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CuHppom aKTuBaii Mmakpodparis y aiteun

ModarorutapHuii cuHapom (I'dC), abo remodaro-
mutapHuii JtiMdoricriormTo3 (IJII) — Tsokke 3axBo-
pIOBaHHSI, B OCHOBI SIKOTO JIEXXWTb HEKOHTPOJIbOBaHA

aKTUBalisl e(peKTOPiB KIITUHHOTO iMyHIiTeTy. AKTUBAIIis 1TH-
TOTOKCMYHMX T-1iMbOIUTIB i TKAHMHHMX MaKpodaris (TicTio-
LIUTIB) CYIIPOBOLKYETHCS TIEPITPOMYKIIEIO MPO3aaIbHUX 1T~
TOKIiHiB i IPU3BOAUTH MTPSIMO a00 OIMOCEPEIKOBAHO JI0 TSKKOL
opraxHoi nucdyHKiii. [IprarHo XBopoOu MoXe OyTH TeHe-
THYHUE nedekT (3okpeMa npu repBuHHOoMy [JII') aGo Haby-
TUI PO3JIa MeXaHi3MiB peryJisiii iMyHiTeTy (y pasi BTOpUH-
Horo ['®C).

Ha panwmii yac moctynoBo (opmyerbest norisin Ha TOC
SIK Ha YHiBEepCaJTbHMI KJTiHIKO-ITaTOJIOTiYHUI (DeHOMEH, PO3-
BUTOK SIKOT'O MOXKE BiIOyBaTHCS B KOHTEKCTI IIIMPOKOT0 KOJIa
XBOp00 pizHoi etiosorii [ 1]. Lle moB’sa3aHe 3 TUM, 1110 10ro po3-
BUTOK MPU3BOIUTB JI0 TSKKMX META0OTIYHUX, FEMaTOJIOTIUHAX
1 HEBPOJIOTIYHUX ITOPYILIEHD, SIKi O€3MOCEPETHBO 3arpOXyIOTh
JKUTTIO TantieHTa. Panns niarHoctrka T'DOC nae mincraBu mist
edekTrBHOI Tepartii.

Enipemionoris

3axBoproBaHicTh Ha cimeitHuii I'JII' miopiyHo CTaHOBUTH
1 Ha 1MUTH miteit BikoM 10 15 pokiB. 1o BropuHHMX hopm ['DC
BiTHOCSITh TaKi MOro BapiaHTH, SIKi pO3BUBAIOTBCS Y XBOPHUX
Ha iH(eKI1iiTHi, OHKOJIOTiUHi, aBTOIMYHHI Ta CIIaIKOBi XBOPOOU.
Eninemiosioriuna xapakrepuctrika BropuHHuX ' DC i1 noci He-
BiIOMa, 3BaXKalouM Ha TeTEPOreHHICTh MOIYJISILLT, BIACYTHICTh
VHiBepCaTbHUX TiarHOCTUYHUX KPUTEPIiB i SIKICHUX ITOITYJIsI-
miHX gocaimkens [10, 11].

Oco01BYy yBary CJjiin 3BepHYTH Ha MOXIJIMBICTb PO3BUTKY
['®C Ha i pi3HUX BipyCHUX iH(EKIIi, 30KpeMa 3a paxyHOK
Takux raroreis, Sk rpurt A (HIN1, HINS), aneHoBipycu, Bi-
pycH repriecy ycix TUIIiB, Bipyc imyHoneditmry ionruau (BLT),
napBoBipyc B19.

Knacudikadis
3rimHo 3 Kiacudikalli€ro, siKy 0ys10 puiiHsITO ToBaprCTBOM
3 BUBUEHHS TicTionuTosy B 1997 p., [JIT" HanexuTs 10 rpynu

TiCTIOLMTO3iB 3 BapiaOGedbHUM KITiHIYHAM mepebiroM [8].
J1o mepBUHHIX, TOOTO FEHETUYHO AETePMiHOBAaHIX, 10ro (hopM
BimHocsTh BaacHe cimeitnuii [JIT (CIJIT) i Hu3Ky pinkicHux
MepBUHHUX iMyHOOeIIUTIB (Tab. 1).

MNMaToreHes

Kuniniuni o3Hakm I'dDC xapakrTepHi I Tinmep3amnaib-
HUX CUHIPOMIB, 00 «CMHIPOMIB LIMTOKIHOBOI'O IIITOPMY».
[nep3ananbHi CHHAPOMU € TUM CaMUM HaTodi3ioloriyHuM
CTaHOM Ha KiHIIEBOMY €Talli, SIKWI1 € pe3yJIbTaTOM PO3pi3-
HEHOTO iHillilOBaHHSI TPUTEPiB HEKOHTPOJBHOBAHOTO 3ala-
neHHs. ['inep3ananbHi cuHApOMU KiIacu(iKyIOTh Ha ITim-
CTaBi BiTOMUX OCHOBHHUX TpurepiB abo nedexriB. Jlo Hux
HaJleXXaTh:

1) reHeTnuHiI nepeKTH KITITUHHOI IMTOTOKCUYHOCTI, 110 TIPY-
3BonaTh 1o CIJIT

2) nedbeKT iIMyHHOI BillTIOBIi, iMyHOIEhILIUTH, 1110 TTPU3BO-
IISITh 10 Tinep3ananbHoro curapomy (IDAHS);

3) maroJIoriyHi CTaHM, SIKi TIPU3BOISTD 10 PO3BUTKY acolli-
oBaHoro 3 iHdeKlIi€elo rinep3anaabHoro cuapoMy (IAHS),
Y TOMY YHCJTi TSIKKOTO CETICHUCY;

4) BmacHe cuHApoM akTuBauii Makpodarie (CAM,
Macrophage activation syndrome — MAS);

5) 37105IKiCHi HOBOYTBOPEHHSI, 1110 CIIPUYMHIOIOTH BUHUK-
HeHHs Tinep3anaibHoro cuHapomy (MAHS; ta6i. 2) [13].

Ta6nuus 1. Knacudikauis F®C [1]

roc
MepBunHHI BropuHHi

2 IHWIi nepBUHHiI " - L
CIr: iMyHoReiLMTY: BTopuHHi, acouinoBaHi 3:
FHL1 . A
FHL2 * cuHapom Yepiaka—Xirawwi * yXnaMHamu
FHL3 e cuHppowm lpicueni * iHdbeKLigsMmn
FHLA4 * X-34enneHun * aBTOIMYHHUMM XBOpO6aMu
FHL5 nimconponicepatueHui * CcnagKoBMMM XBopo6amu
FHLX CUHOPOM 06MiHYy

Mpumitka: ITK — iHTepnelikiH-2-iHgykoBaHa T-KkIiTMHHa KiHasa.
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Ta6nuusa 2. Knacudikauis rinepsananbHux cuiapomis [13]

3axBopioBaHHs 'eH Aecbekt Tpurep
crn:
FHL1
FHL2
FHL3 9g21-3-22 Hesigomo

PRF1 [ediunT UMTOTOKCMYHOrO edbekTopa IHchexwis
FHL4 UNC13D 3MeHLUEHHS [O3PiBaHHA | BUBINIbHEHHSA LUTONITUYHUX FPaHyn
STX11 AHOManbHi NPaVMIHT | BUBINIBHEHHSA LUTONITUYHUX rpaHyn
FHL5
STXBP2 AHOManbHi NPaiMIHF | BUBINIBHEHHSA LUTONITUYHUX rPpaHyn

