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B Vkpaini 3axBoproBanicTb Ha roctpuii Hepput cranoButh 10,9 Ha 100 THC.
HaceJeHHs B MicTi i 13,8 B ceni, Ha XpoHiyHMA — Bignosiguo 15,1 121,9. B oc-
TaHHI POKH SIK Y BCbOMY CBITi, TaK i B YKpaiHi Bil3HA4al0Th 301IbIICHHS KiTh-
KOCTI XBOPHX Ha TIIOMepyJIoHehpuT. MenuKo-coriatbHa 3HAYUMICTh TIIOMEpYJIo-
He(DpUTY BU3HAYAETHCS YPAKEHHSIM OCI0 MEePEBaYKHO MOJIOJIOTO BiKY, TSIKKICTIO
nepebiry i, HepiaKo, HECTIPUATIUBUM IporHO30M. CMEpPTHICTE Bif rIoMepyio-
HepuUTy B pi3HUX KpaiHax KoimBaeThcs Bix 3,1 mo 5—6 ocid Ha 1 M= Hace-
JIEHHS Ha PIK, IPUIOMY MaKCUMAIIbHUH TIOKa3HUK Npunajaae Ha Bik 20—40 pokis.

I'nomepyJioHedpuT — ayroiMmyHHe andy3HE 3aXBOPIOBAHHS HUPOK, AT
SAKOTO XapakTepHa HasBHICTH IMYyHOJIOTIYHHX 1 KIIHIKO-MOP(OJIOTIYHNX 3MiH,
nepenycim y kiyooukax (maobn. 1).

3a nepebicom sudinaroms mpu pisHO8UOU 210MePVIOHePPUNY:

— TocTpuii AU y3HU;

— MArocTpuii a00 MIBUAKO MPOTPECYIOUYHH, 3JI0SKICHHUH;

— XpOHIYHHUI.
Tao6auna 1
Mopdoaoriuna kiaacudikauis riaoMmepyioHegpuris
MponicepaTnBHi: HenponidepaTtusHi:
['oCTpWiA NOCT CTPENTOKOKOBWN PokarnbHO-CErMeHTapHNI IMOMEepPYIIOCKEPO3
(iHTpakaninapHui) Mem6paHo3Huin
LLiBnako nporpecyoymii: momepyrnoHedpuT 3 MiHIMarbHUMK 3MiHaMK

* 3 iIMyHHUMU JenosuTamu;

* Mano iMyHHU#A
MesaHrionponicepatnBHuin
IgA — HedponarTis
MesaHriokaninsapHui
MposBnATLCA HeghpUMUYHUM CUHAPOMOM | [MposBRSOTECS HEghPOMUYHUM CUHOPOMOM

TocTpuii niudy3uuii riaomepynoHeGpuT XapakTepU3yeTbCs FOCTPUM Jie-
6I0TOM 3 JINXOMAHKOIO, ITiIBUIIEHHSM THCKY, T€MaTypi€lo; BUIIKOBYETHCS TPO-
TSTOM TPHOX MICSIIIB.

Iigrocrpuii a00 MBUAKO MPOrpecyl0Yunii, 310KICHHI II10MepyJio-
He()PUT CTPIMKO PO3BUBAETHCS; y XBOPOTO € BHPAXKEHI HAOPSKH, TOJOBHUI
6isp 1 017 y MOTIepeKy; 3MeHIIeHa KiIbKICTh cedi, Ipu oMY ii KOJip 3MiHIO-
€ThCS; BUHHUKAIOTh CIAOKICTh, 3aJIUIIKA, ONiICTh, CEPHEOUTTS; IMiIBHIECHUI
apTepiabHUI THCK; MPOTHO3 XBOPOOH YacTO HECTIPHUSATIIMBHM.

XpoHiuHmii riomepynoHeppur tpuBae Oinbire Tpbox MicsmiB. Lle Haii-
GBI OIMMPEHUHA PI3HOBHL MATOJIOT1i, SIKa PO3BUBAETHCS B JEKUIBKOX (popMax:
y BUTJISIII HEPOTUYHOTO CHHJPOMY 3 O3HaKaMH 3arajeHHs HUPOK, Y BUTIISI
rinepToHiYHOI popMH 3 MOCTIHHUM MIABUIIEHHIM apTepiabHOro THCKY. Yacto



JiarHOCTYEThCS JIATeHTHa (opMa, sika Maibke He Ma€ HiSIKUX KIIHIYHHX TpO-
SIBiB, KPIM MOJIYDii.

3a noxoodowcennam i namozenezom po3pi3HAIOTE TIOMEPYIOHEPHT:

— NMEePBUHHHUI: PO3BUBAETHCS BHACIINOK Oe3mocepenHix Mopgooriu-
HUX IPOIIECIB, IO MPU3BOIATH 0 PYHHYBaHHS HUPOK;

— BTOPMHHMIA: € HACTIIKOM iHIIINX 3aXBOPIOBAHb.

Kniniuni npaxmuyni pexomenoayii wo0o 1ikyeanHsa 2iomepyioHedpumie
2013 p., pospobnreni Iniyiamusnoro I pynoto 3 Honinwenns I nobanvnux Bunadkis
3axsoprosans Hupox (KDIGO), MaoTh 32 METY CIPUSTH NPAKTHYHUM JIIKapsM
Y HaJlaHHI JOTTOMOTH AOPOCIIUM Hali€HTaM i JiTsIM, SKi CTPa)KIaloTh Ha TJIOMe-
pynoHedpurt. Bei pekoMeHzanii 3acHOBaHi Ha MiATBEPAXKEHOMY MOP(OIOTTHHOMY
JiarHo3i, TOMy 110 MOP(]OJIOTIYHI OCOOIHBOCTI IIIOMEpyJIoHEPPUTY, Oarato
B YOMY BIUIMBAIOTh Ha IEepeOir 3aXBOPIOBAHHS 1 BU3HAYAIOTh TAKTHKY JIIKYBaHHSI.

XBopo6a minimaasanx 3Min (XM3) — HenposidepaTuBHa TIIOMEpYIIo-
maTist, He Ma€ MOPQOJIOTIYHIX KPUTEPIiB MPH CBITIOBiI MiKpockoIii, 00yMOB-
JICHA MTOIIKO/KCHHSAM (IMyHHUM 200 HEIMyHHUM) MTOJOUHUTIB (TIOAOIMTOIIATIS),
sIKe J1arHOCTYETHCSl BHKIIIOUHO TP YIBTPACTPYKTYPHOMY aHali3i y BHIJISIL
IU(Y3HOTO 3TUTTS HI)KKOBUX BiJPOCTKIB ITOIOIIHTIB.

Mopddomnoriuae TociiKeHHS:

— cBiTs10Ba Mikpockomisi (CM) — kiyOOYKH He 3MiHEHI, BUpaXKeHa HC-
Tpo(ist emiTesNi0 MPOKCUMATbHUX KaHAJIBIIIB;

— imyHog1r0opeciienTHA Mikpockomisi(I®) — iMyHHHX JICTIO3UTIB HEMAE;

— eJekTporHa Mikpockomnisi (EM) — 371UTTs HI’KOK HOJOIUTIB.

XM3 BiIHOCATH 70 TPYIH HempomidepaTuBHUX IIIoMepysonaTii, To0To
3aXBOPIOBaHb KIYOOUYKiB, 0OYMOBJICHHX IMYHOIIATOJIOTIYHUMH IIPOIIECAMH, aje
6e3 MopdoJIOriyHMX O3HAK 3amaJieHHs, 10 BU3HAYAIOTHCS 38 HAsBHOCTI Timep-
KJIITHHHOCTI KITy0OuKa, sika Moxe OyTH 00yMOBIIeHa SIK MpoJridepalliero BIacHUX
(pe3uaeHTHHX) KIIITHH KITy0OYKa — ME3aHTAIbHUX, CHIOTEMAIbHUX a00, B IETKUX
BUTIAJIKaX, MAPIETATGHUX CIiTeNaTbHUX, TaK 1 JeHKOIUTAPHOI 1H(DIIBTpAIIi€To,
TMPE/ICTABIICHOO HEMTpodiNiaMu, MOHOIIUTaMH a0, piflie, TiMboruramu (maon. 2).

B nanwmii vac, 3rigHo 3 knacudikamiero BOO3 (2010), o 6a3yeTbes Ha ma-
ToMopdoorivHii XapakTeprcTHIl XBopoOr, XM?3 BiTHOCATH JIO ITOJOIMTOIATIH.

