JIEKUIA Ne S

3 Kypcy «[ emaTonoria» Ha Temy:
«Jlemkosun. JleMkemMoigHi peakLii»

Buknapgau Kypcy: aoueHTt Kadeppu
disionorii, imyHonorii i 6ioximii
3 KYPCOM LUBIZIBHOIO 3aXUCTY
Ta meguunHU

lpuroposa Hatana BonogumupiBHa




MN/AH

1. Jlenko3un: etionoris, natoreHes, Knacudikadiis.
2. focTpi nenKkosm.

3. XpOHiYHi nenKo3u.

4. NlenkemoiaHi peakuit.
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1. Jlesiko3u: eTioJiorisi, maToreHes,
KJIacu@ikamis

MaTonoriura nponidepatia Knimun y J1eiAKo3M — Nyx/IMHa, WO NOYNHAETbCA

YepP B OHOMY KICTKOBOMY MO3IKY

BiZ, poAOHa4YaNbHUX (cTOBOYpPOBMX)
KPOBOTBOPHUX KNITUH i3 NEPBUHHUM
YPaXKeHHAM KiCTKOBOro Mo3Ky. B ocHoBI
NIENKO3iB NEXMNTb HEKOHTPO/IbOBAHA
(6e3merkHa) nponidepauis KNiTUH

i3 nopyweHHAM 34ibHOoCTi iX Ao
AnbepeHLitoBaHHA Ta A03PiBaHHA.

J[10 MOX/IMBUX €TIONOTIYHUX PaKTOPIB
JIEMKO3iB BiAHOCATb iOHI3yOuY pajiaLito,
PAL, XIMIYHMX pevyOoBUH, Bipycu. NeBHe
3HAa4YeHHA B PO3BUTKY JIEMKO3iB
Ha4AETbCA FeHETUYHMM haKTopaMm,
CnagKosiu i HaabaHin iIMyHHIN
HeAoCTaTHOCTI, Aii 6a1acToMoreHHUX
meTaboniTis TpuntTodPaHa Ta TUPO3nHa.




Teopii noxo0xceHHA neliKo3is

PagiauiviHa Teopisa. Posb iOHi3ytO4NX BUNPOMIHIOBAHb Y BUHUKHEHHI N€NKO3iB
NoBeJeHa B eKcrnepuMeHTi. AAK oaHopa3oBe (B A03i 2 [p i BMLLE), TaK i XpOHiYHe
(npoTtarom 2-3 micAuiB) onpomiHEHHS NPOMeHAMM PeHTreHa B MasiMx A03axX MOXKe
iHAYKYBaTM N1eMKo3 Y 1abopaTopHUX TBAPUH (MULLI, LLypPK). 3aXBOPOBAHICTb Ha

MIENONENKO3 MiaBULLYBasiacb y MellKaHLiB Xipocimn Ta Haracaku nicaa aToMHOro
BUOYXY, Y PEHTreHONOTrIB i pasionoris.

Teopia ximiyHOro nerkosoreHesy. EkcnepMmeHTanbHO A0BeAeHa

MONMBICTb iIHAYKYBAHHA NENKO3iB Y TBAPWH YBEAEHHAM KaHLEPOreHHMX Ppe4oBUH
(AMmeTnnbeH3aHTpaUeH, MeTUIXONAHTPEH Ta iH.), @ TaKOX meTaboniTis
TpuntodaHa Ta TUPO3nHA. 30iNblUEHHA PU3UKY 3aXBOPIOBAHHA Ha JIEMKO3M
BiAMiYa€EeTbCA Y It0AEN NiCNA TPMBANOr0 KOHTAKTY 3 6eH30/10M i 1eTiounmm
OpPraHiYHMMN PO3YUHHUKAMMU, NiKYBAHHA LUMTOCTAaTUYHMMM NpenapaTtamu
(umknodocdaH, xNo0pbYTUH, MeTOTPEKCaT).