ImyHopediumnT-acouinosaHe
rinep3ananeHHs LYST AHOManbHWI PO3BUTOK LIUTONITUHHUX FpaHyn
Cunppom Yepiaka—Xirawi RAB27A AHOManbHe HaKOMUYEHHSA LUTONITUYHUX rPaHyn y KNiTUHHIN MeM6paHi
Cunppom picueni AP3B1 [MopyLueHHsA Ao3piBaHHS | TPAHCMOPTY LUTOTOKCUYHUX FpaHyn
Cunppom XepmaHcki—lyanak, Tun 2 SH2D1A HedekT y curHanbHOMy LUNAXY LMTOTOKCUYHOCTI T- i NK-KniTuH IHdbekuis
XLP1 XIAP HedekT anonTo3dy Ta iMyHHOro ePeKTOPHOro CUrHaNbHOrO LLUNAAXY
XLP2 ITK AHOManbHi po3BUTOK, OyHKList Ta/a60 BUXMBaHHSA LUTOTOKCUHYHUX
ITK-pediumnT (pediunt T-nimcpoumnTis
iHTepnewikiH-2-iHayKoBaHOi T-KNiTUHHOT KiHa3K)
CAM Hesigomo | HeBigomo ﬁlqu;iiﬁ;
Finep3ananbHui CMHAPOM, acoLiioBaHUM
3 iHdekuicro Hesigomo Hesigomo IHdbekuis
(CMHAPOM CUCTEMHOI 3anasnbHoi BignoBsigi)
CIEEREN AL el HepocTtaTtHbO 3nosKicHWi
acouiioBaHuWi 3i 3109KiCHUM npoLecom e HepocTtaTtHbo AaHux -
(napaHeonnacTU4HWUM CUHOPOM) A pou

T'inep3anaibHi 3aXBOPIOBAaHHS BUHUKAIOTH BHACIIIIOK ITOCH -
JIEHHSsI i iporpecii 3armajbHOro LUKITY, 110 TTPU3BOAMTS JI0 Ha-
CTYITHOTO MOIJIMOJIEHHSI iMyHOIATOJOTIYHUX peakiiit. [1pu
['®C aBrozanajabHUiT TpUTEP, IKUi1, AMOBIPHO, OITOCEPEIKO-
BYETHCS LIUISIXOM aKTHBALlil BPOIKEHOTO IMyHITETY Yepe3 pe-
uentopu posrizHaBaHHs aHTureHiB (RRP), ctumystioe Bu-
BUIbHEHHSI Ipo3anaibHUX MemiaTopiB. EdekropHi KmitrHI
MOCUJTIOIOTH LIeH Ipo3anaIbHUI IUTOKIHOBUI KacKal, pe3yJib-
TATOM YOTO € 2inepuyumokinemis. KoMOiHaIIisT Ipo3aImaaIbHIX
LIMTOKIiHIB i TpMBaloYa aKTUBALLST PELIENITOPIB pO3ITi3HABAHHS
AHTUTEHIB IIPU3BOAITH 1O CUHEPIiYHOI aKTUBALLil KIITUH BPOI-
>KEHOTO iIMYHITETY, IO MiATPUMY€E MOCWJIEHNI iIMyHOITATOJIO-
rivamii 1k [13]. [locuieHHST CUCTEMHOIO 3allaJieHHST IIpU
rinep3anajibHUX CUHIPOMAaX 3yMOBJIIOE CAMOITIATPHUMYIOYi 3a-
MaJIbHi MK (puc. 1).

Habyma gpopma V1T, wo eurnurae npu agmoimyHuiii namooeii,
Mae Hasey «cundopom axkmueauii maxpoghazie» (CAM, abo MAS —
Macrophage Activation Syndrome). Came 1ieii CHHIpOM Haiiuac-
Tillle YCKIJIAMHIOE CUCTEMHUIA BapiaHT I0BEHUTHHOT'O imiomaTiy-
Horo aptpurty. Pazom 3 Tum CAM Bce dacTillie Bin3HaYa€eThCs
Y XBOPHUX Ha CUCTEMHMI1 YepBOHUIA BOBYAK, IOBEHUIbHUI Aep-
MAaTOMIO3MT i pilliie — y MALEHTIB i3 CHCTEMHUMU BaCKyJliTaM1
i cmonmmtoaptpo3oM [12]. CAM, ax i inmi opmu IJIT, xa-
PaKTEpU3YETHCS TPUBAIOIO JIMXOMAHKOIO, FeNaToCIieHOMera-
JTIi€I0, IIUTOIEHISIMU, BUCOKMM piBHEM (bePUTUHY, TPULJILIS-
pUIiB, TpaHCaMiHa3 i O6iTipyOiHy, a TAKOXX HU3bKHAM BMIiCTOM
¢iopunoreny [17].

ITpu CAM criocTepiraeTbest Bpaxkaroue BUCOKUIA piBEHb L1 -
PKYJIIOIOUMX LIMTOKIHIB i MPUPOIHMX iHTIOITOPIB LIMTOKIHIB, Ta-
KUX SIK po3urHHi (pakTop Hekposy myxinH-o-(TNF-o)-pe-
menTopu Ta aHTaroHictu iHtepneikiHy-1R (IL-1R) (RL2)
[9]. lo HUX BimHOCSITH Mpo3anajibHi LIMTOKIHU, 110 CUHTE3Y-
10Tb J1iM(oLUTH, TaKi siK iHTepdepoH-Y (INF-y) Ta IL-2, a Ta-
KOX IIUTOKiHM, SIKi € TIPOIYKTaM1 MOHOLIMTIB i Makpodaris,
y tomy umcii [L-13, TNF-o., IL-6 i IL-18.

3 ypaxyBaHHSIM 11X (DAKTiB TEPMiH «IIUTOKiHOBUI INTOPM»
3arporoHOBaHUI GaraTbMa aBTOpaMU [UIsSl XapaKTepUCTUKU

iMyHHoi BinmoBini mpu CAM. Criin Big3HaYUTH, 1110 HaIliEHTH
i3 CAM TaKkoX IeMOHCTPYIOTh ITiIBUILICHIA PiBEHb PETYIIITOP-
HUX LIMTOKIHIB, 30kpema IL-10, sixuii Mae geKiibKa mpoTr3a-
MaJTbHUX BJIACTMBOCTEM, 30KpeMa iHTibillil0 CUHTE3y IIUTOKi-
HiB MakpodaraMu, a TOMy MOXe CIIPUSATU TeMO(paroluTo3y
[12]. IMawieHTn 3 po3BUTKOM (ysbMiHaHTHOI (hopmu CAM,

ABTOIMYHHWI1 TpUrep ‘ ’ IHCbeKLiNHWIA aHTUreH

TpvBana akTvBauis
PRR pasom 3 oTouy-
104MMM 3anasibHUMmn
LMTOKIHAMM Npn3Bo-
OVTb 00 akTuBaLii
KNITUH BPOOXXEHOro
iMyHiTETY

4

EdekTOpHi KniTn-
HM NOLLMPIOIOTb
3ananeHHs, LWo
Npu3BOANTL A0
rinepunToKiHemii

XpoHiyHa BipycHa
iHbekLjs cTn-
MySII0€ aKTMBaLilo
aHTUreH-npesex-
TyBanbHUX KNiTUH

9 A
()

HeedekTnBHa uuto-
TOKCUYHICTb NPU3BO-
OWTb 0O nepcucTeHLii
BipyCHOI iHdbeKLji

KnituHa
BPOAXEHOr0
iMyHITETY

EbekTopHa
KniTMHa

f

BuBinbHeHHs npo3a-
nanbHUX LMTOKIHIB
aKTUBYE eDEKTOPHI
KNITUHU

Linto-
TOKCUYHWI
J-nimcoumT,

AHTUreH-npesex-
Taujis NpusBoanNTL
00 akTuBauii
LIUTOTOKCUYHMX
T-nimgoumTis

PeuenTop,

L0 po3ni3Hae
aHTUreH

Puc. 1. MNaToreHe3s cuctemMHoOro 3ananeHHs Npu rinep3ananbHUX
cuHapomax [13]
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BOUEBMIb, MAIOTh PETYJIIOI0YI IIISIXU 3 yyacTio 1L-10, 1o rpu-
3BOJIMTB JI0 HEKOHTPOJILOBAHOT'O 3aIaJIEHHS.

