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FrEMO®ATOUNTAPHUA CUHOPOM
Y TNAUIEHTA 3 NAHIKYJIITOM:
AHANI3 KJTIHIYHOIo BUNAAKY

FemogaroumntapHui CUHAPOM (remogarounTapHui 1iM@oricTioymTos —
[JII) — ue cTaH, ki xapakTepu3yeTbCs rinepakTyuBaLiero iMyHHOI cuc-
Temu, LU0 BUHVKaE Ha OHI reHeTnyYHoi MmyTtauii (nepBuHHw I'J1l7), iHpek-
LiVIHUX YNHHUKIB, PEBMATUYHUX 3aXBOPIOBaHb ab0 3/105KICHUX HOBOYTBO-
peHb. [lo OCHOBHUX KJTIHIYHUX O3HaK LibOro CUHAPOMY HasliexaTb BUCOKa
JIMXOMaHKa, rernatocriJieHoOMeraJsiisi, UNTOrMeHii, UNTOITUYHNY CUHAPOM, [i-
nepgeputrHemis ii koarynonartis. MeTa poboTtu. [lpoaHanizysaTtu Ta y3a-
razabHUTK ICHYIOYY IHpOpPMAaLi0 CTOCOBHO AiarHOCTUKU Ta sikyBaHHS 1T,
rpe3eHTyBaT BAaCHUM KIHIYHUV [OCBIA BeAeHHs xBoporo. Martepia-
M i meTogun. BukoHaHO onunc KiiHIYHOro BUNaaky PO3BUTKY BTOPUHHOIO
[JII. PO3KpUTO KIIOYOBI JliTepaTypHi AaHi LLoA0 paHHbOI iarHOCTUKY i J1i-
KyBaJslbHOI TaKTUKW LbOro ctaHy. Pe3ynbtatun. Y Livi cTaTTi OonnucaHo Kiii-
HIYHWV BUMNaaoK CTPIMKOro roripLLIeHHs 3 PO3BUTKOM I10J1i0praHHoi Hea0-
CTaTHOCTI Ha OHI remogaroLunTapHoOro CUHAPOMY y XiHku Bikom 39 pokiB
3 repBUHHO AiarHOCTOBaHWUM rnaHikynitom Bebepa — KpicyeHa. PO3kpuTo
KJIIOHOBI MOMEHTY ANDEPEHLIVIHOI AiarHOCTUKU CUMITOMIB OCHOBHOIO 3a-
XBOPIOBaHHS Ta remogarountapHoOro CUHAPOMY, BU3HaYeHHs crieundid-
Hux 1abopatopHux Mapkepis (3okpema sCD25/slL-2R), nikyBaHHS 3 BUKO-
PUCTaHHSIM rJIIOKOKOPTUKOIAIB Ta eTorno3uay. BucHoBku. HasiBHIiCTb rnes-
Hux crinbHux pyc IJII Ta OCHOBHOro PEBMaTU4YHOIr0 3axXBOPIOBAHHS MOXE
YTPYAHIOBaTU MPOBEAEHHS ANGEPEHLINHOI iarHOCTUKW Ta 3aTpuMyBa-
TV N04aToK JliKyBaHHs. PaHHE po3ni3dHaBaHHS cumnTomiB [JIIT ogHo4YacHo
3 r1o4aTkoM BiarnoBiagHOI Teparii NOTeHLIiNHO 403BOJISIE MOKPaLUNTU MpPo-
rHO3 BUXXMBAHOCTI NaLi€HTIB.

2) nponidepadis, ekToniyHa mirpadisa Ta iHpineTpa-

remodarounTapHuii cuHapom, abo remodaroum-
TapHuii nimoorictiounTod (MM — NoTeHLUINHO He6e3-
MEYHUN OJIK XUTTS CUHAPOM, LLIO XapaKTepu3yeTbCs
MOPYLUEHHAM pPerynsuii iMyHHUX KIiTUH, HAAMIPHOIO
NPOAYKLIEIO LUTOKIHIB, PO3BUTKOM BUPAXEHOI 3anasib-
HOI BiANOBIAI Ta NOWKOOXKEHHAM TKaHMH [1].
MepBuHHUI T € ayTOCOMHO-PELLECUBHNM 3aXBO-
PIOBaHHSAM, ke BiAMiYaloTb Y AiTEN MOJIOALLOrO BiKY.
Po3BuTOK BTOPUHHOIrO 1IN MOXe ByTY NOB’A3aHWUM i3:
® BflaCHe 3/1059KICHUMWN HOBOYTBOPEHHAMMK (0CO0-
nmBo remo6nactosamu, 3okpema T- Ta NK-
KNITUHHUMK Nimpomamum), abo ix iMmyHO- abo Xi-
MioTeparnieto;
® iHOEeKUiMHNMN YNHHVKaMKM (YacTo — BipycoMm En-
wrenHa — Bapp, unMTOMEranoBipycoMm, iHLWMMKN
BipYCHUMM, 6akTepianbHMMM abo rPMOKOBMMMU iH-
dekuigmn);
® aQyTOIMYHHMMW 3aXBOPIOBAHHAMMU (CUCTEMHUM
IOBEHINbHUM igionaTnyHum apTpuTom (HOIA), CuH-
apomom Kaeacaki, cuHgpomom CTinnay nopoc-
nnx) [6, 9, 15].
ronoBHMMK NaToreHeTn4HUMK nadkamu M1l e:
1) rinepaktneauia CD8+ T-nimpounTis i Makpo-
daris;

List LMW KNITUHAMM PiI3HOMAHITHUX OPraHiB;

3) rinepumMToKiHEMIS, WO NPU3BOANTbL A0 NOJiop-
raHHoi HegocTaTHOCTI Ta cmepTi [20].