TumnoBorw Mopdosoriunoo kaptuHoto XM3 € giocymuicms 0y0b-aKux
3MiH 3 OOKY 210Mepyn npu CEIMA0ONMUYHOMY 00CAiOdceHui. Y TyOyloiHTep-
CTHLIT MOXYTh BHSBJIATUCS JUCTPOQIUHI 3MIHM Yy BUIJIAIL IHTpalUTOIIIa3Ma-
TUYHOTO HAaKOIMYECHHS IMPOTEiHIB Ta JIMiAiB, MEPEeBaXHO B EIiTelNii MPOKCH-
MaJbHUX KaHaJbIIB (3BiacK Ha3Ba "mimoinuuit Hehpo3™).



Cranu, acouiiioBani 3 XM3

Taoauns 2

(xomkKiHCbKa Ta
HEXOMKKIHCbKa
nimcpomn).
Makporno6ynikemis
Banbgctpema.
ConigHi nyxnuHu:
kapumHomu LLKT,
MiALLNYHKOBOI 381031,
npocTaTy, NereHis,
HWPOK, MOMOYHOT
3an03u, TUMOMA,
MesoTenioma siedka,
capkoma

BaHHSX — iH(eKLjit-
HUi1 MOHOHYKNEO3,
BpyC iMyHopediLmTy,
niogukm (BII),
BipycHuit renatut C,
6BakrepiansHi (cudinic,
Ty6epKyrb03), Miko-
nnasmos, epnixios,
napasuTapHi (exiHo-
KOKO3, LIMcTOCoMias,
CTPOHriNoiaoa)

aHTMbioTHKM (prcham-
MiLyH, amAiLunix,
LecbanocnopuHu,
3010TO, iHTEP(EPOH,
niTiA, pTyTh, [-neHi-
Uunamiu, isoHiasng,
6ichocdoHaTy,
cynbacanasuHm,
MPOTMBOCYAOMHI
npenapaty

Jlikv T iHWi . .
MyxnuHn IHcpexuii - Atonis [HLWi XxBOpO6M
TOKCUYHI fji
TNimcponponichepa- | BipycHi (iHcbekuiitHo- | HM3IM, cenextuehi | Munok pocnuk, Peakujia "tpatcn-
TUBHI 3aXBOPIOBAHHS | 3ananbHuX 3axBopto- | iHribitopu LIOM-2, MOSIOYHI MPOAYKTW, | NaHTaT NpoTn

[IOMaLLHil nun,
ykycu 6pkin, Meayam,
KoTs4a LepCTb

rocnogaps”,
CCTEMHI ayTOIMYH-
Hi 3aXBOPOBAHHS
(CYB, pesmartoia-
HWI apTpuT),
Tnpeoigut AGC,
LA 1 tvny,

MiacTeHis Ta iH.

Ipu imynomopgponociunomy awnanizi XapakTepHa BIJICYTHICTh BiJKIa-

JICHb IMYHOTIIOOYIiHIB a00 (pakmii KOMIUIEMEHTY B CTPYKTypax He(ppoHa.
BigmoBiae IUX MamieHTIB HAa TEPaIiio TITFOKOKOPTUKOIAMH 31 IIBUIKAM PO3BHT-
KoM pemicii Heppotuunoro curapomy (HC) tunosa anst XM3. B ruromnasmi
eMiTeJI0 MPOKCUMAIIbHUX KaHANbIIB Npu XM3 uepe3 BHCOKY CEJIEKTUBHICTh
poTeiHypii 3a3BUYal BUABISAETHCS ANBOYMiH, a HE IMYHOTIIOOYITiHH.

Y IbTpacTpyKTYpHUMH 3MIHAMH, XapaKTepHUMH [U1si XM3 1 BUABISEMUMHU
TPU MPAHCMICIUHIT eeKMPOHHIT MIKPOCKONil, € nudy3HEe 3JIUTTS HIXKKOBUX
BiIPOCTKIB TIOZIOLIUTIB 1 iX MIiKpPOBLJIb03HA TpaHchopMarlis (TI0siBa Ha eIiTeliaabHii
MOBEPXHI YHCICHHUX BIHKOBHMX YTBOPEHb, CIIPSIMOBAHUX y CEUOBHH NPOCTIp),
3a BIICyTHOCTI IHIIKMX YJIBTPACTPYKTYPHHX MATOJIOTIYHUX 3MiH y KITyOO4Kax.

Kniniko-namozenemuuna xapakmepucmuka XM3, ycknaonenns

Po3pisHstoTh imionarnuny (nepBuHHY) hopMy XM3, sika BiI3HAYaETHCS
B OUTBIIIOCTI BUTIAIKIB, 1 BTOPUHHY, SIKa BHHUKAE Ha TJIi BCTAHOBIICHUX MPUYNH.

[laToreHeTnyHy pojb y PO3BHUTKY HEPBHHHOI (imiomarndHoi) ¢opmu
XM3 Bigirpae six quchyHkis T-KIITHHHOT JaHKH IMYHITETY, Tak i TeHETHIHO
JIETepMiHOBaHI 3MiHU MPOTEiHIB MIUITMHOMOMIOHOT miadparMu i MHUTOCKENETY
ITOJIOIIMTIB.

Kniniuna kapmuna XM3:

— XapakTepU3yeThCs MBUAKUM (panToBuM) po3ButkoM HC y nebrori 3a-
XBOPIOBaHHSI;



— ms mpuponHoro mnepediry XM3 (6e3 3acrocyBanas ['KC) me xapak-
TEPHUH PO3BHTOK PaHHKOI cOHTaHHOI pemicii HC; BimNmoOBims UX MAIli€HTIB
Ha TEpalifo TITIOKOKOPTUKOINaMH 31 MBHIKAM po3BuTKoM pemicii HC tumosa
st XM3;

— nas XM3 xapaktepHi BucokocenektuBHa npoteinypis (ITY) i Bigcyr-
HICTH 3MiH CEYOBOT0 OCaJIy Ta apTepianbHOi TinepTeHs3ii;

— HaWOLIBII cepilo3HUME YCKIagHeHHAMH XM3 € CIIOHTaHHI BEHO3HI Ta
aptepiaibHi TpoMOO3M Ta eMOOoIii; PO3BUTOK BHUPa)KEHOI TiloBOJEMIil 3 OpTO-
CTaTUYHOIO TIMOTEH3I€I0 Ta TINOBOJEMIYHUM IIOKOM 3 pe3yJbTaToM Y TOcTpe
nomrkoxeHHss Hupok (I'TIH), HaitOinpm yacTo BHHHUKAE B OCi0 JITHBOTO BiKY.

VY naHuil 4ac BCTAHOBJICHO, IO 3JUTTS HI)KKOBHX BIJJPOCTKIB ITOJOIIUTIB
00yMOBJICHE MOPYIICHHSIMHU X aKTHBHOT'O IIUTOCKENETY 1 sABJIsI€ COOOI0 HecIie-
nuQIYHy peakiilo emTenialbHol KIITHHN Ha JIif0 MaTOreHHoro (akropa. [xeH-
TU(IKOBaHI MOJOIMUTApHI OLNKM, TeHETHYHI MyTalii SKUX HPU3BOASATH IO PO3-
BUTKY BpopkeHoro i Haoyroro HC. Cepen nux OinKiB — He(pUH, OJIONKH Ta iH.

BaxxnmmBuM y kiniHivHIA miarHocTuii XM3 € po3yMmiHHS iCHYBaHHSA HE
TIBKA TIEPBUHHOI, aje i BTOPUHHUX (pOpM 3aXBOpIOBaHHSA. BBIICTh BUITAAKIB
XM3 e igionatnuaumu, ogHak y 10-20 % marieHTiB 3aXBOPIOBaHHS BUHHMKAE
Ha TJIi BCTAaHOBIICHHUX npwarH. [Ipn BuHuKHEeHHI XM3 Ha Tii BipyCHHX 1H(pEKITH
abo mpu mpHUHOMi JIKAPCHKUX TpenapaTiB eJiMiHaIlis IMPOBOKYIOUOTO areHTa
MoOXe Mpu3BecTH 10 camocriiinoro perpecy HC. Po3Butox pemicii onucanuii
TaKOX MMPU BUJAJICHHI 3J0SKICHUX ITyxJiH. Ceper JIiKiB HAifgacTilIor MPHINHOI0
BropuHHOT XM3 € HecTepoinHi npotuzanansHi 3acoou (HIT3IT).