[Ipote, He3Baxkaroun Ha 30UTBIIEHHST KiTbKOCTI JOKa-
3iB Ha KOPUCTh «IIUTOKIHOBOTO ITopmy» npu CAM, 1i naHi
MOBMHHI TIYMAUUTUCS 3 00EPEKHICTIO. X04ya 3arajoM Lyp-
KYJIIOI0Yi LIUTOKIHU € CIPUSTAMBAMM IUISI XBOPOOM, ITiIBU-
IIEHWI 1X piBeHb MPU KOHKPETHOMY MAaTOJOTiYHOMY CTaHi
He € 000B’s13K0BOI0 IPUYMHOIO po3BUTKY CAM. Lle BipHO Ha-
BiTb JJIs1 TUX LIMTOKIiHIB, 5IKi MalOTh BUCOKUIA CTYIiHb KOPEJIsi-
1ii 3i cTymeHeM TSDKKOCTI 3aXBOPIOBAaHHS. | HaBmaku, 3MiHU
Y KJIiHiYHii KapTWHi Y BilIOBiAb Ha 6JI0OKYBaHHSI IEBHOTO LM~
TOKiHY 3a0€3Me4yIoTh Kpallli J0Ka3! pOoJIi IUTOKIiHiB y IIaTore-
He3i XxBopoou (puc. 2).

CAM Moxe po3BUBATHCS 32 YMOB BUCOKOI aKTUBHOCTI aB-
TOIMYHHOT'O TIPOLIECY, IO TIOB’SI3aHO 3 TiABUILCHHSIM PiBHS
LUTOKIHIB, 30kpeMa IL-1, IL-6, IL-18 i TNF-o.. CAM moxe
TaKOX BMHMKATU TIPU BipyCHMX iH(EKIIisIX, Ae MaToreH-a-
COLIiIOBaHI MOJIEKY/IM PO3ITi3HAIOTECS OIOCEPEIKOBAHUIMU
peuentopamu (PRR) i 0OyMOBIOIOTH HACTYITHY CeKpe-
Lil0 3amaJbHUX LMUTOKiHIB. 30KpeMa, Mpo3aajibHi IIUTO-
KiHM, y TOMY YMCITi MiABUIIEHMI piBeHb IL-6, Moxe moKpa-
IIATA CUTHAJI3AIII0 Yepe3 PelenTOpr OIOCEPEAKOBAHOIO
posnizHaBaHHsa (PRR). IHekuist TakoxX iHIyKye akTuBa-
wito i mpomigepamito CD8+-T-xnituH i NK-kititiH Ta cexpe-
uito INF-y. [TinBuiienns pisus IJ1-18 nponoBxye crumysio-
Batu nponykuito INF-yakrusosaHumu T-niMdouyramu. Lei
cruteck cuHTe3y INF-y npuzBonuTh 0 akTHBallii Makpodaris,
sIKi HaOyBarOTh IIPO3ANAILHOIO (PEHOTHUITY i TEHEPYIOTh BUCO-
KW piBeHb XeMOKiHiB i IUTOKIHIB. AKTMBOBaHiI Makpodaru pa-
3oM i3 CD8*-T-nimdormramu iHGUIETPYIOTh TKAHUHU, Y TOMY
YHCJI KICTKOBUI MO30K i IEYiHKY, i IPU3BOIATH 1O PO3BUTKY
LIUTOIIEHii, TMChYHKIIII ITeYiHKM Ta KOaryJIomarii, 10 IToB’sI-
3aHa 3 CAM [9].

Hatenep Bce Giblie 1oKa3iB TOro, 1110 BUCOKI PiBHi (pepr-
TUHY MOXYTh HE JIMIIIE BilI3epKaIOBaTU PEaKIIilo TOCTPOi
¢asu 3amanaeHHs, a i B3arai BimirpaBaTi BaXJIMBY POJb Y 3a-
nanerHi. CAM, cucTeMHMI BapiaHT IOBEHIJIEHOTO imionaTiy-
HOTO apTpUTy, aHTA(POCGOIITITHII CUHAPOM Ta CENTUYHMIA
IIIOK aCOLIiIOIOThCS 3 My>Ke BUCOKMM piBHEM deputuny. Jst
LIMX ITATOJIOTIYHMX CTaHiB XapaKTepHi CX0Xi KJTiHiYHi i1 J1a00-
paTOpHi 03HAKW, BOHM MAIOTh CILIbHUIA MAaTOTeHE3, 1110 MPH-
3BOIUTH 110 TinepdepurnHeMii. [1pumyckaloTs, 1110 3aBUCOKi
piBHi (bepUTHHY, SIKi CIIOCTEPIraroThCs 3a PiZHUX KIHIYHKX
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Puc. 2. «LluTokiHoBuUI wiTOpm>» Ta po3BuTok CAM [13].
CTL — BucokotokeuyHi T-nimdounTn; NK-cell — HaTypanbHi kinepw;
Th1 — T-xennepwu 1 Tvny; Ag — aHTUreH

YMOB, € He IIPOCTO BTOPUHHUM TPOIYKTOM 3aIlaJIbHOTO PO~
1ecy, a IIEBHOIO JIAHKOIO I1aTOJIONIYHOro MexaHizMmy. Jeski Ha-
YKOBIIi HaBiTh IIPOMOHYIOTh 00’€IHATH 11i CTAHU EAWHOIO HO-
MeHKJIaTypolo: «[inepdeputrnHeMiuHmit cuHIpoM» [15].

JlabopaTtopHa pgjarHocTuka

['ojjoBHUMM  J1aOOpaTOPHUMM Ta  iMYHOJIOTIYHUMU
mapkepamu CAM € rinmepdepuTuHeMis i BUCOKUIA pi-
BeHb CDI163, 10 eKcIpecyeTbcss Ha KITUHHINA MeMOpaHi
MakpodariB. Ha momensix in vitro BCTAHOBIIEHO, IO KOMII-
Jekcu  rantoriobiH—remornodin  (Hp-Hb)  3B’s3yioThbest
3 CD163 i yTBOpIOIOTh MOTYKHUIA CTUMYJISITOP PEryJIsiii aKk-
TuBHOCTI reMokcureHasu (HOL1). Leit pepmeHT — Kiltovo-
BUI €H3UM pO3Iaay TeMa A0 OUTiBepauHy, OKCHUIIB BYIJICIIIO
i 3ai3a. biniBepauH Ta HOro NpomykT OiTipyOiH € aHTUOKCH-
JaHTaMU, TOMi SIK 3aJ1i30 IIiICHIIOE OKHUCIIIOBAJILHMII CTpEC.
3BiJIbHEHE 3aJ1i30 3aXOIUTIOETHCS (DEPUTHHOM, i piBeHb OCTaH-
HBOTO Pi3K0 3pOCTaE, 1110 Kopemoe 3 piBHeM CD163. Ha nymky
J. Bleesing i T. Beukelman, minsuinernst pisas CD163 € Map-
KepOM CHCTEMHOTO BapiaHTy IOBEHUIBHOI'O iIiOMaTHYHOTO ap-
TPUTY, SIKMI He cynpoBomKyeThbcss CAM. IHImi nocmimHuKy Ha-
BOIISITB IOKA3K CTOCOBHO TOTO, 1110 po3unHHM I1L-2-penernrop
(CD25+) i CD163 MOXyTb OyTH TiarHOCTHIHUMU MapKepaMu
Ha paHHix eTanax po3BUTKY CAM y naii€HTiB i3 CUCTEMHUM
IOBEHUIBHUM idiONaTUYHUM apTPUTOM, 1110 €, OKPIiM iHIIHX,
MOKa3HMKaMI MOHITOPUHTY e(peKTUBHOCTI Tepartii [14].

