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lNceBaoKkcaHTOMa 3/1aCcTUYECKAA:

0630p /IMTepaTypbl U ONUCAHUE KAUHUYECKUX C/1yHaEeB

YéumueBa M.A.', Boukapes H0.M., /lecHas 0.4.%, BepecHeBa T.A."

YVparvexuii zocydapembennoii meduyuncxus ynubepcumem

Poccus, 620028, 2. Examepunbypz, ya. Penuna, 3

2 Openbypecxuii 2ocydapembernmvisi meduyuncius yrubepcumem

Poccus, 460000, 2. Openbypz, ya. Cobemcxasn, 6

PE3IOME

B cratbe nsrokena COBpEMEHHAA TOYKA 3PEHNA HA ITMOAOTHIO, MATOTE€HE3, KAMHUKY, AMATHOCTUKY M ACUYCHNE
MNCEBAOKCHATOMBI 9AACTUYECKOIL. HpI/IBEACHO OnMcCanne ABYX KAMHMYECKUX CAYYd€B AAHHOTO 3a60AeBaHNI C
BOBACYEHUEM COGAI/IHI/ITCAI)HOﬁ TKaH}, TPOABAAIOMIETOCA TICEBAOKCAHTOMHBIMM O6pa3OBaHI/IHMI/I Ha KOJX€, IIAO-
CKOCTOIMEM, CKOAMO30M ¥ MPOAANCOM MUTPAABHOTO KAallaHa. IToAncucremuocTs MOpaXeHusa mpeArnoAaraeT
Me}KAI/ICI.U/IHAI/IHaprIIZ MOAXOA K AMATHOCTUKE M A€YEHUIO ITATOAOTUN.

KaroueBsie caoBa: NICEBAOKCAHTOMA JAACTMIECKAS, MUHEpAAM3ALNA COCAI/IHI/ITQAI)HOIZ TKaHU, MEXAUCON-

IAVHAPHBIA TIOAXOA.

BBEAEHUE

[TceBporcantoma saactudeckas (IIKD) — aro
pPeAKOe HaCAeACTBEHHOE CUCTEMHOe 3a00AeBaHME C
ayTOCOMHO-PEL|eCCHBHBIM TUIIOM HACAEAOBaHMA, B
OCHOBE KOTOPOTO AEXKHUT IaTOAOTMYECKas MUHEpa-
AM3aLUA PHIXAON COEAVHUTEABHO TKAHM, C IPEUMY-
IeCTBEHHBIM NMOPa’keHMEeM KO3KY, OpraHa 3peHus u
cepaedHo-cocyauctoit cuctemst [1, 2]. Pacnpocrpa-
HeHHOCTH B monyaanuu 1 : 25 000-100 000. Kenuyu-
Hbl Goaeror vame myskuuH (2 : 1). 3a6oreBanne xa-
paKkTepu3yeTca BHYTPUCEMENHON U NONYAALVOHHON
rereporeHHocTsio [3]. Jouni Uitto (2015) npeanonro-
JKUA, 4YTO I‘eHbI-MOAI/Iq)I/IKaTOpI)I, QIIUTEHETUYECKME
(dakrTopsl, 06pa3 JKM3HU, B TOM UUCAE M OCOGEH-
HOCTM AMETBI, MOTYT WM3MEHUTb TAKECTh (HEHOTU-
mnyeckux npossaernit [4]. Peako manudectupyer
B AETCKOM BO3pacTe, 4alje CHMITOMBI BBIABAAIOTCSA
BO BTOPOM MAM TpeTbeM AecATuaetun ku3uu [3]. B
HEKOTOPBIX CAydYasax GOAe3Hb He AMATHOCTUPYETCS

DA Vpumuyeba Mapuna Anamoavebna, e-mail: mail-m@mail.ru.

AO pa3BuUTHA 0(PTAABMOAOTMYIECKUX M CEPACYHO-CO-
CYAMCTBIX OCAOKHEHMI, YTO BA€YET IKOHOMUUIECKME
u conmarbuble npo6aemsl. Lleab nccaepoBanms: usy-
9UTh KAMHUYECKHUe mpoaBaeHus y anrg ¢ I[TKD.