BipycHa Teopifa NOB’A3YE BUHUKHEHHA NENKO3IB i3 aKTUBALLIEID

% (nip, piero papiau,ii i XimivyHMX GaKTOPIB) NATEHTHUX IEMKO30rE€HHUX
BipycCiB. Y TBapuH NenKo3un BUKAMKatoTb PHK-BMmicHI Bipycwy,
OHK-BMiIcHI BipycK, WO BIAHOCATb 40 repnec-Bipycis.
[TMTaHHA NPO PO/ab BiPYCiB Yy MNOXOAXEHHI JIEMKO3IB Y NOANHU

‘ 3a/IMWIAETLCA BIAKPUTUM.

leHeTn4yHa Teopia. [10 BUHUKHEHHSA NIEMKO3iB CXMAAKOTb XBOPOO M,
v LLLO XapaKTepn3ytoTbCA CNOHTAHHMMM PO3PUBAMU XPOMOCOM i
HEepPO3XOAKEHHAM COMaATUYHMX abo cTaTeBUX XpOMOCOM (xBopoba
[ayHa, aHemis PaHKoHI, cnHapomu KnanHdpenbrepa, TepHepa).
Bipomi BunaaKu cimemHux 1eMKO3iB, AOBeAEHa POJib ETHIYHUX
ocobnmBocTen y po3BUTKY Nlimbonenkosy. OTprMMaHi NiHii muwen,
Y SKMX YacTOTa CNOHTaHHUX nenkosis — 100%.




lMamoezeHes neliko3ie

3rigHO MyTaLiMHO-KNOHOBOI TEOPIi MOXOAKEHHA JIEMKO3IB,
NENKO30reHHUN GaKTop BUKANKAE MyTauito (ywKoakeHHs JHK,
NOPYLUEHHSA FEHETUYHOIO KOAY) OAHIEID i3 KNITUH-NonepeaHULb
remonoe3y lI-1ll knacis. Y pe3ynbraTti NOpyLwyeTbCA iHPpOopMaL,is Npo
AineHHA Ta AndepeHUitoBaHHA KNITUH, CNOCTEPIraeTbCa BUXIA, iX

3-Mig KOHTPOJIKO Peryntovmx cCucTem opraHisamy. Lle npussoauTts

[0 HECTPUMHOIO PO3MHOXEHHA NEBHUX PISHOBUAIB KNITUH. TaKUm
YUHOM, NEMKO3HI KNITUHWN, WO CKNaaatoTb cybCcTpaT NyX/IMHKU, ABNAOTb
cob60t0 MOHOKNOHA/IbHE NOTOMCTBO NMOYATKOBO MYTYBABLUOI KJiTUHM

i 36epiratoTb yCi NPUTAMaHHI i 03HaKMW.

IHiuiaTOp NMpomoTop

CTtapil oHKoreHesy

HopmanbHa IHiuivo-

KNiTUHA BaHa
KNniTUHa

PicTt YTBOpEH- PicTt NyXxJivH
3MiHEeHUX HA

KNiTUH NyXJiVH
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Knacudpikayia netlikosie

3a namozeHeMuYHUM NPUHYUNOM, BUXoaA4n 3 ocobamsocrten
MOPPONOriYHOT XapaKTEPUCTUKN NENKO3HUX KNITUH, NTeNKO3U
NOAiNAKTb HA FOCTPi Ta XPOHIiYHI. [lo rocTpux N1eMKo3iB BiAHOCATb
NYX/IMHW 3 MOBHOK 3YNMUHKOIO ANPEPEHLIMOBKN POAOHAYaNbHUX
KPOBOTBOPHMUX KNITUH Ha SIKOMYCb PiBHi A03piBaHHA; cybcTpaT
NYXAMHU CKNagatoTb KNiTnHu I, 111 IV Knacie 3a cy4acHOKO cxemoto
KPOBOTBOPEHHA. Y rpyny XpOoHIYHMUX NeUKO3iB BXOAATb NYXJNHU 3
YACTKOBOI 3aTPUMKOIO A03PiBAHHA KNITUH | HAKONMUYEHHAM KNITUH
NeBHOro CTYreHA 3PisIoCTi.

