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XBopobOa KnapkcoHa — Le igionatmyHnii CUCTEMHUI CUHAPOM MiABMULLEHOI MPOHVIKHOCTI KaninapiB, sk xapakTeprnayeTbes HeGe3nevHoo
[0S KNTTS MNOTEH3IEl0, rinoanbOyMiHEMIEID Ta FrEMOKOHLUEHTPALIEID, WO HYaCcTo NPU3BOAWTL A0 PO3BUTKY MMNOBOAEMIHHOMO LLIOKY.

MeTa — NpoBEeCTV cUcTeMaTUyHWM OMaA NITepaTypHNX OXXEPeN Woa0 MEXaHi3MiB PO3BUTKY, KITIHIYHVX, NTaO0PATOPHNX Ta iIHCTRYMEHTAIbHIX
3pYLUEHb, a TaKOX METOAIB MiKyBaHHA 1 NPOMINAKTUKM CUHOPOMY NiABULLEHOI MPOHNKHOCTI Kaninapis.

Ornap niteparypy NPYCBAYEHO NPOBAEMI iAjoNaTUHHOrO CUCTEMHOIO CUHAPOMY NIABULLEHOT MPOHVKHOCTI Kaninsapis y NeajaTpu4Hii npakTuLj.
3asHaveHuin cuHapoM Moxe ByTi igionatnyHnM (xBopoba KnapkcoHa) abo BTOPUHHVM LLOAO PI3HVIX CTaHIB, Taknx 9K CUHAPOM NPVIKMBIEHHSA
nicnga TpaHcnnaHTauii reMonoeTUYHMX CTOBOYPOBUX KNITWH, BIpYCHI Ta OakTepiansHi iHPeKLi, 3aCTOCyBaHHS NEBHNX MeaAUKaMEeHTIB, Hanpvknag,
xiMioTepanii. BUCBITNEHO Nepioan MOro PO3BIUTKY, & TaKOX MOXINBI MexaHi3M1 DO3BUTKY Ta laHKu NaToreHesay, 30kpema rnotesu, Lo Ceigyars
npo IMyHHY AMCPErynauiio 3i 30ibLIEHHIM UMpKyTiooYrx T-nimpoumTis CD25+, Wwo NpusBoanTb A0 akTVBauii NPOTEONITUYHKX GEePMEHTIB
i PO3BUTKY eHaoTenianbHOI AMcdyHKLUji. OxapakTepr3oBaHO KNiHiYHI, nabopaTopHi Ta IHCTPYMEHTaNbHI MOPYLLEHHS!, WO NPOABASIOTECA Npu
xBop0o6i Knapkcora. Ocobnmy yBary npuaineHo MoxnmsmnM BapiaHtam nepebiry xsopobu KnapkcoHa, Lo MOXe MaTh i XPOHIYHWIA BapiaHT ne-
pebiry 6e3 cneundivHnX KNiHI4YHKX 03HaK. BU3Ha4eHO MOXIIVBI MPUYMHK PO3BUTKY BTOPUHHOIO CUHAPOMY NiABULLEHOI MPOHNKHOCTI Kaninapis,
Taki gk cencuc, TpaBmn, CUHAPOMOM IMANaHTaL|i Ta finepCTUMyNALIi AEHHUKIB, BIDYCHI reMoparidHi NMXOMaHKu, ayTOIMyHHI Ta remMaTtonorivHi
3axBOPIOBAHHS.

QOcCKinbkM Hapasi Hemae 4iTkX pekoMeHaaui 1oao NpodinakTky i NikyBaHHA 3axBOPIOBAHHS, BAXIMBO O3HANOMUTUCH | KpaLle 3p03yMiTn
e@EeKTUBHICTb PI3HNX TEPaANEBTNHHMX NIAXOAIB, WO 3aCTOCOBYIOTHCS CbOrOAHI, @ TaKOX NPOaHasnisyBaTii MOXAMBICTb iX BUKOPUCTAHHSA B LLOAEH-
HI npakTnj.

ABTOPW 3asBNAIOTb MPO BiACYTHICTE KOHMNIKTY IHTEPECIB.

Knto4oBi cnoBa: i1, CMHAPOM NiABMLLEHOT MPOHWKHOCTI Kaninapie, iMyHHa Ancperynsujs.

Clarkson’s disease in children (references review)
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National Pirogov Memorial Medical University, Vinnitsa, Ukraine

Clarkson's disease is an idiopathic systemic capillary permeability syndrome characterized by life-threatening hypotension, hypoalbuminemia,
and hemoconcentration, often leading to hypovolemic shock.

Purpose — to conduct a systematic review of literature sources on the mechanisms of development, clinical, laboratory and instrumental
changes, as well as methods of treatment and prevention of the syndrome of increased permeability of capillaries.

