BMCOYHOI 00/IacTy.
VaneHve Onmyxoju JIEBOM BHCOYHOM U JIOOHOHM KO-
cTeil. X0/ onepalyy: yrooopa3Heli pa3pe3 B JIEBOH
JTIOOHO-BUCOYHOM 00acTH. BhIgBIICHO 00beMHOE 00-
pa3oBaHUE TI0J] MBIIICUYHBIM JIOCKYTOM, II0 Kparo
HAJIOXKEHO (hpe3eBOe OTBEPCTHE, U3 KOTOPOrO BbBI-
ITOJIHEHA PE3EKIHsI BOKPYT 00BEMHOI'0 00pa30BaHUsI.
HoBooGpazoBanne Koarysmued OTcemapoBaHO OT
TMO, ynanero. Jledekr gepena 3 X 4 cM.

Jlannvle mopgonocuueckoeo uUccied08aHusl.
MakpoCKONTMYeCKOe OIMMCaHue MPHUCIAHHOTO Ha
WCCIIeIOBaHNE OWOIICHHHOTO MaTepuana: Qpar-
MEHTHI TKaHu pazMepamu 3,5 x 4,0 cM, OermecoBa-
TOr0 IBETa, MITKOH KOHCUCTCHIIMH, C MEIKOTO-
YEYHBIMA  KPOBOMIMSHMSIMH.  [lagpmaTopHo
OTIPEIISIISIFOTCST METKHE KOCTHBIC 0OJIOMKH.

Jlannvie Ouoncutinozo uccaedosanus onepa-
yuonnozo mamepuand. Jas THCTOIOTHYECKOTO
nccienoBanns Marepuai ¢ukcupoBaics B 10 %
pactBope (hopMalliHA C TOCJCAYIOMEH 3aTUBKON
B (opMaNuH MO CTaHAAPTHOW MeToauke. I mcro-
JIOTUYECKHUE CPE3bl TOJIIUHON 4—5 MKM OKpaliu-
BaJIUCh TEMATOKCIJIMHOM W DO3MHOM C TIOCIIEIY-
FOIIAM WMMYHOTHCTOXMMHYCCKUM HCCIICIOBAaHH-
€M C ucroab3oBanneM Mapképa CD 99.

MUKPOCKOIIMYECKH: OITyXOJIb TTOCTPOSHA M3 MO-
HOMOP(HBIX MEJIKMX KICTOK C OKPYITIHIMH WIH He-
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CKOJIBKO OBAIGHBIMU SIAPAMH M Y3KHUM OOOIKOM CBET-
JIOM TMTOIUIa3MbI Oe3 4eTkux rpanwvil. [IpeoOmamaror
YYacTK{ ¢ KOMIIAKTHBIM PacIONIO;KEHHEM KIIETOK € 00-
Pa30BaHMEM CIUIOIIHBIX OITYXOJEBbIX ONIei (PUCYHOK 1).

B nmpyrux ydacTkax OIyXOJH BCTPEYAIOTCS
MOJIOCTH, OTPAaHUYECHHBIC HEIOCPEICTBEHHO OITy-
XOJIEBBIMH KJIETKaMH, coAepkaliue KpoBb (pHCy-
HOK 2), OJMHOYHBIC HOJS HE3HAUYUTEIBHO BBITS-
HYTBIX KJIETOK, OPHEHTHPOBAHHBIX MEPUBACKY-

JSIPHO U (POPMHUPYIOLINX HEPULUTAPHBIE TICEBIO-
po3eTku (PUCYHOK 3).

Jns  THCTONPHHAIJICKHOCTH — OIYXOJIEBOTO
o0pa3zoBaHusl ObUIO MPOBEICHO MMMYHOTHCTOXU-
MHUYECKOE HCCIIeI0OBaHUEe OMOICHUIHOrO Marepua-
Jla C UCIOJIb30BaHUEM CIIeNH(UIECKOro MapKépa
CD 99 (pucyuku 5a, 5b). Ha mukpodororpaduu
BUJHA TOTalbHASl HKCIPECCHUs CIenu(UIecKOro
mapkepa (CD 99) kieTkamu OIyXoJy.