Hebror XM3 xapakTepu3yeThecsl HIBHIKUM PO3BHTKOM KapTHHHU PO3rop-
unytoro HC, o nposieisietbest ITY Buiie 3,5 1/m100y, rinoais0yMiHeMi€r0, 4acoM
HETPOTopIiiHOI Mipoto I1Y, BUpa)XEHOIO TillEpXOJIECTEPHHEMIEI0, a TaKOX
MacHBHHMH TeHepaji30BaHUMHU HaOpsikamu. TakuM YMHOM, y JIaHWH 4Yac BBa-
JKA€ETHCS, M0 TOPA] 3 YIIKOKEHHSIM TJIOMEpYIIpHOTro Oap'epa 3 pO3BUTKOM
[TV i rimoans0ymiHeMii 10 nosBu HaOpskiB mpu HC mpu3BOIATE TaKOX ITiBU-
ieHa peabcopOIlist HATPIO B KAHAIBIAX 1 301IBIICHHS IPOHUKHOCTI KaMiIsAPiB,
AKi COPUSAIOTH TPAHCYAALi]l PIMHA B TKAHWHH.

Ocnoegni ycknaonenna HC:

— TINOBOJIEMIYHHM IIOK;

—rocrtpe ypaxenns aupok (I'YH);

— TpoMO0eMO0ITi3M; TPOMOO03 TIIHOOKHX BEH HIMKHIX KIHIIBOK, HUPKOBUX
BEH, TpPOMO0EeMO0JIis JIereHeBo1 apTepii, iHIIi apTepianbHi TpoMO03H (pinKko);

— iH(ekuii: OakrepianpHi (ITHEBMOHISA, LEJIOJIT, MEPUTOHIT, CETICHC);
BIpYCHI, B TOMY YHMCJIi XapaKTepHi JUI1 IMyHOCKOMIIPOMEHTOBAHOTO CTaHY;

— OIKOBO-€HEpPreTHYHA HEOCTATHICTb.



Ilamozenemuuna mepanis

Jns nikyBanns pe6tory HC mpu XM3 noBMHHAa BHUKOPHCTOBYBATHCS
monotepamis 'KC (imyHOoCcynpecuBHa Teparrist mepioi JiiHii). PekomeHnyeThecs
3aCTOCYBaHHS IPEAHI30N0HY B TOOOBiH 7031 IMI/KT Ha OIWH MpHOM (MaKCH-
myM 80 mr), B cepennbomMy 4-8 Tnk, 10 nocsirHeHHs noBHoOI pemicii HC, abo
16 Tk, mpu Mi3HIMIIN BiAMOBiAI Ha Tepamiro. SKImo pemicis, K i panime, He
JIOCATHYTA, CIIiA BUKIFOUNTH iHOM npraunan HC.

[Ipu po3Butky BTOpuHHUX hopM XM3 ycyHEHHs NEpBUHHOI NPUYMHU
(BimMiHA TKApCHKOTO Mpenapary, JiKyBaHHs MEPBUHHOTO 3aXBOPIOBAHHS) MOXE
npusBectH 10 pemicii HC.

[Tpu HassBHOCTI BiIHOCHHUX NPOTHUIIOKa3aHb (I[yKpOBHH fia0eT, MCuxivHi
pO3Najau, BAKKHUH OCTEONMOPO3, BUPA3KOBa XBOpoOa Ta iHIIi) abo mpu Herepe-
HOCHIMOCTI TPEIHI30JI0HY PEKOMEHAYEThCS 3aCTOCYBAaHHS IMYHOCYIPECHBHOI
Tepartii Apyroi JiHii (iHri0iTopu KanbUUHEBpUHY 1 nukiodocdamin).

DokaIbHO-cerMeHTapHUIl rjoMepyaockiaepo3 (PCI'C) — c¢opma
TJIOMEpYTIOHE(DPHTY, SIKa XAPAKTEPU3YETHCS CKICPO30M 1 TialliHO30M OKpPEMHUX
neresb KIyOO4Ky (3BIICH CErMEHTapHHMH) MEHII HDK y HOJIOBHHI KITyOOYKiB
(poxanpHMIL), iHIII KIYOOUKH HA IIOYATKY XBOPOOH iHTAKTHI.

Lett Mmopdomnoriuamii THI 3MiH BaXKKO Bigpi3HUTH Big XM3. BBaxaroTs,
10 IIe PI3HOI TSHKKOCTI BapiaHTH ab0 CTajil OJHOTO 3aXBOPIOBAHHS, 110 00'e1-
HYIOTBCSI TEPMIHOM «i/1iONaTHYHUN HEPPOTUUHHIA CHHAPOMY.

Enioemionocia:

— criocrepiraersest y 15 % nopocnux xBopux Ha XI'H;

— ®CI'C — naituacrima npuuura HC y mopociux (20-25 %) i crepoin-
pesuctentaoro HC y aiteit ( 6inbire 50 %);

— y crpykrypi imiomatuunoro HC ®CT'C 3aitmae mo 35 % y mopociux,
10 20 % y miTeit;

— sK mporpecyroda Gopma ypaxenHs HUpok O@CI'C e HalOIIbII YacTOO
npuunHoro TXHH, mo Bumarae H3T;

— cepen gopociux xsopux @CI'C nepepaxarots 4onosiku (60 %);

— ®CI'C permauBye B TpaHciianToBanii Hupui y 30-50 % xBopux.

Emionozia i knacugpixayin

Pospizustors a8i popmu OCI'C:

— TIepBUHHY (i1ioNaTHYHY);

— BTOPHUHHY.

Bmopunnuii @CI'C

1. T'eneTnaHO 0OYMOBIICHUIA:

— MyTallisIMH TICBHHUX T'CHIB;




— MOB'SI3aHAH 3 IHIIAMU CHAJIKOBUMHE 3aXBOPIOBAHHSAMH (CHHIPOM AJb-
nopra, /layHa, MiToXoHpianbHi uronatii, xBopooda llapko-Mapi-Tyd).

2. AcomiiioBanmii i3 Bipycamu BIJI, mapBoBipycom B19, mmuromeranosi-
pycom, Bipycom Emmreiina-bappa, Bipycom Kokcaxi Ta iH.

3. InmykoBaHMH JiKaMH, TAKAMH SIK TepOiH, IHTep(EepOH-0, TOKCOPYOILHH,
TIpernapaTH JIiTiro, aHaOOIIYHI CTepOoimu Ta iH.

4. AmanTuBHI CTPYKTYpHO-(QYHKIIOHATBHI 3MiHH, BUKIUKAHI TilIEPTPO-
¢iero kiyOouKiB a0 rinepdibTpanicro:

— TIpH 3MEHILIEHHI Mach HUPKOBOI TKaHWHM (OJHOCTOPOHHS areHesis,
JWCIDIA3isl HAPKOBOI TKAaHWHH, KOPTHUKANBHUI HEKpo3, pedirokc-HedpormaTis,
HedpeKkToMis, XpOHIYHA TpaHCIUIaHTaliiiHa HedponarTis, HU3bKa Maca Tija npu
HapOJDKEHHI, Mi3HS CTafisl OyIb-IKOTO 3aXBOPIOBAaHHS HUPOK 31 3HMKEHHSIM
MacH Ji4nX HepoHiB Ta iH.);

— TP MOYaTKOBO HOpMaibHOMY umcii HedpoHiB (AL, 1I/1, oxupinus,
BpOKEH] 'cuHI" Baau ceplis, CeproNoAiOHOKIIITHHHA aHEeMis);

— 3II0SIKiCHI HOBOYTBOpEeHHS (J1iMdoma Ta iH.);

— mecrerudivai @CI'C-moaiOHI 3MiHH, BUKIIUKaHI 3MOPIYBaHHIM HHPOK
IPH TJIOMEPYJIIPHUX 3aXBOPIOBAHsX (BOrHMILEBHH TpoideparuBauid ['H, myprypa
[Henneitna—T enoxa, MH, BoB4akoBuii HehpuT, TPOMOOTHYHA MIKPOAHTIOMATIs).

Mexanizm pozeumky

OcuoBHy postb y po3BuTKy @CI'C BiBOIATH MOIIKOIKESHHIO TTOAOIUTIB
BHACJIIZIOK MOJIEKYJISIPHOTO T€HETHYHOTO NE(EKTY, BIUIMBY IIMPKYITIOIOUYHAX (ak-
TOpPIB MPOHUKHOCTI a00 30BHINIHIX YIIKOKYIOUUX arcHTIB. Y maToreHesi Bil-
BOJIUTHLCS POJIb IMYHHUM, HUPKYJISTOPHUM, METa0OIIYHUM NOpYIIeHHSIM. Bax-
JUBE 3HAauYeHHA Mae MUChyHKIs T-cHCTeMH IMYHITETYy 3 TIIEPIPOIYKIIERD
IHTepIIeHKIHIB.

