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Ouaroeas ysnoeas runepnnasms

OnpeaeneHue:

Ouaroeas ys3noeas runepnnasusa (OYIl) - 310 He UCTUHHOe HOBOOGpa3oBaHUe, a
pereHepupyHoLWUMN r’MnepnnacTUYeckum OTeeT renaTtoumToB BTOPUYHBIU MO
OTHOLEHUIO K NTOKANIM3OBAHHBIM COCYAUCTBIM HApPYLUEHUSM.




Ouaroeas ysnoeas runepnnasus

nvuaemmonorus:

m$BngeTca BTOPLIM MO pACNPOCTPAHEHHOCTU NOCEe FreMAHTUOMbI Y3/10BbIM
obpasoBaHMeM neyeHu;

mTTo AaHHBEIM ayTOncum BcTpedaeTtca y 0,8% ymeplimx cpeau B3pOCHbIX;
180-90% npuxoamtca Ha xeHwwmH B Bo3pacte 30-40 ner;

3/4 xeHwuH ¢ OYT anuTenbHO NPUHUMANU OpasibHbIe KOHTPAUenTUBLI, OAHAKO,
UX NpUem Ha KoppesriupyeTtcs C KOSIMYeCTBOM U pa3amepamu;

m [aKXe BCTpeYaeTca Yy MyX4mH u aeter oboux nonos.




Ouaroeas ysnoeas runepnnasus

TlaTtoreHes:

mITONHOCTbLIO He YCTAHOBJ1€H, HO BbIABJ1€HA CBA3b C COCTOAHUAMU, NPU KOTOPbIX UMEFOTCA
COCyAunCTble aHOMANUU,

mHanuume HeobbIYHO KpYMHBLIX COCYAOB B OMArax NopaxeHus npuseno K ybexaeHuro, uto OYT
SBNSETCS OTBETOM Ha SIOKasbHOe yBesievyeHue ToKa Kposw;

mHanuume ouarosou 06CTpPyKLUUU NeYeHOUYHOU BeHbI U CBA3b ¢ cuHApoMmom bapaa-Kuapu
npeAnonararoT, YTO OCHOBOMOMAraroLas porsb NPUHAANEKUT 3aTpyAHEHUHO OTTOKA BEHO3HOM
KpoBM:;

m B HacToslee Bpems runoTesa 3aknNHO4aeTcs B TOM, YTO NMEpBUYHBIM SBNSETCS HapylleHue
BEHO3HOrO OTTOKQ, @ BTOPUYHOE 3aCTONHOE MoBpexAeHUe NpUBOAUT K KONAancy NapeHXUMBbL U
pubpo3y, apTepuoBeHO3HOMY LUYHTUPOBAHUIO U NOTepe NOpTAsbHLIX BEH U NPOTOKOB;

mlTocnenoeartenbHag NoTepa NOPTANIbHLIX BEH U MPOTOKOB U 3aMeHa 3aCTOUHOU TKaHU
PpUbpoTUYECKOU 06 BACHAFOT CNEKTP MMCTONOMMYECKUX NPOSBIIEHUM.




Ouaroeas ysnoeas runepnnasus

Makpockonuuecku:

mHa nonepeyHom paspese npeactasnser u3 cebs 6neaHyro, NNOTHYHO Maccy;
mPasmepbl OT HECKOSNTbKUX MUNTIUMETPOB A0 >5 cm;
mKpasa xopolwo oTrpaHUyeHbI, AonbYyaTbie, KancyJa oTCyTCTBYyeT;

mO6pa3oBaHUe COCTOUT U3 Y3I0B pasmepom 2-3 MM, pasdesieHHbIX 30HaMU aTpopuu,
NPUAAFHOLLUX MHOTOY310BOU BUA,

mboNbWUHCTBO NOpAXEeHUM UMetOT «LIeHTPAsbHLIN (PUBPO3HBIU pybeL», KOTOPLIN COCTOUT U3
PUbPOBACKYNAPHOU TKAHU, @ HE U3 NNIOTHOrO KONJareHa;

mLleHTpanbHbIV pybel, MOXeT OTCYTCTBOBATb, 0CO6EHHO Npu nopaxeHUax meHee 1;

mKak npaesuno, umeet LieHTPANbHLIU UMU SKCLIEeHTPUYHBIW 3Be3A4aThIv pybel ¢ OTXoAaWmMMHU oT
Hero paclmpeHUsamu, KOTopble YaCTUYHO OKPYXarOT HeKOTopbIe Y3e KU,



Ouaroeas ysnoeas runepnnasms

Makpockonuyecku:

XOopoLo ovepyeHHas Onyxosb C Y3rI0BATOU CTPYKTYPOU, LieHTPAnbHLIM
pybLIOM U NApeHXUMOU OT KOPUYHEBOro A0 CBETNIO-KOPUYHEBOTO LiBeTa




