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Tpuapa Kapues (TK) — peakuii CMHAPOM HeW3BECTHOU
9TUOAOTHH, He SIBASIOIINICSA HACAEACTBEHHBIM, AAST KOTOPO-
TO XapakKaTepHO NOpa’keHHe NPEeUMYIeCTBEHHO AUIL JKEeH-
CKOTO TI0A@ B MOAOAOM BO3pacTe C Pa3BUTHEM MHO’KECTBEH-
HBIX OITyXOA€H B HECKOABKUX OpraHax.

Brepsreie B 1977 r. aMepuKaHCKUM IIaTOAOTOAHATOMOM
AsK. AtipaHoMm KapHeeM 1 coaBT. OBIAU ONTyOAUMKOBAHEBI Ha-
OAIOAEHUS, Kacaroljuecsl aCCONUAllui TPpeX PEAKHX OITyXo-
Aell — AeMOMHOCAPKOMBI JKeAYAKa, (DYHKIUOHUPYIOIIeN
9KCTPAaapApPeHaAOBOU NTaparaHrAMOMBI U XOHAPOMBI A€TKUX Y
2 MaIWeHTOB, U coueTaHusd 2 U3 3 oIyXxoAel y 2 ApyIHuX Ia-
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nueHToB. [Ipu 0030pe AUTepaTyphl aBTOPHI OOHAPYKUAU
nopo6HOe coueTaHMe elle B 3 caydasx. K 1983 r. onmcano
24 caydasa «Tpuapbl». Ha ocHOBaHHMM TOTO, UTO CAydalHOe
coueTaHMe 3TUX AOBOABHO PEAKUX OIIYXOAEM ¥ MOAOABIX
SKeHIIIUH MaAOBEPOSITHO, & MYABTUIIEHTPHUUECKHUM POCT He
SIBASI€TCSI TUIIMYHBIM AASL OTHUX OITyXOA€eH, ObIA CAEAQH BEIBOA,
YTO «TPHAA@» MIPEACTaBASIET COOOM CUHAPOM, B AAAbBHEHIIIEM
HazBaHHBIM TK (Carney Triad) [1]. K 1999 r. KapueeMm co-
Opan marepuana 1o 79 caydasam TK: y 17 (22%) 60ABHBEIX TpU-
apa Oblna TOAHOH, ¥ 62 (78%) UMEANCH TOABKO 2 OIIYXOAM U3
3 [2]. Ha paHHEBIM MOMEHT B MUPOBOY AUTepaType OIHUCAHO
104 cayuas TK [3], U3 KOTOPBIX 22 IBASIIOTCS IIOAHBIMU [4].
ChepyeT OTMETHTh, UYTO 3INOHUMUYECKUM TePMUHOM
«rprajpa KapHes» B oTeueCTBEHHOM AMTEpPATYPE TaKKe 000-
3HAYaIOT KAACCUUeCKYIO TPHaAy CUMITOMOB IIapOKCU3MaAb-
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PucyHok 1. PeaynbraTbl 06cnepgoBaHus 6onbHoi A., 1988 roga poxaeHus.

A. BepeTeHokeTo4Has HeanutTenunanbHas onyxonb xenyaka — MMCO (ceeToBas mukpockonus, X250, okpacka reMaToKCUIIMHOM 1 9031HOM).
B. PeHTreHorpamma opraHoB rpygHOW KIETKM B MPSIMO NPOEKLMU: B NPAaBOM NIErKOM ONpeaensioTca okpyrion GopmMbl 06pa3oBaHus ¢ 6yrpu-
CTOIA MOBEPXHOCTbIO, HEOAHOPOAHOW CTPYKTYPbI 32 cHET 0ObI3BecTBNeHMI. B. KT opraHoB rpyaHOM KNeTKn B ropu3oHTanbHoli npoekuun. . To

Xe, 4TO Ha puc. B (apyroi ypoBeHb).