OB30OP /INTEPATYPbI

ITpoBeaeH AwMTepaTypHbIA 0630p MaTepuanoB
OTEYECTBEHHBIX M 3apyOGesKHbIX MCCAEAOBATEAEN,
ommceiBatomux Ttevennme IIKD ¢ wmcmoapzoBanm-
em mouckoseix cucrem PubMed, Google Scholar,
BioMed Central. F. Balzer (1884) Buepsbie omucaa
KO>KHbIE TPOSBAEHMSI AAHHOTO 3a60Ae€BaHVS M Ha-
3BaA MX «dAacTUIecKas kcanrtoma. J. Darier (1896)
Ha OCHOBaHMM I'MCTOAOTMYECKOTO aHAAM3A KOSKHBIX
M3MEHEHMII Ha3BaA AAaHHOE 3a00AEBaHME «IICEB-
AOKcaHTOMa 3AracTuyeckas». IlIBeackuit odrars-
moror E. Groenblad m HopBeskckmit AepmaToArOT
J. Strandberg (1929) coobuman o cayyasx coyera-
HUA TCEBAOKCAHTOMBI C AHTMOMAHBIMU IIOAOCaAMM
ceryaTku. BnocaeacTBun takoe coderanme oranb-
MOAOTHM CTaAM Ha3bBaTh CMHApOMOM ['peHb6rapa —

Crpanpbepra [5].
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3TUO/I0NMA U NATOIFEHE3

Otnororua IIKO ao macroamero Bpemenu He u3-
BeCTHAa. B ocHOBe maroreHe3a 3aGOAEBaHMUA AESKUT
myranus rera ABCC6 (pacnoAOSKEHHOTO HA KOPOT-
KOM mAede Xpomocomsl 16), koanpytomero AT®-3a-
BucuMblIit 6erok-neperocunk MRP6. VzsectHo 6oaee
300 myTanmit reHa, BKAIOYasA MUCCEHC- ¥ HOHCEHC-MY-
TaluM, MHTPOHHbIE MYTaluy, HEGOABLINE AEAELUN U
MHCEPIUM, KOTOpble OBIAM ONMCAHBl Y NAlUEHTOB
¢ IIK® [1, 2]. Dror membpaHHBII GEAOK 3KCIpec-
CHUpyeTcs TAaBHbIM O0Opa3oM B MEYeHM, B MEHbIIEN
CTemeH) — B MPOKCUMAABHBIX KaHAABIAX MOYEK, MU-
HYMAaABHO B TKaHfAX, IOABEPIKEHHBIX IKTOMNIECKOH
MMUHepaAM3ammu. B mccaepOBaHMAX TOKA3aHO, YTO
MRP6 Heo6x0AUM AAA BBICBOOOSKAEHMA aAEHO3WH-
tpudocdara (AT®) u3 remarouutoB BO BHEKAe-
TOYHYIO CPEAY, TAe OH ObICTPO (HEePMEHTUPYETCA AO
Heopranndeckoro nupodocdara (PPi) u apenosun-
monopochara (AM®) ¢ noMOLBI0 IKTOHYKAEOTHA-
Hoit mupodocdorassy/ pocdoanacrepaspi-1(ENPP1).
CD73 npeo6pasyer AM® B docdar-non (Pi) n ape-
Ho3uH. ITocaepHnIT ABASETCA MHTMOUTOPOM HECTIEIH-
(uueckoit TkRaHeBON meAo4HOU docdarassl (TNAP),
KOTOpas B CBOIO OYepeAb TMAPOAU3yeT mupodocdar
Ao docdar-nona. PPi asagerca mousbM puanoro-
IMYECKUM aHTUMMHEPAaAU3Upyomum ¢GakTopoMm, a
Pi — ¢daxkrop mpomuneparmsamuu, u ompeAreAeHHOE
cootnomenne mupodocdara u docdara (PPI/Pi) B
IUPKYAMPYIOUEN KPOBM MPEAOTBPAIAET IKTOINIIE-
CKYI0 MMHepaimsanuio. B pesyaprate myTanuy CHu-
skaeTcs KoHueHtpanyus BaekAeTouHbIx AT® u napy-
maercsa PPi/Pi, uro CIOCOOCTBYET OGBI3BECTBAEHMUIO
u (pparMeHTanMyM IAACTUYECKUX BOAOKOH [3, 6]. BbI-
CKA3aHO NPEATIOAOSKEHME O TOM, YTO YCHAEHHOE Ha-
KOIIAeHNe NPOTEOTAMKAHOB B MOPASKEHHBIX yYaCTKAX
MOKET OBITh Pe3yABTATOM HapYUIEHWUS HOPMaAbHON
CTPYKTYpPbl BHEKAETOYHOTO MATPMKCA M IAACTHUIE-
CKMX BOAOKOH [7].

Takum o6pa3om, maToreHe3 u KAMHUYECKIE TPO-
aBaenna IIKO ykaaapiBaroTcsa B moHATHME O AMCIIAA-
CTMYECKMX 3a00AEBAHMAX COEAMHUTEABHON TKaHM.
Awncnaasus coeamumreannoit tkanu (ACT) — no-
AMOpTaHHAA ¥ MOAMCKUCTEMHAS HATOAOTMA C IPO-
TPEAMEHTHBIM TedeHueM, B OCHOBE KOTOPOJ AeKaT
AedeKThl CHMHTE3a MAM KaTaGoAM3Ma KOMIIOHEHTOB
BHEKAETOYHOTO MATPHUKCA MAK PETYAATOPOB MOPDO-
reHe3a COEAMHMTEABHOM TKauu. IloamopraHHocTs n
IIOAMCHUCTEMHOCTh MOPasKeHNsI 00YCAOBAEHbI OBCE-
MECTHBIM HPUCYTCTBUEM COEAVHUTEABHON TKAaHU B
opraunuame [8].

