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q CMH.quM Kpy3oHa

YyacTtoTa : 1 criy4dau Ha 100 000

Koo no MKB-10
Q75.1 KpaHnodaumanbHbIN

binonHuna lNuyyrmHa 3.H. 5 rp. nev AN30CTO3



Knaccuyeckuun tun cuHigpoma Kpy3oHa

e 00ycroBneH mytaunamm reHa FGFR2, pacrnoroeHHoro Ha 10
Xpomocome

* 3TO reH - KogmpyroLwmnm aMmmMHOKUCIIOTHYIO NOCNeaoBaTEeNIbHOCTb
peuenTopa K doaktopy pocta donbpobnacTtos Tuna 2.

*YTO NPMUBOAUT K HeEPETNHO-JIMLEBOMY AN30CTO3Y

* [lommnmo cnHgpoma KpysoHa, mytaunm FGFR2 MoryT ObITb
npuymnHom cuHapomoB Anepa, Cetpe-YHoT3eHa, bupa-
CTtmnBeHcoHa, lNdanddepa n MHOrMX gpyrux naTtosiornm.



CuHapom Kpy30oHa C YepHbIM aKaHTO30M

myTaumamu reHa FGFR3, nokanmn3osaHHOro Ha 4 xpomocome.

MpoAYyKTOM ero 3KCNPeccun TaKkKe ABNAETCA peuenTtop K ¢akTopy
pocta ¢ubpobnactos, TonbKo 3 TMNaA. NaToreHes 3abonesaHuA
NPaKTUYECKU He OTNIMYAETCA OT KNacCMYeckoro BapuaHTta. MameHeHun
NMUA 1 Yepena, 04HAKO K HUM NPUCOEAMHAKOTCA MMNepKeparTos
Pa3/IMYHbIX YY4aCTKOB KOXU U aKaHTO3, Hepeako HabnwpatoTca
MHOTOYUC/NEHHbIE POAUHKW.






3apacTaHue LWBOB Mpu AaHHOM CUHOPOME MOTyT NPOUCXOONTD :
* Ha cTagmMn aMbproHarnbHOro pa3BuUTUS;

* Ha MNEPBOM oAy XM3HU MarnbILWwa;

e ONKe K 3-M rogam;

e 10 10-rieTHero Bo3pacrTa.

OT 1 roga oo 2 netT o6beM MO3roBoro Yepena ytpamBaertcs, a o 5
neT gocturaet 3/4 obbema Yyepena B3poCcnoro Yernoseka.

B HopmMme OKOCTEHEHME LLIBOB Yepena HacTynaeT 26-45 rogam.
PegKo LWBbl COXPaHAKTCA HA NPOTSXKEHUN BCEWU XKU3HWN, HAnpumep
y dounocoda KaHta — o 80 ner.



CAMITOMDI

« KpaHnocnHocTo3 (N0 BEHEYHOMY UIn

CTpenoBUaHOMY LLBY)

[Mneptenopuam, ak3odtanbm, HUCTArv

HOC MO TUMNY «KoBa nonyrasa»

nedektol HeDa, rmnonnasnsa BepxXHeun YentocTu

HMU3KOE pacrosioXeHne CriyxoBoro

npoxoaa

Horga: cuHoakTunus, atpesns xoaH, rmapouedanms
XapaKTepHO HEMMHYeMOe nporpeccmpoBaHmne
3aboneBaHuns, B 061acTn CPOCLUNXCS KOCTEW Yeperna Takxke

MOTyT 06pa30BbIBATLCHA 3K30CTO3bI.
Pacxogsiieecs kocornasue, rnyxota, cygoporu

Pa3sutne aHomanum ApHonbga — Knapu — onyuwieHme MmyuHaanuH
MoO3XeudKka B 6bonbLuoe 3aTbIfTIOYHOE OTBEPCTUE CO CAABMMBAHUEM
npoaonroeBaToro Mo3sra.




* KpaHNOCUHOCTO3 —
PaHHEE 3aKpbITUE YEPEMHbIX
LLIBOB.

dopMbil:

 ckadhouedanmna — paHHee
cpalleHne carmTrarnbHOro
LLIBaA

* Dpaxuuedanma — paHHee
cpalleHmne BEHEYHOIO U
namoagoBMAOHOO LBOB,

* TPUroHoueganmua — paHHee
cpalleHne MeTonnyecknx
LLIBOB, XapaKTepusyoLlieecsd
TPEeyYrosfibHbIM
BblINsA4YnBaHWEM Yepena B
obnactu nda




AHOoManuAa ApHonbaa-Kuapm

Y
CHpHHIOMHENHYeCcKan Kucra ITnHuA YembDepnexa



OVNATHOCTW

Pel#feHorpadus ykaxeT Ha
cTaauto 3apalleHuns
nsamo00BMAOHOrO, KOPOHAPHOIO U
carmttanbHOro WweoB. Kpome Toro,
OaHHbIN MEeTOd NOMOraeT
OOHapPYXUTb YMEHbLUEHNE
napaHasanbHbIX CUHYCOB, MPU3HAKW
basnnsapHoro kKMdoaa,
PaACLLUNPEHHYIO TMMOMU3aPHYHo
AMKY, HENMPaBUIbHYO popmy
rmasHuL.