HOU (pOpMBI (PEOXPOMOIIUTOMBL: TOAOBHAsI GOAB, CEepALeOu-
€HUe U IOBLIIIEHHOE IIOTOOTAEAEHNE, OAHAKO 3Ta «TPHAAa»
HUKAaK He CBsI3aHa C OIIMCHIBAEMBIM CHTHAPOMOM.
OCHOBHBIMU COCTaBASIOIIMMU TK SABASIOTCS TracTpo-
WHTeCTUHaABHAas cTpoMaAabHas onyxoab ([MICO) >keayaka,
XOHApPOMa/TraMapTOXOHAPOMA A€TKUX U 9KCTpaajpeHaA0Bast
maparaHrauoma. ¥ 13—20% nanueHTOB TakKkKe MOTYT BCTpe-
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4aThCs aA€HOMBI KOPBI HAAIIOUEeUHHUKOB [2; 5], v 9% AetioMu-
OMBI TUITIEBOAQ, Y 9% — CTPOMaAbHBIE OITYXOAU ABEHAALIATH-
TIepCTHOM KUIIIKY [2].

TK B 85—88% cayuaeB BCTpeyaeTCs Y MOAOABIX JKEeHIITUH
u AeTeli. 3aboAreBaHUe BO3ZHUKAET B Bo3pacTe MoAoke 30 AeT
B 82% cayuaes, ocae 40 reT — B 6%. CaMbIli paHHUM BO3-
PacT, B KOTOPOM OBbIAA BEISIBA€HA IIEPBasi OIYXOAb U3 TpHUa-
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PucyHok 1 (okoH4aHue).
A. XoHppomaTtosHasi ramapToMa ¢ npr3Hakamu occudukaumm (CBeToas MMkpockonust, x250, okpacka reMaToKCUIMHOM 1 3031HOM). E. PeHT-

reHorpamma opraHoB rpyAHOW KNeTKM B NPSIMOi NPOEeKLMM Yepe3 2 rofa: NnosiBfieHre HOBbIX 04aroB B BEPXHEN A0J1e NPaBoro JIEerkoro, a Takxe
yBeNnyeHne pa3mepos nmMesLUmxcs obpasoBaHuii. XK. KT opraHoB rpyaHoli KNeTku B FOpU3OHTaNbHOM npoekumnn yepes 2 roga. 3. To Xe, 4To

Ha puc. X (Apyron ypoBeHb).

ABI, — 7 AT, a caMblli mO3AHUIN — 48 AeT. KAnHMYecKas Ma-
HudecTalus onyxoAel B cpepHeM HauMHaeTcs 3a 6,7 ropa
AO YCTAaHOBAEHHUSI AMarHosa. B 65% caydaeB IIepBUYHO
BO3HUKAET OAHA OIIYXOAb, pe’Ke BBIIBASIIOTCS Cpa3y 2 UAU
3 onyxoau — B 34 u B 1% cAydaeB COOTBETCTBEHHO. MeKAY
BO3HUKHOBEHHUEM IIePBOU M BTOPOM OIIyXOAU MOJKET IIPOM-
TH AOCTATOUYHO AAUTEABLHOe BpeMs — A0 26 AeT, B CpepAHeM

8,4 ropa. TpeThsl ONyXOAB B CpPeAHEM IIPOSIBASETCS uepes
59ropa [2; 3; 5].

I'MCO xeaypka — HamboAee YaCTO BCTPeUalomascs OIy-
XOAB B cocTaBe Tpuapbl (99%) [2]. KanHuueckast KapTHHA CO-
IIPOBOJKAQETCS aHEMUEH, PBOTOM «KOMEWHOM Tylleid», MeAe-
HOM, pe’ke — OOABIO B SMUTACTPAAbLHONM 0OAACTH, TOLTHOTOU,
HMHOTAQ BHYTPUOPIOIIHBEIM KPOBOTeUeHNeM. B ocHOBHOM Topa-
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PucyHok 2. [laHHble 06cnenoBaHus 6onbHoi B., 1984 rona poxaeHus.