LnTtokiHoBUI Npodinb, skt Haragye 17, Takox
acoLileTLCA 3 TSKKMM nepebirom COVID-19. Ins Hbo-
ro xapakTepHi NiaBULLLEHNI piBEHb iHTepnelkiny (1J1)-2,
171-6, U1-7, rpaHynounTapHO-KONOHIECTUMYJTIIOOHOIO
dakTopy, MOHOLMTAPHOIrO XeMOATPaAKTaHTHOrO NpPo-
Teiny, 3ananbHoro 6inka makpodaris 1-a, dakTopa
HeKpo3y nyxnuH-a. MigsuuweHHs pisHs 1J1-6 € mapke-
pom Tskkoro nepebiry COVID-19, kopentotoum 3 nif-
BULLEEHHSAM PiBHSA cMepTHOCTI [11, 17].

OcHoBHUMMK KNiHIYHMMK nposiBamu [J1T € TpuBa-
na nuxomaHka, renatocnieHomMmeranis, KpoBoTeua,
LWKIPHWIA BUCUM, NOPYLUEHHS DYHKLLii HEPBOBOI CUC-
Temu, XoBTsHMUSA. [Jo nabopaTopHUX NPOSBIB Hane-
XaTtb: UMTOMNEHIA, Koarynonarisa, rinepninigemis, ri-
nodidbpuHoreHemis, rineppepuTnHeMmis, NiaBuLLEH-
HA piBHA aMiHOTpaHcdepas, rinepbinipybiHemis,
rinoanbbymiHemis i rinoHaTtpiemia [20]. Ans giarHoc-
Tukun I BukopucToByloTbCs kputepii HLH (3 anrn.
«hemophagocytic lymphohistiocytosis») 2004 p.
(tabn. 1) [10]. OgHak ui KpuTepii Oynn pPo3pobeHi
ON9 nefiatpuyHOT rpynm nauieHTiB, odiuinHO He 3a-
TBEPOKEHI AN AOPOCAMX i 3anuLwalnTbCs 3aCHOBa-
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HUMK Ha aymLi ekcnepTis [14]. logaTkoBOO ajarHoc-
TUYHOIO MOXJIMBICTIO € BUKOPUCTaHHA HScore — psany
KpuTepiiB, aki 6yan obpaHi ons oiarHOCTUKN peakTuB-
HOro remo®aroumMTapHoOro CMHAPOMY i OOCTYMHI AK
OHJIANH-KaNbKyNATOP A5 LWMPOKOrO BUKOPUCTAHHS
(saintantoine.aphp.fr/score/) [8].

Ta6nuus 1
Kniviko-naGopaTopHi 03HaKu Ta AiarHOCTU4HI KpuTepii
HLH-2004 [10, 21]

JlabopaTopHi 03HaKK
LinTonenis
linepdeputnHemis
linogibpuHoreHemis
linepTpurniuepmaemis

KniniyHi nposieu
Jlnxomanka
l'enarocnnexomeranis
NimdbageHonartis
YpaxeHHs nereHb

HeBponoriyHi nposien T AnAT/AcAT
XoBTaHUMUS T [TTN, Ginipy6iHy
MiaBuLLEHA KPOBOTOYMBICTD T nar
lneBpanbHuii BUMIT 1 sCD25
T C-peaktusHoro 6inka (CPB)
1 Na*

TemodarounTos y KicTkoBOMY MO3KY
RiarHocTnyni kputepii HLH-2004
HasBna xapakrepna ans I'JII myrauis, Wwo niaTBepAxeHa Mosieky-
JISPHOIO [AlarHOCTUKOIO,
abo
5 i3 8 HaBegeHNX HUXYe BiarHOCTUYHUX KPUTEPIiB:
1. JiuxomaHka.
2. CnneHomeranis.
3. Untonenii B >2 3 3 niHiii nepudepmyHoi KpoBi:
- remorno6it <90 r/n (y HoBOHapoaxeHMx Ao 4-ro TuxHs <100 r/n);
- TpomboumT <100-10%/n;
- HeATpodinn <1,0-10%/n.
4. TinepTpurniuepnaemis Ta/abo rinodibpuHoreHemis:
- Tpurniuepuan Hatue >3,0 Mmonb/n;
- pibpuHoreH <1,5 r/n.
5. FemodarouunTtos y KicTKOBOMY MO3Ky/NiMbaTUYHIX BY3/ax/CenesiHLi.
6. Huabka abo BincyTHst akTuBHICTb NK-KniTuH.
7. ®eputun >500 mr/n.
8. sCD25 (sIL-2R) >2,400 MO/m.