Kniniuna kapmuna:

— HC po3euBaetscst 6inbin Hik y 70 % xBopux, nepcuctyrody 1Y 6e3
HC matots menire 30 % malieHTiB;

— y Oimpmrocti xBopux Ha HC 1 ITY moenHyroThCs 3 MiKporeMaTypieto,
MaKporeMarTypist piKicHa;

— Ourbie Hik y 50 % xBopux crioctepiraerscst Al

—y 25-50 % xBOpHX Bke B /1e0I0TI 3aXBOPIOBAHHS BiJ[3HAYAE€THCS HHUP-
koBa Hemoctathicts (HH);

— npu reeTyHuX Bapiantax @CI'C Ha mouarky mposiBiB xBopoou I1Y
4acTO HOCUTH CyOHE(POTHUHUH XapakTep;

— PO3BHUTOK BTOPHHHOI CTEPOiPE3NCTEHTHOCT] y AiTeH y OiIbIIOCTI BH-
aIKiB MOoXke OyTH NOB'sI3aHUH 3 TpaHcopmariiero MiHiManbHUX 3MiH Yy @CI'C;

— 1pH Jesikux BTopuHHUX (popmax PCI'C Big3Ha4aloTh KIiHIYHI 1 1abo-
paTopHi 03HAKH 3aXBOPIOBAHHSI, 1110 BUKJIMKAIIO YPAXKESHHS HUPOK.



Hiaenos @CI'C rpynmyemobca Ha 0anux Moppono2iunoeo 00CaiQHCeHH .

Buoinsroms womupu mopgonoziuni ghopmu:

— nepuQepuIHUii 3 aAre3ielo MapieTaNbHNX eHiTeialbHIX KITHH,

— @CT'C 3i ckIIep030M BaCKYISIPHOTO TIOJIIOCA,;

— KOJIAIICHUH TJIOMEPYJIOCKIIEPO3,;

— HOOYMApHHUA (BY3JIMKOBHI) BapiaHT.

Mopdoomnoriaae ToCiHKeHHS:

— CM - B ypaxkeHUX KJIyOOYKax BHIHO TialiHI30BaHI i CKJIEpO30BaHi
KalJIsipHi meTdl, mo crainucs (BoHu MicTsaTh koiareH I, 111 Ta IV tuny), cnaiiku
MK HUMH 1 KaICyJoio KIIyOouKa;

— I® — BigKiIaeHh IMYHHUX KOMILUICKCIB, 3a3BUYali, HEMAE;

— EM - pi3Hi crazii ypakeHHs IOJOLUTIB; BOHU HaOyXaloTh, BIAIIAPO-
BYIOThCS Bii 0a3asbHOT MEeMOpaHH, iX HIKKH 37IMBAIOThCA, IUTOILIA3Ma BaKyo-
J3YETCs, MOJOLMTH MEPETBOPIOIOTHCS HA MIHUCTI KIIITHHU 1 THHYTb.

Jikyeannsa

Pinkicte crioHTaHHEX pemiciit npu igionatmaaomMy OCI'C obrpyHTOBYE
HEOOXiTHICTh NOCATHEHHS MeInkaMeHTo3Hoi pemicii HC.

XBopuM i3 @CI'C 6e3 HC nokazano npuzHayeHHs iHribiTopis AIID abo
CapTaHiB, 5K 3 aHTUIPOTEIHYPUUHOIO METOI0, TaK 1 AJISI YIOBUIBHEHHS PO3BUTKY
(i0bpo3y B HupKax. XBopuM i3 HC mpu3HauaioTh mpemapard, mo OJIOKYIOTh
PAAC — inri6itopu AII® i capranu.

IMyHOCYNpecuBHY Teparilo CJiJi MOYMHATH, KOJIM BHACIHIJIOK MOMepe/-
HBOI Teparii He BAaeThes 3HIm3UTH [1Y 10 Bemmunau < 3 1/100y. Sk iHimiambHY
Teparito — Bucoki 103u ['KC sk MiHiMyM mpoTsrom 4 Tux. Y MaIlieHTIiB i3 Bij-
HOCHUMH TIPOTHUIIOKa3aHHsAMH a00 HerepeHocuMicTio Bucokux 103 I'KC B sikocTi
MpenapartiB MepuIoi JiHii MPOMOHYETHCS BUKOPHUCTOBYBATH IUKIOCTIOPHH.

Merta Teparii — HOCSTHEHHs MOBHOI a00 yacTkoBOI pemicii ITY, 30epe-
skeHHsa HIK®.

ImiomaTnuna memoOpano3na nedpomatis (MH) — BapianT imyHOOIIO-
CPE/IKOBAHOTO TJIIOMEPYJIOHEDPUTY, IO XapaKTEPU3YEThCS AUGBY3HUM MOTOB-
IIEHHSM 1 3MIHOIO CTPYKTYpH IJIOMEPYJIIpHOi 0a3aipHOI MeMOpaHH BHACKIIOK
cybermiTenianbpHOl 1 iIHTpaMeMOpaHO3HOT JeMO3MLiT IMyHHUX KOMIUIEKCIB i Bij-
KJIa/ICHHSIM MaTPHUKCHOTO MaTepiaiy, MpOyKOBAaHOTO YPOKEHUMH MOJIOLUTAMU;
KIIiTHHHA nipodideparist mpu MH He BUSBIA€THCS.

Eniodemionozia:

— MH cranoButs 12-23 % Bcix MOpdoIIOriYHUX BapiaHTIB MEPBUHHOTO
T'H y nopocnux i 1-5 % y mitei;

— nepuHHa MH po3BuBaethes gacrime y gopocnux (30-50 pokis), rme-
PEBaXKHO YOJIOBIKIB, 1 Y HUX HPOTIKAE BAXKYE;



— propuaHa MH gacrinre po3suBaerses y aiteit (75 %).

Knacugikauyisa, emionozis:

— mepBUHHA Popma, abo imionaTHyHa;

— BTOpWHHA (PO3BUBAETHCS HA TJIi AyTOIMYHHHX 3aXBOPIOBaHb, BipYCiB,
MYXJIMH, 1HQEKIIH, JIKapChKUX BIUIMBIB); Y 3B'I3Ky 3 LUM mHauieHtiB i3 MH
Iy’Ke BaXKJIMBO PETENBbHO 00CTEXXKYyBaTH Ha MPEeIMET HAasIBHOCTI rematuty B abo
yXJIMHY;

— ayutoiMyHHa (i1 MOB'SI3YI0TH 3 ()ETOMATEPHHCHKOIO IMYHI3aII€I0 KIHOK
AT no mMeMOpaHOACOLiHOBAHOTO AaHTUTCHHOTO OijKa MOMOIMTIB 1 PO3BUTKOM
MH y mnona abo nmoctrpanciuianTaniitaza MH).

Kniniuna kapmuna:

— nposiBisieThest po3ButkoM HC (80 %), piame ITY 6e3 HC (20 %);

— apTepiaJibHA TilepTEH3is Ha MOYATKy 3aXBOPIOBAHHS CIIOCTEPIra€ThCS
piziKo, B moJaibIIoMy BoHa po3BuBaeThes y 20-50 % xBopux;

— y XBOpHX 4YacTillle, HDK Npu iHmuMX Mopdoioriyanx Bapiantax ['H,
PO3BHBAIOTECS TPOMOOTHYHI YCKIIaJHCHHS;

— TITBKH y TIOJIOBHHU TAILI€HTIB CIIOCTEPIra€ThCsl PO3BUTOK HUPKOBOL
HEJIOCTAaTHOCTI.

Mopdponoziunuit kpumepin: cyOemniTenmianbHi BIIKIAICHHA IMYHHUX
KOMILIEKCIB Y TIOEIHAHHI 3 MEMOPaHO3HOK TpaHCHOPMAIIi€l0

T'icmonoziuni cmadii:

1) cyGeniTenianbHi aeno3uTtu 6e3 "mumis";

2) "mmmu” 1 "kymona";

3) memo3uTH BeepeanHi 6a3aabHOT MEMOPaHH;

4) ToBcta MemOpaHa 3 pe3opboBaHuMu aeno3utamu (“'moigeHa MiIo",
moTi0Ha 10 MBEHIIAPCHKOTO CHPY).