A. PeHTreHorpamma opraHoB rpyaHOM KNeTku B NPSIMOM Npoekumn: B 060MxX Nerkmx onpenensioTcs okpyribie 06pa3oBaHs HEOLHOPOOHOM
CTPYKTYpbl 3a cHeT 06bI3BecTBNeHn. B. XoHapoma (cBeToBasi MMkpockonus, X250, okpacka reMaToKCUIMHOM 1 3031HOM). B. PeHTreHorpam-
Ma OpraHoB rpyaHOM KJIETKM B MPSIMOIA NPOEKLIMM Yepes 7 NET: BblpaXeHHas oTpuuaTenbHas guHaMuka B BUAE yBEMYEHUS pa3MepoB UMEB-
Lmxcst obpa3oBaHnii B 0O0MX NErKMX, a Takxke NosiBNeHns HoBbix o4aroB 1 ¢okycoB. . KT opraHoB rpyaHoi KNeTkn B ropu3oHTanbHOM Npo-
ekunn yepes 7 ner.

JKAIOTCS AMCTAABbHEBIE OTAEABI JKeAyAKa — aHTPAABHBIN OTAEA
B 61% cAydyaeB u Manas KpuBu3Ha. OIyXOAb HMeeT MHOXKe-
CTBEHHBIN XapaKTep, pacTeT HHTPaMyPaAbHO, YaCTO C U3bSI3-
BAGHHMEM CAHU3UCTON OGOAOUKM, C BTOPUUHBIMU y3€AKOBBIMHU
pas3pacTaHusIMU II0 CePO3HOM 0O0AOUKe, UMeeT pa3Mephl OT
0,2 po 18 cM u B 86% cAydaeB IpeACTaBA€HA KPYTABIMU U IIO-
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AWTOHAABHBIMY 3TIUTEAMOUAHBIMU KAETKaMU. MeTacTasbl BhI-
SIBASIIOTCSL ¥ 47% TAIIMeHTOB: B AMMMAaTUIeCKUX y3AaxX — 29%,
B IleueHU — 25% u no OpromuHe — 13%, peske OMyXOAb MeTa-
CTa3upyeT B A€TKHE, KOCTU U KOXKY [3]. [Tocae papuKarbHBIX
omeparnuil B 46% CAy4aeB OTMEUEHO BO3SHUKHOBEHUE PEIUAU-
BOB B CPOKH OT 1 A0 36 AeT, B cpepHeM uepes 12,4 roaa [2].
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PucyHok 2 (okoH4aHue).

A. To xe, 4to Ha puc. I (opyroi yposeHb). E. Onyxonb 13 Bepe-
TEHO0OpasHbIX 1 aNUTennMonofodHbIX knetok — MNMCO (ceBeToBas
MuKpockonusi, X250, okpacka reMaToKCUIMHOM U 303MHOM).

I'NMCO B coctaBe TK OTAMYAIOTCSI IO KAMHUYECKUM U
MOP(MOAOTHUECKUM NIPHU3HAaKaM, a TakKKe 10 IPOrHOCTHUe-
CKUM (paKToOpaM OT THUIMYHBIX cropapmdeckux [MICO [3].
IMpu cnopapudeckux 'MCO 6oree 95% caydaeB IPUXOAUTCS
Ha 60ABHBIX cTaplile 40 AeT, B cpepHeM 3a60AeBaHUe BEISIBAS-
eTcs B Bo3pacte 60—69 AeT, B Bo3pacTe MOAOKe 21 ropa —
He 6onee 3% HaOAtoAeHUMN. [Tpy 3TOM MY>KUMHBI U JKEeHIITUHEI
IOPa’karoTCs IPUMEPHO OAMHAKOBO 4acTo [3; 6].