CuHapom akTmBaLii Mmakpodaris — Le ¢popma BTO-
puHHoro NI, aka BUHMKae Ha GOoHi peBMaTUYHOr o 3a-
xBoptoBaHHs [3]. BiH 6yB Bneplue 3apeecTpoBaHnii
y nauieHTiB 3 lOIA, y 9kux BigMivyanu pasioye HU3bKI
PiBHI NenkKoumMTIiB Ta WBUOKOCTI OCiAaHHS epUTPOLV-
TiB (LLUOE) [5].

PesynbTat nabopaTtopHUx A0CHioKEeHb Aornomara-
10Tb Y AN EPEHLINHIN AiarHOCTULi CUHOPOMY aKTUBa-
Lii Makpodaris Ta OCHOBHOIO peBMaTMYHOIr 0 3aXBOPIO-
BaHHA. Hanpuknag, y nauieHTIB 3 OBEHISIbHUM CUCTEM-
HMM 4epBOHMM BoBYakoM (CHB) rinepdeputrHemis €
OJHUM i3 KJIOYOBUX HaKTOPIB, AKMA OO3BONFE HITKO
Biapi3HNTK 3aroctpeHHsa CHB Ta CHYB-iHaykoBaHMi
CMHOPOM akTuBaLii makpodaris, agxe Taki CUMNTO-
MU, 9K TNXOMaHKa, LMTOMNEHis Ta AUCHYHKLIA NEeYiHKN
€ CnifibHUMW. MNoAIBHMM YNHOM Y MaLIEHTIB i3 CUCTEM-
HuM tOIA BiACYTHICTb apTPUTY | CEPO3NTY, FreMopariy-
HUIA, @ HE MaKynonanysabO3HUI BUCKIM, | panTOBE 3HU-
XeHHs LLIOE patoTb 3MOry 3anigo3put CUHAPOM akK-
TmBauii makpodaris [19]. lNpu akTMBHOMY CUCTEMHOMY
IOIA Ha doHI 3ananbHOro NPOLLECY YacTo BiAMIYaAOTb
NiaBULLIEHHS PIBHA NENKOUMUTIB, TPOMOOUUTIB i didpu-
HOreHy. IX 3HUXEHHS (HaBiTb SKLIO BOHW He Jocsra-
I0Tb AiarHOCTUYHUX PiBHIB 3a kpuTepiamn HLH-2004)
Mae BUKNMKaTn Nifo3py Ha HaasHicTe [T [7]. Jopart-
KOBOIO [iarHOCTUYHOIO MOXJUBICTIO € BUKOPUCTAHHS
KnacugikauinHnx KpUTepiiB 4ng BUSHA4YEeHHA CUHAPO-

My akTumBauji Makpodaris Ha ¢poHi cuctemHoro HOIA, aki
y 2016 p. npesentyBanun ekcneptn EULAR/ACR [18].

CyuacHa nikyBanbHa Taktuka N1l 3aranom rpyHTy-
€TbCA Ha 5 NpuHUMNax:

(1) kOHTpONb rinep3ananeHHs (FIIKOKOPTUKOI-
Oun, uuknocnopuH A Ta/abo TapreTHi aHTULMTOKIHO-
Bi Nnpenapartu);

(2) enimiHavis akTMBOBaHUX iIMYHHWX KIITUH (FOKO-
KOPTUKOIAW, eToN0o3una);

(3) nikyBaHHS iHGEKLINHOIrO YAHHWNKA,;

(4) TpaHcnnaHTaLlia cToBOYPOBMX reMonoeTuny-
HUX KNITUH (NepBUHHUI abo pedpakTepHuii/peum-
ansHuia II);

(5) migTpMyBanbHa/cMMNTOMaTMyHa Tepania [2].