®inanpHi etanu po3Butky 'DC, Taki K rinepuyuToKi-
HeMis, JiMdorictionurapHa iHQiIbTpallis opraHiB i TKa-
HUH, 3anajibHe TMOUIKOMXEHHS i (popMyBaHHSI OpraHHOI
IUcyHKIIIi, € yHiBepcaJbHUMU [Jis BTOPUMHHUX i mep-
BUHHUX iloro (popMm. MexaHi3mu, sIKi BiIIOBigaibHi 3a iHi-
Liallifo IaToJOriYHOrO IIPOLIECY, BiIpi3HAIOTHCS IPU Pi3-
Hux BapiaHTtax BropuHHoro I'ddC. Tak, BinmrepmiHOBaHa
eJliMiHallig TaTroreHa, oOyMOBJI€eHa iMyHOCYIIPECHBHOIO
Teparnieo abo 0COOJIMBOCTIMM iMyHOPEAKTUBHOCTI Malli-
€HTa, 00OYMOBJIIOE IIEPCUCTEHIIII0 aCOLiOBaHUX 3 iH(pEeK-
niero, aktuByrounx curHaiiB npu ['PC. T1pu 3m05KicHUX
HOBOYTBOPEHHSIX, 0COOJIMBO HEXOMXKKIHCHKUX JiM(poMax,
JKEPEIOM aKTUBYBAaHHSI LIMTOKiHIB MOXYTh OYTH MyXJIUHHI
KJIITUHU. AHAJIOTiYHa CUTYyalis crioctepiraetbes mpu [JIT,
acouiifoBanux 3 BipycoM Emmreitna—bapp (EBB-IJIT).
Ilarorenernuno EBB-IJIT" € exromiuHuM iH(piKyBaHHSIM
T-nimdouutis i NK-knitun EBB, HacinkoM 4yoro € Kj1o-
HaJIbHA IpoJtipepallis i rimeprpoayKilis Ipo3anaabHUX M-
TOKiHiB [16].

IIpu cuctemMHOMY BapiaHTi I0BEHUILHOTO imiONAaTHYHOTO
apTPUTY EKCIpecis MapKepiB albTepHATMBHOIO ILISXY IU-
depeH1ialii MakpodariB BiTOyBa€TbCSI MapalebHO 3 €KC-
MpECi€l0 HEraTUBHUX PETYJISITOPiB BPOMKEHUX iMYHHHUX
peaxuiii, y Tomy unciai SOCS3 (Suppressor of cytokine signal-
ing 3) i IL-10. SOCS3 B3aeMofi€ 3 CUTHATbBHUMU 1UISIXaMU
JAK/STAT, 1110 3HIXY€E YyTJIMBICTh MOHOLIMTIB/MaKpodaris
1o INF-y. 3mineHa yyrusicts 1o INF-yy noenHaHHi 3 HasiB-
HicTio IL-10 Moxe crioTBoproBaty auepeHIIiloBaHHS MOHO-
LIMTIB y OiK aKLIENTOPHUX MaKpoaris, sIKi BUSIBJISIIOTH MiABU-
1LeHyY (harolMUTapHy aKTUBHICTE i € CD163-IM03UTUBHAMM, 110,
B CBOIO Y€PTy, CIIPUSIE AJTIbTEPHATUBHI aKTUBALlii MOHOIIUTIB.
HasBHicTh uToMmiTHYHOI IcYHKIIT Y XBOPHX HAa CUCTEMHMIA
IOBEHUIBbHUI iTiOMaTUYHWIA apTPUT, SIKa, BipOTiAHO, CIIPUYM-
HeHa $IK TeHeTUIHUMU, TaK i HaOyTuMu (hpaKTopaMM, MOXKe
OyTH 111 OMHUM YMHHUKOM, 1110 cripusi€ po3BUTKY CAM.

Otxe, 3 BUILE3a3HAYEHOIO BUILUIMBAE, IO 6 diacHocmuui
T'DC moxncna konuenmyaavro eudiaumu 3 emanu:

1) BacHe BctaHOBJIEHHS AiarHo3y I DC;
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2) nudepeHLiHNI AiarHO3 IEPBUHHUX i BFOpMHHUX (DOpM;
3) Bepuikaliisg reHeTUIHOro BapiaHTy repBuHHOro IJIT.

KniHiyHa xapakTepucTuka

OCHOBHI KIJIiHiUHI Ta JJabOpaTOpHi MpPOSIBY BTOPUHHOIO
I'®C, Taki K JTMXOMaHKa, CIUIEHOMETAJIis i KOaryyiomnaris,
CITiBiCHYIOTb 3 KJIIHIYHUMHU CUMITTOMaMU OCHOBHOI XBOPOOU.
KoHn1enryanbHO MOXHA BU3HAYMTU OB CLIEHAPil PO3BUTKY
propuHHoro I'OC. Y nepiiomy Bunanky '@ C po3BUBAETHCS
y Halli€HTa 3 BCTAHOBJIEHUM paHillle JiarHO30M OCHOBHOTO 3a-
XBOPIOBAHHSI, HAMPUKJIAN, IOBEHUIBHOIO ilioNaTuyHOro ap-
TPUTY a00 HEXOMKKIHCHKOI JliMpoMu. V 1Iiif cUTyallil Mmics
BcTaHOBJIEHHS fiarHo3y ['MC OCHOBHUM MHUTaHHSIM ITOCTAE
e(peKTHBHA iHTeTrpallis TepalleBTUYHMX €JIEMEHTIB, CITPSIMOBA-
HMX Ha KoHTpoJib ['PC, y 3arabHMIA TUIaH IMPOrpaMHOi Tepartii.

CKJ1aTHIIIIOIO CUTYALIIEI0, 3 TOUKY 30pY JiarHOCTUKMH, € PO3-
BuTOK 'PC y n1e610Ti OCHOBHOI XBOPOOU, 10 TTOSIBU TUITOBUX
KJTiHIYHMX CHUMIITOMIB i TiCTOJIOTiYHOI BepudiKallil 37I0sIKic-
HOT'O HOBOYTBOPEHHSI. Y TAKOMY BUIIANKY LIEHTPAIbHUM ITH-
TaHHSIM CTa€ AUdepeHLIMHII TiarHO3 IIEPBUHHUX i BTOPUH-
HuX popM [DC.

Bkpaii ckiiagHUM MUTAHHSIM € BU3HAUEHHST MiCLIg iH(eKIIii
y po3ButKy I'DC. 3 omHOTrO 60KY, iH(eKIIii, SIK TPaBUIO, BU-
KOHYIOTb POJIb TpUrepa Ipu MadicdecTartii nepsuHHoro I'JIT
i po3BuTKy BropuHHoro ['MC y naiieHTiB, sKi OTpUMYIOTh iMy-
HOCYIIPECUBHY Teparlito. 3 iHIIIoro 60Ky, 0araTo TSLKKUX iH-
ekt MOXYTb CYITPOBOIKYBATUCS PO3BUTKOM BTOPUHHOTO
I'®C. Otxe, ineHTU(iKaLis iH(EKLiTHOrO areHTa He BKa-
3ye ogHO3HaYHO Ha reHe3 '@ C i moBMHHA iHTepIpeTyBaTUCS
JIMIIE Y ITMPOKOMY KOHTEKCTi TUHAMIKY KIIIHIYHUX i J1a0o-
PaTOPHUX O3HAK XBOPOOU.