HexoTopble UCCAEAOBATEAN OTMEYalOT, YTO Y OOABIIMH-
crBa 'MCO B coctaBe TK myTanuu resos c-kit u PDGFRA oT-
cyTcTBYIOT (pu cnopapudeckux 'TMCO myrtarnum reHa c-Kit
BcTpeuatoTcas B 90—95% cayuaeB) [7—9]. eneTuueckue
MyTalluy, BEIIBA€HHBIE y MarueHToB ¢ TK, HecneIlnUIHEL
U 3aTparuBaloT B OCHOBHOM IIepBYIO XpoMocoMy. HanGoaee
YacTO BCTpPeyYaeTCsl MyTallusl TeHa, KOAWPYIOUIETO IOATHII
C cdepmeHTa CYKIMHATAETUAPOTEHA3bl, IIPU 3TOM CXOAHBIE
reHeTUYeCKHWe H3MEeHEHMS OIPEAEASIOTCS B KAeTKax Kak
I'NCO, Tak u naparaHrAMOM, HECMOTPSI Ha UX Pa3AUYHOE TU-
cToroTHUecKoe cTpoeHue [8]. M meTacTaswl, U pelluAUBHAs
OITyXOAb OKa3bIBAIOTCS HEUYBCTBUTEABHBIMU K UMATHUHUOY,
OAHAaKO, HecMOTps Ha 3To, mporuo3 npu ['MICO B coctaBe TK
OKasbIBaeTcsa 6oAee OAATONPUSATHBIM — IAIlUeHTHl C pelu-
AUBaMU OITyXOAH, C HeollepaOeAbHBIMU MeTacTaTHieCKIMU
nopakeHusAMU KuUBYT 25—30 AeT (10- 1 40-AeTHSS BEDKUBA-
emocTb pocturaeT 100 u 73% cooTBeTcTBEHHO) [3].

BTopolt 110 YacToTe OIyXOABIO B COCTaBe TPHAABI (76%
CAy4YaeB) SBASIETCS XOHAPOMA AETKHUX, KAMHHYEeCKU HHYeM
He mpossasttonasicss. CaMblii paHHUM BO3pacT, B KOTOPOM
BBISIBA€HBI XOHAPOMEI, — 12 AeT, TO3pAHUN — 49 AeT, cpea-
HHUM BO3PAcT OOABHBIX IIPU BBIIBA€HUU XOHAPOM AETKUX CO-
craBAsieT 23,7 ropa.

PeHTreHOAOTHMYECKM ONUCAHBI OAMHOUYHBIE XOHAPOMEI B
39% caydaeB, MHO>KeCTBEHHOe IOpa’keHue OAHOI'O AEerKo-
ro — B 24%, u3MeHeHUs B 000UX AeTKUX — B 13%. OmyxoAb
pacTeT 06LIYHO MEAAEHHO UAM OCTAeTCsI CTAaOUABHOM Ha IIpo-
TSKEHUU MHOTUX AeT. B 55% caydaeB B orryxoau (hOpMUDPY-
IOTCS KaAbIIM(UKATHL. [1py MaKpOCKOIMIUUECKOM UCCAEAOBa-
HUU OIIYXOAb IIPEACTaBASIET COOOM ouar MArKOM UAM TBepAOH
KOHCHUCTeHIIuUu panameTrpoMm oT 0,5 po 10 cM, Ha pa3pesde —
XpsilieBasi, KOCTHas AU JKeareoOpasHas TKaHb. [Tocae papu-
KaABHBIX Oollepaliiyi HOBble XOHAPOMEBI pa3BUBAIOTCA ¥ 56%
OOABHEIX [2].