Ouaroeas ysnoeas runepnnasms

Mukpockonuyecku:

mKnaccuueckaa OYT coctomuT U3 AobpokayecTBeHHbIX renartoLUennFoNapHLIX Y3esKos,
pPacnonoxeHHbIX B 6bankax TonwmHoOU He 6onee ABYX KNETOK;

mCTeaTo3 06bIYHO OYAroBbIU:

mlleHTpanbHbIV pybeL, coaepXUT OAUH UNU HECKOMBbKO KPYMHLIX AUCTPODUYECKUX COCYAOB U
MHOXeCTBO MeSIKUX apTepuon;

mKpynHbIe cocyabl UMeroT HeperynspHoe, BONIOKHUCTO. yTosleHUe UHTUMBL. BHyTpeHHss
3N1AaCTUYHAA NNACTUHKA NSI0OXO CPOPMMUPOBAHA U NpoAybIMpoBaHa.

mLleHTpanbHbIE BEHLI OTCYTCTBYHOT,

mBetBu pybua copepxaT CTPYKTYpbI, NOXOXUe Ha MOpTAnbHbIE TPAKTLI, C APTEpPUIMU, KOTOpbIe He
COMpOBOXAAOTCSA BEHAMU UMY MPOTOKAMMU




Ouaroeas ysnoeas runepnnasus

Mukpockonuyecku:

mCTpomanbHbIe BOCNanUTesibHbIe MHPUNbTPATLI, IMMMPOLUTAPHLIE UMW CMeLIaHHbIE,
BCTPeYaroTCa YacTo;

mHa rpaHULe CTPOMBI U MApeHXUMBL YacTO OBHApYXUBAFOTCA CTA3 Xendu U/Unm NpoToKoBbIe
peakuuu;

mCUHycouAabI, Npunerarolye K apTepuanbHbIM UCTOUYHUKAM, BLICTNAHLI CD34-n0noxumuTenbHbIM
3HAOTeNUEM;

m/IMMYHOOKpaLLUMBAHUE PACKPLIBAETCS GHACTOMO3UPYHOLWME (KKapTONOAO6HbIE») YUacTKU
(renatouennonNapHoOU) 3KCNPeccUmn rIFOTAMUHCUHTETAsbI, YacTo NMpuserarowme K nedyeHoUYHbIM
BEHAM.



Ouarosasa y3nosas runepnnasms

Mukpockonuyecku:

R 3y
ARARETRE

Y3es1KoBbIM renatouenFonSapHLIA KOMMOHEHT C TONCTOCTEHHOW apTepuelt U Xen4YHou NpOTOKOBOM peaKkLuen
PUBpOBACKYIAPHOU CTpOMe




Ouarosasa y3nosas runepnnasms

Mukpockonuyecku:

«KapTonoaobHoe» okpawmeaHue




[[enaTtouennionapHas aaeHoma

Anuaemmonorus.

m3abonesaemMocTb coctaenget okosno 3-4 cnyyaes Ha 100TbIc. HaceneHus B EBpone n CesepHoi
AMepuKe, MeHbllie B A3uu;

m85% cnyuaes N'LA npuxopatca Ha XeHWWH penpoAYKTUBHOIO BO3pACTa;
m/[leTn, MyXUUHLI U Noxunbie 60NeroT peako.




"enaTtouennronapHas aaeHoma

Tuonorua.

mHaubonee 3sHAYUMBLIU PAKTOP pUCKa - yrnoTpebreHue 3CTpPOreHOB U AHAPOreHOoB;
m80% xeHWwuH ¢ NLLA npyHMManu opanbHbIe KOHTPALIe NTUBDL;

mPuyck Bo3HUKHOBeHUs MLLA npamo nponopumoHaneH AnmuTenbHOCTU NpUeMa OpasibHbIX
KOHTpaLenTUBOB;

mlLlA yacTo peayumpyet nocre OTMeHbI OpasibHBIX KOHTPALUENTUBOB UM MpPU HACTYNNeHUU
MeHOoMay3bI;

mbonbwuHcTeo myxuumH ¢ TLLA npuHUmanu aHabonuyeckme ctepouasr;

mTTaumeHTbI, NpUHUMArOLME aHAPOreHbI ANS aHemum EaHKOHU U NpUobpeTeHHbIX
annacTUYeCcKUX aHeMUm, TaKxKe BXOAAT B Fpynny pUCKa;



[enaTtouenntonapHas aaeHoma

Tuonorus:

mK HeropMOHanbHLIM (PAKTOPAM PUCKA OTHOCATCA:

HacrneACTBeHHaAa NpeApacnonoXeHHOCTb, CaxXapHbIU Auabet, oxmpeHue, CUHAPOM
KnaviHpenbTepa, rmmkoreHoss: Tuna 1 u 3, ranaktosemus, TUpoO3UHeMUs.

BaxHOCTb AuArHOCTUKU 3aKnrovaeTcs B:

0Jlerko cnyTtatb ¢ MTLIK;
OTToakancynbHbIE aAEHOMBI NOTEHUUASbHO CKIIOHHLI K pa3pbIBY:;

[Penko BO3MOXHa TpPAHCOPMALIUS B KAPLIMHOMY.