Pucynok 1 — Yuactok omyxosm U3 MOHOMOP(HBIX
NPUMHTHBHBIX KJIETOK 0€3 YeTKHUX IPaHMIL.
CoJumnHbIi BapUaHT KOMIIOHOBKH. OKpacka:

reMaTOKCHJINH-031H. YBean4enne: X100

oo

Pucynox 2 — M3obpakeHue nosiocTeii, 0rpaHu4eHHbIX

HEMOCPEACTBEHHO ONMYX0/I€BbIMU KJII€TKAMH,

colep:KaIuxX KpoBb. OKpacka: reMaTOKCHJINH-

7034uH. YBeanuenune: X100

Pucynox 3 — ®opmupoBaHHe NepUBACKYJISIPHBIX
TICEBI0OP03€eTOK U3 BHITSIHYTBHIX THIIEPXPOMHBIX KJIETOK.
Oxpacka: reMaTOKCHWINH-303MH. YBeaundeHne: X100

PucyHokx 4 — ®parMeHT MATKUX TKaHeH roJ10BbI
¢ nHpUIbTpanMeil KIeTKaMHu ONyXoJau
H NMePUTYMOPO3HOI BOCIIAIUTE/ILHON peaknmei
(yxa3aHo cTpeakavu). Oxpacka:
reMaTOKCHJIMH-303UH. Y Beandyenue: X100

Pucynok 5 — ToTajbHasi 3KcnneccHsi onvxoJaeBbIMH KiaeTkaMu CD 99 (MMMyHOrHCTOXHMUYECKas pPeaKus
CD 99 c onyxos1eBoii TKaHbI0): a — yBeJaudenne: X100; 6 — yeeanuenne: x400
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3aknrouenue

Ha ocHOBaHWHM BBIIECH3I0KEHHBIX KIIMHHUKO-
ab0paTOPHBIX, WHCTPYMEHTAIBHBIX, THCTOJIOTH-
YeCKMX W WUMMYHOTHCTOXHMHYCCKHX JaHHBIX C
MOCJICTYIONTNM MHKPOCKOITMYSCKAM HCCIICIOBA-
HHAEM THCTOJOTHYCCKUX TMpErapaTtoB W TKAHEH
MAIAEHTKE OBLI BBICTABIICH CICAYIOIIMA JUATHO3:
«Capkoma FOwunray.

Capkoma FOwunra, no ganusiM BO3, BcTpeua-
ercsa B Bo3pacte 1o 30 5meT, ¢ mpenMyIIecTBEHHON
JIOKajM3aluen B TpyOuaThix kocTax [3]. B man-
HOM CJydYae BBISBJICHA HETHUIIMYHAS CHUTYaIlus:
JIOKAIM3AITHs OMyXOJIM B IIJIOCKOM KOCTH dYepera
y TaIMeHTKHU B Bo3pacte crapiie 30 jeT.

Takum 00pa3oM, pacrmpoCTpaHEHHOCTH JMaH-
HOTO 3a00JICBaHUS B TOMYJISAIIMA MOXET OBITH
BEITIIE, UM MIPUHATO cUUTaTh. HeoOXommmo Taxke
OTMETHTbH, UTO capkoMa FOwHTa mMeeT MHOTr000-
pasue KIMHUYIECKUX TPOosBIIeHNN u ee muddepeH-
IAajgbHas JUATHOCTHKA OT JPYTHX BHIOB KOCT-
HBIX CapKOM MOBOJEHO TpymaHa. Ho TmarenmpHOE
MaTOJIOTOAHATOMHYECKOE  HCCIICIOBaHUE, IIPH-