The literature review is devoted to the problem of idiopathic systemic syndrome of increased capillary permeability in pediatric practice.
This syndrome can be idiopathic (Clarkson's disease) or secondary to various conditions, such as engraftment syndrome after hematopoietic
stem cell transplantation, viral and bacterial infections, taking certain medications, such as chemotherapy. The periods of its development
are highlighted, as well as possible mechanisms of development and links of pathogenesis, in particular, hypotheses that indicate immune
dysregulation with anincrease in circulating CD25+ T-lymphocytes, which leads to the activation of proteolytic enzymes and the development of
endothelial dysfunction. The available clinical, laboratory and instrumental disorders manifested in Clarkson's disease are characterized. Special
attention is paid to possible variants of the course of the Clarkson's disease, which can also have a chronic variant of the course without specific
clinical signs. Possible causes of the development of secondary syndrome of increased permeability of capillaries are also identified, such as
sepsis, trauma, implantation syndrome and ovarian hyperstimulation, viral hemorrhagic fevers, autoimmune and hematological diseases.
Since there are currently no clear recommendations for the prevention and treatment of the disease, it is important to become familiar with and
better understand the effectiveness of the various therapeutic approaches currently in use, and also analyze the possibility of their use in daily
practice.

No conflict of interests was declared by the authors.

Keywords: children, syndrome of increased permeability of capillaries, immune dysregulation.

Bopoba Kirapkcona — 1ie ifionmaTiyHuii  JiitepaTypi 4YacTto MOBIIOMJISIIOTH PO  PO3BU-

CUCTEMHWI CUHPOM ITiIBUIIEHOI TTPO-

wukHocTi  KamissapiB  (ISCLS),  saxwii
XapaKTePU3YEThCsT HEOE3MEUHOTO JIJIsT KUTTST TiTlo-
TEeH3i€l0, rinmoajbObyMiHEMi€I0 Ta TeMOKOHIIEHTPa-
Ii€10, [0 YaCTO MPUBOJUTH /0 PO3BUTKY TilIOBO-
JIEMITHOTO TOKY. PO3BUTOK ITbOTO CUHAPOMY Ma€
TPU TEPioAn: MPOAPOMAJIbHUN, TiOBOJIEMIYHUM,
Py SIKOMY IIBHIKO 30iJbIIYEThCS Maca Tija
IaifienTa, Ta TillepBOJIEMIUYHMI 3 PO3BUTKOM Ha-
OPSAKOBOTO CHHIPOMY 1 MOJIypi€to, SIKMil 4acTo
PU3BOUTD 10 HAOPsIKy Jieredb [10]. ¥V HaykoBiil

TOK CUHJPOMY 1 JiTeil, 3yMOBJICHUI BipyCHUMU
iH(eKIiIMU, 30KpeMa, TPUTIOM, MTaparpuiioM, eH-
TePOBIPYCOM, PeCIipaTOPHO-CUHIIUTIAJIbHUM Bipy-
coM i poTaBipycom [5].

XBopoba Knapkcona € ayse piKiCHOIO 1 HaATO
HeOE3MeyHOI0 I/t JKUTTSI MaTOJIOTIEI0 HEBioMOl
eTioJiorii. I1iz103pI0I0TH, 110 OCHOBHUM MEXaHi3MOM
PO3BUTKY € TPAH3UTOPHA eH/l0TesialbHa IUC(YHK-
I[is1, YHACJIIOK Y4OTO BiZIOYBAa€ThCS eKCTpaBasallis
6mm3bK0 70% pifkol YacTHHM KPOBi 3 KarlijisipiB
B iHTepcTHIiliHuii mpocTip. OCKiTbKM mMaToreHes
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He BiIOMUI, WOTO JiarHOCTYIOTH KJiHIYHO, ITiC-
Jig BUKJIIOYEHHS 1HIIMX 3aXBOPIOBaHb, SIKi CIIpHU-
YUHSIOTh CUCTEMHE YPakKeHHsS BHYTPINIHIX Op-
raiB. PiBeHb JIeTAJIbHOCTI KOJTMBAETHCS B MEXKaxX
Biz 30% 10 76% [13].

Mema nocnijzkeHHsT — MIPOBECTU CUCTEMaTUY-
HUH OTJISA/] JTiTepaTypPHUX JIZKePeJi 010 MeXaHi3MiB
PO3BUTKY, KJIHIYHKX, J1abOpPaTOPHUX Ta IHCTPY-
MEHTAIbHUX 3PYIIEHb, 2 TAKOK METO/IiB JIiIKyBaHHS
i1 TpoITAKTUKY CUH/IPOMY ITi/IBUMIIEHOT TTPOHUK-
HOCTI KaIliJIsIpiB.

[nionatuunuii cucTeMHUN CUHIPOM IIi/IBUIIE-
HOI IPOHUKHOCTI KaliJgpiB y neiaTpuyHiii mpak-
THIll, HA BIIMIHY BiJl JOPOCJUX, YaCTIIIe acoIiiio-
BaHUN 3 iH(eKIiiHUM TpurepauM (aktopom [8].
Mapi—Amnx BosiHi i criBaBT. ITicjs TPOBEIEHOTO
aHami3y JiTepaTypu TOBIJIOMUJIH, 1110 3aXBOPIO-
BaHHS 4YacTillle CIOCTEPIraeThbCs B JIBYATOK i He
3aJIEKUTh BiJl BIKOBUX TmepiofiB. Y 75% Bumasi-
KiB 11i€i maToJsiorii nepeayBaiu BipycHi iHdekirii
i B JKOJTHOTO TIAI[iEHTA JUTSYOTO BiKy He OyJI0 MO-
HOKJIOHAJIbHOI TaMmmarnarii. Haimomupenimmmn
yCKJIaJAHeHHsIMU cuHapoMmy Kiakcona B iTeit
€ HEKOMIIEHCOBAaHUHN HMUPKYJIATOPHUN IIIOK, CUH-
JIPOM M sI30BOTO KOMITAPTMEHTY, TOCTPEe YPasKeHHS
HUPOK, HAOPSK JieTeHb, €KCYAaTUBHUI TLIEBPUT
i mepukapaut [5]. Yacrota penuauBiB y Temia-
TPUYHMX TAIIEHTIB CTaHOBUTH OJm3bKo 69% [9].
[IpodinakTuune JHikyBaHHS MPUHOCUTH JIyKE TIO-
3UTHBHI pe3yJbTaTh IPU TOBTOPHUX Harajax.
Haityacrinie B neaiaTpuyHill TPaKTUIl 3aCTOCO-
BYIOTH TepOyTastiH, Teodi/uTiH i BHYTPIIIHHOBEHHI
imyHor100Y TiHN [28].