Kainiuni nposisu CAM, 5K TipaBUJIO, MalOTh TOCTPUIA IOYa-
TOK i 4acTo 30iraroTbCsl B I€OIOTI 3 JIIKBIMALIIEID CUMITOMIB
apTpuTy i HopMmaizanieto i/a6o 3HmkeHHsaM [TIOE. PantoBo
PO3BUBAIOTHCS CTiliKa (heOpMIbHA JIMXOMAaHKa (HEpiKo cy-
MIPOBOXKYETHCS O3HAKAMM YPaKeHHSI TPAaBHOI'O TPAKTY), JIiM-
danmeHoraTiss, HecrelIMMIYHWIA BUCHUII, HAOPSIKWA, TIPOrpe-
cyloya renaToCIUIEHOMeTaslisl 3 O3HaKaMU (PyHKIIiOHAJILHOI
HEIOCTAaTHOCTI MEYiHKU i BUpa3HUM TeMOpariYyHuM CUHAPO-
MOM, 0OYMOBJIEHM KOAry/IONAaTi€r0 CrioxuBaHHs Ha T/1i JIB3-
CUHIIPOMY i ITE4iHKOBOIO HEOCTATHICTIO.

Temopaciunuii cundpom Moxxe IPOSIBIISITYCS PiI3HOMAHITHUMU
BUCHUIIAaHHSIMU Ha 11IKipi (Bia reTexiit 10 eKxiM03iB), HOCOBUMU
Ta LIUTYHKOBO-KUIIIKOBUMU KPOBOTEUAMU, MEHOPATISIMU, a TIPY
TSDKKOMY Tiepebiry — KpOBOBWJIMBOM Y TKAHUHU T'OJIOBHOTO
MOB3KY.

Heepoaoeiuna cumnmomamura (MIISIBIiCTb, IPATiBIUBICTh, FO-
JIOBHUI OiJTb, HEPINKO OJIIOBAHHS, CYIOMM 3 BTPATOIO CBiTOMO-
CTi, KOMa) Y HM3LIi CIIOCTEPEKEHb € IOMiHYIOUOIO i 00yMOBJIeHa
MABUILIEHHSIM BMICTY OiJIKa i ITICOLIMTO30M Y JIIKBOPI.

Ypascenns cepueeo-cyounnoi cucmemu, aezens (inmepcmuui-
aabHi 3MIH) | HUPOK CTIOCTEPITa€ThCs Y HANTSDKIMX BUIIANKAX,
KOJIM Ma€ Miclie iHGiTbTpaltist MakpodaraMu TKaHWH BHYTPIIII-
Hix opraHiB [5].

3 aabopamoprux o3nax HaiiGiIbIlEe 3HAYEHHS Ma€ LIUTOIIe-
Hisl i3 3aJTy4eHHSIM OBOX i OLIbIIe MapOCTKiB KPOBOTBOPEHHS
(JIeHKOTIEeHisI 3 HEUTPOMEHI€EI0, 3HVDKEHHS PiBHS €pUTPOLIUTIB,
TpoMOOIUTIB). TPOMOOIIUTOIIEHISI — HAOLIBII paHHIMH i po-
BimHuit 1adoparopHuii Mapkep CAM. Hepinko mae miclie 3HU-
XeHHs1 a00 HopMadizauis IIIOE mipu 36epexkeHHi BUCOKOTO
piBHs1 C-peakTUBHOTO OiIKa. XapaKTepHUMU OCOOIMBOCTSIMU
€ rinogidoprHOreHeMisl i rnepTPUIILIEpUAEMisl, a TAKOX 301Tb-
ILIEHHS] PiBHIiB TpaHCaMiHa3 i OiTipybiHy. HaliOiabi 3HaUyIImm
JliarHOCTUYHKM JIAOOPATOPHUM TECTOM € piBeHb (hepuTrHYy [9].

Ilamomopghoaoeinna kapmuna 3pasxa Kicmio6020 Mo3Ky NpeJi-
cTaBjIeHa YMCIIEHHUMU, T00pe nudepeHIiiioBaHMMI MaKpO-
charamu 3 IBUIIIAMM TeMO(arouTosy.

Y nyHKTaTi KiCTKOBOro MO3Ky AiesiKux nauieHTiB
He BUABNAETbCA heHoOMeH remodaroyuTosy, Lo
06yMOBNIEHO 3HAYHOHO iHhinbTpauicto makpodaris
B 30Hax «dpizionoriyHoro nepebyBaHHs»: B YePBOHil
nynbni cenesiHkn, CUHycoiAax ne4viHku, CUHycax
nimcpaTUYHUX BY3NiB, Y TKAHWHiI FOJIOBHOrO MO3KY.

BonHouac 11e Tpu3BOAUTD 0 PO3BUTKY CUCTEMHUX ITPO-
saBiB CAM, y ToMy 4rcIi mopyiieHb (PyHKIIII IediHK] i po3-
BUTKY KOAaryJIonarii, ITHEBMOHITY, JiMdaneHomaTii i BacKy-
aity. HIupokuii crieKTp KIiHIYHUX i J1a00paTOPHUX O3HAK
CAM ycKiIaaHIoe iioro miarHocTuKy. [Homi aj1st niarHoCTUKKU
i€l maToJIOTi1 KITiHILIMCTY OPIEHTYIOTHCSI HA HASIBHICTD (heHO-
MeHy reMoGaroliMTo3y B KiCTKOBOMY MO3KY, CeJIe3iHIIi, JIiM-
(baTUIHUX By3/1aX 200 CIIMHHOMO3KOBI PilvHi, TOM SIK iHKOJII
TsoKKi BUTTanku CAM MOXYTb He CYIIPOBOIKYBAaTHCh ITepepa-
XOBaHMMH NATOTICTOJIOTIYHUMM ITposiBaMu [14].

CAM uyacrillie CriocTepiraerbesi y AiTeid 3 CUCTEMHUM Ba-
piaHTOM IOBEHIIBHOIO imMiONaTHMYHOIO apTPUTy Ta B IOPOC-
JIMX XBOpuX 3 cuHApoMoM Crijlia, eKBiBaJIECHTOM CUCTEMHOTO
IOBEHIJIBHOTO imionaTtiuaHoro aprpury. [Ipote Bee yacTilire mmo-
BiTOMJISIETBCS TIPO po3BUTOK CAM Ha TJTi iHIIIMX peBMATUYHUX
3aXBOPIOBaHb Y AiTei1, 30KpeMa IOBEHUIBHOIO CUCTEMHOTO Yep-
BOHOI'O BOBYaKa, XxBopoou Kapacaki, JoBEHJIbHOTO IepMaTo-
Mio3uTy, aHTU(OCHOMIMTHOTO CUHAPOMY i 3MillIAHMX 3aXBO-
proBaHb criofyyHoi TkaHuHU. Haituacriie CAM acolitoeTbest
3 iH(EKIIisIMU, 30KpeMa BipyCHUMM, 200 CIIOCTEPIira€ThCs i
yac aKTUBHOTO 3axBoptoBaHHs [17, 18].