[[enaTtouennionapHas aaeHoma

Makpockonuyecku:

ml LlA yacTo BbINYKMbIE Ha paspese;
mPasmepbI BapbUpyHOTCA OT MUKpockonuyeckux ao 20 cm B auameTpe;

mO6LIMHO cBeTee U Marye, YeM OKPYXaroLLas TKAHb, HO BO3MOXHO NMPUCYTCTBUE O4aros
KpOBOU3NUAHUU, HeKpo3a U ipubposa;

mAAEHOMBI C O6LIMPHBIMU XUPOBLIMU U3MEHEHUAMU CBeTree, YeM OKpYXaroLias TKaHb;
mBocnanurtenbHbie opmbl TemHee;

mB0o3MOXHa nurmeHTauusa onyxonu xenubko U INNOMPYCLUUHOM, B NOCNeaHeM crlyyae aaeHoma
Ha3bIBAETCA YepHOU;

mHanuume kancynsl He 0b6a3aTesnibHO, YaCTO OHA MOXeT BbITb HENONHOMW.



enaTtouennronapHas aaeHoma

Makpockonuyecku:

FenarouenntonapHaa apeHoma, BOCNANUTESIbHLIA BAPUGHT




[[enaTtouennionapHas aaeHoma

Mukpocnonuyeckue npossneHua obwme Ana scex NOATUNOB:

mlLIA cocToat u3 otHocuTenbHO 0AHOPOAHOU NONYNALUUU renaToLUUTOB, PACMOMOXEeHHbIX B
bankax TONWUHOW OT OAHOU A0 TpeX KNeTok;

mTTeyeHOUHbIe 6anKu HeperynsapHble U HenIMHeUHbIe;

KnroyeBom 0cobeHHOCTbHO 9BMSeTCS TO, YTO PeTUKYIAPHBIE 3N1eMeHTbI He M3MeHeHbI U CXOAHBI C
TAKUMU Xe B HOPMASIbHOW NeYeHOUHOU TKaHU;

mPasmep onyxoneBbIX KNeTOK TAKOW Xe UMU MeHblue, YemM Hem3MeHeHHbIX renatoumTos;
mSaepHO-LMTONNA3MATUYECKOe OTHOLWEeHUe B HOpMe;

mLluTonnasma onyxonesbIX KNETOK MOXET COAEepKaTb XUPOBbIE BKMHOYEHUS, Xendb Unum
NUNOMYCLUUH;




[enatouennionapHas aaeHoma

Mukpocnonuyeckue npossneHua obuwme Ana scex NOATUMNOB:

mMUTO3LI OTCYTCTBYHOT UNU OYeHb peaKu;

mMoryT 6bITb O6HApYXeHbI U3MeHeHUs B ApXUTEKTOHUKU TKaHU ¢ 06pa3oBaHMeM aLUHYCOB,
coAepXaLmx xenub;

mBo3moxHo caasneHue unu, HaobopoT, AunarTaums CUHYCOUAOB BNAOTb A0 NeNnOo3a;
mYacTo BCTpeUaroTCs UHMAPKTLI U KpOBOU3NUAHUS;
mKonuuecTso knetok Kyngepa cHUXeHO, N0 CpaBHEHUHO C HOPMASIbHOW TKAHbHO MeYeHu;

m«[Onble apTepuosnbI» aBNAFOTCA TUNMUYHBIM NpusHakom LA (npucyTcTBue aptepuon bes
COMpPOBOXAEHUS XeNTYHBIMU NPOTOKAMU B OKPYXeHUU CKYAHOrO KOMUYeCTBa COeAUHUTEbHOM
TKQHW));



[[enaTtouennionapHas aaeHoma

Mukpocnonuyeckue nposisneHusa obuwme aAnga Bcex NOATUNOB:

2

FenaTouenntonapHas aAeHoMa ¢ lenatouennrongpHas ageHoma,
BLIPAXEHHBIMM XUPOBLIMU BOCMANMUTENbHBIN BAPUAHT
N3MEHeHUAMU



"enaTtouennronapHas aaeHoma

Knaccupurkaums:
m1,4-HNF-1a-uHaktuesuposaHHasa MUA, unu 1 tun;
mp-kaTeHuH-akTuemuposaHHasa 'LLA, unum 2 tun;
mBocnanutensHas MUA;
mHeknaccuopuumpyemas NJA.




[enaTtouennionapHas aaeHoma

1,4-HNF -1a-uHaxtusuposaHHas MLIA:

mBknrouaet 35-40% ot Bcex NUA;

mlTpeacrasnset U3 cebs FOMOreHHyro rpynny Onyxosen ¢ A0NbYATbIM CTPOEHUEM, ANPEPY3HLIM
CTeaTo30M, TUMUYHBIMU MApKepamu, OTCYTCTBMEM BOCMANEHUs U S4epHOU aTUnuu;

TTaToreHeTuyeckm ceasaHa ¢ comatmuveckou (90%) nnu sapoasiwesoii (10%) mytaumeni 8 1,4-HNF-1a;

mleH FABP1 koaupyrowmin L-FABP (6enok, cBa3bIBarOLWMA XUPHBIE KUCOTLI NeYeHn), u
perynvpyemslii HNF1A, aKcnpeccupyeTcs B Hopmanl‘:_kll_?x TKAHU NeYeHU U 9BHO NOoAABMSETCS B 3TOM
noatune ;