CHUH/IpOM  CHCTEMHOIO KalliJIIPHOTO  BUTO-
Ky MOske OyTH ifionaTHYHUM i BTOPUHHUM, KU
YacTO MOB’SI3yI0Th i3 TAaKUMU MPUYNHAMU, K Te-
MAaTOJIOTIYHI  3JI04KiCHI TIyXJIMHU, MEUKaAMEH-
TO3HE JIIKyBaHHS, 30KPEMa, 3aCTOCYBaHHS (hak-
TOpiB pocTy abo Ximioreparii Ta BipycHi iHbeKITil.
[Iprunau, OB’ s13aH1 3 HETIOIABHO OTTMCAHUM Bipy-
com COVID-19, npomoBXyioTb [IOCHiKyBaTH
B HAYKOBO-JIOCTIHUX I1HCTUTYyTaX 1 MEIMIHUX
ycTaHOBax. Take yCKJIQJHEHHSI TaKOX CIIOCTEpi-
ra€ThCsl B TN 3 MYJBTUCUCTEMHUM 3alaJIbHUM
CUHJIPOMOM [6].

Y npozapomanbHoMy mepiogi xBopoby Kiapk-
COHA 3aIliJIO3PUTU CKJIAHO Yepe3 CXOKICTb CUM-
MTOMIB 3 iH(DEKITI HHIMY 3aXBOPIOBAHHAMU. Y JTiTEi
CIIOCTEPITaEThCST JINXOMaHKa, OJIOBAaHHS, jiapes,
aCTEeHisl Ta COHJIUBICTh. 3 4YaCOM BUHUKAE €KCTPA-
Basallisl, sIka XapaKTepusyeTbes nepudepruuyHuMu
HaOpsIKaMu, HEIIPUTOMHICTIO, MIIOTEH3I€I0, IOKOM
i PO3BUTKOM HEJIOCTATHOCTI BHYTPINIHIX OpPraHiB.
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Y 1eit nepioj myske BaKJIWBO MPABUJIBHO J[iarHO-
CTYBaTH Ta JIKyBaTH II0 XBOPOOY, OCKIIbKU B T10-
JIAJbIIIOMY 3HAYHO 3POCTA€ piBeHb CMEPTHOCTI
i Moxe mizBuiyBaTucsa Ha 19% depe3 pO3BUTOK
HAaOPsAKY JiereHb, HUPKOBOI HEIOCTATHOCTI, Ha-
Opsiky Mo3ky abo 1ok [11]. Kpim Toro, omucano
JIBa BUTIAJKW cUHIpoMy KiapkcoHa 3 HEBPOJO-
riyHO0 cuMnToMaTukow. [Ipu yomy kiiHiuHI Ta
PEHTreHOJIOTiuHI AaHi Oy/u MOAIOHUMHU 10 CHH-
ApoMy 000pPOTHOT 3aAHBOI JieiikoeH edanonarii.
[Ipu crabimisarii craHy B 000X MaIli€HTIB 3HUKJIA
HEBPOJIOTIYHA CUMIITOMATUKA 1 XapaKTepHi 3MiHU
Ha MarHITHO-pe30HaHCHIN ToMorpadii. Ha meit gac
MOXOJIZKEHHST 3MiH i3 OOKY IIeHTpaJbHOI HEPBOBOI
CHUCTeMH 11T He BijioMi [24].

VY pasi migospu Ha ISCLS Heob6xigHO Hacam-
nepesl BUKJIIOUATH cericuc, anadisakciio ta i
peakiiii Ha Jikapcbki 3acobu. CraHZapTHOrO Te-
CTy ISl TiATBEP/PKEHHsS I[bOTO JiarHO3y HEMaE,
i el croci6 — 1e nposBeseHHs AudepeHttiii-
HOI ZIarHOCTUKM 3 IHIIUMH TOAIOHUMHU CTaHAMMU
[17]. ITicast KOPOTKOTO TPOAPOMATBHOTO TIEPIOJTY
PO3BUBAETHCS TOocTpa (pasa, SKa XapaKTepPU3YETh-
Ccs apTepiasbHOIO TIMTOTEH3I€I0 1 3arpo3JUBUM
JUISL SKUTTS IIOKOM, OJIHAK MO3UTUBHOTO edeKTy
BiJl BBe/leHHS KPUCTAJIOIIB 1 KaTeXOoJaMiHiB Yy
TakoMy pasi Hemae. JlaGopaTOpHUMHU O3HAKAMU
roctpoi $asu € rinoasbbyMiHeMiss Ta BUpakeHa
TeMOKOHIIEHTpAITis.