INaparaHrAMOMEI BCTpeuatoTcst v 47% nanueHTtos ¢ TK B
BO3pacTHOM rpytie oT 12 AeT A0 61 ropa, B cpepHeM B 27 AeT.
B 8% caydaeB 3TU OIyXOAU UMEIOT MHOKeCTBEHHBIM XapakK-
Tep, B 16% BBIABASIOTCS (DEOXPOMOIIMTOMEL, KOTOPEIEe B 10%
CAydaeB MeTacTasupyioT. ONyXOAb uallle AOKaAu3yeTcs B
00AaCTH KAPOTUAHOTO CUHYCa, @OPTOIYABMOHAABHOI'O OKHA,
CUMIIaTUYECKOTO CTBOAA. KAMHMYecKas KapTHHa 00yCAOB-
AeHa U30BITKOM KaTeXOAAMUHOB (UTO MPOSIBASIETCSI apTepu-
aABHOM runepTeHsuelt y 50% MalueHToB), a TakyKe HaAWdU-
eM 06beMHOIro 00pa30BaHUs B OOAACTH IIIeH, CPeAOCTEHUs
UAU OPIOIITHOM ITOAOCTH [2; 5].

ApnarfHocTuka 3ab0AeBaHUSI BKAIOUYAeT HECKOABKO 3Ta-
IIOB: KAMHIYECKOe U AabopaTopHoe 06CcAepAOBaHKe, HHCTPY-
MeHTaAbHble U Ay4deBble METOABI (PEeHTTeHOAOTMYeCKUH,
KoMIbloTepHas Tomorpadus — KT); AAs maparaHrAuoM Hau-
Ooree MHMOPMATUBHOMN SBASIETCS CIUHTUIPadUs C papuo-
aKTUBHEIM 'ZI-MeTaopbeH3uATyaHupAnHOM (MIBG).

IMpeacTaBAsieM ommMcaHUEe CBOUX HAOAIOAGHUN HEIOA-
"ot TK. Y nmepBo# NalleHTKU U3MeHEeHUs B AeTOYHOM TKa-
HM AMaTHOCTHUPOBAHEI Uepe3 6 AeT TOCAe YAAASHUS OITyXOAU
KeAyAKa.