Jikyeannsa

CyuacHa TakTHKa JIiKyBaHHs XBopux i3 MH rpyHTY€ETBCS Ha cTpaTudi-
Kamii pu3uKiB. BCcTaHOBICHO OCHOBHI (haKTOPH, IO 3 HAHOILIBIIOK TOYHICTIO
IIPOPOKYIOTh HMPKOBUIM IPOTHO3: NepcucTupyroda Bucoka I1Y, nopymeHHs
¢yHKIii HIPOK HA MOMEHT AiarHO3y Ta/abo {i moripimieHHS HpoTAroM 6 Mic
CIOCTEPEKEHHSI.

VY 3B'SI3Ky 3 MOKJIMBICTIO PO3BHUTKY IpH imionatnyHiiit MH cnoHTaHHMX
pewmiciii (30-35 % Bumnankis), y mamiedti i3 HC, y SIKUX HE CIOCTEPIraeThCst
HIBUAKOTO moripmenHs (yHkuii Hupok Ta yckiagHeHHs HC, BumpaBmaHa
crpoba BiICTPOYUTH MOYATOK IMyHOCYIPECHBHOI Teparii K MiHIMyM Ha 6 Mic
13 MpU3HAYeHHAM TIpemnapaTis, 1o 610kyoTe PAAC (inribitopu AIID, capranm)
J0 6 mic. IHiianbHy IMyHOCYNPECHBHY Teparilo peKOMEHIYIOTb XBOPHM i3
MH 3 HC npu nasBHOCTI I1Y Bume 4 r/no0y abo Ginbire 50 % Bix BUXigHOTO
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piBHA mpoTsAroM 6 Mic; KpeaTHHIH cupoBaTKu migsumryerbcss Ha 30 % abo
OinbiIe npotsarom 6—12 Mic BiJ MOMEHTY IOCTaHOBKH JliarHO3y.

IniomaTuynuii MemOpano-npoJidepaTuBHuii riaomepysaoHepput
(MBIIT'H, CHHOHIM: Me3aH2IOKANIIAPHULL 2loMepYloHedpum) — TeHEPUIHUN
TepMiH (MOp(hOJIOTiYHUI CHHIPOM), IO 00'€IHY€E IpyITy TIIOMEpYJIONaTii, mo
MaroTh oAi0Hy Mopdooriuny kapTuHy mpu CM OGionTaTiB, aine po3pi3HAIOTHCA
3a eTIOJIOTIE0, TATOreHEe30M, IMYHOTICTOXIMIYHMMH 1 YJIBTPacTpyKTYpPHUMH
(EM) 3miHaM¥u HUPKOBOT MapeHXIMH.

MBIITI'H nozinsgeTscs Ha KiTbKa THIIIB 3aJIeKHO Bifl JOKaIi3allii Ta BHpa-
JKEHOCTI JICTIO3UTIB, IO CKIIAJJAIOTHCS 3 IMYHOTJI00YIiHIB Ta/a00 KOMILUIEMEHTY.
3a XapakTepoM KITIHIYHOI KapTHHU HEMOXIIMBO mepeadaunuTu Horo mopdoo-
TIYHHUHN THIL.

Ilamozenemuuni eapianmu MBIIT'H:

— imyHornoOysiHno3utiBHUM, C3-no3utuBHuii I ado 111 Tumis;

— imyHornoOyninHeratuBHUi, Cs-nio3utuBHMIA [ ado 111 Tumis,;

— XBOp00a IITBHAX JETIO3UTIB,;

— iMyHOTII00Y1iH- 1 C3-HeraTHBHHH.

Yacrime agiarHOCTyeThesi iMyHornoOyiinnoutusanii MBIITH 1 tuny
(mo 80 % Bcix Bumankie). ImynornoOymianosutuBEuit MBIITH III Trmy Big-
3HavaeTbes y 5—10 % Bunazakis. Y kiiHigHIA KapTHHI C3-HEraTHBHOI IJIOMepYy-
jonatii, B JeOIOTI MPEBATIOIOTh KJIIHIKO-1a00paToOpHi CHMITOMH OCHOBHOTO
3aXBOPIOBAHHS y TOEIHAHHI 3 TOCTPUM IOIIKO/UKEHHSIM HHPOK, Haiyacriie
y dopmi mBuaK0 nporpecyrouoro HC. Tinpku micis 3aKiHYEHHsI TOCTPOTO Iie-
piony npuenHytoThesi Bucoka I1Y, mikporemarypis abo ¢popmyerbcs HC. Kuri-
HiYHA JiarHOCTHKa XBOpoOW miurbHUX neno3uTiB (XIIJ) monmermryerbes, Ko
KpiM HHPKOBHX CHHAPOMIB BHSBISIOTHCS aCOLIHOBaHI CTaHW Yy BUIJIAII HaOy-
TOi 4acTKOBOI JiinoaucTpodii Ta/abo MakyysspHOT AUCTPOQii CITKIBKHU OKa.

Kniniuna kapmuna:

— He(POTUIHUH CHHAPOM;

— MaKpo- Ta MiKporemarypis;

— apTepianbHa TIEepPTOHIS;

— KIIyOOYKOBa reMarypis;

— IIpOrpecyroda HUPKOBA TUCHYHKITIS.

Mopgponocziuni o3naxu:

- CM:

o mpomidepamnis KIITHH i OCHOBHOI PEYOBHHHM ME3aHTiyMy 1 ITOTOB-
IIEHHS CTIHOK KamiysipiB (0a3zampHUX MeMOpaH, SKi 9acTO IMiJal0THCS MICEBIO-
PO3ILIETUIEHHIO 3 YTBOPEHHSIM JABOKOHTYPHHX Oa3aibHUX MeMOpaH — eHOMEeH
"TpaMBaiiHoOi JiHii");
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o iHQinpTpanis kryboukiB HedTpodimamu i Makpodaramu (excyna-
TUBHUI KOMIIOHCHT 3aMaJIbHOI peaKilii);

o Mop¢oJOoTiuHi 3MiHM KIITHH KaHAJIBIB i IHTEPCTHUINIO 3a3BHYaN
3HAYHO BHPaXKEHI 1 aCOMIIOI0THCSA 3 AUCHYHKIIIEI0 HUPOK;

- EM:

o MBIITH I tamy — cybennoTemnianbHi i Me3aHTiaIbHI JeTI03UTH;

o MBIITH II Ty — inTpaMeMOpaHO3Hi eNeKTPOHHOIIUIBHI ETIO3HTH,
SIKI MOKYTh HaZiaBaTH MeMOpaHi BHJ "'3B'SI3KM KOBOACH'', TAKOXK HPUCYTHI 1 Me-
3aHTIAIbHI JEIIO3UTH,

o MBIITH III Tamy — kpiM cyOeHmoTemianbHIX, PEECTPYIOThCS CyO-
emiTeianbHi (CyOnoonuTapHi) ISNO3UTH, Y Psiii BUMIAIKIB Ha Oa3aibHIl MeM-
OpaHi GOpMYIOTbCS BUPOCTH OJHM3BbKO CyOemiTeNiallbHUX JEMO3MTIB (Hararye
MH) moemHyOThCS 3 HasSBHICTIO IHTpaMeMOpaHO3HHX BiAKIAACHb (SK IpH
MBIITH II Tumy).

Jikyeannsa:

— imionatnaroro MBII'H — imyHOCynIpecrBHA Teparmis moKa3aHa TiTbKU
npu HC mpu MOBiIBHO MPOTpecyrodoMy 3HIDKCHHI (YHKIII HHUPOK, abo mpH
LIBHUJKO MPOTrPecyodoMy He(GpPUTHYHOMY CHHIPOMIi, B OCTAHHBOMY BHIAJIKY
MOKa3aHUH TaKOX Iu1a3Madepes;

— BropuaHOoro MBIII'H — ocHOBHMM HampsMOM Y JIIKyBaHHI € Teparmist
OCHOBHOTI'O 3aXBOPIOBAHHS.

MesanrionpoJidgepatuBHuii riomepyJoneppur (IgA-nepponaris,
cunoHimMu: [gA-aedpurt, xBopoba Bepixe, cuH(papuHriTHA TeMaTypisi) — iIMyHO-
KOMIUIEKCHUU TJIOMEpYJIOHE(DPUT, KUl XapaKTepU3yeThCsl MEPEBAKHUM BiJIK-
JMaJieHHSAM y Me3aHTii imyHornmoOyminy A (IgA), mpu kiacuaHOMy mepediry —
Me3aHTiaJbHOI0 MpoJTideparrieto.