ETonosug € BigoMnM ximioTepaneBTUYHUM areH-
TOM, MEXaHi3M Jiji IKOro FPYHTYETLCS Ha iHriByBaHHI TO-
noisomepasu ll. BukopmncTtaHHs LupOro npenaparty B Te-
panii MJ1I NosICHIOETLCS NOro 34aTHICTIO 6e3nocepen-
HbO iHAYKYBaTW anonTo3 akTuBoBaHux T-knituH [13].
MepiaTpuyHUI NpoTOKON Nepenbdavyae 3aCTOCYBaHHSA
eTonoauay B 0o3i 150 Mr/m>? BHYTPILLHLOBEHHO (B/B)
2 pasu Ha TWXXAEHb NPOTArOM NepPLUMX 2 TUXHIB 3 MOo-
OanbLUNM 3HUXXEHHSM HYacTOTU BBeAeHHs. OgHak y fo-
POCMX 3 METOIO NONEPEaXXEHHSA PO3BUTKY HAAMIPHOI
TOKCUMYHOCTI MOX€E BUKOPUCTOBYBATUCH PEAYKOBAHWNI
PEeXnM BBEAEHHS €TON03MAY: CNif PO3rnsgHyTH 3aCTO-
CcyBaHHA npenapaTty 1 pas Ha TUXAEHb 3 MOXJINBUM
3HMXKEHHSAM 103u 0o 50-100 mr/m2 abo 6e3 Takoro.
3MiHM NeYiHKOBMX PEPMEHTIB Ta HAsIBHICTb LIUTOMEHI|
He € NPOTUNOKAa3aHHAMWN 00 NPU3HAYEHHS €TOMN03u-
Oy, OCKiNbKkM Ui 1abopaTopHi BiOXWUIEHHS € MPOSIBOM
OCHOBHOrO NATOMOri4YHOro NpoLecy. NeBHe micLe B Ni-
KyBaHHi ['J1I MOxe nocigaTtn Tepanist iMyHOr100yniHOM
B/B, sika MOXe OyT/ KOPUCHOIO 3aBASKN MPUTHIYEHHIO
aKkTMBaLii komnnemeHTa, 6nokani Fc-peuentopHo-
3aNeXHNX B3aEMOZAIN aHTUTIN 3 KIMITUHAMU-MIiLLEHAMMN
Ta HenTpanizauii unMTokiHiB [14]. IHwWi MoxnuBI Tepa-
NeBTUYHI CTpaTerii BK04aloTh 3aCTOCYBaHHA emana-
nymaOy. Llein npenapat € MOHOK/IOHaNIbHUMW aHTUTI-
namu, Wo cnpsaMoBaHi NpoTu iHTepdepoHy-y, i € nep-
1M 3acoboM ans nikyBaHHS nepBuHHOro MK, sakumia
OyB cxBaneHui YnpasaiHHAM 3 KOHTPOJIO 3a XapyOBM-
MW NpoAaykTamu Ta nikapcbkmmm 3acobamm CLUA (Food
and Drug Administration) [4].

ICHYIOTb NEeBHI 0COBMBOCTI B Miaxoaax oo NikyBaH-
HA [T, acouinoBaHOro 3 peBMaTUYHNMIM 3aXBOPIOBAH-
HAMW — CUHAPOMY akTuBaujii Makpodaris. Y Takmx XBO-
puUX iHiLiabHy Tepanito PEKOMEHA0BAHO PO3MNOYMHATH
3 nynbc-Tepanii MeTUNNPEeaHI300HOM (B/B MO 1 r/000Yy
npotsarom 3—5 AgHiB) i B pasi BiACYTHOCTI aAeKBaTHOI Bifl-
noBiAj noaaBaTy UMKIOCNOPUYH A (2—7 Mr/Kr Macu Tina
Ha 0o6y) 4M aHakiHpy. ETono3ua po3rnsanaetbes sk 3a-
Ci6 pe3epBy Ans nauieHTiB 3 ypaxeHHsAM LIHC um Tax-
K1M, pedpakTepH1M 40 NpenapariB nepLUoi NiHii nepe-
6irom cuHApOMy akTmBaLii makpodaris [14].

KJIIHIMNHUA BUNAOOK

>KiHka Bikom 39 pokiB 3BepHynacs 40 peBmMarosnora
3i ckapramMu Ha iIHTEHCUBHWI BiNlb NP JOTUKY A0 LWKipU
Ta npu pyxax y M’a3ax BEPXHIX Ta HUXHIX KiHLiBOK, Ne-
penHbOi YepPeBHOI CTiHKW, NiABULLEHHS TEMMEpaTypu
Tina 0o 40,5 °C (nepeBaxHo BpaHLj), 3aranbHy crab-
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KiCTb, 3HMXEHHS aneTuTy, aki 3’ asunmcsa 10 aHiB Tomy.
Takox Bimomo, o y BigHi 5 mic Tomy naujieHTui 6yno
BCTAHOBJIEHO AiarHo3 naHikynity Bebepa — KpicueHa,
BY3/1yBaTO-iHPINbTPATUBHOT GOPMM (MEpPLLIE BOrHULLE
B MONEPEKOBIN AingaHuj), 3-ro cTyneHs akTMBHoCTi. -
arHo3 6yB MiATBEPAKEHNIA ABiYi FICTONOrYHO (B ABCTIi
Ta YKpaiHi), a TakoX iHCTPYMEHTasIbHO (Y/1bTPa3ByKoBa
npiarHoctuka (Y3[), komn’totepHa Tomorpadia (KT),
NO3NTPOHHO-eMicinHa Tomorpadia (MET)-KT). Toai
npu3Hadanu MetTmnnpenHi3onoH 80 Mr 3 NOCTynoBUM
3HMXKXEHHSAM Jo3m Jo 10 mr Ha POoHiI BUpaxeHoi no3n-
TUBHOI KNiHIYHOT AMHaMiKV Ta MOBHOI HOpManisauii piB-
He LLOE 1a CPB 3 mic Tomy.