Koskuble mposBAeHMS, KaK NPaBMUAO, ABASIOTCH
[epBBIM MIPU3HAKOM IAACTUYECKON IICEBAOKCAHTO-
Mbl, OAHAKO Y 4acTy GOABHBIX OHYM MOTYT OTCYTCTBO-

BaTb. [TaToAorMyeckmit mporecc IpeACTaBACH B BUAE
MHOJKECTBAa CIPYNNMPOBAHHBIX MeARuXx (1-5 mm)
OKPYTABIX JKEATOBATBIX MAM TEAECHBIX Mamya, o6pa-
3YIOLMX CETYATYIO CTPYKTYPY, KOTOPble IOCTENEHHO
CAMBAIOTCA B 60Aee KpynHble OasAmky. [lamyasl yane
pacmoaaraloTcs Ha KOJKe ey, IOAMBIIIEYHbIX BIa-
AVH, AOKTe}, KOA€Hel ¥ TaxOBbIX cKAaprok. ITopa-
SKeHHble YYaCTKYM KOSKM CTAaHOBATCHA YTOALIEHHBIMIU,
ApsA6ABIMY, MOpIIMHKCTEIMY. Peske BoBAeKaeTCa cAn-
3ucTasg 060A04Ka HysKHei ry6sl. ITaTonrormyecknii
IPOLeCC TPEACTABAEH >KEATOBATO-OGEABIMM MATHA-
MM MAM TAIyAaMM, MHOTAA O0Pa3yIomuMu CeTdaThie
cTpyKkTypsl [7]. B GOAbWIMHCTBE CAyYaeB KOKHBII
[IATOAOTMYECKMI IPOLECC BBI3bIBAET GECIOKONCTBO
[aIMeHTOB II0 IOBOAY HeacTeTnyHOro Bupa. OAHAKO
[OABAEHME AONOAHMTEABHBIX HEIAACTMYHBIX CKAA-
AOK KOXXM B 06AacTy ey u Gepep MOJKET BbI3BATh
(dyHKIMOHAABHBIE IPOOAEMBI, HALIPUMEp, BO BpeMs
cHa uAu npu e3pe Ha Beaocumnepe [9]. Hecmorpsa na
TO YTO KOJKHBIE MOBPEXKAEHNS, IAaBHBIM 006pasom,
IPEACTABAAIOT COOOM KOCMETHYECKYIO HpobGAeMy,
OHJM IPEABElIaIOT PUCK Pa3BUTUSA CEPbe3HBIX TAA3-
HBIX ¥ CePAEYHO-COCYAMCTBIX OCAOSKHEHMIL.

Odrarsmorornyeckne npusnaku IIKD (mopaske-
HJME€ TAa3HOTO AHA) BKAIOYAIOT CHMITOM (aleAbCH-
HOBOJ KOPKM», aHTMOMAHBIE IOAOCHI, XOPUOMAHYIO
HEOBAaCKyAAPU3ALUIO, KPOBOM3AMAHMA U 0Opaso-
Barme pyo6ros. CUMITOM «ameAbCHHOBOM KOPKV»
ABASETCS CaMBIM PAaHHMM M3MEHEHMEM Ha TAa3HOM
AHE, KOTOPBI IPEALIeCTBYeT Pa3BUTHUIO AHTHOUA-
HBIX IIOAOC. «AIeAbCHHOBasg KOpKa» IpeACTaBAEHA
B BMAE NUTMEHTHPOBAHHBIX MEAKMX TEMHBIX IISATEH
IPeNMYIeCTBEHHO B AaTepaAbHOM 4YacTy T'AA3HOTO
AHa, B pe3yAbTaTe 4ero OHO MMeeT LeCTPhI BUA.
AHTMOMAHbBIE TOAOCHI ABASIOTCA HanboAee OYEBUA-
HBIMM ¥ CTOVKMMM IIPU3HAKAMM NMOPASKEHUA IAA3HO-
ro AHa npu IIKD. I'mcronatoaornyecky aHIMOMAHbIE
IOAOCHI TIPEACTABAAIT COOOM Pa3pPbIBbI XPYIKOI,
00bI3BECTBAEHHO U YTOALIEHHON MeMOpans! bpyxa.
XopuonparbHasd HEOBACKYAAPU3ALUA MAKYAIPHOI
obAracTy ABAAETCA HambOAee 4aCThIM OCAOKHEHVEM
y manuentos ¢ IIKO. IIponecc nporexkaer Ha done
AHIMOMAHBIX IIOAOC C CYOpeTMHAABHBIMYM KPOBOU3-
AMAHMAMM, dKCCyAanmeit, popmuposanrem Gpubpo-
BACKYASAPHBIX PYOIIOB M HOCAEAYIOIIMM CHUKEHVEM
octporsl 3penus [1]. Hepearo xopmonparpHas Heo-
BaCKyASApM3alys pa3BUBAETCA Yepe3 HECKOABKO He-
AeAb TMOCAe Tymo¥ TpaBmbl raasa [10].