Enioemionozia

Haii6inpm nommpena ¢popma mepBuHHOTO (imiomatuanoro) I'H y cBiTi.
Bona Moxe mo4nHaTHCS B OyIb-IKOMY Billi, OJHAK ITiK 3aXBOPIOBAHOCTI MPU-
[a/1a€ Ha APYTe 1 TPEeTe AECATIIIITTS KUTTS. YOJIOBIKM XBOPIIOTH B 2 pa3| yac-
Timre, HiX XiHKK. IgA-Hedponaris y 35-50 % BunankiB penuuanuBye y TpaHCH-
JIaHTaTi.

Ilamozenes

Mexanizm po3BuTKy IgA-Hedpomnatii — iMyHOKOMIIIEKCHUA. IgA nemo-
HyeTbCsl B Me3aHrii. [IpoBokyrounmu pakropamu € iH(peKmii BepXHiX 1 HIKHIX
OUXAIBHUX MUIAXiB, TOCTPi iH(EKiiHI abo BipyCHI racTpoeHTepHTH, iHII iH-
¢exirii, BAKIMHAILIS, YIBTPadioIeTOBE OMPOMIHEHHS.
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Kniniuna kapmuna:

— reMartypis — Pi3HOTO CTYINEHs BUPAXKEHOCTI;

— IV — 3a3Buuaii HeBenuka (MeHmre 1 1/m00y);

— AT’ — gacTtime mpu BHCOKOAKTUBHOMY Mepebiry B moemHaHHi 3 I1Y
i roctporo HupkoBoto HexpocratHicTio (THH); Takox po3BuBaerbes mpu dop-
MyBaHHI HeppOCKIIepo3y;

— I'HH moxe BUHUMKHYTH Ha Oymb-skii craxmii IgA-Hedpomartii B pe-
3yJIbTaTi BAXKKOTO IMYHHOTO ypayKeHHsS KIyOOYKiB 3 (opMyBaHHSAM "miBMics-
iB" a00 BHACIIIOK OKJIFO3ii KaHAIBI[IB CPUTPOLIUTAMU;

— XHH po3BHUBa€eThCS IpU TPUBAIIOMY TIEpeOiTy 3aXBOPIOBAHHS,

— miABUIIEHHS PiBHs IgA (B OCHOBHOMY MOMIMEpHHUX (HOPM) Y CHPOBATII
KpoBi, BUABISIETBCS Y 35-60 % XBopuX, K MPaBUIIO, HE KOPEJIIOE 3 TSHKKICTIO
XBOPOOH.

Kniniuni eapianmu nepeoizy

1. Kracuunuii 3 nosmopHumu enizooamu MaKkpocemamypii:

— cubapuHriTHa remarypis (30-50 % xBopux);

— "acTille y MOJIOJHX;

— TFOCTPHH IOYATOK 3 eMi30JaMu MakporeMaTypii, Ha TJIi iH(eKIiHHOTrO
3axBoproBaHHs, [ PBI;

— MOXYTh OyTH 00JIi B IIONIEPEKOBIH TiMSHIII;

- 11V,

— MOJXJIMBE MOPYIIEHHST (QYHKIIT HUPOK, SIK TpaBuiio, 00opotHe, %

— tpansuropHa Al', %

— y TIPOMDKKax MK eIi30aMi Makporemarypii 30epiraerbcs mnepcuc-
TylOUYa MiKpOTeMaTypist a00 CIIOCTEPIraEThCs IOBHA HOPMAJTi3allisi aHaTi31B cedi
(mo HactynHorO emizony), %.

2. Bescumnmomnuii (30-40 % xeopux):

— yacrilie po3BUBaeThCs y ocibd micist 40 pokis;

— mpu 00CTEXKEHHI BUSBILIIOTH MEPCUCTHPYIOYY MIKPOTeMaTypito B IO-
ennauHi 3 [TV i/abo AT.

3. Amunosi popmu:

— MIPOTIKAIOTh 13 KIIHIYHOIO KapTHHOIO, CXOXOI0 3 1HIIMMH TJIOMEPYIIo-
MATiSIMH.

Mopgponoziuni kpumepir':

- CM:

o ocepenkoBa abo mudysHa Me3aHTiagbHA Tpotideparis 3 po3nn-
PEHHSIM T03aKJTITHHHOTO MaTPUKCY;

O PI3HOTO CTYNEHs BHPaXEHOCTi 1HTpa- 4 eKCTpaKamijsipHa HpoJTi-
(eparis;
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O MOXIMBHHA CerMEHTapHUH HEKPO3 KaIiIApiB KIyOOUKa i YTBOPEHHS
"miBMicALiB";

O Ha Mi3HIX CTaJisIX XBOPOOW BiI3HAYAETHCS IHTEPCTHIIATbHIN (HiOpo3,
aHTI0CKIIEPO3, aTpodis KaHAJBIIIB.

— 1® — BusBisOTH Neno3uTu IgA y Me3aHTii 1 B KamiJSIpHUX CTiHKax
KITyOOUKiB; MaiiKe 3aBKIH BUABISIOTH Oemo3uTH Cs, Cy;

— EM - BigxiafieHHs eNeKTPOHHO-IIIIEHOTO MaTepialy ME3aHrii, pime
cybeHnmorenianbHo abo cyOemiTenmianbHO, BIAMOBINHI IMYHHHUM KOMILICKCaM,
110 BU3HAYaroThCs mpu [d Mikpockomii.

Ilpuuunu emopunnoi IgA-negpponamii:

— 3aXBOPIOBaHHS MEYiHKU (LUPO3 OyAb-sKOi eTioorii);

— 3aXBOPIOBaHHS KHUIEYHUKa (Lelniakis, xBopodba KpoHa, Hecrenmpiy-
HUI BUPA3KOBHH KOJIIT);

— XBOpoOu mikipu (ncopias, repneTuOpMHUIT JepMAaTHT);

— 3aXBOPIOBAHHS JIET€Hb 1 OpPOHXIB (CapKoin03, MYKOBICIMI03, iIioma-
TUYHAN TeMOCHACPO3 JIeTeHb, OONITePYIOUnii OPOHXIOIIT);

— 3JI0SIKICHI HOBOYTBOPEHHS (pakK JIereHb, TOPTaHi, MiAMUTYHKOBOI 3aJI03H,
KHIIICYHMKA, a TAKOXX XOJDKKIHChbKa JiMdoma, T-kmiTuHHI 1iMpOMH, B TOMY
YHCIi TpHOOTONiIOHNH MiKO3;

— iH(exuii Ta mapasurapsi 3axBoproBanas (BIJI, HBV-ingexuis, HCV-
iH(EKIIs, JUCeMIHOBaHUI TyOEpKY/Ib03, TOKCOIIA3MO3);

— iHIII CHUCTEMHI 1 ayTOIMyHHI 3aXBOPIOBaHHS (FeMOpari4yHuil BacKyJIiT
ennefina—I'enoxa, CUB, peBMaTOiqHMIA apTPUT, aHKUIO3YIOUHHA CIOHAMIIT,
KT, ckneponepwmist, cunnpom Lllerpena, xsopoba bexuera, cunapom Peiitepa);

— 3aXBOPIOBAHHS, sIKi MOXYTh MoeAHyBatucs 3 IgA-nedppomnariero (AH-
LA-Backymit (Tpanynemaro3 Berenepa), niabetndHa HedpomaTis, MeMOpaHO3HA
Hedponaris.

Jikyeannsa

CrnenmdigHoro (€TiONOTivYHOTO) JiKYBaHHS NEepBUHHOI [gA-Hedpomarii
B JIaHUH 9ac He iCHye, OCHOBHA MeTa Teparlii — BiICTPOYNUTH [T0YaTOK HUPKOBOT
3amicHoi tepamii (H3T).

Kpumepii necnpuamnugozo npozno3y

Kninixo-nabopamopHi:

— 3amwkeHHs IIK® abo migBuimeHHs piBHSA KpeaTHHIHY B KPOBiI Ha MO-
MEHT BCTAQHOBJICHHSI IlarHO3y 200 MPOTArOM 3aXBOPIOBAHHS

— AT Ha MOMEHT BCTaHOBJICHHS JliarHO3y a00 MPOTSATOM 3aXBOPIOBAHHS

— nepcuctyroua [TY 6inemie 1 r/m00y;

— YQJIOBIYA CTATh,

— CTapIIWii Bik HA MOMEHT I10YaTKy 3aXBOPIOBAHHS;
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— OXKHUPIHHS/ TACIIII IeMis;

— rinepypuKeMis.

Tenemuunuii: o0TsDKeHUi 3a [gA-HedpomnaTiero cimeitHni aHaMHe3.