Axmo Bmanmocsd  CKOPUTYBATH 1€l CTaH,
TO BHYTPIIIHbOCYIMHHMIT 00’'€M TOCTYIIOBO BijI-
HOBJIIOETHCS (TTiATOCTpa (hasa) 10 MOBHOTO BiJIHOB-
sennd (¢aza BigHOBIeHHS ). O3HAKH, 10 CBiYaTh
PO BiJIHOBJIEHHS TiCJsA TOCTPOi (a3, BKIIOYA-
10Th cTabimizalliio TreMoAMHAMIKM, TepexiZ Bij
oJTiTypii Z10 Oy pii, HOpMAai3aIlilo reMaTOKPHUTY.
BizHoBsienHst KoHIeHTpalii aabOymiHy B CHPO-
BaTIli KPOBi 3a3BMuyaii 1morpebyIOTh OiJjiblle yacy,
HEpPIiJIKO JIEKIJIbKOX THXKHIB. PO3BUTOK Kap/ioreH-
HOT'O IIOKY, YHACJIIJOK HaOPSKY MioKapza Ta mopy-
IMEeHHd KUCJIOTHO-JIYKHOI PIBHOBAru, YCKJIAJHIOE
KJIHIYHY KapTUHY 3aXBOPIOBaHHs Ta motpebye
TpuBasoi peabimirtaii [25].

Y HayKOBUX MEJIUYHUX JiKepeJsiaX € IMOBiIoM-
Jgennsd mpo xponiuHy (opmy SCLS, sxwuii mpo-
SIBJISIETHCST HAOPSIKOBUM CHUHIPOMOM Y BUTJISAII
HaOpsSIKYy KIHI[IBOK, MEPUKAPANUTY Ta ILJIEBPUTY.
[Ipwaunm fioro He Bizomi, oJiHaK, CXOXKe, IO CITajl-
KOBOI CXWUJIBHOCTI /IO IIhOTO CTaHy HeMae [4].

Ha Binminy Bix kmacuunoi ¢opmu ISCLS,
XPOHIYHA XapaKTePU3YEThCST CTIHKUM HaOPSAKOM
6e3 KJIHIYHKUX i JaGOPaTOPHUX O3HAK OJLYKaHHSI.
Hesnause nosiniieHHs cTaHy BiiMidYaeTbCs HA TJIi
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JIKYBaHHSI CUCTEMHUMU CTEPOIlaMU Ta iMyHOTJIO-
GyJIiHOM JTIOICHKUM BHYTPIIIHBOBEHHUM [ 1].

KpiMm Toro, HaitqacTinmoro MpuInHOIO BTOPUHHO-
TO CUHJIPOMY I/IBUIIIEHOI TPOHUKHOCTI KamiJigpiB
€ CEeIICUC, 3a SIKUM CJIIYIOTh 3JI0SIKICHI TeMaToJI0-
TiYHI 3aXBOPIOBaHHS, Taki K JiMdoMa, TOCTPUi
Jiefiko3 i remodaronuTapHnii JiM@OTiCTIONUTO3.
[lemo piaie 1me 3aXBOPIOBaHHS MOKe BUHUKATU
B IMAITIEHTIB 13 TIKKOI TPABMOI, CUHIPOMOM iM-
MJIAHTAITi1, CHHPOMOM TilEePCTUMYJISAIIIT SETHUKIB,
BipYCHOIO TeMOpPariyHoI0 JUXOMAHKOIO, ayTOIMYH-
HUMHU 3aXBOPIOBAaHHSIMM.

[Tpemapatu, ski MOXHa 3acTOCOBYBATH [IJIS
JgikyBauus BropunHoro SCLS, BKIOYaoTh iH-
tepaeitkin (IL)-2, TL-11, mesxi MOHOKJIOHAJIbHI
anTuTizia Ta remnuTtabin [16]. Tlarorenes 1poro
3aXBOPIOBaHHSA He BUBYEHWIi, ajie € TiloTesu, 1110
CBifUaTh 1po iMynny Oucpezyisyilo 3i 301abIIeH-
M 1upkymoounx T-mimborurie CD25+. Tlpu
€JIEKTPOHHIN MiKPOCKOTIi BUSABJSIOTh O3HAKW €H-
domenianvnol ducynxyii ma anonmosy 6e3 3MeH-
meHHd giamerpa cyauH. llpm uwomy cyamHHUMi
enyoremanbauii paktop pocty (VEGF) ninsuie-
HUI Ha MOYaTKy MaTOJOTIYHOTO TMPOoIecy i MoCTy-
MOBO 3pOCTa€ B AuHaMir. IL-2 Takox moxe OyTu
samydyennii o matoreresdy ISCLS, ockimbku cro-
CTEPIraeThCcsl MOTO BUCOKA €KCIPeciss B KJITUHAX
NIEePUBACKYJISIPHUX TKAHUH.