FocTpun nenkos XpOHi4YHUUN NenKkos



2. locTpi renKosu

[emaTonoriyHa KapTUHA B PO3rOPHYTIN CTaii XBOpobu
XapPaKTEPU3YETLCA KNACMYHOK TPia40H0 — NEMKOLNTO30M, MOABOIO B
KPOBi BE/IMKOI KiNbKOCTi 61aCTHUX KNITUH | TaK 3BaHUM s1eliKemMiyHUM
34A9HHAM, KON B NnepndepnyHin KpoBi nepeBarkatoTb 61aCTHI
KNITUHW, € HEBENMKUI BiACOTOK 3PiINX IEUKOUMTIB | MPAaKTUYHO
BiACYTHI NPOMIXKHI popmm Ao3piBaHHA. BXKe Ha paHHIX cTagiax
XBOPOOU BigMi4atoTbCA HOPMOXPOMHA aHEMIsl Ta TPOMbBOoUUTONEHIA,
PO3BUTOK AKX OOYMOBNEHO NPUTHIYEHHAM HOPMa/ZIbHOTO remornoesy
BHACNiAOK NeMKeMiyHOI TpaHCPOopMaL,ii KPOBOTBOPEHHS.




1) nimgpobnacmHuli;

2) mienobanacmHuli;

3) npomienoyumapHudl;
4) moHobnacmHul;

5) epumpomienos;

6) meaakapiobnacmHu;
7) HedugpepeHyitiosaHud.

Y nopocaunx YacTille 3ycTpivatoTbca MiENOBNACTHUN |

nimeobnactHun, y aiten — nimpobnactHM | HegmndepeHLUinoBaHNI
rocTpi NemKo3n.

'Y 50% [0pOoC/IvX XBOPUX 3 TOCTPUM MieNobnacTHUM nenkosom iy 80%
AiTel 3 roctpum Nimepob1aCcTHMUM IEMKO30M BUABNAOTLCA B1aCTHi

KNITUHW 3 aHOMAJIbHMM KapioTUNOM (aHeynaoiaia, 3miHU CTPYKTYpU
XPOMOCOM).



[ocTpui nimobrnacTHN Nenkos (Kpos).
NMimdpounTn (2) i nimdobnactu (1).
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[ocTpun nimgobnacTHUM Nenkos

(KICTKOBUI MO3OK)



[ocTpun nimobnacTHMin Nenkos (KpoB)



[ocTpun nimobnacTHU NenKo3 (KiCTKOBUI MO30K).
NovyaTkoBa cTagis.




[ocTpui nimpobnacTHUM Nenkos (KiCTKOBUN MO30K).
ToTtanbHa nimgobnacTHa meTtannasig.




[ocTpun mienobnactHu nenkos3 6e3 Ao3piBaHHS
(0o 3 % npomienouuTiB). KicTKOBUIN MO3OK.
[MoyaTkoBa cTagisi. 3epHUCTUK Mienobnact,

nanun4yka Ayepa.




[ocTpuin mienobnacTHM NENKo3 3 A03PiBAHHAM
(noHag 3 % npomienoumTiB). KicTKOBMIA MO3OK.
ToTanbHa mienobnactHa metannasis




[OCTpUn epuUTPOMIENO3 (KICTKOBUIN MO3OK).




[ocTpun eputpobnacTHU NENKO3.

KicTkoBuin Mo3ok. Epntpobnact 4BOpPOCTKOBOT (hOpMM.
MienobnacTt 3 nannykot Ayepa.




[ocTpuin merakapiobrnacTtHMn NENKos,

KICTKOBUI MO3O0K.




KicTKOBUIA MO30K Kpos

[oCcTpun HeagudepeHuinoBaH
Nnemnkoas.

MopdonoriyHum cybcTpaToM rocTporo HeandepeHLiioBaHOTO NeKoay

e knituHwn ll-1ll knacie 3a cy4acHoOK CXeMOK KPpOBOTBOPEHHSA, MOPOSIOriYyHO
BOHUM HaragytoTb niMmgodnacTu, ane BigpPi3HAKTLCS LUTOXIMIYHOO
IHTAKTHICTIO.



[oCcTpuin HegudepeHUinOBaHNN NENKO3.
KicTkoBMM MO30K, aTUNOBI KNITUHMN.