YK 616-008.9-056:611.018.2

[IEeTPHOE TUCTOJIOTHYECKOE M MMMYHOTHCTOXHMH-
YecKOe WCCIIeZIOBaHNE TIOPAKEHHBIX OpPraHOB W
TKaHel TO3BOJIMJIO JIOCTOBEPHO YCTAaHOBUTH JHa-
rHo3: «Capkoma HOwunray. B aToii ¢Bsi3n HE0OX0-
JUMOCTh TIPOBEJEHHS THCTOJIOTUYECKOTO C TIOJ-
tBepkacHeM WI'X wmccnmenoBanus mpuoOperaeT
0c00yI0 aKkTyalbHOCTh. M3-32 pa3nuyHBIX KIMHU-
YeCKMX «MacoK», a TIOPOH M MUX COYeTaHus 3a0o-
JieBaerie MOXKET He pAaCIO3HAaBaThCS B TEUCHHE
JUTTENBHOTO BPEMEHH, YTO TpeOyeT MPUCTAITBHO-
T0 BHUMaHHUS K JaHHOW IaTOJIOTHH TPaKTHKYIO-
IMX Bpadyel pa3IuyHbIX CIEIMaTIbHOCTEH.
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COCYJUCTBIN TUII CHHAPOMA DJIEPCA-JAHJIO V 38-JIETHEW )KEHIIHBI
E. T. Ma./meeal, E. D. Kapnenkoz, E. B. llumk03

'Yupe:xaenne o6pazoBanus
«I"'oMesbCcKuUil rocy1apcTBEHHbIH MeIUIMHCKU YHHBEPCUTETY,
r. 'omean, Pecnyoanka beaapych
’I'ocynapcTBeHHOe yupekaeHne 31paBo0XpAHeH sl
«["'oMenbCckasi ropoackasi KiMHu4eckasi 0oabHuna Ne 1,

r. 'omean, Pecnyoanka benapych
‘TocynapcTBeHHOE yupekIeHne 31PABO0XPAHEH s
«I'oMenbcKkasi HEHTPAJbHASI TOPOACKAS MOJTUKIUHUKAY,

r. F'omenan, Pecny0iuka benapych

Cungpom Dinepca-JlanHino cocyqucToro TUIa — PeaKoe HAaCJIEACTBEHHOE ayTOCOMHO-JOMHHAHTHOE 3a00JeBa-
HHUE COCJMHUTEIILHOW TKAaHU, BO3HUKAIOIIEE B pe3yibraTe myraiuu B rere mpokosuiareHa-III (COL3A1). Cpeau
BCEX BapUAHTOB 3a00JIEBAHMSI COCYUCTBIN THI CcOCTaBIsAeT MpuMepHo oT 5 1o 10 % ciryyaeB. [lnarHo3 ycraHaBin-
BaeTCs Ha OCHOBAHWH KIIMHIUYECKUX KpuTepueB U Hanmmuus myTtanun B TeHe COL3Al. Jleuenne cuaapoma Diepca-
JaHno cuMnToMaTH4ecKoe, Crieu(pUIecKoe JIe4eHHEe OTCYTCTBYET.

KitroueBbie cnoBa: cunapom Dmepca-/lamno, ren COL3A1, kosutareH, MyTanusi, THIIEPMOOHIBHBIN CHHAPOM.

VASCULAR EHLERS-DANLOS SYNDROME IN A 38-YEAR-OLD WOMAN
E. G. Malayevd', E. E. Karpenko’, E. V. Tsitko’

'Gomel State Medical University, Gomel, Republic of Belarus
’Gomel City Clinical Hospital No.1, Gomel, Republic of Belarus
*Gomel Central City Polyclinic, Gomel, Republic of Belarus

Vascular Ehlers-Danlos syndrome is a rare inherited autosomal dominant disorder of connective tissue caused
by a mutation in the procollagen III gene (COL3A1 gene). Among all the types of the disease the vascular type in-
volves ~5-10 % of cases. The diagnosis is based on clinical criteria and mutations in the COL3A1 gene. The treat-
ment of Ehlers-Danlos syndrome is symptomatic, there is no specific treatment.

Key words: Ehlers-Danlos syndrome, COL3A1 gene, collagen, mutation, syndrome hypermobility.