Takox BuBuanmu BiiuB TNF-arvga B neskux
ypaskeHuX ocib, KOHIIEHTpAIlisl SIKOTO 3pocTajia
B pasi MOTIpIIEHHs CTaHy, TOMY 3alpOIOHYBaJIN
antu-TNF-anbdha sk MoxKJIMBe JIIKyBaHHSI 3aXBO-
poBarHs [20]. € moBiOMIIEHHS TIPO Te, 10 PiBHI
ricTaMiHy Ta BCiX IIUTOKiHIB IepeBUIIlyBaIN BepX-
HIO MeKY pehepeHTHUX 3HaYeHb Ha 95% IIPOTIrom
nepiux 2 i 6iabine auiB. 3okpema, 1L-6, IL-8, rpa-
HYJOIUTAPHUNT KOJOHIECTUMYJIIOI0UNH (hakTop i
MOHOITUTAPHUI XeMOTaKCUIHUN 6isoK-1 Oy Bu-
UMK 32 HOPMY 3 TIePINoi 00U, 0 CBIAYUTD PO
Te, 10 BOHU MOKYTb OpaTh y4acTb y TaTOreHesi
3axBopioBaHH4 [14].

AXTUBaAISA TPOTEONITUYHUX (PEePMEHTIB Yy
CY/IMHHIN CTiHII TPU3BOJAUTH [0 TOPYIIEHHS
eHjoTemiaabHol Oap’epHOl (YHKINI, 10 Xapak-
TEPU3YETHCS POZIMUPEHHAM MiKKJIITUHHOTO IIPO-
CBITYy Ta CHPUYMHSE €KCTpaBa3allilo IMJa3Mu 4e-
pe3 eHJ0TeMl i PO3BUTOK HMOMIMPEHOTO HAOPSKY.
YHacniok 4Yoro pifAwHA, M0 HAKONMUIYETLCS B
IHTEpPCTHUITIT, MEXaHIYHO CTHUCKAE KaIlJISIPU Ta T10-
TipIy€e MiKPOCYAMHHUN KPOBOTIK. 3 1HIIIOTO OOKY,
HepUBacKyJIsIpHa pifinHa 301JIbIIY€E BiICTaHb, HEOO-
Xinny nasg qudysii kuchHio. [lopymenns npoiieciB
nep(ysii Ta okcureHartii TKAaHWH MOCTYIIOBO CIIPHU-
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YUHAIOTH TI0JIIOPraHHY HEeJIOCTATHICTD 1 B KIHIIEBOMY
MiZICYMKY BIIMBAIOTh HA BUXKUBAHHS TAIEHTIB [2].

3 inmoro OoKy, BTpara OIJIKOBOI YaCTUHU
[J1a3MU  TPUBOJAWUTL IO 3MEHIIEeHHsT 06'eMy
IUPKYJIOI0Y0i KPOBI Ta BTOPUHHOI aKTUBAIlil CH-
CTeMU PEHiHYy, aHTIOTEH3WHY Ta aJIbJJOCTEPOHY,
CUMIIATUIHOI HEPBOBOI CUCTEMU 1 BU/IIJIEHHS Ba30-
npecuny. Koy rinepriepdysist € 3Ha4HOIO, PO3BU-
BA€THCABUPAKEHATeMOKOHIIEHTPAIlis, IKa3yMOBJIIOE
TSKKICTH CTaHy TallieHTa. Y HaUTSKIUX BUTIAI-
KaxX PO3BUBAETHCS IIIOBOJEMIYHUI NIOK 1 3yITUMHKA
cepiisi  [27]. TemokoHmeHTpalisi MoOXke — CJIy-
IyBaTH iH/IMKATOPOM TSKKOCTI CHHAPOMY KarTiJisip-
HOro BUTOKY. OJHaK 3aXBOpIOBaHHS, $Ki Iepe-
6iratoTh MOBiJbHiIIE ab0 MalOTh TreMaTOJIOTIYHi
MPOSIBU, MOXKYTb He TIPU3BOAUTH JI0 TEMOKOHIIEH-
Tpairii, a o/pa3dy J0 PO3BUTKY TilTOBOJEMIUHOTO
oKy [23].

Y MeaumyHuX JKepesax TaKoK OIKMCAHO BTO-
punnuit SCLS, nos’s13anuii 3 TaKMMU TPUYNHAMMU,
SIK 3JI0SKICHI NMyXJIMHU Ta XBOPOOM KPOBi, XiMio-
Teparid, BipycHi indekiii. [Ipogoskeno moci-
TUKEHHS O/I0 TIPUYUHN 3aXBOPIOBAHHS, TIOB’I3aHO1
3 HemoJaBHO omucanuMm Bipycom COVID-19.
Bipyc acottitoeTbcs 3 HaZIMiPHOTO TTPOLYKITIEIO TTPO-
3aMajbHUX ITUTOKIHIB, IKY HA3UBAIOTh <ITUTOKIHO-
BOIO Oypero», TaKOK MOKE MPU3BECTU JI0 TTOJOP-
rafmHoi HejjocTaTHOCTI [29].