MopdoosnoridyHuin BapiaHT rocTporo HeaudepeHuinoBaHoro
neunkoay (KIiCTKOBUM MO3OK).



Knacndikauito XpOHIYHUX NEMKO3IB MOXKHA NpeacTaBuUTu
HACTYMHUM YAHOM:

1) XpoHiyHUU Mi€noneliKos;

2) XPOHIYHUU MOHOUUMApHUU nelKo3;

3) epumpemis;

4) xpoHiYHul nimeoneliKos;

5) mienomHa xeopoba;

6) makpoznobyniHemisa BanboeHcmpema.



Mpn XPOHIYHOMY MIENONIEINKO3I B ieiKorpami 36inbLUYETbCA
KiJIbKiCTb HEMTPOGINIbHUX TPAHY/IOUNTIB — METaMIENOLMUTIB,
NANNYKOAAEPHUX, CETMEHTOAAEPHUX — i3 3pYLUEHHAM BANiBO A0
MIE€ENOUMNTIB Ta OAMHUYHUX MienobnacTis. MoXKamBe NiaBULLLEHHSA
KinbKocCTi eo3nHoiniB i 6asodinis (eo3nHodinbHUI | 6a30PiNnbHUN
NenKkoumTos). Y TMNoBUX BUNaaKax BUABIAETbCA aHOMA/IbHA
(i3 BKOpoYeHUM A0BrMm naevyem) Tak 3BaHa ginadensvpilicoka
(Ph’) xpomocoma y BCiX MIENOTAHUX KNITUHAX, 3@ BUKIHOYEHHAM
T-nimdoumTiB. Y TepmiHanbHinN cTagii Hactae 6s1acmHa Kpus3a,
KOJIN Pi3KO 3PpOCTAE BMICT 61ACTHUX KNITUH Mi€EN0BNACTIB, NOTIM
HeandepeHuinoBaHMx baacTis.

XPOHIYHUA
MI€ENONENKOo3:
brnacTtHa Kkpusa.




XPOHIYHUI Mienonenkos: masku Kposi (A, b).
Mienobnacrt, npomienounT, MienoUnUTU, METAMIENOLMUTH,
Y CermeHTosAepHi N nannykoagepHi HeutTpodinu.




XpOHiYHMN MienounTapHUn NemKos (KpoB).
Hentpodinu Ha pisHUX cTapiax Ao3piBaHHA.




XPOHIYHUMN MiENOLUTAPHUN NENKO3,
€03UHO(iNbHUKU BapiaHT (KiCTKOBUA MO3OK).




XPOHiYHUN MienounTapHUN NemnKkos, o0asodinibHUN
BapiaHT (KicTkKoBMX MO30K). PosropHyTa cTtagisi.




XpPOHiYHMK MienounTapHUN NemKos, 6aszodinbHUN
BapiaHT (KicTkoBuUi M0o30K). CTagia Kpusy 6nacTHuX
KNiTUH.




XpOHIYHUN nimdonenKos xapaktepmnsyerbea NimboLUTO30M
b» 80-98% nimpounTiB NepeBarxkHO 3piAux (HanyacTiwe TpanaseTbCA
b B-nimdoumtapHUiM BapiaHT N1enKo3y), ane € OAMHUYHI NpoaimbouunTH
i nimdobnactn. Baxknmea o3HaKa — noaBa miHel lymnpexma
(po3gaBneHHs Npy NPUrOTyBaHHI Ma3KiB HEMOBHOLUHHUX NliMpOLUTIB).

XpOHi4YHUM nimcounTapHUKN NEenKos (KpoB).
TiHi l'ymnpexTa.



XpoHiuyHuK nimcdounTapHUM Nemko3s (KiCTKOBUU MO30K).
ToTanbHa nimdoigHa meTannasis.




XPOHIYHUN MUENOMOHOLMTAPHUN NENKO3.
Ma3skun kposi (A, b)




Eputpemis (cnpasxHa noniuntemisa, xeopoba Bakesa) mae
BiAHOCHO A0b6poaKicHMN nepebir. OCHOBHUIM cybCcTPAT NYX/IUHU —
epUTPOLIUTN.