UmmyHorucTtoxmummyeckm HabnroaaeTcs NoYTH NosiHoe oTcyTcTemne okpawmsaHusa L-FABP, B oTinuuume
OT HeONyX0s1eBOU OKPYXaroLen TKaHU neyveHu, KoTopas BbIrNaamnT 0AHOPOAHO, XOTa U cnabo
OKpalueHa;

mCnepnosarenbHO, OTCYTCTBUE 3Kcnpeccun L-FABP asngeTtca oTAUYHBIM AMArHOCTUYECKUM
aprymeHtom ans 1,4-HNF-1a-uHaktusmposaHHoum MLA;

mKpome TOro, cHuxeHue yposHsa L-FABP moxeTt cnocobcTBoBatb passUTUIO XMPOBOIO peHOTUMA 3a
cYeT HapyLleHUs 0bmeHa XUPHLIX KUCIOT;




[enaTtouennionapHas aaeHoma

1,4-HNF -1a-uHakTtusuposaHHasa NUA:

mlLLA, accounmposaHHbIm ¢ myTaumen 1,4-HNF-1a, BcTpeuaetca nouTu UCKNHOUUTENBHO Y
KEeHLUUH;

mOnyxonesbIe y3esnbl MOTYT 6bITb eAUHUYHBIMU UNU MHOXeCTBEHHbIMMU;
mbonbWwWUWHCTBO aaeHOMAaTO308 NpeAcTaBneHbI AGHHBIM TUMOM OMNYyXONu;
mMoxeT 6bITb accoummpoBaHa ¢ caxapHbIM auabetom MODY-3;

mB03mMoxHO pa3suTtume B pesynbtate mytaumm CYP1B1, seaywen k uHaktueaumm 1,4-HNF-1a.



enaTtouennronapHas aaeHoma

1,4-HNF -1a-wuHakTusuporaHHas M A:
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enaTtoumTbI C XUPOBLIMU BKIIFOUEHUAMU B onyxonesbIx renatouutax ¢ u 6es
CMeLINBArOTCA C U30STUPOBAHHBIMU XMPOBBIX BKIHOYeHUM Habnroaaetcs

TOHKOCTEHHLIMU apTepuUsmu AePULNT HopmanbHoU 3kcnpeccum L-FABP



"enaTtouennronapHas aaeHoma

B -kaTeHUH-akTusmuposaHHas [LIA:

mAKTUBUPYHOLLAA MyTaLMA B P-kaTeHUHe BcTpeyaeTca B 10-15% cnyuaes MUA;

mGLUL - reH, koavpyrowmi rnyTaMUHCUHTETA3Y U SBNSHOWUMUCS MULLIEHBHO KATEHUHA, TaKkxe
aKTUBUPYeETCS;

mO70T noAaTUn ILIA YacTo cBA3aH CO cneunugpUUeckUMm cocTosHUIMU (TO eCTb FNIMKOTreHo3, BBeaeHue
MYXCKUX FTOPMOHOB) U MYXCKUM MOJIOM;

mTTopaxeHus, Kak Npasuno, OAUHOYHbIE U UMeHOT MOBBILWEHHLIN PUCK 3510Ka4YecTBeHHOU
TPAHCPOPMALIUU MO CPABHEHUIO C APYTUMMU MNOATUNAMU;

mCTearto3 u BocnaneHne obbI4HO OTCYTCTBYHOT,

mTTOCKOMbKY NpyY AGHHOM MOATUME YACTO BCTPeYaroTca aAepHas atunms U ncesaoxenesmucTbIn pocrT,
OTNINYUTL B-KaTeHUH-AKTUBUPOBAHHYHO 'LIA oT xopolwwo angpgepeHumposaHHou I'LIK moxeT 6bITb
OYeHb CINOXHO;

m TPy UMMYHOTUCTOXUMUYECKOM UCCIEN0BAHUMU OTMEYaeTCs BbIpaXeHHas 3Kcnpeccus
FYTAMUHCUHTETA3LI U P-KaTeHUHa.



enaTtouennronapHas aaeHoma

B -kaTeHuH -akTusmuposaHHas [LIA:

YMepeHHbIe umTonoruyeckue u
AQpPXUTeKTYpHbIe GHOMASIUU, B TOM YnCrie
pelKkue nceeaoxenesbl (CTpesika)




enaTtouennronapHas aaeHoma

B -kaTeHuH -akTusmuposaHHasa [LIA:
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»  CUnbHAs U AUPEY3HAS CBEPXIKCMPeccUs rMFOTAMUHCUHTETA3bI, KOHTPACTUPYHOLLAS C HOPMATTbHBIM YPOBHEM
3KCMpeccun B LIGHTpUNOBYNApHLIX renaToumTax (cTpesika) Heonyxosieso neveHu.
» Habnronaetcs abeppaHTHAS LMTOMNA3MATUYECKAS U HYKIleapHas SKCnpeccus B-KaTeHUHa B OMyXoneBbIX renaroumTax




"enaTtouennronapHas aaeHoma

BocnanutenbHas NlA:

“BocnanutenbHaa LA, Takxe n3BecTHas Kak TeneaHruakTatuyeckas aaeHoma, coctasnset bonee
NONoBUHbLI cnyyaes MLIA;

=XapakTepu3yeTcs NOBLIWeHHOU 3KCnpeccuen 6esikos, CBA3aHHBIX C BOCMASIeHUEM, TaKUX Kak
amunoua A (SAA) u C-peaktusHbIM 6enok (CRP), kak Ha yposHe MPHK, Tak 1 Ha yposHe 6enka;