Iayuenmxa A., 1988 roga poxgenus. B Bo3pacme
13 Aem B meuenue roga HabAOgaAack NO NOBOGY KeAe30ge-
¢guyumHol aneMul, NPU KOHMPOALHOM 00CAegoBaHUU ObIAA
BblAABA@HA TUrGHMCKAsl ONYXOAb HWKHel mpemu XKeAygKd.
B cmauuonape no mecmy >KumeAbCMBA BbINOAHEHA pe3ekK-
yus Keaygka no buabpom-I. Ipu rucmoaoruieckom uccae-
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goBaQHUU GuUArHOCMUPOBAHA AellomuobAacmoma ¢ Mmecm-
Hogecmpyupylowum xapakmepom pocma. Yepe3 6 aem
omMmeueHO NporpeccupoBanHlle ONYXOAeBOro npoyecca B Ke-
AygKe, u 6oAbHyl0 HanpaBuiu B POHIL] um. H. H. baroxuHa.
Ilpu racmpockonuu B ocmaBulelicsi Hacmu XKeAygKa BbliB-
AeHbl gBA NOGCAU3UCMbIX 0OpPA30BAHUS, PACNOAArarOwju-
ecsl B CyOKapguaAbHOM omgeAe U B BepxXHell mpemu meAd
no maaoll kpuBu3He U 3agHeli cmeHke, guamempom 1,0 u
0,5 cm coomBemcmBeHHO. [Ipu rucmoAoruieckom uccaego-
BQHUU Ouonmama cAu3ucmoli 060A0UKU BblABAEHA Bepe-
MeHOKAeMOYHAsl He3NUMEAUAAbHASl ONYXOAb XKeAygkad —
T'iCO (puc. 1, A). IIpu penmreHOAOru4ecKOM UCCA€gOBAHUU
opranoB rpygroti kaiemku (puc. 1, 6b—I’) B rerkux c obeux
CMOPOH onpegeAsAuCh MHOKeCMBEHHble ouaru U OKycChl
ynaomuernus om 0,4 go 3,6 cM, HeOGHOPOGHOU CMPYKMYPbl
C YemKuMU KOHMypamu, C yiacmkamu oObl3BeCmBAEHUS NO
nepugepuu. Ars ymouHeHUus NPpUpogbl UMEOW,UXCsl U3MeHe-
Hutll BLINOAHEHO MOPAKOCcKonuueckoe npeyu3uoHHOe ygaae-
Hue y3A0BOro o6pa30Banusl BepxHell goAUu NPABOTO AETKOro.
Ilpu rucmoaoruueckom uccAegoBaHUU NOAyHeH Mamepuan,
coomBemCcmMBYyOWUlU XOHgPOMAmMO3HOU ramapmome ¢ npu-
3nHakamu occugukayuu (puc. 1, A). Ilo gannbvim KT opranos
OprowHOU noAocmu MAKXKe BbIABASAUCH OYaru B neveHu
guamempom go 1,4 cm. boabnas Habalogarack B meueHue
2 Aem, 3ameM ObIAO gUATHOCMUPOBAHO NPOrpeccupoBaHue
3ab0ieBaHUsL B Buge pocma ob6pa3oBanHulli B KeAygke no
gaHHBIM 330¢hbaroracmpockonuu, NOsBAeHUS HOBbIX OUAroB
B neuenu u B Aerkux no gannwim KT (puc. 1, E—3). B cBa3u
Cc ompuyameAbHOU gUHAMUKOU B omHoOweHuu pocma odpa-
30BaHUll B XeAygKe, @ makke C 5NU30gaMu JKeAygouHOTO
KpoBomeueHUs B aHaMHe3e 00AbHOU npoBegeHO XUpPypru-
yeckoe AeueHue B oObeMe amunuyiHol pe3eKyuu KeAygKa
u ygaarenus 60AbWOro carbHukd. Kpome moro, BblnoAHeHA
3KCUU3Us y3Ad B AeBol goAe neveHu. O6a y3Aa B KeAygke No
cmpoenuto coompemcmsoBaru I'HCO xeAygka cMeWaHHO-
ro muna (3NUMmMeAuOUGHOKAEMOUHOIO U BepemeHOKAemou-
HOro) cmpoeHnus. Y3eA B napeHxume nevueHU NPegcmaBAsA
coboli Memacma3s ONyxXoAu GHAAOTUYHOTO CMPOeHUSL.

Bo BTOpOM HabAloAeHUM y GOABHOM Ha IIepBOM 3Talle
Pa3BUTHUS TPHUAABI OBIAU BBHISIBAEHBI M3MEHEHUsI B AeTKUX, a
yepes 8 AeT AMaTHOCTHPOBAHA OIIYXOAb B JKEAYAKE.