B Tevenunu mporecca XOpMOMAAABHON HEOBACKY-
Adpusanuu otmedaercs Tpu crapmu mo Vivaldi. I
cTaaus — 6eCCUMITOMHAA, IPU KOTOPOJ HA TAa3HOM
AHe B 00AaCTy 3AaCTUYECKON MeMOpaHbBI CETYATKH
(mem6pana Bpyxa) o6HapyKMBAIOTCA AHTMOUAHbIE
noaocsl. IBeT moAoc — OT cepoBaToOro A0 KOpMY-
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HeBO-KpacHOro. OHY AOKAAM3YIOTCS IePUIAINAAID-
HO, PaAMAaABHO K AMCKY 3PUTEABHOTO HEPBA, B IEeH-
TPaABHON 30HE U Ha CpepHelN mepudepuy TAa3HOTO
AHa, TAyGske cetdatku. Il crapms xapakrepusyercs
PEe3KMM CHISKeHMEM 3peHus BCAeACTBuEe (HOpMUpPO-
BaHUA CyOpeTMHAABHON HEOBACKYAAPHON MeMOpPaHbI
B MakyAsipHOi o6aactu. III crapus — py6uosoe me-
peposkAeHMe o4ara, pa3BuTie CKOTOMBI U HeOOpaTH-
masg noreps 3peHus. TedeHne 3a60AeBaHMA XPOHMU-
4ecKoe, Ha MPOTIKEHUN AeCATKOB AeT [J].

CepaAedHO-COCYANCTBIE TPOSABAEHUA Y GOABHBIX
ITKD MHOTOYMCAEHHBI ¥ BKAIOYAIOT B Ce0s CHMUSKEHNUE
nepudepuueckoro nyAbca, apTepUaAbHYIO [UIEPTEH-
3110, CTEHOKaPANIO, IATOAOTHMIO KAANIAHHOTO ammnapa-
Ta CepALA, PECTPUKTUBHYIO KaPAVMOMMOTIATHIO U Iepe-
MEe3KaloLyIoCs XpOMOTYy. XapaKkTepeH aTepoCKAepO3
B 60Aee MOAOAOM BO3pacTe, OCTPbIN MHGPAPKT MMO-
Kapaa ¥ mMHCYyAbT. Hapsay ¢ mepeumcheHHbIMM CO-
CTOAHMAMM HAOAIOAQIOTCHA  JKEAYAOYHO-KHUIIEYHBIE
KpPOBOTeYEHN, IPOABAAIOIMECS B BMAE KPOBABOL
pBOTHI U MeAeHbl IlaTormcrorormyecky mopaskeHye
CepAEYHO-COCYANMCTON CHCTEMBI B OCHOBHOM BbI3Ba-
HbI MyHepaAu3anueil u parmeHTanueil dAaCTUIHbIX
BOAOKOH BHYTpPEHHeJ, MEAMAABHON U aABEHTUIMAAD-
HOJ 060AOYEK apTepuil CPeAHEro Kaambpa u aopThl,
a TakXXe IHAOKApAA, IepuKapAd, COEAMHUTEABHON
TKaHY B MUOKapAe M MHTPAMMOKAPAMAABHBIX ap-
TEepMOA M INMUKAPAMAABHBIX KOPOHAPHBIX apTepui
[11, 12].

V 6Goapubix I[TKD BO3MOKHO HaAmdme M APYIUX
cumnromos, ortHocamuxct k ACT, takmx kak ru-
IepMOGMABHOCTh CYCTaBOB, CKOAMO3, IAOCKOCTO-
nue, BHICOKOE HEGO, CTPUM HA KOXKe, MayKooOpas-
Hble IaABbIbL.