Ha xann, mpoBeneHHS eImiaeMioNIoriYHIX JOCTiKeHb y Ha-
npsivi CAM ycKIIa[IHIOE BiICYTHICTb BU3HAUEHUX IIarHOCTUY-
HUX KPUTEPIiB. Y OUTBIIOCTI BUTIAIKIB, ITPO SIKi ITOBiAOMIISLIOCS
B JIiTEpaTypi, LIek aiarHo3 OyB 3aIligo3peHni Ha ITiACTaBi po3-
BUTKY LIMTOIIEHi1, KOATyJIOIAaTii Ta eKCTpeMaIbHOI rirepdepu-
TuHeMii. [ITaTorHOMOHiIYHAa 03HaKa LIbOrO CUHAPOMY 3a3BrUYait
BUSIBJISIETHCS ITPY JOCTIIKEeHHI KiCTKOBOTO MO3KY Ha ITiAICTaBi
HasIBHOCTI YMCIEHHUX MOPMOJIOTIUYHO J0OPOSKICHUX MaKpO-
ariB, 10 IEMOHCTPYIOTh reMoGarouuTapHy aKTUBHICTb.
[MpubmusHo y 7—17% mNali€eHTiB 3 CHCTEMHUM IOBEHITbHUM
imionaTUIHUM apTpUToM po3BUBAETbCSI CAM 3 aKTMBHUMU
MposSIBAMMU, TOJIi SIK M’sIKa «CYOKJTiHiYHa» 1ioro hopMa Moxe
CIIOCTepiraTucs y TPETHHM MAIiEHTIB 3 aKTUBHOIO CICTEMHOIO
XBOp00010. JlocaimkKeHHS KiCTKOBOIO MO3KY Y LIMX XBOPHUX 3a-
3BUYall CBiTUUTb PO EKCTEHCUBHE MOLIUPEHHS BUCOKOAKTH-
BOBaHUX MakKpodariB, ajie JuIle AesiKi 3 LIMX KJIITUH IeMOH-
CTPYIOTh HasiIBHY reMo(aroluTapHy akTUBHICTb [9].

AiarHocTunka
st miarHocTik CAM, ikt MOXKe pO3BHMBATHUCST Y XBOPUX
Ha rinep3araibHi 3aXBOPIOBaHHSI, B TOMY YMCJIi Ha iHeKIIifiHi
Ta aBTOIMyHHi XBOPOOH, 3aITpOIIOHOBAaHi HACTYITHI KPUTEPIl [Ti-
arHOCTUKM.
Kpumepii Pageaai [14]:
KitiHiuHi kpuTepii:
MUCYHKIIST IIEHTPaJIbHOI HEPBOBOI CUCTEMU (IIpaTiB/Iv-
BIiCTb, He30pi€HTAllisl, JIeTaprisl, TOJIOBHUI Oilb, CyIOMHM,
KOoMa);
reMopariqyHuii CMHApPOM (ITypITypa, JIeTKe YTBOPEHHS CUH-
11iB, KPOBOTOUYMBICTb CJIN30BUX OO0JIOHOK);
renaroMerais (> 3 cM 3-Ti Kparo peOepHOi IyTu).
JlabopaTopHi KpuTepii:
3MEHIIEHHS KiJIbKOCTi TpoMOGoLnTIB (MeHIire 262,0x10°/11);
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nigBuieHHst AJIT (6inbiue 59 on./7);
3HVDKEHHS KUTBKOCTI JieiikonuTiB (MeHiire 4,0x10°/1);
rinmogibpuHoreHeMmist (MeHiue 2,5 r/n).

Jiarno3 CAM ecmanosatoemucs 3a HaseHocmi 2 abo Oinvuie
naabopamoprux kpumepiie ABO 2 abo binbuie KAiHiYHUX Kpume-
piie ma/abo aabopamoproeo Kpumepiro.

Kpumepii epynu 3 eueuenns CAM (MAS Study Group) [5]:
3HIDKEHHS PiBHS TPOMOOLIUTIB B TUHAMILI (HABIiTH B paM-
KaX HOpMaTHBiB);

HasIBHICTb MaKpodaraIbHOro reModaromrosy B KiCTKO-
BOMY MO3KY;

MiIBUILIEHHS PiBHS IIEYiHKOBUX (DEPMEHTIB,

3HIDKEHHS KUTBKOCTI JIEMKOLIUTIB;

MepCUCTYIOYa JInxoMaHKa Oibiie 38 °C;

sHmkeHHs LIIOE;

rinogiopruHOreHeMis;

TiNepTpUITILIEPUAEMIs.

Haii6inbin yacTi O3HAKM BU3HAYAIOTHCS KITHILIMCTAaMU
3a HasIBHOCTI AiarHO3y IU(y3HUX 3aXBOPIOBaHbL CIIOIYYHOI
TKaHUHMU.

i kiiHiYHi i JJaGopaTOpHi KpUTEPii € DyKe CUTbHUMMU JIe-
TeKkTopamu B ineHTudikarii CAM, a Ko BOHI BUKOPUCTOBY-
I0ThCST B KOMOiHaLlii, TO YyTIMBICTb MeTOMUKM mocsirae 100%,
a i crenmdivHicTs — 95—97%.

Tepanis

JlixyBanusg '®C mossrae B iHTeHCUBHIM TOCUHIPOMHI M
CYIPOBiIHil Teparrii Ta cnenmndivHil Tepaltii, CripsMoBaHil
Ha KOHTPOJIb CUCTEMHOTO 3anajieHHs. [IpuHumMnm cympo-
BimHOI Teparii He 3anexath Bif etiosorii [D®C i oxoruo-
JOTh arpeCUBHY TpaHCY3iiiHy KOPEKIIilo reMoCcTa3y Ta aHe-
Mii, paHHIO eMITipUYHY Tepallilo OaKTepiallbHIX i TPUOKOBUX
iH(eKIIii 3 ypaxyBaHHSIM KOMOiHOBAHOTO iMyHOAehilIUTY,
00YMOBJIEHOI'0 3aXBOPIOBAHHSIM i IMyHOCYIIPECHUBHOIO TEpa-
Ti€l0, a TAKOX 3aCTOCYBaHHSI OPraHO3aMiCHMX TeXHOJIOTii
IIPY PO3BUTKY ITOJIiOpPraHOl HeAOCTATHOCTI (Tab. 3).

[Tinxim mo Tepamnii BTopuHHOro 'MC BU3HAYAETHCS TIK-
KiCcTIO fioro mepebiry i mpupomoi0 OCHOBHOTO 3aXBOpPIO-
BaHHs. Y Tepamnii '®C, acouiitoBaHoro 3 iH(pekKIi€ro,

BaxkJIMBa POJIb HAJIEXKUTh €TiIOTPOITHIN Tepartii, sika BU3HA-
Ya€eThCsI, 0€3yMOBHO, MiKpOOioJIOTiYHOIO ineHTH(iKAIIi€I0
30ynHuka. Ckiaa iMyHOMOYJTIOI0UO0i Ta iMyHOCYITPECUB-
HOI Tepallii 111e OCTaTOYHO He CTaHOApTHU30BaHUI i 3aye-
KUTD Bifl XapakTepy iH(PeKIiiiHOTO areHTa i TSKKOCTi KJTi-
Hiko-1abopaTopHux npossis TOC [1].

[Ipenapatamu epuIoi JiHii, SIK TPaBWIO, € BHYTPILLIHBO-
BeHHI rmoKokoptukocTepoinu (I'KC), gacrimie 3a Bce Me-
TUJITIPEAHI30J10H, B 1031 10—30 Mr/Kr Ha 100y 3a mpeaHi-
30JI0HOM a0 mekcameTasoH B 103i 10—20 mr/m? Ha 100y.
Apyrum BaxkJIMBUM KOMITIOHEHTOM iMyHOMO/IYJIIOIOYO] Te-
pamii € BBII', skuit mpu3HavyaeTbesl y KypCOBili 103i Bif
2,0 t/kr macu Tina xBopoi autuHu. [lpusnauenHs 'KC
€ HEBIiOKJIATHMUM i BIiOIIOBiZaJIbHUM KPOKOM, CKJIATHICTb
SIKOTO OOYMOBJIEHA TUM, 110 Y XBOPUX 3 TeHEepajli30BaHOIO
iH(eKIIi€I0, 0CO0IMBO MiKOOAKTEpiaIbHOIO i TPHOKOBOIO,
I'KC MOXyTb KPUTUYHO YCKJIATHUTUA KOHTPOJIb iH(EKIIiii-
HOTO IpolLiecy.

