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Muenomuas 601e3Hb —

[Iporpeccupyroinee, HEOMIACTUYECKOE
3a00JICBAHUE C PA3BUTUEM I1J1a3MOKJIETOYHbBIX
OITyXO0JI€H KOCTHOTO MO3ra U TMIIEPIPOLYKLIHEH
MOHOKJIOHAJIbHOIO UMMYHOI10o0ymmHa (Ig G,
IgA, IgD, IgE) umm 0enka benc-/IxoHca

(CBOOOIHBIX MOHOKJIOHAJIbHBIX JICTKUX LICIICH).



nuoemuonoz2usl MUueaombl:

» IlposiBnsiercst 00bIuHO y Jrozeit ocie 40 ner.
» Cnyuau 3a00eBaHus B Bo3pacTe 10 40 jeT peaku.

» Yacrora MueaoMHOM Oone3Hu cocraniser 3 Ha 100000 HacesneHus B
TOJI.

¢ TIponomxuTenbHOCT YKU3HU 3aBUCUT OT 3JI0KaYE€CTBEHHOCTH
TeyeHUs 3a00JIeBaHUs U B CPEITHEM COCTABJISIET OKOJIO 8 JIET.

DTUOJIOTU

Y 1/3 OonbHBIX HalAEHBI XPOMOCOMHBIE HAPY LIEHUS. AHEYTJIOUINS B
xpomococmax 3,5,7,11,13,19,21,X, tpancnokaums (11,14)(q13;q32)-
OCHOBHas HanbOoJjee crieuupuIHas XpOMOCOMHas aHOMaus. Y OOJIbHbIX
C AaHOMAJIbHBIM KapUOTUIOM MPOTHO3 XyIKE, YEM Y OOJIbHBIX C
HOPMaJIbHBIM KapUOTHUIIOM.



Kainanyeckast kaprtuHa: IHOPAXKEHWE KOCTEM

PazpylieHue KOCTU MpU MUEJIoMe 00y CI0BJIEHO Nposudepaiuei
OITY XOJIEBOI'O KJIOHA U aKTUBALMEN OCTEOKJIACTOB.

[Ipu nuddy3HOM paspacTaHuu OMyXOJEBON KPOBETBOPHOIN TKAHU
HAOJIFOHAETCsI 0CTEOJIH3HC U 0CTE0NOP03 — 0OPA30BAHUE
MIaAKOCTEHHBIX, KaK Obl IITAMITIOBAHHBIX N€(EKTOB 1 PA3BUTHE

NATOJIOTrHYECCKHUX NEPEJIOMOB.

- OnyxoJieBble HHOWIBTPATHI (IKCTPAMENYJUISIPHBIE OYaru) Jalie
MOSIBJISIFOTCS B TIOCKUX KOCTSIX (pedpa, KOCTH ueperna),
IIO3BOHOYHMKE, PEXKe — B TPYyOUaThIX KOCTSIX (IieueBasi, OeqpeHHast
KOCTh). Tena Mmo3BOHKOB YIJIOLIAKOTCS, MPUOOPETAIOT (POPMY PHIOBHX
MMO3BOHKOB, pPOCT O0BHOrO yMeHblnaeTcst. OcenaHue mo3BOHKOB
0Oy CJIOBINBAET MOSIBJICHNE MPU3HAKOB KOMIIPECCUN CITMHHOTO MO3ra.

OnyxosneBbie npoaudepaTbl MOTYT MaJbIUPOBATHCH.



JIN3UC KOCTEHM INPHBOAWT K MOOWIM3ALMH KaJdbluAd W3 KOCTENW U
TUNepKaableMU C PpPa3BUTHEM OCJOXKHEHHHW (TOLIHOTA, pPBOTA,

COHJIMBOCTh, APUTMUM, COTIOPO3HOE COCTOSTHUAE, KOMA).

bonu B koctsax ormedaroTcst moutu y 70% OonbHBIX. Yalie Bcero
JIOKAJIM3YIOTCS B IIO3BOHOYHMKE U pedOpax. Bo3HMKAIOT riaBHbIM
00pa3oM Mpu ABWKEHUHN (B OTJIMYHE OT OOJNeH MpU METacTa3ax

OITy XOJIel B KOCTH, KOTOPBIE Y CUIUBAKOTCS IO HOYAM).
Henpexpalaromuecs J0Kaau30BaHHbIE 00K O0BIYHO yKa3bIBAOT HA
(opMUpOBaHHUE MATONOTUYECKUX MEPETOMOB.







INOPA’KEHMUE IIOYEK

v Muenomuass Hedponatusi. B ocHoBe sewuT  u30BITOYHOE
HAKOIUIEHME B KaHAJIbLIAX U B CTPOME MO3TOBOIO, 4 3aTEM U KOPKOBOTO
BeulecTBa mapanporenHa beHc-/[xoHca, Bemyluee Kk HeDPOCKIEPO3y.
Takye mnoYyky NONYyYWJIM HA3BaHWE  MHEJOMHbIE CMOPIIEHHbIE
MOYKH.

v Hapymenue (QyHKHMH KaHaJblLEeB MPOSIBJsSIETC B BHAE:
HapylLIeHHEe pPeadCcopOLnN 3JIEKTPOJIUTOB, IIFOKO3bI, AMHUHOKHUCIIOT |,
AVICTIPOTENHY PHs]

w KaHanbuesass TOpOTEeMHYpPHUs, XapaKTEPHU3YHOIAsCs  CHIKEHUEM
peadbcopOoumm HE3HAYUTETHbHOTO KOJINYECTBA Oenka,
MpoQUIBTPOBAHHOTO HOPMAJIbHBIMU KJIyOOYKaMU U TIOYTH BECh
TEepsieMbIli 4Yepe3 TMO4YKy O€JIOK MPEeNCTaBlIeH JErKUMU LEMsIMU
MMMY HOTJIOOYJIMHOB.

w CnenctBuemM  rumepkajbllU€eMUH  MOXKET  ObITh  TOSIBJIEHUE
He()pOKaJIbLIMHATOB.