ANATHOCTUKA

30A0THIM CTAHAAPTOM AMATHOCTMKM SBASETCS
o6HapysKeHMe rOMO3UTOTHOTO UAY COCTABHOTO reTe-
PO3UIOTHOTO TEHOTHUIA MO M3BECTHBIM GOAE3Hb-AC-
conmupoBanHbiM MmyTanuam B rene ABCC6. Cun-
TaercdA, 4TO Haamdme ABYX myrauuit B rene ABCC6
AOCTAaTOYHO AAS NMOCTaHOBKM Amar"osa IIKD. Kanu-
HUYIECKUMM KPUTEPUIMU AMATHO3A ABASIOTCS: HAAM-
qie TAA3HBIX CHMITOMOB («ameAbCMHOBAA KOPKA» U
(MAM) aHTMOMAHBIE TIOAOCHI) B COYETAHMU C OAHUM
MAY ABYMS KOSKHBIMM CHMITOMaMM (HaAM4YME MAIYA
uAM OASIIER C KOJKHOM APAGAOCTBIO MAM Ge3; xa-
pakTepHas TUCTOMATOAOTMYECKAS KAPTUHA KO,
OGMOTICHPOBAHHON M3 MOPA’KEHHOTO YY4acTKa, UAU C
WENHOM 06AaCTY MPU OTCYTCTBUYM BUAUMBIX U3Me-
uennit) [12].

I'mcroroTnyeckoe UCCAeAOBaHNME M3MEHEHHBIX
KOSKHBIX TTOKPOBOB MMEET BaSKHOE AMATHOCTUYECKOE
3HAaYeHNe AAA TOCTAHOBKM OKOHYATEABHOTO AMa-

ruo3a [IKD. 'AaBHBIM THCTOAOTHYECKUM TPU3HAKOM
IICEBAOKCAHTOMBI AACTUYECKON ABALETCH MPOTPeCc-
cupyiomas MuHepaAusanus ¥ (parMeHTanus da-
CTUYECKUX BOAOKOH (9AACTOPEKCUC) CPEAHETO CAOHA
A€pMbI, 9YTO HPUBOAUT K (POPMMUPOBAHUIO Clenudu-
9eCKOJ TUCTOAOTUYECKON KapTuHsl [8].

IIpu cBeTOBON MMKPOCKOINM MCIOAB3YIOT OKpa-
cku no Bau I'm3ony, cnenuduynoin AAS 9AaCTUIHBIX
BoaokoH, @on Kocca (AAs BbISIBAEHUS BBINABIIUX B
TKaHyM HepacTBOPMMBIX (HochaToB) MAM aAM3aPUHO-
BOTO KpPaCHOTO (MHAMKATOP AAS COAeN KAAbIMA B
TKaHAX) M, COOTBETCTBEHHO, BBIABAAIOTCH (pparmeH-
THPOBAHHbIE IAACTHUHBIE BOAOKHA M KaAbLM(pUKALNA
B CPEAHUX CAOAX AepMbl. IIpy 3AeKTPOHHON MUKPO-
CKOTIMY MOSKHO BBISBUTH ABA THIA OObI3BECTBAEHMS:
MeAKME BKAIOYEHMS B I[EHTPE BOAOKHA ¥ KpYIIHBIE
npenunuTaTsl, Aepopmupyomne BoArokHa [1].

M. Guérin-Moreau et. al (2013) mcmoab3oBarn
BBICOKOYACTOTHYIO YABTPACOHOTpaduio B KauecTse
HEMHBA3MBHOTO METOAA AMATHOCTHMKYU KOKM Y TaIju-
entoB ¢ [IKO. ABropamu BbISIBA€HBI XapaKTepHbIE
AAsL 3a60A€BaHMA TPUIHAKYU: OBaAbHBIE OAHOPOA-
Hbl€ TMIIOdXOTEeHHble O6AACTM B Me3oAepme. ['umo-
9XOTEHHbBII CUTHAA MOAYYEH B CBA3M C AOKAABHBIM
OTAOSKEHUEM TAMKO3aMUHOTAMKAHOB ¥ TMApPaTanuen
TUX YYaCTKOB, YTO MOATBEPSKAEHO TUCTOAOTHYE-
CKUM MCCAEAOBaHMEM 00pasIoB. AaHHbI METOA MO-
SKeT ObITh MPUMEHEH AAA AMATHOCTURY cpeAbl [TKD
B COMHUTEABHBIX CAy4YaAX. YABTPa3BYKOBOE MCCAe-
AOBaHMe TO3BOAUT ONTUMU3UPOBATH BBIOOP yYacTKa
KOKM AAS OMOTICHMM Y TAIUEHTOB C MUHUMAAbBHBI-
MY KAVHMYECKMMY M3MeHeHMsaMu uan 6e3 uux [13].
ITocae moatsepskaenHoTO AmarHosa IIKD meaeco-
06pa3HoO HampaBuTh OOABHOTO Ha KOHCYABTAIMIO K
TepamneBTy, KAPAMOAOTY, O(PTAABMOAOTY U OPTOLEAY
AAA VCKAIOUEHMS ¥ KOPPEKIUYU MATOAOTHUM CEPAEY-
HO-COCYAMCTOJ CUCTEMBI, TAA3 U OMOPHO-ABUTATEAD-
HOTO ammapara.