Y nepwunii AeHb BiAMIYEHO MOriPLIEHHS KNiHIYHO-
ro CTaHy B 3araJibHOKNIHIYHOMY aHanidi KpoBi — 3CyB
neikounTapHoi Gopmynn BRiBo 3i 30ibLLIEHHAM na-
nnykosgepHux popm 8o 11% npm HopmanbHOMY PiBHiI
LLIOE (6 mm/rog). OctanHi 10 gHIiB y 3B’3KY 3 BUHUK-
HEHHSIM JIMXOMaHKW aBCTPINCBKNM flikapeMm (B AUCTaH-
LIHOMY PEeXMMIi) 032 METUNNPEOHI30I0HY Oyna nif-
BuLLeHa 0o 80 Mr, BBOAVBCSH AekcaMmeTas3oH. [puaHa-
YyeHa Tepanist He BUKJIMKana BUPaXXeHOoro N03UTUBHOIO
edekTy, TOMy nauieHTka byna rocnitanisoBaHa B cTa-
uioHap. JuHamika nabopaTtopHMX NOKa3HWUKIB HA MO-
MEHT rocnitanisauii Ta 3 iHTepanom y 2—3 fHi npea-
cTaBneHa B T1abs. 2. Ha MOMeHT rocnitanisauii piBeHb
D-oumepy 6yB gewo niguweHnm — 1,99 mkr/mn
(Hopma po 0,5 mkr/mn), B 3aranbHOMY aHanisi cedi —
npoTeiHypis 0,16 r/n 6e3 iHWKnX 3MiH; y Konporpami —
MiaBULLLEHHS PiBHA nenkoumTie: Mmicuamu 50-60 B noni
30py, cnua. PiBeHb rntoko3n 10,5 mmonb/n, rniko3u-
JIbOBAHOr0 reMornobiHy — 6,7% (Ha GOHi NnikyBaHHS
rIIOKOKOPTUKOIAAMM PO3BUHYBCS CTEPOIAHNI AiabeT).

BukoHaHo mynbTucnipaneHy KT rpyaHOi, 4epeBHOi
NMOPOXHMHW Ta Masioro Tasa 3 B/B KOHTPACTYBaHHAM.
BusiBneHi yLinbHeHHS napeHxiMn nereHb 3a TMnom Ma-
TOBOrO CKJla Ta BUAOBXEHA AiNgHKa KOHCOoNiaaLii niBo-
Py4 B A3M4KOBOMY CermeHTi. MiHimaneHuin acuuT. lNe-
natocnseHomeranii Ta nimpaneHonaTii He BUSBNEHO.
LingHka nigwkipHoi iHdinbTpawii XXKMPOBOI KNITKOBUHN
Nno NepeaHin YepeBHiln CTIHLI NiBOPYyY Big, nNynka, a Ta-
KOX Y MOMEPEKOBIN AiNSHLI.

MoBTOPHO OrnsiHyTa PEBMATONIOrOM: AAHNX HA KO-
PUCTb TOrO, WO CTaH XBOPOi 3yMOBJ/IEHNIA 3arOCTPEH-
HAM PEBMATMYHOIO 3aXBOPIOBAHHS, 30KpPEMA MaHiKy-
niTy, Hemae. KniHivHO Ta 3a AaHUMU IHCTPYMEHTaNbHUX
0b6CTEeXEeHb He BiAMIYEHO 3HAYYLLIMX BOrHULLL 3arasneH-
HS1 XXMPOBOI TKAHWMHW Y LLIKIpW, 3BEpTanu Ha cebe yBa-
ry «HOXWLUi» Mixk HopMmanbHuM LLIOE Ta 3Ha4yHo nigBu-
weHnm CPB. 3anuwanacs akTyanbHOI BEPCis CUC-
TeMHOI 6akTepianbHOi iHdekLii, cnig, 6yno BUKkIo4YaTn
remodarounTapHUin CUHAPOM.

Mpw ornsaai Ha kiHeub 2-i o6V rocniTanisauii 36e-
piranucs HabpPSIKN HMXHIX KiHLIBOK, NiABULLEHHS TEM-
nepatypu 0o 40,1 °C, nigBuLLeHa YyTIMBICTb LUKIpK
(00 BUpaxeHnx 601b0BKX BIAYYTTIB). BUKOHaHO TpaHc-
TopakanbHy exokapgiorpadit: 6e3 0cobaMBOCTEN.
Ha 3-Ti0 noby nicns noyaTky aHTUbakTepianbHOI Tepa-
nii i rocniTanisauii B ctauioHap cnocTepiranocs aesike
NiABULLEHHSA NPOKaNbUUTOHIHY, B pe3ybTatax iHLWnX
nabopaTopHUX AOCNIOKEHb TAKOX BiaMiYeHa HeraTtnue-
Ha auHamika (ctaHoM Ha 15.05 — oumB. Tabn. 2), B ceui

NNIKAPKO-NPAKTUKY

€PUTPOLNTU HELLINIbHO BKpMBanu BCi nong 3opy. AHa-
Ni3 KPOBi METOAOM MOJIIMEPA3HOI NAHLIOrOBOI peakLii
(MJIP) Ha Bipyc repnecy 1-ro/2-ro Tuny, EnwreiHa —
Bapp, umtTomeranoBipyc — HeraTMBHO.