CHH/IPOM IIOBBIIIEHHOM BA3KOCTH KPOBHU

Pa3zBuBaeTcs npu ypoBHE MOHOKJIOHaNbHOTO Oenka IgG wnu IgA Beie
S0r\i. KnuHndecku rnposiBias€TCs KPOBOTOUUBOCTHIO, PETUHOMATUEH C
XapaKTEPHBIMU TNIAMEHEIOLIUMU KPOBOU3JIUSHUSIMU, PACIIMPEHUEM BEH
ceryaTku. MIHOTIA NMOABJISIOTCS HEBPOJOTMYECKUE CUMIOTOMBI: TOJIOBHAS
00JIb, YCTAJIOCTh, HapylueHue 3peHus .Eciin napanporenH o0Jiagaer

CBOMCTBaMU KPUOMIOOYJIMHA, TO pa3BUBaeTcsi cuHapom PeliHo.




HAPYIIEHUE UNMMYHUTETA

Bricokas yacTora OakTepualbHbIX HH(EKIUI B CBI3HU C
rUIOraMMarjao0yIMHeMUEN, CHUKEHUEM MPOAY KLU HOPMAJTbHBIX
AHTUTEJI.

AHEMMWA HOPMOIIMTAPHAA HOPMOXPOMHASA

Pa3Butuio CriocoOOCTBYIOT: YKOPOYEHUE MPOIODKUTEIbHOCTH KU3HU
3pUTpOLUTOB, neduunt Fe BcnencTBre moBbIleHHON KPOBOTOYUBOCTH

[IPU CUHAPOME TUIIEPBI3KOCTH.



JlnuarHocTHKa MHEJIOMHOM 00J1e3HH
Knaccuyeckoi Tpuaaoi CUMITOMOB MUEJIOMHOU OOJIE3HU SIBJISIETCS

1. nnazmouumo3s kocmuozo mozza (oonee 10%)

2. CblBOPOMOYHDBLIL UAU MOYEBOU M-Kkomnonenm

3. ocmeonumuyeckue noepescoenus u (i) oudysnuiii
0CmMeonopo3.

JII/IaFHOS MOXXHO CHUTATh JOCTOBCPHBIM IIPU BBIABICHUHN OBYX

MEPBbIX MPU3HAKOB.

Knunnueckuit ananus nepudepudecKkor KpoBU: PE3KOe U
crabunbHoe yBeauueHue COI (no 80 — 90 mm/4) , aHemus
HOPMOXPOMHOTIO THMa, BO3MOXKHA JIEUKONEHUsI (HEUTPOTICHMS ),

MHOI'’Id B KPOBU MOXHO BBIABHUTE MUCJIOMHBIC KJICTKH.



MuUeI0MHBIE KJICTKH C
KPHUCTATU3UPOBAHHBIM
oenxoMm ben-J/[xoHCca

MuenoMHBIE KICTKH  “TUIaMeHeromue” ((Dy KCHIIbHBIC)

¢ TaapamMu Paccens MUCJIONIHBIC KJIICTKH




MmuesiomHast 00JI€e3Hb JiedeHue: Hanboliee

3¢ (hEeKTUBHA XUMUOMepanus MATOCTAaTUKAMHU B Pa3JIMYHBIX CXeMaX C
TPAHCIUIAHTALIMEN KOCTHOTO MO3ra.

MHOXeCTBEHHas: MUEJIOMa CUMIITOMAaTHYECKOE JICUCHUE: BBEICHUE KUIKOCTEN U
aJIcKBaTHas KOPPEKIIUs TUTIEPKATIbIIUEMUN, aHAJIbI€TUKHA, TEMOCTaTH4YeCKas
Teparusi, OpTolneaArudecKasi IOMOIIb U JICUYCHHUE.

Muenomuas 6one3ub xupypeuueckoe jeyeHue oKa3aHo MPU COTUTAPHON MUEIIOME,
IpU3HAKaX CAaBJICHMS KU3HCHHO BaXKHBIX OpraHoB. B mocnennem ciydae
IPOBOMSIT U XUMHUOTepanuo. [Ipu koMIpeccuy CHUHHOTO MO3Ta HE0OXOIUMO
HEOTJIOXKHOE OMEPATUBHOE JICUCHUE — JTAMUHAIKTOMUS U JICKOMIIPECCHS, TAKKe
Ha3HAYarOT NIFOKOKOPTUKOUIBI M MPOBOJIAT JIYYEBYIO TEPAIIHIO.

Jlyuesas mepanusi npu MHOMCeCMBeHHOU Muelome TTI0Ka3aHa Kak NauIMaTUBHOE
JICYEHUE Y OCJIA0JCHHBIX OOJIbHBIX, IPU MOYEYHON HEJOCTATOYHOCTH U
PE3UCTEHTHOCTH OMYXOJIM K XMMHUOTepanuu. B kauecTBe OCHOBHOTO JICUCHUS
JTYYEBYIO TEPAMMIO UCIIOIB3YIOT MPHU JIOKATBHBIX KOCTHBIX OPAKCHUSX.



Hcnonb30BaHHBIM MaTEpUAL:

1. OxopoxoB A.H ,/luarHoctrka BHYyTPEHHUX OPTraHOB
4 toM, Tox Beimycka 2000r.

2. http://vmede.org/sait/?page=39&1d=Vnutren_
bol struk 2008 stomat&menu=Vnutren_bol
_struk 2008 stomat