/IEHEHUE

B Hacrosimee Bpems He paspaborano addex-
tuBHOe crnenuduieckoe Aedenue IIKD. B akcmepu-
MEHTAABHBIX MCCACAOBAHMAX Ha MbIIIAX C MyTa[U/IeIZ
B TeHe MOKa3aHo, 4T0 6ucdochoHaThl, BBEAEHHbIE
AO Hadara mporecca OObI3BECTBAEHNS, 3HAYUTEAb-
HO CHMJKAIOT CTeINeHb MUHEpPAAM3aLMy B TKAHAX.
PesyapTaT mOATBEpPSKACH TMCTOAOTMYECKMM MCCAE-
AosanyeM. OAHAaKO BBeAeHME ITHMAPOHATA He CIO-
COGCTBYET PacTBOPEHMIO MUHEPAABHBIX OTAOJKEHMNI,
chopMupoBaBMMXCA AO Hadara AedeHMA. Tarum
obpasoMm, npumenerne 61uchocPOHATOB TOPMO3UT
OObI3BECTBAEHNE TKaHe)l Ha TOM YpPOBHE, IPU KO-
Topom Hayato Aedenue [3]. TrasHout npobGaemoi
npumeHerns 61chocPoHaTOB ABALETCA MX NAOXAA

blonneTteHb cMBMPCKOi1 MeamumHbl. 2017; 16 (3): 185-191 187



Youmuena M.A., boukapes t0.M., /lecHas O./., bepecHesa T.A.

lMceBAOKCaHTOMA 3/1acTUYeCKanA: 0630p MTepaTypsbl

BCACHIBAEMOCTh NPy HepoparbHom npumenernn (1%
M MeHee), B CBA3M C 4eM HEOOXOAMMO VMCIOAB30BATH
BBICOKME AO3bI mpemapara [14].

Umerorcs panHbie 06 3)HERTUBHOM MCIIOAB30BAHNI
6MOAOTMYECKNUX NPENapaToB AAA AedeHus OpTarbMO-
AOTMYECKUX OCAOSKHEHWM, HaIpuMep XOPUOMAAABHON
HeoBackyAspusamyu. [1o cooOueHno aBTopoB, NOCAe
VHTPaBUTPEAABHOTO BBEAEHUS MHIMOUTOPOB COCYAH-
CTOTO 9HAOTeAMaABHOTO (pakTopa pocra (anTu-VEGF)
OCTpOTAa 3peHMA BOCCTAHABAMBAETCSH, IO AAHHBIM OI-
THYECKO} KOTEPEeHTHON TOoMOrpaduyu OTCYTCTBYeT
cybpernHaabHbIit oTek [15].

Bcem GoabHBIM HEOGXOAMMO NPOBECTM MEAM-
KO-TEHETUYECKOE KOHCYABTMPOBaHME, OOCAEAOBa-
HJe BCEeX YAEHOB CeMbl. DOABHONM AOASKEH Haxo-
AUTBCA Ha AMCIAHCEPHOM ydeTe y Bpada oOuiei
npakTiky ¥ odrarbmorora. B I craamm odrars-
MOAOTMYECKOTO MOPasKeHNs Ha3HAYAeTCs HAOAIOAE-
HME, PEKOMEHAYETCS U36eraTh MaAeiuiero TPaBMu-
pOBaHMA TAa3 ¥ HOCUTH 3AUIUTHBIE OYKM BO BPEMS
pa6orsl un 3ansaTuit cnoprom. CyijecTBeHHbIE TPYA-
HOCTH mpeAcTaBasgeT Aedenme II crapmm. Vmerorcsa
paboTbhl O TPUMEHEHMU AA3EPKOATYAALMU AHTUO-

Puc. 1. ApaxHopaktuang y 6oassoro A., 20 aer

Fig. 1. Arachnodactyly in patient A., 20 years old

V3 mopaskeHHOTO ydYacTKa KOXKM B3iT obpaser
AASL TUCTOAOTMYECKOTO MCCAEAOBAHMI. 3aKAOUEHNE:
anupepmuc 6e3 U3MEHEHNUI, CKONAEHNE CKAEUBIINX-
Cfl, YTOALIEHHBIX ¥ (PParMEeHTMPOBAHHBIX IAACTU-
9eCKMX BOAOKOH C OOBI3BECTBAEHMEM B CPEAHEM M
rAy6OKOM CAOSIX A€PMbL. BbicTaBAeH AmarHos: mces-
AOKCaHTOMA 9AacTinieckas. HampasBaen Ha KOHCYAB-
TAIMIO TepameBTa, KAPAMOAOTA, OPTAABMOAOTA.

Koncyapranusa kapamorora. 3akAiodeHue: mpo-
Aanc MUTPaAbHOTO KAamaHa | cremenm, peryprura-
g 0-1+.