Mopdgonoziuni:

— CM — cnaiiku 3 KarcyJsolo i MiBMicsilieM, TIOMEPYISpHUI CKIIepo3,
aTpodis KaHANBLIB, IHTePCTUIIANBHIN (i0p03, TOTOBIIEHHS CyINHHOI CTIHKH;

— I® — BigkmageHas [gA B KamisApHAX METIAX;

— EM — me3anruounizuc, aedexTu riaomMepynsipHoi 6azanbHoi MeMOpaHu,

Cmpamudbixayin zpyn pusuxy xeopux i3 |gA-negpponamicro:

— HU3bKHH pu3uk: nanieHtu 6e3 ITY abo 3 ITY menme 0,5 r/m00y, HOP-
ManpHuil AT, HopmansHa LITK®;

— noMipHuit pusuk: nauientu 3 [1Y 6inbie 0,5 — 1,0 1/100y Ta 36epe-
JKEHOI0 (PYHKIIIEI0 HUPOK Ta/abo 3 momipHO 3HIKeHO0 [ITKD;

— BUCOKMI pu3uK: nauienty 3 [1Y 6inbmie 3 1/000y i/ado 3i HIK® meHme
30 MJ1/XB, HALIEHTH 31 MIBUAKO MPOrPECYIOYHM TIIOMEPYIOHEDPUTOM.

Biooip nayienmie y cpynu mepanii'

— XBOPHM 13 HU3bKUM PU3UKOM — JTIKYBaHHS HE ITOKa3aHO;

— XBOpHUM 3 TIOMIPHUM PU3UKOM — He()pPONPOTEKTUBHA Teparis iHri0iTo-
pamu ATI® abo capraHamu; MOKIIHBE IPHETHAHHS PHO'TIOTO KUPY;

— BHCOKHH PH3HK — IMyHOCYIIPECHBHA TEpaIis.

Excrpakaninspuuii rinomepysionedpur 3 "niBmicsusamu'’ (IuBUIKO
nporpecywunii rinomepyiaoneppur — IIITH, niarocrpuii, 3a0akicunii) —
ypreuTHa HedpoJoriuHa CHTYyaIlis, [0 BHMara€ TEPMIHOBHX IIarHOCTHYHHUX
1 JTIKyBaJIbHUX 3aXOJIiB.

KiiHiuHO XapakTepHu3y€eThCsi TOCTPOHEMPUTHIHUM CHHIPOMOM 31 IIBUJIKO
MPOTPECYIOU0I0 HUPKOBOKO HEAOCTATHICTIO. MOPGhOIOTiYHO — HASIBHICTh ORI
HIX y 50 % Ki1y0OUKIB €KCTaKanlIIPHUX KIITHHHHUX a00 (hiOpOo3HO-KIITHHHUX
"mmiBMicsiB"

Enioemionozia

Ckiamae 2—-10 % scix ¢hopm T'H.

Emionozis

Moxe Oyt imiomaTMuyHMM abo pO3BHBATHCS B MeXaxX CHCTEMHHX
3axBopioBanb (AHILIA — aconiifoBanuii Backymit, cuaapom ['yamacuepa, CUB).

Ilamozenes

[liBmics1i € HaciIKOM BUPa)KEHOTO YIIKO/PKEHHS KIIyOOUKiB i3 po3pH-
BOM CTIHOK KamiJIsIpiB i MPOHUKHEHHSAM IIJIa3MOBHX OLJIKIB 1 3amaibHUX KIITHH
y npoctip xancymm Hlymnsacskoro—boymena.
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Knacugixauin

3aJexHO BiJ NMEPEeBaYKHOTO MEXaHI3My HOIIKOKEHHs, KIIHIYHOI Kap-
TUHH 1 TaOOPaTOPHUX MMOKA3HUKIB y JTaHUH Yac BHIICHO 5 IMyHOIIATOTEHETH-
gaux tamiB IITH (ma6n 3, 4). OCHOBHUMH KPHUTEPisIMH, 10 BH3HAYAIOTH
koxxer Tin LIIT'H, € Tun cBiTiHHS IMyHOpEakTaHTIB y HHPKOBOMY OiomnTarti
i HagBHICTh MKigmuBoro ynHHUKA (AT mo Ga3ampHOi MeMOpaHH KIyOOUKIiB —
aaTi-bBMK, iMyHHI KOMIUIEKCH, aHTHHEHTPO(DUTBHI ITUTOTUIA3MATHIH] aHTUTIIA —
AHIIA) B cupoBariii xBoporo (maba. 5).

Taoanus 3
XapakTepucTHKA iMyHONIATOreHeTHYHUX THIIIB
eKCTPaKaniJsipHoOro riaoMepyaoHedpury 3 "'niBmicausamn’

o . . .. CupoBaTka
MaTtoreHeTnyHUN |d-mikpocKkonist HUPKOBOI AHTU-
Tmn EKIC'H TKaHWHW (TUM CBITIHHSA) BMK KOMnneMe.HT AHLA
(3HVDKEHHSI PiBHS)
Tun | JliHinHe + — —
Tun 1l paHynspHe — + —
Tun Il - - +
Tun IV JliHinHe + — +
Tun V - - -
Tao6auusn 4
Kaacudikaunis Tunis IITITH
Tun XapakTepucTuka KniHiyHi BapiaHTn Hacrora,
LwnrH %
Tun | | OnocepepkosaHi AT go BMK: | Cungpom N'yanacuepa. 5
NiHINHI BigkNaaaHHs Ig npu I30MboBaHe ypaxkeHHs1 HUPOK,
imyHoricTonoriyHoMy gocnig- | acouinosaHe 3 AT go BMK.
YKE€HHi TKAHWHN HUPOK
Tun Il | IMyHOKOMNnEKCHWIA: rpaHynsipHi | MocTiHdekuiiHmi. MNocTcTpenToko- 30-40
BiAknageHHs imyHornobyniHy | koBuid. Mpu BicuepanbHKX abcuecax,
B Knyboukax HUpKu nonyc-HedpuTi, remopariyHomy
BackyniTi, IgA-Hedponarii, 3amilaHin
K, MBINIH
Tun Il | AHUA-acouiioBaHui: mano- | ITIA 50
iMYHHWI 3 BiACYTHICTIO iMyHHMX | MTTA
BigKnageHb nNpy iMyHonoriyHoMy | Eo3nHodinbHWi rpaHynemaTos
DOCHiIKEHHI i3 noniaHriitom (EIMA)
Twun IV | MoeaHaHHs | i lll Tunis - —
Tun V | AHUA-HeraTuBHui Backynit | lgionatniHni 5-10
HMPOK: 3 BIACYTHICTIO iIMYHHMX
BiAKNageHb
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Tabaunsa 5

Judepenuiiina giarnocruka IITTH

CraHu, Lo BiATBOPIOOTL
LnrH

BigmiTHi ocobnmBocTi

A®C-HedponarTisa

HasiBHicTb cupoBatkoBux AT go kapagioniniHy knacis IgM i IgG
ilabo AT po R,-rmikonpoTeigy-1, BOB4aKOBOro aHTMKOArynsH-
Ty. MNigB1LLEHHs1 NNa3mMoBoi koHUeHTpauii D-aumepy, npoayk-
TiB Aerpagauii ibpuHy. BiocyTHicTb abo He3HauHi 3MiHK
aHanisy ceui (3a3Buyan cnigosa 1Y, He3HaYHUIA cevoBUI
ocap) npy BupaxeHoMy 3HukeHHi LUK®. KniniuHi nposisn
Tpom603iB apTepianbHUX (rocTpui iHdapKT Miokapaa, roctpe
NOpPYLLUEHHS1 MO3KOBOrO KPOBOODiry) i BEHO3HMX (TPOMOO3
rmunboKMx BEH rominok, TpomGoemobonis nereHeBux apTepin,
TPOMBO3 HUPKOBUX BEH) CyaWH, ciTHacTe nisedo

emoniTuko-ypemiyHuni
CVYHAPOM

3B'sA30K 3 iHdeKUiHOT giapeeto (npu Tunosomy 'YC). Buss-
NEeHHs TpurepiB akTVBaLii KoMnnemeHTy (BipycHi Ta bakTepi-
anbHi iHdekuii, TpaBma, BariTHICTb, Mikn). Baxka aHemis 3
03HaKamy MiKpoaHrionaTM4YHOro remonisy (NiABULLEHHS PiBHS
A, 3HkeHHsA ranTornobiHy, LWN30LUMTO3), TPOMGOLMTONEHIS