KomnbetoTepHaa Tomorpadpua unu MPT nogreepXgaeTt Takme npu3HaKku:

s aTpe3ns;
* CY>KEHWE BHELLHErO CNyX0BOro KaHana;

» nedoopmaumsa Kamep COCLIEBUOHOIO OTPOCTKA U CTPEMEHN;

e OTCYTCTBUNE BDapabaHHOW MNoMoCTy;

* aHKMI103 MONOTOYK3;

* HApYLLUEHWE Pa3BUTUA NEPUOCTAlIbHOIO y4acTKka ffabupuHTa.

[eHeTnyeckoe TeCTUpoBaHME NO3BONSET NOEHTUDOULMPOBATL MyTaLMIO
M JOCTOBEPHO NOATBEPAUTL Hann4ue cmHapoma KpysoHa, a Takke
OLIEHUTb PUCK POXOEHNA B CEMbE APYrNX AETEN C aHANOMMYHbIM
3aboreBaHMeEM UK ero nepegaym no HacreacTay.



JleueHue cuHgpoma Kpy3oHa
KPARHWNOITJTACTNKA

* XMpYprnyeckmn 4acTUYHO UCCEeKarT CUHOCTO3MPOBAaHHbIE LLUBLI, @
Takke NCNPaBnsoT NONOoXeHWe rnasHoro sénoka.




* [TogobHoe nevyeHmne ny4lle npPoBoAuTbL B 4-5-NETHEM BO3pacTe.
bnarogaps onepaunmn ncnpaerdeTcsa BEpXHEYENoCcTHas rurnonsasus,
BOCCTaHaBNMBaETCA 3yOHOM psig u yompaeTca ak3odoTanbM (HKHUN
Kpaw rnasHuL, BblaBUraeTcs n yeenminBaeTcya B oobeme). B npouecce
BMeLLaTeNbCTBA A1 YCTaHOBNEHMUS MPUKyca Bpay OUKCUPYET HYENoCTn
cneymaribHbIMU NiacTUHaMmM, KOTopble ByayT craTL TanLrn uanas 1.1 §
Mecsua.




* Ha dooHe cnHapoma Kpy3soHa 4acTo pasBuBaeTcd ruapouedanus.
YT00ObI HOpMann3oBaTb BHYTPUYEPENHOE OaBrneHne,
nponsBoanTCs npoLeaypa
BEHTPUKYNONEPUTOHeAaNnbHOro WyHTnpoBaHnsa. OHa COCTOUT B
MMMaHTaummn B XXenyaodek ronoBHOro Moara noJsioro LWyHTa,
yepes KOTOpbIN N3DbLITOK LiepedpocnnHaNbHOM XUOKOCTH
OTBOAOUTCSA B OPIOLLIHYO NOSIOCTb.

* [1pyrnum ocnoxHeHnem cnHapoma KpysoHa aBnaeTca aHoManums
ApHonbaa-Knapu — gncnokayma MmHganmH Mmo3e4dka B
HanpaBrneHum BonbLLIOro 3aTblTIOMHOIO OTBEPCTUS. B Lensax
KOppeKunn aHomManmm npomn3BogdaT onepauuto rno yBennyeHuo
obbema 3agHen YepenHou AMKW, rae pacnonaratTca CTPYKTYpbI
MO3XKeuKa.



« KoppeKkuuna atpesmm xoaH -ocTeoToMnda no mogmdukauuu Jle
®op Ill, BocCcTaHOBIEHNE HOPMASIBHOIO AbIXaHWS Yy NauneHTa




IlekapcTBeHHas Tepanusa B ne4edbHon cxeme npu cuHapome KpysoHa He

ABNAETCA OCHOBHOW. Tak, lekapcTBa MOryT UCMOMNb30BaTbCA NULLb A4
obrier4yeHusa CoOCTOAHUA nauneHTa.

[MTMPALIETAM, NMAHTOIAM (HoOTpONHbIE CpeacTBa, obnagarT

HenpomeTabonnyecknmm, HEMPONPOTEKTOPHLIMU N HEUPOTPODUYECKNMU
CBOUCTBaMMW)

MaHTOoram
Cupon 100 mr/mn

[onaHTeHoBan KNCNoTa

MupaueTam

HOOTPOMHOE CPEACTBO

kancynol 0.4 r

. &) AKPUXUH