Tepamnisst CAM, sikvii po3BUHYBCS Ha TJIi peBMaTUYHUX
XBOpOO, 3acHOBaHA Ha 3acTocyBaHHiI BHUCOKuX 103 ['KC,
B IEepIIy Yepry MeTwinpeaHizonony, i BBII'. HactymHum
€TaroM YacTo CTa€ MPU3HAUYEHHS MpenapariB LMKIOCIIO-
punHy A [15].

JlocBin 3acToCyBaHHSI €TOIO3UIY B peBMAaTOJIOTil 0OMe-
>KEHMUI, X0ua MOOAMHOKI BUTIAJKU MOro MpU3HAYEHHS CBifl-
4aTh IIPO BUHSTKOBO BUCOKY €(heKTUBHICTh Tepallii JTaH1uM
npernaparoM. HeoOxigHO MiAKPECIUTH, 110 €TOMO3UI BU-
CTyIa€ B JaHOMY KJIiHIYHOMY KOHTEKCTi €(beKTUBHUM iMy-
HOCYIIPECAHTOM, IOCUTh crieluiYHUM 1100 aKTUBOBA-
Hux T-nimdonuTiB. BimMoBa Bix 3acTOCYBaHHS €TOIIO3UIY
Ha MiAcTaBi BiACYTHOCTi «OHKOJIOTiYHOIO» JiarHO3y € He-
OOI'PYHTOBAHOIO i HEOE3MEYHOIO, TOMY IO PU3UK PO3BUTKY
YCKJIaIHEHb Tepallii €TOMO3UIOM HEMOPiBHSIHHUIA 3 BUCO-
KO0 MIMOBIpHICTIO CMepTi MAalliEHTa Bill, HEKOHTPOJIbOBA-
Hoi nporpecii [DC.

brokatopu TNF-0 3HaYHO MOMIMIIWIA KJTiHIYHI pe3yiib-
TaTH Ta SIKiCTh KUTTSI XBOpUX. MOXKHA ITPUITYCTUTH, 1110 i/~
BulieHuit piseHb TNF-o BimoOpaxae cTyrmiHb OCHOBHOI
KJIITUMHHOI aKTMBallil, a HE Billirpa€ poJib CTUMYJSITOpA

Ta6nuus 3. EchekTuBHiCTb 3aranbHux metopis nikysaHHss CAM, cuHgpomy Crinna, centuyHoro woky ta A®C [15]

BapiaHtn OuuLLEeHHs KPOBi / .
piantit rKC BBIF - p I
naronorii O6MiH Nnasmm
CAM +++ ++ ++ LuknocnopuH A
DMARDs
Cunpgpom Crinna +++ ++ + AHTU-IL-6
AHTK-IL-1
ADC +++ +++ +++ AHTUKOAryNsHTW
CenTWYHMI LWoK +/- +/— ++ AHTWGIOTUKMN
o . ) . o 3aranbHa KOHLenLis O4ULLEHHS
MpoTtndananbHuin edpekt B nitepatypi onucaHuii npsMuii . P
P 9 KpOBi nonArae B eniMiHawji
'KC BuaBns-eTbCa B iXHil AHTUTOKCUYHUI edDeKT, a TaKoX )
’ : o . i3 CUCTEMHOr0 KPOBOTOKY
3AaTHOCTi NPUrHivyBaTu Henpsmi iMyHoMopyntolo4i Mexa- L -
S ) nepeBaxHOI KifIbKOCTi Npo-
aKTUBHICTb IMyHOMOAYIIOOHUX Hiamu BBII ) ] .
- i npoTM3ananbHUx MegiaTopis
TPaHCKPUNTOPHUX hakTopiB, L b
) o . ) i BiBHOBMNEHHI rymMopanbHoro
O6rpyHTyBaHHS nopi6Hnx fo NF-kB Ta aktueatopa | BBII, nmoBipHO, B3aemogie o
npoTuaananbH1X npoteiny-1 3 LIMTOKIH- | naTorex- Y
edeKTiB NiKkyBaHHs cneumgiyHMMmn aHTuTIinaMm .
. TexHika ekcTpakoprnopanbHOro
BoHu UMTOTOKCUYHI Ans .
. L ) ) OYMLLEHHSA KPOBI MPU3HaYeHa
NiMgouuTiB i ranbMyoTh BBII" 3ano6irae BUBiNbHEHHIO ) .
. . o ANs BUAANEHHSA Pi3HUX TOKCUHIB
€KCMpecito LUTOKIHIB npo3sananbHWX LUUTOKIHIB : . )
) ; . i 3ananbHNx mepgiaTopis
i AndhepeHLitoBaHHA AEHAPUTHUX MOHOLWTIB, CTUMYNTIbOBAHUX . ]
. h i MONOBHEHHS HEOOXiIAHMX CNOMYK
KNiTUH NpPOKasbLUTOHIHOM .
Yyepes 3aMiHy nnasmu

lMpumitka: +++ nikyBaHHs NepLUOi NiHii, peKOMEH[OBaHE B MiXXKHapOAHIVi niTepaTypi; ++ PEKOMeHOoBaHe JliKyBaHHS Ha OCHOBI BUNaAKiB, ormMcaHnx
y niTepartypi; + niKyBaHHs1, SIKe BUKOPUCTOBYETLCS B KITIHIYHIV NpakTvLi abo onvcaHe y 3BiTax rpo BUNaAKku; +/— CyrnepeysnBe 3acTocyBaHHs B KIliHIYHI
npaktuyi. AAC — aHTugpocghoninigHnii cuHgpom; DMARDs — xBopo6o-moangikytoyi aHTupeBMaTtuydHi npenapatu; BBII — BHYTPiLLHbOBEHHWIA

imyHorno6byniH; NF-xB — sgepHui chakTop kappa B.
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CAM. TToonuHOKI MOBiTOMJIEHHS TTPO 3aCTOCYBAHHS I'eH-
HO-iHXEeHepHUX 0i0I0TIYHMX ITpernapaTiB, TAKUX SIK pUTYK-
cumab, anemMTy3ymMa0, eTaHeplenT, iHdikcuMao, y Tepartii
BropuHHUX ['®C pizHOI IpUpoIU HNOTPEOYIOTh A0AATKO-
BOTO aHali3y i MPOBEIEHHS CIUIAHOBAaHUX KJIIHIYHMX J0-
crimxeHs [9].

[leBHY DOMOMiXHY POJib Y KOHTPOJIi TillepIUTOKIHEMIi
i MetabomiuHux posnaniB npu I'®C MoxXyTh BimirpaBaTu
METOJIU €KCTPAKOPIIOPATbHOI JETOKCHUKALTii, TaKi SIK TeMO-
dinbTpalis, i MeToau Ge3repepBHOI 3aMicHOI Teparii [6].

He3Baxarouu Ha 3HAYHi JOCSITHEHHS Y PO3YMiHHI CyT-
Hocti CAM, icHye Beauka morpeba y po3poOlili HOBUX
METOMIB JiKyBaHHS IIi€i TSXKoi maTtojorii. LluTokiH-
CIIpsIMOBaHa Tepallisg Ma€ BEJIMKUU IMOTeHIiaa IS 10-
CSITHEHHSI METH JIiKyBaHHS, sika choKycoBaHa Ha (PyHK-
1o e(eKTOPHUX KIITUH, s1Ki 3amisHi npu CAM, no peui,
0e3 BUHUKHEHHS Mi€JIOCYNpPEeCUBHUX MOOIYHUX peak-
Liii, SKi po3BMBAIOTh NEsIKi CydacHi IpellapaTd, Ha-
MPUKJIAI, €TOMO3UI. Y LbOMY IJIaHi MEePCIeKTUBHUM
€ INF-v. IcHye Benrka KijbKiCTb JAHUX JOCTIIXEHb, SIKi
3aCHOBaHi Ha MOJIeJIIOBaHHI CUHAPOMY y TBapWH, a Ta-
KOX KIIiHiYHI JaHi, SKi mependadyaroTb BUKOPUCTAHHS
INF-v B J1ikyBaHHi SIK IEPBUHHOTIO CiIMEHOTO, TakK i pe-
aktuBHoro I'JIT [13, 17]. IIpoTe, icHyI0Tb 3Ha4YHi pora-
JIMHU 3HaHb 1ono poui INF-y B po3sutky CAM.