Mapxk Ilineron ge [llamb6pyn Ta cmiBaBT. Omu-
CaJT CMEPTEJIbHUI CUHIPOM CUCTEMHOTO KalTiJIsip-
HOTO BUTOKY HICJISl TSKKOTO FOCTPOrO pecHipaTop-
HOTO cuHApoMy KopoHaBipycy 2 (SARS-CoV-2).
Bonwu nipumycruim, o SCLS moske 6yt mposiBoMm
MYJIBTUCUCTEMHOTO 3aMaJIbHOTO CUHIPOMY, TIOB’S-
zanoro 3 COVID-19. Apropu 3amigo3puiiu, Mo
COVID-19 mMoske BUKJIMKATH SIK €Mi3011 XBOPOOH
Knapkcona (nepsunnauii SCLS), Tak i BropuHHUIMI
SCLS. Oxnak TUIl CHHAPOMY KaliJIPHOTO BUTO-
Ky B IIbOMY BUIIQJKy He Bimomuii. /[udepeniiia-
i IBOX CUHAPOMIB Ma€ BUpIIajbHe 3HAYCHHS,
OCKIJIBKM CIIPUYMHSIE [IysKe 3HAUYIII TeparneBTuYHi
Hacutiaku [18].

XBopoba Kiapkcona AiarHOCTY€ThCS KIIHIYHO
Ha OCHOBI XapaKTepHOI CUMIITOMAaTUYHOI Tpiaju,
30KpeMa, apTepiajbHOI TiMOTeH3ii, TeMOKOHIICH-
Tpartii (migBUIEeHWIT piBeHb TeMOTIo0iHy abo Te-
MaTOKPUTY) 1 rimoasbOymMiHeMil cHPOBAaTKU KPOBi
B pe3yJibTaTi eKcTpaBasallii PifIkol YaCTUHU KPOB.
[Mamientn 3 SCLS marorh TpaH3uTOPHI abo TsIK-
Ki emizoau rinepriepdysii mirasmMu B nepudepud-
Hi TKQHWHU, MO MPU3BOAUTH /10 TOCTPOTO TIOYAT-
Ky TIOTEH3WBHOTO TMIOKY Ta PO3BUTKY aHACAPKH.
Tasxkuii mepebir XxBopobu 3a3BUYAil TPU3BOIAKUTD
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10 TIOJIIOPTaHHOI HEJIOCTATHOCTI Ta repudepuyHo-
rO KOMITApTMEHTHOTO cuHipomy [19].

Biamosiap Ha JiKyBaHHS B KOKHOTO TAIliEHTA
pi3Ha, O/IHAK IOBHICTIO 3aJI€3KUTDH BiJl 4aCy BCTAHOB-
JIEHHs [iarno3y. ¥ pasi 3aTpUMKH iarHocTUKN a60
y BUMAJIKy BUHUKHEHHS YCKJIQJ[HEHb TIPOTHO3 He-
crpugaTausuii. Cepiio3Hi yCKIaHEHHS BKIIOYAIOTh
HUPKOBY HEIOCTaTHICTh, PabIOMiosi3, KOMIIapT-
MEHTHHUII CUHAPOM, Helpomariio, HaOpsK JiereHb,
NJIEBPUT, TIEPUKAPAUT i3 PO3BUTKOM TaMIIOHA-
I1 ceplisd, THCYJBT 1 MOJIOPTaHHY HEIOCTATHICTD
[7]. Ypaxenns cepig npu ISCLS 3ycTpivaerbest
nyske pifiko. OHAK MOBIIOMJLIOTh TIPO €KCYy/1a-
TUBHUM TIEPUKAPAUT, TirtepTpodito IIIYHOUKIB,
JIBOILTYHOUKOBY HEIOCTATHICTH i HAOPSIK MioKap-
na. HaltirdhopMaTUBHINTUM METOMIOM JiaTHOCTUKN
TaKOTO CTaHy BBAKAIOTh MaTHITHO-PE30HAHCHY
ToMorpadiio cepiid. Ase AJ8 TepMiHOBOTO TIif-
TBEPUKEHHsT HAOPSIKY MiOKap/ia CJIi/[ 3aCTOCOBYBa-
T exokap/iorpadiio, OCKIJIbKYA JBOILIYHOYKOBA
HEJIOCTATHICTh MOKe OYTH OJIMCKaBUYHOIO Ta T10-
tpebyBatu 3actocyBarus EKMO [22].

Y rakiit cutyartii 6arato JikapiB MOXKyTh BYac-
HO He miarHoctyBaTu SCLS, 1110 MOKe mpusBecTn
JI0 3aTPUMKHU JIIKyBaHHA Ta MMiABUIIUTU PiBEHb Jie-
tasbHOCTi. ToMy icHye morpeba B paHHiil i Ha/iii-
Hiit giargoctuii SCLS.