CknepoaepMiyHa
Hedponaria

LLkipHi Ta opraHHi 03HaKuM CMCTEMHOI ckrepoaepmii. Bupaxe-
HWUW | Hekynyemun nigrom AT. BigcyTHiCTb 3MiH B aHanizax
cevi

locTpuii KaHanbLEeBUIA
HeKpo3

3B'A30K 3 MPUNOMOM NiKapCbKOro npenapary (ocobnmeo 3
HM3M, HeHapKOTUYHUM aHanbreTMKOM, aHTubioTukom). Mak-
poremaTypisi (MOXNUBO BUAANeHHs 3rycTkiB kpoBi). LLBuakui
PO3BUTOK ONirypii

locTpuii TyBynoiHTep-
CTULianbHUin HedbpuT

Ak npaBuno, viTka npuynHa (MPUMOM nikapcbKoro npenapary,
capkoifo3). 3HMXKEHHS BiHOCHOI LLiNbHOCTI cevi Npu BiacyT-
HOCTi BUpaxeHoi MY

XonecTepuHoBa embornis
BHYTPILUIHBOHUPKOBKX
apTepin i aptepion

3B'I30K 3 eH40BaCKyNAPHOO MPOLEeAypOor, TPOMBOi3ucoMm,
TYMNOK TPaBMOIO XuBoTa. BupaxeHe nigsuiieHHs AT. O3Hakn
roctpoca3oBoi BignoBiai (NMxoMaHka, BTpaTta aneTuty i Macu
Tina, apTpanrii, 36inbLIEHHs LWBUAKOCTI OCiAaHHs epuTpoLm-
TiB, CMPOBAaTKOBOI KOHLUEeHTpauii C-peakTvBHoro 6inka). line-
peosunHoinis, eo3nHodinypis. Cityacte niBego 3 TpodivHmU-
MU BUpa3KkaMu (YacTillle Ha LKipi HUXKHiX KiHLiBOK). CUCTEMHI
03HaKM XonecTepuHoBOi embonii (panToBa OQHOCTOPOHHS
cninoTa, rocTpuin NaHKpeaTWT, raHrpeHa KULLIKK)

Kniniuni nposeu:

— FOCTPOHEPPUTHUYHHI CHHAPOM;

— IMIBHAKO MPOTpecyroua HUPKOBA HETOCTATHICTD, sIKa Mependadae pos-
BUTOK ypeMii B MeXax pOKY, a iHOAI IPOTIroM JIEeKUIBKOX THIKHIB 13 MOMEHTY
MEepIINX 03HaK XBOPOOH.
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Jikysannsa

HIITH 3yctpivaeTbes YacTime siK MPOSB CHCTEMHOT'O 3aXBOPIOBAHHS
(CUB, cucremHi BacKywiTH, KpioTIoOyIiHeMis Ta iH.), pifme — SIK igionaTnaHa
XBOp00a, OTHAK TPHHIIMIHN JiKyBaHHA 3araibHi. [1o MOXKIMBOCTI, Tpeba mpoBeCTH
EKCTpEHE JOCIIHKEHHS CUPOBAaTKU Ha HasBHICTH aHTU-BMK 1 AHIIA; Giomncis
HUPKH HEOOXiTHA U CBOE€YACHOI IMOCTAHOBKH JiarHO3Y, OIIHKH IIPOTHO3Y Ta
BHOOPY TaKTHKH Teparii. JIikyBaHHS CIiI MOYMHATH IIIe 10 OTPUMAHHS PE3yihb-
TaTiB IIarHOCTUYHUX JOCII/KEHb 3 MyJbC-Tepamii MeTUIpenHi3oaoHoM. Te-
pamist IITII'H 3anexuts Big HOro iMyHONATOTEHETHYHOIO THUITY 1 MOTpeOH
B JiajIi3i B MOMEHT NTOCTAaHOBKH JiarHO3Y.

TI'ocTpuii mocrerpentoxokoBmii rinomepyiaonedgpur (I'MICI'H) — onxa
3 ¢opm roctporo mocrindpekmiiinoro I'H, sBimse coboro iMyHOKOMILIEKCHE,
00yMOBJICHE MEPEHECCHOI0 CTPENTOKOKOBOIO IH(EKINIEI 3aXBOPIOBAHHS, IO
XapaKTepU3YEThCS PI3HOMAHITHUMU KIITHIYHUMU MTPOSIBAMH B [TOEHAHHI 3 MOP-
(OJOTIYHOIO KAPTHHOKO TOCTPOTO MUQy3HOTO mpomideparnroro ['H.

Enioemionozia TTICT'H y Bcromy cBiti ctanoBuTh 470 000 BHITaKiB, i3 HAX
97 % mpumnajgae Ha PErioHHU 3 HU3BKUM COIIaIbHO-CKOHOMIUHUM cTaTycoM. ITik
3aXBOPIOBAHOCTI MpHUIIAae Ha BiK Bif 5 1o 12 pokiB iy ocib crapmie 60 poxis.

Emionozia ma namozenes

Ipuunnoto I'TICT'H € crpentokoku rpynu A. B nanuit gac sk HaiO11bII
HWMOBIpHHI MATOrCHETHYHHIA MEXaHI3M PO3IJIAAAI0Th BIIKIAJCHHS aHTUICHIB
HE(PUTOTCHHUX IMITaMiB CTPENTOKOKIB y KIy0OYKax HHPOK 1 3B'I3yBaHHA IX
3 ayTOAQHTHUTIJIAMH 3 YTBOPEHHSIM IMyHHHX KOMIUIEKCIB 1 aKTHUBAIII€I0 KOMIUIEMEHTY.

Mopdgponozin:

— CM - BusBIsttoTh mudy3Huit npomideparusuuii ['H 3 mepeBaxHo eH-
JOKAMISIPHOO TPOosTihepalliero i BETUKOIO KUTbKICTIO HEHTPOQIIiB;

— I® — y Me3aHrii i CTIHKaxX KamisipiB KIyOOUKIB BUSBIISIOTH IETIO3UTH
imyHOTIT00YIMiHY KiIacy G, C3-KOMIIOHEHTY KOMIUIEMEHTY Au(y3HOTO TpaHy-
JISIPHOTO XapaKTepy;

— EM — xapakTepHi cyOemniTenianbHi MUTbHI JeTIO3UTH y BUTIIAL 'Top6iB",
SIK1, SIK 1 CYOCHIOTEMiabHI JETIO3UTH, SBJISIOTH COOO0 IMyHHI KOMITJICKCH.

Kniniuna kapmuna pi3HOMaHITHA: IPOSIBH BapirolOTh Bijl O€3CHMIITOMHOL
MiKporemarypii 0 pO3TOpHYTOTO TOCTPOHE(HPUTHIHOTO CHHIPOMY, SKHH Xa-
PaKTepH3y€EThCS PO3BUTKOM Makporemartypii, Haopskis, AL, ITY (Bix MiHIMaIbHOT
70 HeppOTHYHOT), NOPYIMIEHHAM (QYHKLIi HUPOK (B TOMY YMCIi IIBUAKO HPO-
rpecyrodrnM). XapakTepHa BKa3iBKa Ha MOMEPEIHIO CTPENTOKOKOBY iH(EKIIiro.

18



Jikysanunsa

VY marieHTiB 3 yXe BUSBICHUMH O3HaKaM¥ iMmyHokoMmIuiekcHoro I'H an-
THOIOTHKH HE CHPHUSAIOTH 3BOPOTHOMY PO3BHUTKY 3aXBOPIOBAHHS, aHTHOAKTEpi-
abHA TepaIris IPOBOJUTHCS 3 METOI0 YCYHEHHSI BOTHHUINA iH(eKIIii.

3aranpHi nmpuHOMIM JTikyBaHHS ['H BKIIOYAalOTH HEMEIMKAMEHTO3HY
(moTpumaHHs pexuMy, GakaHO MOCTIIBHOTO, i JIETH 3 0OMEXEHHAM CITOXKH-
BaHHS coui, pinuHE 1 Oinka (o 0,5 r/kr/mo0y) mpwu 3HWKEHHI (YHKIII HUPOK
meHmre 60 mi/xB). CUMOTOMaTuYHa Teparis CHpsMOBaHA Ha MiIATPUMAaHHS -
BOJTHO-EJIEKTPOJIITHOTO OanaHcy, HopManizaniro AT, mikyBaHHS yCKIIaIHEHb.

IIpu BucokoakruBHOMY Tmepebiry I'TICTH (HC, mBuako mporpecyroda
HHPKOBA HEJIOCTAaTHICTh, HasABHICTh Oumbiie 30% «miBMicsuiB» y OiomnraTi) —
Teparis TIIF0KOKOPTUKOIIaMHU.
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