MAHBIX TOAOC, CTPEMALIMXCA K MaKyASpPHON 30He.
OAHAaKO AOCTOBEPHBIX AAHHBIX 00 3(PHEKTUBHOCTI
AQHHOTO MeTOAA AedeHNs He moaydeno. IIpu moss-
AeHUM CYOPeTMHAABHOM HEOBACKYASPHON MeMOpa-
Hbl HanboAee 1eAeCOOOPA3HBIM CUMTAETCSA TPUMe-
HeHVe KOMOVHUPOBAHHOW Tepamnu, BKAIOYAKOIIEH
MHTpaBUTpearbHoe BBeAenue uuru6uropos VEGF u
¢doxrarpuyio aazeproaryasanguio CHM. B III craaun
Aedenne HeaddexTusHo [J].

ONMUCAHUE KANMHUYECKUX CZTYHAEB

[Maument A., 20 reT, aKTUBHBIX 3KaA00 He TPEAb-
aBager. IIpu mpoOXOsKAeHMM MEAKOMMCCHY B BOEH-
rKoMaTte ObiAM OOGHAPYSKEHbI BBICBIIAHUSA Ha KOKE,
HanpaBAeH Ha KOHCYABTATHMBHBIN IpueM Ha KadeApy
KOJKHBIX ¥ BeHepuueCcKux 6ore3Heit YPaabCKOTO Io-
CYAapCTBEHHOTO MEAMIMHCKOTro yHuBepcurera. [Ipu
KAMHMYECKOM OCMOTpPE BbIABAEHA TIUIEPMOGUAB-
HOCTb CYyCTaBOB, IAOCKOCTOINNE, apaXHOAAKTUAWA
(puc. 1). Ha xoske HMIKHEl 4acTH meM MO CPeAHEN
AMHMY BBICBIIAHUA IPEACTaBAEHbI HaNyAaMyu AHU-
MeTpoM 2—3 MM, C YeTKMMMU TPAHMI[AMM, OKPYTABIX
OYepTaHNUM, YNAOUIEHHON (HOPMBI, TEAECHOTO IjBe-

Ta, PACIHOAOKEHHBIMM HA TUIEPIUIMEHTHPOBAHHOM
done, 6e360re3HeHHBIMI (pUC. 2).

RO -
Puc. 2. Boasnoit A., 20 aer. KoskHbll1 naToAOrMYeCKuil npoecc
IpPEACTaBACH OTPAHMYCHHBIMM BBICHINAHUAMM, PACIOAOKEHHbI-
MM IO CPeAHeil AMHUM LIeM B HVUSKHei ee MOAOBMHE, dAeMEeHTHI
MOHOMOP®HBIE, 06pa3ylOT CKOMAeHMA. Bbichimanmsa mpeacTas-
AeHBI MamyAaMy AMamMeTpom 2—3 MM, C YeTKMMM TIpaHUIAMMA,
OKPYTABIX OYepPTaHWUI, YIAOIEHHON (DOPMBI, TEACCHOTO IIBeTa,

PacIOAOKEHHBIMY Ha TUIEPIUTMEHTHPOBAHHOM (oOHe

Fig. 2. Patient A., 20 years old: the cutaneous pathological

process is represented by limited eruptions located along

the middle line of the neck lower half, the elements are

monomorphic, they form clusters. The eruptions are represented

by papules of 2-3 mm in diameter, with clear boundaries,

rounded outlines, flattened shape, flesh colored, located on a
hyperpigmented background
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Mamnuent I1., 18 AeT, akTUBHBIX KAA006 HE TPEAD-
aBageT. IIpu DpOXOSKAeHMY MEAKOMMCCHM B BOEH-
KoMaTe ObIAM OOGHAPYSKEHbI BBICHIIAHUA Ha KOKe,
HalpaBAeH Ha KOHCYAbTATUBHBIN IpueM Ha Kadeapy
KOJKHBIX ¥ BeHepHIeckux 60ae3HEN YParbCKOTO To-
CYAAapCTBEHHOTO MEAMIMHCKOTO YHUBEPCUTETA.

IIpy KAMHMYECKOM OCMOTpE BBIBACH CKOAMO3,
BbicOKOe HEGO. Ha KOske cpeAHelt AMHMM LIEU OT
APEMHOJ BIAAMHBI A0 TOAGOPOAKA — OTpaHMIEHHBIE
BBICBIIIAHNS, JAEMEHTHI MOHOMOpPQHbIE, 06Pas3yioT
CKOIIAEHMSA B BUAE CETYAThIX CTPYKTYp. IIpeacraBae-
HbI IAIyAaMU AMaMeTpoM 1—4 MM, ¢ 4eTKuMHu TpaHu-
I[aMM, OKPYTABIX O4epTaHui, cpepuyeckoir Gopmsl,
TeAeCHOTO 1BeTa, 6e36oae3HeHHble (puc. 3).