KapTnHa nepmndepuryHoi KpoBi: KinbKicTb eputpoumTie — 6-12 x 1012/,
, piBeHb remornobiHy — 160-200 r/n, NOKa3HUK reMaToKpUTy —
%&_f 60-80%, piBeHb EPUTPONOETMHY B KPOBI Ta CeYi MOHMMKEHUN,
3 € NenKo- i TpombounTos, 3ameHwyetbea LLUOE, nigBmuyeTbCs
B’A3KiCTb KPOBi. BaX/aMBa AiarHOCTMYHA O3HaKa — 36inblIEeHHS
MacCu LUMPKYJOIOUYUX EPUTPOLUTIB.




MienomHa xBopoba, abo MHOXKMHHA mienoma, 3acTapine —
XBopo6a PycTuubkoro-Kanepa, nnasmoumntoma, n1asMmoKNiTUHHA

Mi€ENOMA — 3aXBOPIOBAHHA, LLLO XapPaKTEPU3YETLCA NYX/IMHHUM
PO3POCTAHHAM NJIa3MATUYHUX KNITUH (B-KNiTUH) KICTKOBOro MO3Ky.
3axBOPIOBAHHA TPUBA/IMN YAC MOXKE HE BUKAMKATU CKapT,
CYynpOBOAKYHOUYUCH BNPOAO0BK POKiB nnte niasmweHnm LLOE.

Y noganbwiomy MOXYTb 3'ABUTUCA CKApru Ha 3aranbHy CNabKicTb,
CXYAHEHHA, Binb y KicTKax. PeHTreHoNoriYHO BUABAAIOTb OOMeEKeHi
AiNAHKU PO3PiarKEeHHA KiICTKOBOI TKAHUHM, 0COBNMBO Y NJTIOCKUX
KiCTKax yepena, rpyaHuUHK, pebpax Ta Ta3y. Y NisHiwin ctagii
YPaXKEeHHSA KiCTOK MOXXe YCKAaAHUTUCA nepenomamu pebep, xpebra.
Y BCiX XBOPMX NO Mipi NporpecyBaHHA XBOPOOU PO3BMBAETHCA aHEMIA,
NPUYOMY NMPAMOI 3a1EXHOCTI MiXK 1 CTYreHem Ta Be/IMYNUHOIO
KICTKOBUX YparKkeHb HeMa€E. MoXK/1MBa NENKONEHIA.

Y cupoBaTLi KpoBi 30iNblLUEHUI BMICT 3aranbHoOro binka go

100-120 r/n 3a paxyHOK NOSAABU KPYMHOANCNEPCHOro napanpoTeiny,
§ ) AKNM BMpO6J‘Iﬂ€TbCﬂ NNA3MaTUYHUMN KNiTHamu. Llen 6inok moxke
| |BUAINATUCA i3 ceveto (6inok beHc-xcoHca).

Cepmo3He YCK/NIaAHEHHA XBOPOOU — ypaXKeHHA HUPOK (mMiesnomHa
HUPKA, aminoioos).



b

MienomHa xBopoO6a




MakpornobyniHemia BanbgeHcTpema — ogHa 3 popm 310AKiCHUX
MOHOKNOHAa/IbHUX raMMmanaTil, Lo CYyNnPOBOAXKYETbCA CEKPELLIEID
3N10AKICHUMW NNA3MAaTUYHUMU KNITUHAMM BUCOKOMOJIEKYNAPHOTO Ta
AyKe BY3bKoro 6isika, Tak 3BaHOro makpornobyniHa BanbaeHcTpema,
O BiAHOCUTbCA A0 imyHOornobyniHis Knacy M (IgM).