OckinbKky Hapa3i HeMa€ YiTKUX peKOMeH/aIliif
110/10 TPOMIJIAKTUKHN TA JIIKYBAHHS 3aXBOPIOBAHHS,
BKJIMBO O3HAMOMUTUCH 1 Kpalie 3p03yMiTu edek-
TUBHICTh PI3HUX TEPaNeBTUYHUX TiAXOAIB [21].
€ moBijoMJIeHHS TIPO Te, 0 3 METOI0 mpodinak-
TUKU TMOBTOPHUX €ITi30/1iB CUHAPOMY TIiIBUIIECHOI
IIPOHUKHOCTI KaMiJIsIPiB 3aCTOCOBYIOTH TepOyTaiH,
TeodisiH ab0 BHYTPINTHBOBEHHU IMyHOTJIO0YJIiH,
K y JIopocyuX, Tak i B fitedt [3]. OcTaHHi gocti-
JKEHHS TT0Ka3yIoTh, 1110 caMe BHYTPIITHbOBEHHUH
iMyHOTJIOOYJIiH € TIePCHEKTUBHOIO aJBTePHATIB-
HOIO cTparerieio JiikyBanusa SCLS, skuit, MOXKJIN-
BO, /i€ 3aBASKU MOT0 aHTUIIUTOKIHOBUM BJIACTU-
BOCTIM Ta IMyHOMOMYJOI0YUM edektaM. Takox
€ MaHi, mo TpodiJakTUIHE BBEJEHHS BHYTPIIIl-
HBOBEHHOTO iIMyHOIJI00YIiHY B 1031 1-2 r/Kr/Mmic

REFERENCES /JIITEPATYPA

MPUBOJIUTH /IO 3HAYHOTO 3MEHINEHHS KiJTbKOCTI
eIi30/iB TilOBOJIEMIYHOIO MIOKY Ta HaOpAKY
B TAIEHTIB i3 KJIACHYHOIO TOCTPOIO XBOPOOOIO
Knapkcona [26].

Kpim Toro, onmcano 3acTocyBaHHSI aHTaroHi-
CTY JIEUKOTPIEHOBUX PEIENTOPiB, TAKOTO AK MOH-
TeJIYKaCcT, SKUU TEOpeTUIHO MOKe MPUTHIYyBaTh
KaliJIgpHUN BUTIK, CIPUYUHEHUN JIEHKOTPIEHOM.
OckisTbK GIIBIIICTD 3aPEECTPOBAHNX HOTO 1M00IY-
HUX e(eKTiB € He3HAYHUMU, IIPU3HAYEHHSI MOHTe-
JIYKacCTy B JliTeil MOKe OyTH HEIOraHoio ajbTepHa-
THUBOIO 7151 TPOMITAKTUKNA CUHAPOMY CUCTEMHOTO
KaIijigpHoro BUToKy [15].

[TpodimakTiyuni mpenapaT, y TOMYy YHCJi BU-
COKi /103U IMYHOTJIOOYTiHIB ab0 TeodiniH miIoc
Bepanamis, € 6e3redHoro Ta ePeKTUBHOO TePaIico
SCLS y gireit [11]. Takox gyt mpogisiakTuku pe-
IUAMBIB i MiATPUMKH cTabiIbHOI IMyHOMO/LYIIOIO-
YOI Bi/IIIOBi/Ii 3aCTOCOBYIOTDH TJIIOKOKOPTUKOIN Ta
METUJIKCAHTUHU OKpeMo abo B komOinarii. IIpo-
(imakTuka TepOyTaTiHOM i TeohigiHOM 306iJabIIy€E
piBenb c-AM@ i mpuTHIYY€ MIJISXU POKiHA3H, SIKi €
HailepekTUBHIIMMHU /151 30epexkenHst pemicii. He
JoBejieHa eeKTUBHICTh 3aCTOCYBaHHs 1HIIOITOPIB
JIEMKOTPIEHOBUX PEIeNTOPIB, IMyHOMO/YJISITOPIB,
antu-VEGF ra inri6itopis TNF-anbda [12].

BucHoBku

[miomatmyaMt CUCTEeMHWUU CUHIPOM IIi/IBU-
IeHoI TMPOHUKHOCTI KamijigpiB € HajaTo Ppimkic-
HUM 3aXBOPIOBAHHSM, $SIKE€ 4YacTO IIPOIYCKAIOTh
1Py TIEPBUHHIN [lIarHOCTUIl yepe3 HecnelugivHi
CUMIITOMH, 10 TPHU3BOAATH JI0 BUCOKOTO PiBHS
cvepTHOCTI. CKIaMHICTD IarHOCTYBAHHS IIHOTO
CUHJIPOMY TIOSICHIOETBCS HE TLIBKU TUM, 1O BiH €
1arHo30M BUKJIIOYEHHS, ajie W THUM, 1[0 BIH CXO-
JKUHM 3 JIeKiJIbKOMa HEBIIKJIAJHUMU CTaHAMU Ta
repeBa’KHO JIIaTHOCTYETHCS HAa OCHOBI KJIIHIYHUX
panux. IToTpi6HI oAAIBII JOCTIHKEHHS IJIs PO3-
pobku i yHiikawii MeTomiB JiKyBaHHS, SAKi 6
MOJIIIIINIIV BUKUBAHHS HAI[IEHTIB.

Aemopu 3a561510mb nPo I0CYMHicms KOHPILIK-
my inmepecia.

1. Alkhunaizi AM, Kabbani AH, ElTigani MA. (2019). Chronic
idiopathic systemic capillary leak syndrome: a case report.
Allergy Asthma Clin Immunol. 15: 34. doi: 10.1186/s13223-
019-0347-0.

2. Angé M, De Poortere J, Ginion A et al. (2021). Canaglifiozin
protects against sepsis capillary leak syndrome by activating
endothelial a1AMPK. Sci Rep. 11: 13700. doi: 10.1038/
s41598-021-93156-1.