INayuenmxka b., 1984 roga poxgenus. C 17 rem HabAto-
gaaack ¢ y3A0BbIMU 00pa30BAHUAMU B AerKux (puc. 2, A), no
NOBOgy KOMOPbIX B Bo3pacme 25 Aem ¢ guarHocmuueckol
yeAblo OblAQ BbINOAHEHA MOPAKoOmoMUsi CAeBa C KpaeBol
pesekyuell HUWKHell goau AeBoro Aerkoro. Ilpu rucmoaoru-
4eCKOM UCCAegOBAHUU KOHCMAMUPOBAHA XOHGPOMA AerKo-
ro (puc. 2, b). B xoge racmpockonuu morga ke BbliBA€HA
He3numeAuaAbHAsl ONYX0Ab KeAygKa. AAs ymouHeHuUA gua-
THO3aQ U Maxkmuku AedeHusi 60AbHAsA OblAG HANPABAEHA B
POHIL] um. H. H. baoxuna PAMH. [Ipu noBmopHoU racmpo-
cKonuu B QHMPAAbLHOM OmgeAe C NepexogoM HA HUXKHION
mpemb meAd XeAygka Nno nepegHelli cmeHKe U MAAOU Kpu-
BU3He onpegeAsiloCh MHOT'OY3A0BO€e nogcAusucmoe o6pa3o-
BQHUE NPOMSKEHHOCMbIO OKOAO 7 CM, C NOBEPXHOCMHbLIMU
U3bA3BAEHUAMU, QHAAOTUYHOe 00pa3oBaHUe guamMempom
OKOAO 3 CM BBIIBASIAOChL B CpegHell mpemu meAQ JKeAygKa
no maaoti kpubusHe. [Ipu rucmoAoruieckom ucCAegoBaHuU
buonmama onpegeAsAuCh KPYNHOOUAroBble pA3pACMAHUSA
ONyXoAU U3 BepemeHOOOPA3HbIX U 3NUMEAUOUGHBbIX KAe-
mok, npunagarexaujux I'MCO. B xoge Y3U opranos 6prowi-
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HOU noAocmu BblAABA€Hbl MHOXeCMBEHHble Naparacmpanb-
Hble AuM@amuuecKue y3Abl pasmepom go 3,1 x 4,8 cm. I1pu
pPEeHMreHOAOTu4eCkOM UCCAegOBAHUU OpPraHOB TIpPygHOU
noaocmu (puc. 2, B—A) ommeueHa BHpaKeHHAs ompuya-
meAbHAsl gUHAMUKA B BUge YBeAUUeHUS pasMepoB paHee
umMeBwUxcss 006paA30BAHUlU B Aerkux U NOSIBAEHUS HOBbIX
04aroB U ()OKyCcOB ynAomHeHUA. Y3Abl NpegCcmaBASIAU CO-
6ol oKpyrable o6pa3oBanus ¢ 6yrpucmoll NoBepxXHOCMblO,
yemKuUMU KOHMypamu, HeOGHOPOGHOU CMPYKMYypbl 3a cuem
obri3BecmBAenul, pazamepamu om 0,5 cm go 6,1 x 6,6 cmM,
pacnoiaraBuiuecss B 000UX AerkKuX, NpeuMyuj,eCmBeHHO B
AeBOM. boabHOoll OblAa BHINOAHEHA JUCMAALHASA CyOMOMAaAb-
Hasa pesekyus xeAygka. Ilpu rucmoaAoruieckom uccaego-
BQHUU ONepayuoOHHOr0 Mamepuairad MUKPOCKONUYEeCcKas
KapmuHa 6oaee Bcero coomBemcmBoBara TMCO — mHoXe-
CMBEHHble Y3Abl U3 KDYNHbIX SNUMEAUOUGHbIX U BepemeHo-
BUGHBIX KA@MOK C KPOBOU3ZAUSIHUAMU U U3BA3BAEHUAMU HA
nopepxHocmu cauzucmot oboarouku (puc. 2, E).

Y obeux nanueHTOK IPU KAMHHUYECKOM OOCAeAOBAHUU
APyTrHue OIlyXOAeBhble 0Opa3oBaHUs (IaparaHTAUOMEI) He
OBIAU BBHISIBACHBL ['eHeTUUeCKUM aHaAn3 He IPOBOAUACS.

CAeAyeT OTMETUTD, UTO B IIOCAeAHMe roAbl KapHeeM 1 co-
aBT. OBIAM UACHTU(UIIMPOBAHEI ellle HECKOABKO CUHAPOMOB,
KOTOpble TIPEACTaBAEHBI MHOYKECTBEHHBIMU IIOpa’kKeHUsd-
MM pasAnWYHBIX opraHoB. CuHpapoMm KapHes—CTpaTakuca
npeAcTaBasieT coboi couetanne I'ICO >keayaKa U MHOXKe-
CTBEHHBIX IIaparaHTAMOM. AaHHOe 3aboAeBaHUE SIBASIETCS
HaCAeACTBEHHBIM, BCTpPeUYaeTCs Yallle Y MOAOABIX JKeHIIIVH U
00yCAOBAEHO @yTOCOMHO-AOMUHAHTHOM MyTalliel B reHax,
KOAUPYIOIIUX IOATUIBEI (pepMeHTa CYKIIMHATAeTHApPOTreHa-
351 [10].