Ta6nuusa 2
[OuvHamika n1abopaTopHMX MOKA3HUKIB NaLiEHTKN
13.05.2020
(npu noctyn-  15.05 18.05 21.05
NIeHHi)
JleitikouuTu, 3,72 12,02 10,44 10,97
*10°n (3 % na- (36% n/a)  (41%n/a) (41%n/a)  (38% n/a)
NUYKOSIAE PHUX
¢bopm)
FemornoGiH, r/n 124 1115 1113 190
TpomGouuTu, 97 166 158 151
*10°n
LLIOE, mm/roa 5 - 4 10
AnAT, Og/n 247,6 - 1344,7 1350,6
AcAT, On/n 307,7 - 1590,2 11945
JNAar, oa/n 2151,6 - 15934 15787
CPB, mr/n 161 1142 171,48 126,7
®ibpuHoreH, r/n 1,89 10,78 11,21 10,86
MHO 1,23 18,67  Koarynsuis Koarynsuis
BiICYTHS BifICYTHS
Tpurniuepuau, 7,64 - - CupoBarka
MMOb/N pisko
Xinbo3Ha
Mpokanbuuro- 0,6 12,67 10,76 10,61
HiH, HT/Mn

PiBeHb 3aransHoro 6inka — 42,5 r/n, anbbyminy — 35,2 r/n, Hatpiii 3HUXe-
Huit o 130,9 mmonb/n.

AHani3 kpoBi Ha kpeaTuHdocdokiHazy — Hopma, ANA (BecTepHb0T),
ANCA — HeraTusHuii pesynbtat. AutuTina go BIJ1 He BusiBneHi.

®eputuH >1500 Hr/mn (BuLLE BEPXHBOT MEXIi AiarHOCTUYHOI MOX/NBOC-

Ti aHanisatopa).

BpaxoBytoum nopyLLeHHs B CUCTEMi remocTasy, Npo-
BOOWJIOCS TiKyBaHHS NpenapaTamMm CBiXKO3aMOPOXEHOI
nnasmm, TpoMeounTIB, KpionpeuuniTaTy, TpaHeKcamMo-
BOi Kncnotu, npenaparis BiTaminy K. [poTe cyTTeBOro
MOKpPAaLLEHHs He BiMiYeHO: piBeHb TPOMOOLMTIB Npo-
rPECMBHO 3HXKYBABCS, B KOArynorpami peectpysanacs
BiACYTHICTb Koarynauji. ¥ 38’a3ky 3 nigo3poto Ha I J1I" me-
TUNNPEOHI3010H OYN1I0 3aMiHEHO Ha BULL 03U B/B AEK-
camMeTasoHy. TakoxX NpoBoAMIacs CynyTHS NigTpumy-
BaJibHa Tepania: NepenmBaHHs EPUTPOLUTAPHOI Macu,
anbbyMiHy, rpaHyIoLLUTAaPHOr O KOJIOHIECTVMYJTIOIOHOIO
dakTopa, NpenapaTtu 4Ns NikyBaHHS LLyKpOBOro fjiabe-
TY, CEYOTiHHI Ta iHLLi CUMNTOMaTUYHI 3ac00W.

BucnosnioBanaca nigo3pa Ha rocTpuin NPOMIeNno-
LMTapHUI NIeNKO3, NPOoTe 3a pedysibTaTaMn CTEPHaIb-
HOI NYHKLUIi LLen giarHo3 He nigTeepameca. IMyHodeHo-
TUMYBAHHS KITITUH KICTKOBOIO MO3KY: MigBULLEHMIA BMICT
T-kniTuH, T-xennepis/T-iHOYKTOPIB, NiABULLEHNI iMY-
HOPErynsaTopHUM iHOeKC. AHani3 Ha TPaHCIOKaL,lo reHa
PML-RARA B nyHKTaTax KicTKOBOro MO3Ky: He BUSIBIIEHO.

OfHOYaCHO 3 BUKJIOYEHHSIM OHKOremMaTonoriy-
HOro AiarHo3y NMPOBOAVIBCS MOLUYK aNbTEPHATUBHUX
NPUYNH PO3BUTKY 3a3HA4YeHUX CUMMTOMIB. Bpaxosy-
104N HASIBHICTb JIMXOMaHKW, NPOrpecytoyoi NaHunTo-
newnii, rinepoeputnHemii, rinepTpurnivepunaemii/ri-
nogibpunHoreHemii 6yno 3anigo3peHo po3suTok M.
Y 3B’A3KY 3 UMM BMKOHAHO aHani3 kpoBi sCD-25 — Bu-
SIBJIEHO MOro NiaBULLIEHHS.