=Okono 607% 3Tux aaeHomM umeroT myTtaumm gpl130;
B 10% BocnanutenbHbix MLLA myTauum p-kateHUHa covetaroTcsa ¢ myTtaumen gpl30;
*bOMLWUHCTBO NALUMEHTOB C NOATUMOM = XEHLUUHBI;
*OxupeHue n xuposbie 3a6051eBaHUS NeYeHU Hepeaku;

B 507 cnyuaes cb1BopoTOYHbIE YpoBHU CPB nosbIweHsr, CO3 nosbIlweHa, B peAKUX crlyyasx, B
CBS3U C JIMXOPAAKOU U GHEeMUEeU, 3TU NPU3HAKU MOTYT perpecCUpoBaTth Nocne pesekumu;

=Y3enKku MOTYT 6bITb eAUHUYHBIMU UNTU MHOXXECTBEHHBIMU.



"enaTtouennronapHas aaeHoma

BocnanutenbHas NlA:

ml uctonoruvecku socnanutenbHas NLLA 06bI4HO XapakTepu3yeTcs 04aroBbIM UNU AUMDEPY3HLIM
BOCMAseHneM, aunaraumen CUHyYCcouaos, MHOrOUYUCTIEHHBIMU TOSICTOCTEHHBIMU apTepusmu,
nexawmmm B HebonblIOM KONUYecTBe COeAUHUTESIbHOU TKAHU;

mB0O3MOXeH o4yarosbIiu CTeaTos;

m/IMMYHOrUCTOXUMUECKU BISABMAETCS CUNBHYHO 3Kcnpeccuto SAA u CPb B onyxonesbix
renaroumTax;

mMuKpoy3enku Takxe MoryT 6bITb O6HAPYXeHbI NyTem MMMYHOOKpalwmeaHua Ha SAA v CRP B
napeHXume neyveHu, BHe OCHOBHBIX OMyXOseW;

mCyLlecTByeT pUCK 3/TOKAYeCTBEHHOW TpaHCPOpMaLUuU, 0CobeHHO B crlydasx, Koraa P-kaTeHuH
TaKXe aBNaeTCs MyTAHTHBIM.



[enaTtouennronapHas aaeHoma

BocnanutenbHasa M4A:

BbrpaxxeHHas aunaraumsa cUHYCOUAO0B, BOCNANUTESIbHbIE
WHMPUNLTPATLI (3BE3A04YKU) U TONCTOCTEHHYHO apTepuro
(cTpenka).




enaTtouennronapHas aaeHoma

BocnanutenbHas NlA:

TTnoxo onpenensemsie rpaHULIbI CUnbHO BbIpAXeHHas 3Kcnpeccus SAA
onyxonu (cTpesnku) OMyXOJsieBbIMU renatoumMTamu, YeTko
OTrpaHUYeH OT HOPMAsIbHOWN TKAHU
neyeHu (cTpenkm).




[[enaTtouennionapHas aaeHoma
Hexnaccugpuuupyemas NLIA:

m [LlA 6e3 oTnnuUuTenbHbIX MMCTONOrMYEcKUX NPU3HAKOB U 6e3 U3BEeCTHBIX
myTaumii coctaenarot <10% Bcex cryvaes.




"enaTtouennronapHas aaeHoma

Knaccugpukauua N1A no reHotuny u geHotuny:

leHeTuyeckas NpeapacnoNoOXeHHOCTb U Kn OcHoBHLIE KNUHUKO-MaTosIoru4eckme
(PAKTOpLI pUCKa accupuralna XapaKTepuUcTUKm
L-FABP: HeratusHas
Mytaumsa 1,4-HNF-1a
CaxapHbi auabetr MODY3 1,4-HNF-1a- YKeHWmHLL
uHakTueuposaHHas MNJA —>  BobIpaxeHsbIiA cTeaTos
35-40% ApeHomartos
MyTauma CYP1B1
FC: nosuTueHas
P-KaTeHWH: No3UTUBHAA
P-kaTeHuH- MyX4YnHbI
akTusuposaHHasa MIA - Lutonoruyeckme aHomanum
10-15% O6pasosaHue ncesnoxenes

SAA/CPb: noswmal-laa]

B-KaTeHWUH- KeHwwuHbI U MYXUUHED
aKTUBMpOBaHHaa LA BocnanurenbHbvi UHPUNbLTPAT

10-15% ToHKOCTeHHbIEe apTepuu

Ounartauusa cuHycouaos

TTpuem opanbHbIX KOHTpaLEnTUBOB

FnukoreHo3sb:

OxupeHue
AnKoronb

Hexnaccugpuuupyemas 10%




"enaTtouennronapHas aaeHoma

M'ucTonoruyeckue nposeneHus pasnuyHsix noatunos LA:

Macronoruveckoe 1,4-HNF-1a- p-KaTeHUH- BocnanurtenbHas lNUA (a) Heknaccugpuuupyemas N1A
npossneHue UHakTueuposaHHas MNJA akTusuposaHHas MNJA
Creatos YacTo +++ - Ot - po ++ +/-
Peako +
OueHb peako -
HAvanarauua cuHycoupos, Ot-po+ Ot - pno +/- OT1 - po +++ Ot - po ++
nenuos
TTpoTtokoeaa peakums - - Ot +/- po +++ -
ToncrocTteHHbIEe apTepum - = Ot + po ++ Ot - po +/-
BocnanurtensHaa peakuus Ot - po +/- = OT + po +++ -/+
Llutonoruueckue aHomanum - + - (b) -
PemonenuposaHue (Hekpos, Ot - po +/- Ot - po +/- Ot - po ++ Ot - po +/-

KpoBousnuaHua, ¢pubpos)

-, OTCYTCTBYeT, +, CNA6bIN; ++, YMEPeHHbLIW; +++, BLIPAKEHHbI;
a - BO3MOXHO Hanuume mytauum p-kaTeHuUHa; b - oxuaaemo npu mytaumm P-KaTeHUHa;




[enatouennionapHas aaeHoma

UMMyHOrucToXumudyeckme npossrieHUs passiMYHbLIX NOATUNOB
MlA:

MicTtonoruveckoe 1,4-HNF-1a- p-KaTeHUH- BocnanurtensHas lNA (a) Heknaccuguuupyemas MNIA
npossneHue UHaKTUBUposaHHas M1A akTusuposaHHas MNlA
L-FABP (c) - + + +
FnytamuH-cuHretasa (d) - + - (b) -
p-kaTeHuH = + - (b) -
SAA/CPE (e) - = Ot + DO +++ _

-, OTCYTCTBYET; +, CNA6LIN; ++, YMEPEeHHBIN, +++, BLIPAXEHHbIW;

a - BO3MOXHO Hanuuue mytauum p-kateHuHa; b - oxuaaemo npu mytaumm P-kateHUHa; ¢ - B Hopme
3KcnpeccupyeTcs B neveHu; d - rNyTamuH CUHTETA3a MHOMAA SKCMpeccupyeTcs Ha nepugepun U BOKpyr
BeH nrobowi MLLA 6e3 myTaumm P-kaTeHUHa; e - peAKO BbIpAXaeTcs TONbKO OAUH; MHOTAa 06a MOTyT 6bITb
CBEpX3KCMpPecCUpOBAHBL B HEOMYXONeBOU MeYeHU Kak obliee BocnanutenbHoe AeicTeume.




AuppepeHumanbHas auarHocTuka NLA u OYT:
Mopcponorudyeckue npossneHus:

TTpusHak Ouarosas ysnosas runepnnasus lFenatouenntonapHas aaeHoma
Kancyna OrtcyTcTeyet MoxeT npucyTcTeoBaTh
Yucno O6bIYHO OAVHOYHBIE, UHOTAQ MHOXeCTBEeHHbIE EavHUYHbIE U MHOXeCTBeHHbIe
>10 apeHomato3
LleHTpanbHeIA pybeut TTpucyTcTeyer OtcyTcTByet
KposousnusaHusa unu Hekpos Penko PacnpocTtpaHeHbl B 60NbLUIMHCTBE MOATUNOB
TTapeHxuma Y3noBas ¢ pUbpo3HLIMU NeperopoaKamu OpHopoaHas
XKenub OG6bIuHO OTCyTCBYET MoxeT npucyTcTeoBaTh
Crearos TTepemeHHO, 06bIYHO He BbIPaAXEH Haubonee sbipaxeH npu 1,4-HNF-1a-

WHaKTUBUpoBaHHas MLIA

TIpotokosasa peakuus

TTpucyTcTByeT, 06bIYHO BbIpaXeHa

HPMCYTCTByeT B BOCNANUTESIbHOM noatune

MexaonbkosbIe XenuyHbie NpOTOKU

OTCyTCTBYHOT, KpOME Mepugpepun

OTCyTCTBYHOT, KpOME Mepupepun

Cocyaur

AbeppaHTHbIE apTepUOobl C MUOUHTUMAIIbHBIM
yTOJLEHUeM NpUCYTCTBYHOT B (PUBPO3HOU cTpome

«Tonbre» apTepuorns 6e3 XenYHbLIX NPOTOKOB
CONPOBOXAAFOTCA CKYAHOW CTPOMOW

TTeueHouHbIE 6anKU

TonwwuHa 1-3 knetku, peako Ao 5

TonwuHa 1-3 knetku

Knetku Kynopepa

TTpucyTtcteyrot

KonuyecTtBo CHUXeHa unu OTCYTCTBYHOT

SlnepHas atunua

TUNUYHO He npeacTaes1ieHo, HO MOXeT 6bITb

OTcyTCcTBYET UNU MUHUMASTBHA

SlpepHo - UMTONNAG3MATUYECKOE OTHOLWeHue HopmanbHoe HopmanbHoe
SppLIwku PaznuyHbIe PaznuyHbre
Murtoser OTcyTcTeytoT OtcyTtcTytoT




AuppepeHumanbHaa amarHoctuka LA u OYT:
UmmyHoructoxummudeckme npossrieHms:

TTpusHax

Ouaroeas y3noeasa runepniasua

"enaTtouenntonapHas aneHoma

CD34+ sHpoTenuu cuHycoupos

MoxeT 6bITb NONOXUTESIbHBIU, HO
yalle HeOAHOPOAHBIU

YacTo NonoXuTtenbHbIN,
HeOAHOPOAHBIN UNU AUPXPY3HBIN

I‘.ny'ramar -CUHTEeTas3a

«KaptonoaobHoe» okpalwmeaHue

PasHoobpa3Ho, 06bI4HO
nepuBeHO3HOe OKpalMnBaHUe

SAA JlokanbHO, B OCHOBHOM TTonoxurtenbHo B
oTCyTCTBYET BOCNANUTENbHOM noaTUNe
p-KaTeHuH OTcyTcTByeT TTonoxutensHO Npu HaNUYUU

MyTaLmU




AfeHoMa BHYTpUNeYeHOUYHLIX XeNYHLIX MPOTOKOB
TTatomopgponoruyeckue npossneHus:

mKak npasuno,npeacrasnseT us cebs maneHbkun ysen Ao 2 CMm;
m [BepAbIn, Cepo-6enbIn, XOpoLwo OrpaHUYeH;
mMoxeT 6bITb eAUHUYHBIM U MHOXECTBEHHBIM;

mTpOTOKU UMeHOT Kpyrible O4epTaHUS U BBICTIAHBL Kybuyeckum
ANuTenmem 6e3 MMTOTUYECKOU AKTUBHOCTU,

mKenuu HeT, a NPOTOKU He CBA3bIBAFOTCA C XeJIYHbIM AepPeBOM,

m/IMMYHOTUCTOXUMUYECKU NPODPUNL MOXOXK HA HOPpMASbHbIE
XeSYHbIe MPOTOKM.




AfeHOMAa BHYTpUMNEYeHOYHBLIX Xen4YHbIX NPOTOKOB
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OaHOpoaHbIe Kpyriible NPOTOKU B HE6ObLIOM
Konu4yecTBe PUOPO3HOUN CTPOMbI




LiuctaneHoma BHyTpUneuYeHOUHbIX XKenUYHbIX
NPOTOKOB

Makpockonuyecku:

mlTpeactasnset us ceba b-15-caHTUMeTpOBbIE MHOFO9YEeUCThIE LUMCTAAEHOMBL C MaAKOU Unum
cnerka TpabekynMpoBaHHOW BHYTpeHHeu NOBepXHOCTbHO;

mLlucTaneHomMbI OTHOCUTENbHO HEMHOrOUUCIEHHBI, HO UMErOT TeHAEeHUUIO 6bITb 60bLLMX
PA3Mepos;

mCopaepXaT XMUAKOCTb pa3fIMYHOrO XapakTepa, BKIHoUas CeposHyro, CIU3UCTYHO, XenNaTUHOBYHO,
WHOrAa remopparmuyeckyro Unu aaxe rHOMHYHo;

mHUKakou cBa3mu Mexay LUUCTAAEHOMOMU U XKeNYHbIM AepeBOM HerT;

mHanuuume 60nblWKUX NONUNOBUAHBIX BEICTYNOB UMM TBEPAbIX MACC B CTEeHKe LUCTaAESHOMbI
HABOAUT Ha MbICSb 06 aaeHOKapLUuHOMe.




LiuctaneHoma BHyTpUneuYeHOUHbIX XKenUYHbIX
NPOTOKOB
Mukpockonuyecku:

mBbICTNAHBI OAHUM CNOem MYLIMHO3HBIX 3MUTENUAnbHBIX KNeToK, U MOryT
NPUCYTCTBOBATb Hebonblume NanunngapHbie nyyku;

mOnuTenmanbHeIe aapa 6asanbHO pacnonoxeHsl 6e3 MUTOTUYECKOU AKTUBHOCTU;

mY XeHLWuH no CylweCTtey BCeraa Ce43aHbl C KNNETOYHbIM ME3EHXUMAJTbHBIM
KOMMNOHEHTOM, HANOMUHAROWUM CTPOMY AUYHUKA.

B cTeHke uncTaaaeHOMBI MOXeT NPUCYTCTBOBATH KaNbLUMUPUKALUA UNU pybLIOBAA TKAHb;

mSaepHbIV NNeoMopPU3M, NOTepsa NONAPHOCTU, PUTYPLI MUTO3A U MHOTOCITOUHOCTD
3NUTENUa, MOTyT NMPUCYTCTBOBATb U NPeAnONarakoT NOBbIWEHHLIN PUCK
3/10KA4eCTBEHHOW TPaHCPOpMaLIUu;

m/IMMYHOTUCTOXUMUYECKU OTMeUaroT Hanuume KepatuHa, CEA
(KaHLLepO3MBPUOHAIbHBIU GHTUMEH).




LiuctaneHoma BHyTpUNeYeHOUHLIX XeSTYHbLIX

NpOTOKOB
Muxpocnonmuecm :

Onyxonb BbICTNAHA KybUYecKkum anutenmem.
CTpoma HaNOMUHAET CTPOMY AUYHUKA




TTanunnomatos BHyTpUNeYeHOUHLIX KeNYHLIX

npotokoe (6UNUapHsLIU NANUNNOMATO3)
OnpeaeneHue:

BunuapHeiv nanunnomaros (bTT) — peakoe 3aboneeaHue, KOTOpoe
XApAaKTepu3yeTcs paspactTaHUem KneToK 3nmUTenmus BHyTpUneyeHoUHbIX U
BHerneYeHOYHbIX XeNYHbIX NPOTOKOB C (POPMUPOBAHUEM NANUNNSPHBIX

BbIPOCTOB, 3AMONIHAFOLWMUX NPOCBET NPOTOKA U NPenaTCTBYHOWMX OTTOKY Xenuu.