DeHOTUN aKTMBOBAHUX MOHOHYKJICApHUX (PAaroLuTiB
npu CAM 3HauHOWO Mipolo He 3’scoBaHO. BimbuIicTb
IOCJiIXXKeHb BUBYAJIX MOHOHYKJIEAPHiI KIITHMHU IIEpU-
depiitHOI KpOBi, sIKi He MOXYTh ITOBHICTIO MOSICHUTU
Tpadik (paroumTiB OO0 MEYiHKUA I KiCTKOBOTO MO3KY.
HeoOxinHo Ginbiie iHGopMaliii mpo peHOTUIT IIUX TKa-
HUHHUX ¢(pEeKTOPHUX KJIITHUH i MPOAYKTH iX CEKpeLii,
1106 BU3HAYMTHU IUISAX aAeKBaTHOI Tepamii. [laTonmoriuna
pPOJIb «IIUTOKIiHOBOTO IITOPMY» y ¢opmyBaHHI CAM 1mie-
peabauae, 1110 Tepalisi, CIIpsIMOBaHa Ha LIMTOKiIHU, MOXE
OyTU puBaOJMBOIO IIPU il MATOJIOTII.

BucHoBKu

HoBuit morisin Ha maToreHe3 rinep3anaJbHUX CUHIPOMIB
CTUMYJTIOE BUBYEHHSI KOMIUIEKCHUX ILIMTOKIHOBHX 3B’SI3KiB,
SIKi 3aJTy4aloThCS IO MEXaHi3MiB MOIIKOMXKEHHS OpraHiB-Mi-
1LIeHe i momMpeHHs TseKKoro 3ananeHHs1. [Tonanblie po3sy-
MiHHSI [Tii iMyHOIIATOT€HHUX TPUTEPIB i MEXaHi3MiB, 1110 IOTPH-
MYIOTb 3aIa/IbHUI MPOLIEC, PO3KPUBAE HOBI TeparieBTUYHI LIii,
SIKi JAIOTh 3MOTY IIEPCOHATI3YBATH ITiIXi/I 10 JIIKyBaHHSI Ta IIPO-
dimakTky CAM. 3poctae BUBHaHHS IIMTOKiHOBO-3aI1aJTbHOTO
MPOILIECY SIK MAaTOI€HHOI'O IOCePEeaHIKA XBOPOOU Ta Ne(peKTiB
reMoarouTiB, SIK YyTJIMBOTO a00 CIielpiuHOro MapKepa 3a-
XBOPIOBAHHSI.

CAM — TSDKKe YCKJIagHEHHS, 10 NPEACTaBIISIE CePilo3Hi
TPYIHOILI SIK Y TiarHOCTHIIi, TaK i B Tepartii. Aile CAM — Buti-
KOBHU, 1 yCITiX Tepartii 3a1e>KUTh Bil €()eKTUBHOCTI MiXKI1C-
LUILTIHAPHOTO KOHTAKTY, SIKMi1 Oy/Ie CKepOBaHO Ha BUBUECHHS
Ta JIIKyBaHHS TTALIIEHTIB 3 IIUM CUHIPOMOM.
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CUHAPOM AKTUBALIMM MAKPO®AIOB Y AIETEN
E. B. ITonouesnas, E. H. OxornukoBa

HaunoHanbHast MEIUIIMHCKAS aKaieMUsI TToCIeIuTIOMHOro obpazoBanust uMenu I1. JI. [lynuka

Pesiome

CUHAPOM aKTUBALIMU MaKpodaroB sIBJIsIETCS MPUOOpPeTeHHOM (hopMoii reModaroMTapHoro JMMGOTrMCTUOLIMTO3a C HEKOHTPOJIUPYEMOM aK-
TUBAIUEH ITUTOTOKCUIECKUX T-TMM@OIIUTOB U TUCTUOIIMTOB. XapaKTePU3YeTCsl TMXOPANKOU, TuMbaneHomaTieit, HecrelMbuIeCKUMU BBICHI-
MaHUsIMU, OTEKaMU, TeraToCIUIeHOMeraueil, reMopparuyecKuM CUHAPOMOM, LIUTONIEHUSIMU, BBICOKMM YPOBHEM (heppUTUHA, TPUTTIULIEPUIIOB,
TpaHCaMWHa3 U OWIMPYOWHA, a TaKKe HU3KUM cofiepxkaHueM dbubpuHoreHa. [Ipy JaHHOM CUHIpOMe HabII0IaeTCs TIOPa3UTETbHO BHICOKUIA
YPOBEHb LUPKYIUPYIOIIHUX LIUTOKUHOB U IPUPOAHBIX UHTUOUTOPOB UIUTOKUHOB — «LIUTOKMHOBBIN LITOPM». [IJIs1 TMarHOCTUKU MPeIOXEHBI
Kkputepun PaBesto, a Takke KpUTEPHUH TPYIIITHI 110 U3YYSHUIO CUHIpOoMa akTuBaimu Makpodaros (MAS Study Group).

Jleyenue remodaroliMTapHOro JMMGOruCTUOLIMTO3a 3aKJII0YAETCsl B MHTEHCUBHOI ITOCMHAPOMHOI (arpeccuBHasi TpaHC()y3MOHHAsI KOPPEK-
1IMsI TeMOCTa3a U aHEMHW, PAHHSIST SMITUpUIEcKasl Teparnust 0aKTepUaTbHBIX U TPUOKOBBIX MHGMEKIINI ¢ y4eTOM KOMOMHUPOBAHHOTO UMMYHO-
neduLnTa, IPUMEHEHUE OPraHO3aMellaloIMX TEXHOJIOTUI IPU MOJIMOPTaHHOM HEJOCTATOYHOCTH) U crieuudUIecKoii Tepanuu, HarpaBieH-
HOI Ha KOHTPOJIb CUCTEMHOTO BOCTIAJICHUSI.

KioueBbie ciioBa: CUHAOPOM aKTHBallUU MaKpO(bal"OB, HOUTOKWHBI, LIUTOKUHOBBII HITOPM, J'II/IM(I)OI‘I/ICTI/IOLU/ITOS, TUCTHUOLIMT.

MACROPHAGE ACTIVATION SYNDROME IN CHILDREN

E. V. Ponochevna, E. N. Okhotnikova
P. L. Shupyk National Medical Academy of Postgraduate Education

Abstract

Macrophage activation syndrome is an acquired form of hemophagocytic lymphohistiocytosis with uncontrolled activation of cytotoxic
T-lymphocytes and histiocytes. It is characterized by fever, lymphadenopathy, nonspecific rash, edema, hepatosplenomegaly, hemorrhagic syn-
drome, cytopenias, high levels of ferritin, triglycerides, transaminases and bilirubin, as well as a low content of fibrinogen. With this syndrome,
there is an amazingly high level of circulating cytokines and natural cytokine inhibitors - the cytokine storm. For the diagnosis proposed criteria
Ravello, as well as the criteria for studying the macrophage activation syndrome (MAS Study Group).

Treatment of hemophagocytic lymphobhistiocytosis consists of intensive posyndromic (aggressive transfusion correction of hemostasis and ane-
mia, early empirical therapy of bacterial and fungal infections with regard to combined immunodeficiency, the use of organ-substituting technol-
ogies for organ failure) and specific therapy aimed at controlling systemic inflammation.

Key words: macrophage activation syndrome, cytokines, cytokine storm, lymphohistiocytosis, histiocyte.
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