HasBHicTb 5 3 8 kpuTtepiis 1IN gana 3mory nig-
TBEPOMTM LEN OiarHO3 nonpu Te, WO y NyHKTaTax
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KICTKOBOIrO MO3KY HE BUSB/IEHO remodarouuntosy. Bi-
porigHicTb po3Butky 1IN, obuyncnena 3a HScore, —
99,36%. HaaBHICTb peBMaTONMON4YHOrO 3aXBOPIOBAH-
HS1, 3 0gHOro 60Ky, Aae MOXNBICTb BCTAHOBUTU Ai-
arHo3 «CUHAPOM akTuauii makpodaris». 3 iHWOro
60Ky, BiICYTHICTb aKkTUBHOCTI nepebiry naHikynity,
Nno3nTMBHA KiiHiKo-nabopaTopHa AnHaMika LbOro
3axBOPIOBAHHA MPOTArOM AEKiNbKOX MICSLiB NocTa-
BWUW NiJ, CYMHIB BUSHAYEHHS MaHikymniTy K NpOBOKY-
104oro dakrtopa po3sutky M. INicng BCTaHOBNEHHS
niarHosy N1 3a 6axaHHSaM nNauieHTK BoHa Byna ne-
peBefeHa ons NPOAOBXEHHS JliKyBaHHS B O4HY 3 aB-
CTPINCbKKUX KNiHiK. lMonpun ABOpa3oBe NiaTBEePaKEHHS
nanikynity Bebepa — KpicueHa y ciyHi, 6yna nosTop-
HO nepernsaHyTa 6ioncia uyx BOrHULLL: AMdepeHLin-
HUI OjiarHo3 peKkoMeHA0BaHO MPOBOAUTI MiX JTIOMNYC-
MaHikyaiTOM i NaHiIKyNiTONoAiOGHOIO T-KAITUHHOIO NiM-
domoto. BpaxoByoun BiACYTHICTb @aHTUHYKI€APHNX
AHTUTIN, HAWIMOBIPHILWMM AjiarHO30M cTana nimdo-
mMa. Lle npunyweHHsa nigTBEPOXYETLCS NiTepaTypHu-
MU JaHUMU: onNncaHo 6barato Bunaakis po3suTky M1
came Ha OHi NaHikyniTonoaibHoi T-KMiTUHHOI NiMdO-
Mu [12]. Mpnyomy NEPBUHHMM AiarHO30M NaLiEHTIB
4acTo OyB HEYTOYHEHMI NaHiKyNiT (2abo Nonyc-naHi-
KyniT), a nimdoma 6yna giarHoctoBaHa nizHiwe [16].

B aBcTpilicbkil nikapHi nposBogmunacs Tepanis
B/B iMyHOr106yniHoOM, gekcameTta3doHom 40 Mr 3 no-
JanbLUMM MOCUNEHHAM Teparnii 3a JONOMOrol eTo-
no3uay. Ha xanb, uen BMnagok 3akiH4nMBcs netasb-
HO: Ha POHI Tepanii y NauieHTKn pO3BUHYBCH remopa-
FiYHWIM iIHCYNbT Yepesd 1 MiC Bi, MOMEHTY BUHUKHEHHS
cumnTomiB 1T,

BUCHOBKMU

«[lepexpecT» CMMATOMIB CUHAPOMY akTVBaLLii MaK-
podaris Ta OCHOBHOIO PEBMATUYHOIr0 3aXBOPIOBAHHS
MOXe BUKMKATU TPYOHOLLi B MPOBEAEHHI AndepeH-
LiMHOT AjiarHOCTUKM UMX CTaHiB. ByacHe BCTAHOBIEHHS
MPaBuWJIbHOIO AiarHO3y Ta NPU3HaYeHHs afeKBaTHOro
NiKyBaHHSA A03BOMAOTb NOKPALWMTN BUXMBAHICTb Na-
uieHTiB. MNMpoTe po3suTok I'N1I", 0ocob6mBo Ha GOHI 3510-
SIKICHMX HOBOYTBOPEHb, XapakTepPU3yeTbCs HECNPU-
ATMBUM MPOrHO30M. Y HaloOMy KJiHIYHOMY BuNaa-
Ky, NOMpu NpM3HavyeHHs OOCUTb arpecmBHOI Teparii,
MPOrpecmBHE NOTiPLIEHHS CTaHy Maui€HTKN Npu3Be-
110 0O NeTanbHOro Hacniaky.
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FEMO®AFOLUTAPHbIA CUHAPOM
Y NAUMEHTA C MAHHUKYJ/IUTOM:
AHAJIN3 KSTMHUYECKOIO CAYYAS