APpyToi HaCA€ACTBEHHBIY CUHAPOM — KoMIIAeKC KapHes,
BKAIOYAIOITUM «IITHUCTYIO MUTMEHTAIIUIO KOJKU, MUKCOMBI,
SHAOKPUHHYIO TUIIePaKTUBHOCTD M IIBAaHHOMEI». B HacTos-
1lee BpeMs KOMIIAeKC KapHes BKAIOUEH B IPYIITy MHOXKe-
CTBEHHBIX 3HAOKPHHHBIX HeoIlAa3Wi. B ero ocHoBe AeskaT
ayTOCOMHO-AOMUHAHTHBIe MyTaluu la peryAsiTopHoOM cyOb-
epnHUIB npotenHkuHaswel A tuna [ (PRKAR1A). Cpeapnuit
BO3pPACT NalueHTOB cocTaBasgeT 20 AeT, Yy HeKOTOPBIX IIPO-
SIBA€HHUSI CUHAPOMA UMEIOTCSI C POKAECHHUS. Y GOABIIMHCTBA
OOABHBIX OTMeYaeTCs CeMeWHBIM aHaMHe3 Pa3AWYHBIX 3H-
AOKPUHHBIX AMCTIAQ3UN ¥ MUTMEHTHBIX 3a00AeBaHUM KOJKU.
HamnboAaee gacTBIMU IPOSIBAEHUSIMU KOMIIAeKca KapHes cay-
>KaT NMepBUYHAs MUTMEeHTHAas Y3A0Basl AUCIAA3Us HaAloded-
HUKOB, MUKCOMBI MHOKapAd, MUKCOHUAHBIE OITYXOAU KOJKU U
MOAOUHBIX KeAe3, IUTMeHTHBIe IISITHa Ha KOXKe, CAM3UCTBIX
000AOYKAX, OITyXOAU sINUeK/INYHUKOB, TUNodu3apHbe ape-
HOMBI, OITYXOAM IUTOBHAHOU >KeAe3bl, IIIBAHHOMBI U OCTEO-
XOHAPOMUKCOMEI [11].

[MpeacTaBAeHHBIE KAMHUUYeCKHe HabaropeHus TK moa-
YepKUBAIOT 0OCOOEHHOCTH Pa3BUTHSA AQHHOTO CUHApPOMa. Bee
caydam Bo3HuKHOBeHUs 'MCO B peTCKOM BO3pacTe, MHO-
>KeCTBEHHBIX XOHAPOM B AeTKHUX, 0COOEHHO y AUIL JKEHCKOTO
TIOAQ, AOAKHBI PAcCMaTPUBATHCS KaK CAydau MOTeHIIMaAb-
"ot TK. B cBfA3U C 3TUM AQHHBIE NAIIMEHTHI HYKAQIOTCS B
MAUTEABHOM HaOAIOA€HUU B TeUeHNe MHOIMX AeT, IIPU KOTO-
POM HEOOXOAUMO OCYIIEeCTBASITE TIHIATEALHBIN IfeAeHallpaB-
AEHHBIM AMArHOCTHYECKUH IOMCK II0 IOBOAY OCTAAbHBIX
COCTaBASIIONIINX TPUAABL. OTO IMO3BOAUT BBHISIBASITH BO3HHUKA-
IOII[Me ONIYXOAU Ha PAaHHUX CTaAUSIX U AU depeHIINPOBaHHO
TIOAXOAUTE K A€UeHUIO 3TUX OOABHBIX.
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