Puc. 3. Boasnoit b., 18 aer. Koskupiit maToAorndeckmnit mpoiecc
[pPEeACTaBAEH OTPAHMYEHHBIMM BBICHIIAHUAMM, PACIOAOKEHHbI-
MM 1O CPEAHEN AMHMU IIeM OT SIPEMHO BHAAMHBI AO MOAGO-
POAKa, d9AEMEHTHl MOHOMOPQHBIE, O6PA3YIOT CKONAEHNS B BUAE
CeTyaThiX CTPYKTYP. BbIChIMAaHNA MPEACTABAEHBI NAIYAAMU AV-
ameTpom 1—4 MM, C Y€TKMMYU IPAHULIAMY, OKPYTABIX OYePTAHUI,
cepudeckoit GOPMBI, TEAECHOTO IjBeTa, 6e360Ae3HEHHBIMY
Fig. 3. Patient B., 18 years old: the cutaneous pathological
process is represented by limited eruptions located along the
middle line of the neck from the jugular hollow to the chin,
the elements are monomorphic, forming aggregations in the
form of reticular structures. The eruptions are represented
by spherical, flesh-colored, painless papules of 1-4 mm in
diameter, with clear boundaries, rounded outlines

Ha koske cumHbl, IpeUMyILIeCTBEHHO B 06AaCTH
[OSICHMIIBI MMEIOTCSA CTPUM TEAeCHOTO nBera. Au-
arHoO3: ICEeBAOKCAHTOMa dracTudeckad. Hampasaen
Ha KOHCYABTALMIO TepameBTa, KapAnoaora, od-
TAaAbMOAOTA.

Koncyapranusa  odrasbmorora. 3akAiodeHue:
asropedpakromerpus OD (mpassii raasz) — 1\cyl-
2; OS (reswiit taaz) — 1\cyl-1,5; 6nommkpockomnus:
Hopma. ['Aa3HOe AHO: AHO 3pUTEABHOTO HepBa GAeA-
HO-pPO30BbIN, C YETKUMM TpPaHMIIAMM, XOA COCYAOB

He M3MEHEH, apTepuy yMEpPeHHO pacCIIMpeHbl, BEHBI
HOPMaAbHOTO Kaaubpa, Makyaa 6e3 0COGEeHHOCTEN,
no nepudepun o4arosble 3aTeMHEHMA ¥ KPOBOU3AU-
SHWS, aHTMOUAHbBIE MOAOCHL. AMarHos: XopmoupAasb-
HasA HeoBacKyAsdpuaanma I cremenn.

3AKNIOYEHUE

ITceBAOKCAaHTOMA 3AacTMUECKas — PEAKOe Ha-
CAEACTBEHHOE CHUCTeMHOe 3a60AeBaHME C BOBAEYE-
HUEeM COGAMHMTCABHOﬁ TKaHH, HpeMMyIHeCTBeHHbIM
IOpaskeHMeM KOXKM, T'Aa3 M CEepAEYHO-COCYAMCTON
cucrempl. JacTo KOJKHBIE IPOABACHUA ABASIOTCSH
IepBBIM CMMITOMOM natororuu. ITosromy aepmaro-
BeHepoaor, amarHoctuposas IIKO, o6s3an Hamnpa-
BUTH MNAOMEHTA K CMEXHBIM CHEOMAAUCTAM — Tepa—
IeBTY, 0(PTaABMOAOTY, KAPAMOAOTY.

KOH®/IUKT UHTEPECOB

ABTOpPBI AEKAAPUPYIOT OTCYTCTBUE SBHBIX U MO-
TEHIMaABHBIX KOH(MAUKTOB MHTEPECOB, CBA3aHHBIX C
nyGAMKAIMet HACTOAIEN CTAThH.

MCTOYHUK PUHAHCUPOBAHUA

ABTOpBl 3asgBASIOT 06 OTCYTCTBMM MCTOYHMKOB
(UMHAHCUPOBAHMS TIPU NPOBEAEHUM UCCAEAOBAHMA.
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Pseudoxanthoma elasticum: literature review and case reports

Ufimtseva M.A.", Bochkarev J.M.’, Lesnaya O.D.? Beresneva T.A."

YUral State Medical University
3, Str. Repina, Ekaterinburg, 620028, Russian Federation

2Orenburg State Medical University
6, Str. Sovetskaya, Orenburg, 460000, Russian Federation

ABSTRACT

The article presents an up-to-date point of view of the etiology, pathogenesis, clinical aspects, diagnosis and
treatment of pseudoxanthoma elasticum. A description of two cases of this disease involving connective tissue
and manifested by skin pseudoxanthomas, flatfoot, scoliosis and mitral valve prolapse is included. Our results
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demonstrate that polysystem involvement requires an interdisciplinary approach to diagnosing and treating the

pathology of the disease.

Key words: pseudoxanthoma elasticum, connective tissue mineralization, interdisciplinary approach.
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