O.b. fipemeHko’, A.O. CugopoBa’-?
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Pe3omMe. emogparouyntapHbii CUHAPOM (remo-
parouymtapHbivi ammpornctmoumTod — i) — ato
COCTOSIHME, KOTOPOEe xapakrepu3yeTcs runep-
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akTuBaumen UMMYHHOV CUCTEMbI, BO3HUKAKOLLEN
Ha ¢oHe reHeTn4eckou mytauyv (nepsuyHbivi [J1l7),
NHPEKUMOHHBIX pakTopoB, peBMatn4eckmx 3abo-
JIEBAHUV WV 3710KAYE€CTBEHHbIX HOBOOOPAa30BaHUIA.
K OCHOBHBIM KITMHUYECKUM MPU3HaKkam 3T0ro CUH-
IPOMa OTHOCSITCSI BbICOKasi JIMxopaaka, renatocriie-
Homeranvisi, UMTOMNEHUU, LINTOJIMTUHECKNY CUHAPOM,
runepgepputHemus v koarynonatus. Lilenb pado-
Tbl. [IpoaHann3anpoBaTs N 0600LUNTE CYLLECTBYIO-
LUyt0 MHGOPMaUMio 0 AnarHoCcTvike v aeqyeHnm [T
rnpe3eHToBaTh COOCTBEHHbIN KITMHNYECKUV OrNbIT BE-
Aenvist 6osbHoro. Matepuansl u meToabl. [IpyBe-
JIEHO ONUCaHNe KITIMHUYECKOro CJly4asl pa3BuUTVs BTO-
puyHoro JII. V13noxeHbl COBPEMEHHbIE INTEPA -
TYPHbIE aHHbIE O PaHHEV ANarHOCTUKE U JIeHEHUU
aT0ro coctosiHus. PeaynbTatsel. B aTovi ctatee onu-
CaH KJIMHNYECKNVI CITy4ani CTDEMUTESIbHOMO yXy/ALLe-
HUS C pa3BUTUEM MOJSIMOPraHHON HEAOCTATOYHOCTU
Ha oHe reMoparounTapHOro CUHAPOMA Y XEHLLU-
HbI BBO3pacTte 39 et ¢ nepBuYHO ANarHOCTUPOBAaH-
HbIM naHHUKyIMTom Bebepa — KpucueHa. PackpbiTbi
KJI0HEBBIE MOMEHTbI ANpHEepeHLNaIbHOM anarHo-
CTVIKY CYMITOMOB OCHOBHOI0 3260/1€BaHNS V1 FeMOo-
¢aroynTapHOro cuHAPOMa, 3Ha4eHVe OrnpeaesIeHs
crieumnpu4eckmx 1abopaTopHbIX MapKepoB (B YacT-
HocTn sSCD25/sIL-2R), ne4eHusi ¢ Ncrosib30BaHNEM
rJTIOKOKOPTUKOUAOB 1 9TONo3uAa. BeiBoapbl. Hanm-
ume HeKOToPbIX 06LLMX 4epT [ JII" M OCHOBHOIo peBma-
TUYECKOro 3a00/1eBaHNSI MOXET 3aTPYAHSITh MpoBe-
JAeHve andpepeHumnaibHON AnarHoOCTUKA 1 384Eep-
XuBaTtb Ha4asio ne4eHusi. PaHHee pacrio3HaBaHue
cumrromoB 717 04HOBPEMEHHO C Ha4a/10M COOTBET-
CTBYIOLLEVI Teparvv OTEHLUMAIIbHO NO3BOJISIET y/1y4-
LUNTB MPOrHO3 BbIXKMBAEMOCTY MALINEHTOB.

KnioueBble cnoBa: remodarounTapHbIi
CUHAPOM, CUHAPOM akTMBauun makpodaros,
naHHUKynnT Bebepa — KpucueHa,
runepdeppuTUHEMINS, UUTOKVUHOBBIN LLUTOPM.

HEMOPHAGOCYTIC SYNDROME
IN A PATIENT WITH PANNICULITIS:
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Abstract. Hemophagocytic syndrome (hemo-
phagocytic lymphohistiocytosis, HLH) is a con-
dition of the immune system hyperactivation that
arises in the setting of a genetic mutation (pri-
mary HLH), infectious factors, rheumatic dis-
eases, or malignant neoplasms. The main clin-
ical signs of this syndrome include high fever,
hepatosplenomegaly, cytopenia, hepatic cytoly-
sis, hyperferritinemia, and coagulopathy. Aim of
the study. To analyze and summarize the exist-
ing information on the diagnosis and treatment
of HLH, present their own clinical experience in
managing a patient. Materials and methods.
The clinical case report about the development
of secondary HLH was performed. Key literature
data on early diagnosis and treatment of this
condition were revealed. Results. This article
describes a clinical case of rapid deterioration
with the development of multiorgan failure on
the background of hemophagocytic syndrome
in a 39-years old woman with initially diagnosed
Weber-Christian panniculitis. The key points of
differential diagnosis symptoms of the under-
lying disease and hemophagocytic syndrome,
determination of specific laboratory markers
(especially sCD25/sIL-2R), treatment with glu-
cocorticoids, and etoposide are disclosed. Con-
clusions. The presence of certain common fea-
tures of HLH and the underlying rheumatic dis-
ease may complicate the differential diagnosis
and delay the start of treatment. Early recogni-
tion of HLH symptoms simultaneously with the
beginning of adequate therapy can improve the
prognosis of patient survival.

Key words: hemophagocytic syndrome,
macrophage activation syndrome, Weber —
Christian panniculitis, hyperferritinemia, cytokine
storm.
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