‘ Mpu makpornobyniHemii BanbaeHcTpema XxapaKTepPHi: 3Ha4YHe
NiABULLIEHHA B'A3KOCTI KPOBI 3i CXU/IbHICTIO 10 YTBOPEHHA TPOMbO03iB
nopyLleHHA 0bMmiHy Kanbuito i docdopy BHACNiAOK 3B'A3yBaAHHA iOHIB
KaNbLito 3 MaKpor/10byniHOM pO3BUTOK OCTEONOPO3Y i CXUJIbHICTb A0
nepesiomiB KicToK 60at0 B m'A3ax, KicTKax napanpoTeinypii (BnaineHHsa
aHOMa/IbHOro nNapanpoTeiHa 3 ceyeto) i PO3BUTOK KaHaNbLEBOI
HedponaTii i HUPKOBOT HEAOCTATHOCTI 3HUXKEHHSA IMYHITETY

"~



3a2anbHi nopyweHHA 8 op2aHi3mi npu nelKko3ax NpoABAAMsLCA
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y 8u2na0i pA0y CuHOpOMI8:

AHeMiyHUM cuHapoMm. oB'a3aHni 3 NPUrHIYEHHAM
epPUTPOIQHOINO NapocCTKa KiCTKOBOIO MO3KY.

FemopariyHun cuHgpom. O6ymoBNEHNIN 3HUKEHHAM
APOAYKUIT TPOMBOLINTIB.

IHdekUinHnM cnugpom. lNprnunHa — PyHKUiOHanNbLHa
HEMNOBHOLLIHHICTb J1IENKEMIYHUX NENKOUUTIB
(3HMXXeHHSA 34i0HOCTI 40 harounTosy, NopyLLUEHHSA
doepMeHTaTUBHOro romeocTtasy Ta iH.).

MeTacTtaTuiHun cuHapoM. [poaBnsaeTbCSA NOPYLLEHHAM
dOYHKLIT- PIBHNX- OpPFaHiB i-cUcTeM«BHaCIiAoK NOSBUN B HUX

nenkeMidHuX iHinbTparTis.

IHTOKCUKaLinHMM cuHgpom. [oB'ss3aHnI i3 HABOOHEHHSAM
opfaHi3aMy--HykfieonpoTeigam-—FOKCUYHUMU NPOAYKTaMU,
LLIO YTBOPKOKOTLCS NpuU 3arnbeni NnenkemivHnx KnituH.



4, JIeMKeMOIIHI peakiii

JleMkemoigHi peaKu,ii — natonoriuni peakuii cucremm
KPOBIi, LLO XapaKTepusyrTbCca 3MiHaMKU B nepudepuydHin
KPOBi (BMCOKMM NENKOLMTO30M, MOABOIO HE3PIINX GOPM
NIEMKOLMUTIB), CXOXKMMMU, AK NPU IENKO3aX, | TAKUMMU,

LLLO 3HMKAIOTb NiCNA NPUNMHEHHA NEPBUHHOIO NpPoLecy,
LLLO TX BUKNNKAKOTb. PO3PI3HAIOTL ABi BE/IUKI rpynu
NNEMKEMOIAHUX peaKLuin: Mi€EnoiOHO020 muny Ta
nAimgpamuyHoz20 (MOHOYUUMAPHO-AIMPamu4yHo20) Tuny.
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p JlelikemoOiOHi peaKuyii mienoioHo20 muny NOAINAIOTb Ha pPeaKLi
3 KAPTUHOIO KPOBI, WO BiANOBIAAE XPOHIYHOMY MIENONENKO3Y
(npu iHbeKUiMHO-3ananbHUX XBOPOOaX, IHTOKCUKALLIAX,
nimdorpaHynemaTtosi), i Tak 3BaHi BennKi eo3anHodinii Kpos.i

(npu napasuTapHUX iHBa3iAX, anepriyHMx xBopobax, KonareHo3ax).
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&‘ Cepep nelikemoiOHuUxX peaKyiu aimgpamuyHo20 muny HanbinbLu
| Ba*K/IMBOIO B MPAKTUYHOMY BiHOLWEHHI € MOHONIMPATHUYHA

peakKLUif KpoBi Npu iHPEKLiIMHOMY MOHOHYK/1€03i, NPU AKIK

y nepnudepuyHin KpoBi BUABNAKOTLCA aTUNOBI MOHOHYKAeapu

(«nimbomoHouUTM»), NoAaibHI 3a mopdonorieto Ao 6AacTHUX

KNiTUH.




JIAKYIO 3A YBATY!