TTanunnomatos BHyTpUNeYeHOUHLIX KeNYHLIX
npotokoe (6UNUapHsLIU NANUNNOMATO3)

Mopponoruvyeckue npossneHus:

mMakpockonuuecku BTT xapakTepusyerca Hanuumem B NpOCBETAX Xen4eBbIBOAALMX NyTen
PLIXJIbIX KPOLIALUMXCSA TKAHEBbIX MACC XenTOBATO-Ceporo LBeTa;

mMukpockonuyecku B NpocBeTe XenYHbIX NMPOTOKOB BLISBNAFOTCAS MHOXECTBeHHbIe,
becnopaaoYHO pacnosioxeHHbIe NanunnapHoie 06pa3oBaHUs, COCTOSWME U3 TOHKOU, XOpOLLO
BACKY19pU3UPOBAHHOU COEAUHUTENbHOTKAHHOW OCHOBbLI, BLICTNIGAHHOW 3MUTENUANbHBIMU
KNeTKamu;

B npomexyTkax mexay nanunnsapHbIMU CTPYKTYPAMU MOTYT MPUCYTCTBOBATb CKOMMEHUS CIU3M,
CNyLeHHbIe KNeTKU 3NUTeNma U KNeTku BOCNAanuTesbHoro UHpUbTpaTa;

mTTpy HAMUUUU O6CTPYKLIMU XKeMUHBIX NPOTOKOB MOXHO YBUAETb KAPpTUHY AUNIATALUMU UX
NpOCBeTOB.




TTanunnomatos BHyTpUNeYeHOUHLIX KeNYHLIX
npotokoe (6UNUapHsLIU NANUNNOMATO3)
Mopponoruveckue npossneHus:

m1T0 UMMYHOEHOTUNY 3NUTENUASBHBIX KNeTOK BbIAeNaroT YeTbipe Tuna BTT:
NAHKPeaTobUNUAPHBIN, KULIEYHBIW, XeNyAOUYHbIA U OHKOLIMTAPHLIW;

mKnetku naHkpeaTtobunuapHoro ummyHogeHotuna sxkcnpeccupyrotr MUCI, HO HeraTtueHbL NO
MUC2;

mKnetku kuweyHoro geHotuna sxkcnpeccupyrotr MUC2 u MUCSAC, Ho HeraTtusHbr no MUCT;

mKneTku xenyaouHoro geHoTuna HanoOMUHAKOT KNETKU (POBEOSSPHOro 3NuUTenus
nUNopuYeckux xenes, oHu sakcnpeccupyrot MUC5AC, Ho HeratueHbr no MUCT u MUCZ;

mKneTku oHkouutapHoro ummyHogeHotuna Hapsay ¢ MUCSAC moryT skcnpeccupoBaTb Kak
MUCI, Tak u MUCZ;

mYallle Bcero BCcTpeyvaeTca NaHKpeatobunmapHbeIv (eHOTUN, pexe — OHKOUUTAPHBIN.



TTanunnomatos BHyTpUNeYeHOUHLIX KeNYHLIX

npotokoe (6UNUapHsLIU NANUNNOMATO3)
Mopponoruveckue npossneHus:

mTTo BLIPAXEHHOCTU AUCNNA3UU U FNybuHe MHBA3UUM BbIAENAOT YeTbIpe CTaauu 3abonesaHms:
cnabyro, ymepeHHOBBLIPAKEHHYHO U BLIPAXXEHHYHO AUCMNA3UIO U BHYTPUMNPOTOKOBYHO
XONAHMUOKAPLIUHOMY;

mCna6oBbIpaxeHHas AUCNNA3UA NPOSBNAETCAS B HEKOTOPOW ATUMUU KNETOYHBIX 94ep U Hanuuum
YUYACTKOB UX MHOrOpAAHOCTU;

mTTpu ymepeHHOBLIpaXXeHHOU AUCNNAG3UU SBIEHUS ATUMUU KNETOYHBIX 94ep U UX
MHOTOpPSAHOCTb YCUNUBAFOTCA, NOABNAFOTCA KPUOPO3HbIE CTPYKTYpLI;

mBbIpaxeHHaa aucnnasua xapaktepusyetcsa TKenou a4epHoOU aTunmen, rmnepxpomment m
NS1eOMOPPUIMOM a4ep, NOABNAHOTCA ATUNMUYHBIE MUTO3bL, OAHAKO HeT KapTUH UHBA3UBHOMO
pocCTa. Ta CTAAUA MOXeT 6bITb OXapaKTepU3OoBaHa Kaxk KapuuHoma in situ.



TTanunnomatos BHyTpUNeYeHOUHLIX KeNYHLIX

npoTokoe (6UNUapHsLIU NANUNNOMATO3)
Mopgonoruyeckue npossneHus:

b
-

TTanunnapHeIMU paspacTaHUIMU BUNUAPHOTro 3NUTenumA.
Mnepnnasma nepubUnUapHLIX xenes