3. Asmundsson ASE, Bjorklund AR, Fisher GA. (2018). Diagnosis
of Systemic Capillary Leak Syndrome in a Young Child

Treated with Intravenous Immunoglobulin in the Acute Phase.
J Pediatr Intensive Care. 7 (2): 94-96. doi: 10.1055/s-0037-
1607342.

4. Baloch NU, Bikak M, Rehman A, Rahman O. (2018).
Recognition and management of idiopathic systemic capillary
leak syndrome: an evidence-based review. Expert Rev
Cardiovasc Ther. 16 (5): 331-340.

5. Bozzini MA, Milani GP, Bianchetti MG, Fossali EF, Lava SAG.
(2018, Aug). Idiopathic systemic capillary leak syndrome
(Clarkson syndrome) in childhood: systematic literature

84

ISSN 2663-7553 Modern pediatrics. Ukraine 7(127)/2022



Yntamrte Hac Ha cawuTi: http://medexpert.com.ua

OT'AJIAU

10.

1.

12.

13.

14,

15.

16.

17.

review. Eur J Pediatr. 177 (8): 1149-1154. doi: 10.1007/s00431-
018-3189-8. Epub 2018 Jun 23. PMID: 29936591.

Case R, Ramaniuk A, Martin P, Simpson PJ, Harden C,
AtayaA. (2020). Systemic Capillary Leak Syndrome Secondary
to Coronavirus Disease 2019. Chest. 158 (6): €267-e268.
doi: 10.1016/j.chest.2020.06.049.

Eo TS, Chun KJ, Hong SJ, Kim JY, Lee IR, Lee KH,
EisenhutM, KronbichlerA, ShinJl.(2018). Clinical presentation,
management, and prognostic factors of idiopathic systemic
capillary leak syndrome: a systematic review. J Allergy Clin
Immunol Pract. 6: 609-618.

Hsu P, Xie Z, Frith K, Wong M, Kakakios A, Stone KD, Druey KM.
(2015, Mar). Idiopathic systemic capillary leak syndrome in
children. Pediatrics. 135 (3): e730-5. doi: 10.1542/peds.2014-
2268. PMID: 25713284; PMCID: PMC4338323.

Hsu P, Xie Zh, Frith Ketal. (2015). Idiopathic Systemic Capillary
Leak Syndrome in Children. Pediatrics. 135 (3): e730-e735.
Iwasa T, Ohashi H, Kihira K et al. (2014). 10-year-old girl with
life-threatening idiopathic systemic capillary leak syndrome:
a case report. BMC Pediatr. 14: 137. doi: 10.1186/1471-2431-
14-137.

Kapoor P, Greipp PT, Schaefer EW et al. (2010). Idiopathic
systemic capillary leak syndrome (Clarkson’s disease): the
Mayo clinic experience. Mayo Clinic Proceedings. 85 (10):
905-912.

Khan HR, Khan S, Srikanth A, Smith WHT. (2020, Jun). A case
report of capillary leak syndrome with recurrent pericardial and
pleural effusions. European Heart Journal — Case Reports. 4
(2): 1-5. doi: 10.1093/ehjcr/ytaa013.

Kun Moo Choil, Cheon Soo Park and Mi Hye Kim. (2014).
Systemic capillary leak syndrome (Clarkson’s disease) during
elective pylorus-preserving pancreaticoduodenectomy: case
report. Korean J Hepatobiliary Pancreat Surg. 18: 38-41.
Lesterhuis WJ, Rennings AJ, Leenders WP et al. (2009).
Vascular endothelial growth factor in systemic capillary leak
syndrome. Am J Med. 122: e5-€7.

Leung KKY, Duque JSR, Yu KM et al. (2019). Myocardial
oedema in an 8-year-old Chinese boy with Idiopathic systemic
capillary leak syndrome. BMC Pediatr. 19: 28. doi: 10.1186/
s$12887-019-1401-2.

Man C, Wang M, Yin G et al. (2021). Clinical features
of 47 secondary hemophagocytic lymphohistiocytosis patients
complicated with capillary leak syndrome. Int J Hematol. 113:
263-270. doi: 10.1007/s12185-020-03011-8.

Mullane R, Langewisch E, Florescu M, Plumb T. (2019). Chronic
systemic capillary leak syndrome treatment with intravenous

18.

19.

20.

21.

22.

283.

24.

25.

26.

27.

28.

29.

immune globulin: Case report and review of the literature.
Clinical Nephrology. 91 (1): 59-63.

Pineton de Chambrun M, Cohen-Aubart F, Donker DW et al.
(2020). SARS-CoV-2 induces acute and refractory relapse
of systemic capillary leak syndrome (Clarkson’s Disease).
Am J Med. 133: e663-e664.

Pineton de Chambrun M, Luyt CE, Beloncle F, Gousseff M,
Mauhin W, Argaud L et al. (2017). The clinical picture of severe
systemic capillary-leak syndrome episodes requiring ICU
admission. Crit Care Med. 45: 1216-1223.

Sacy R, Sokhn M, Bechara E, Hamzeh R. (2016). Idiopathic
Systemic Capillary Leak Syndrome, A Case Reportofan Eleven
Years Old Girl with Review of Literature. J Pediatr Neonatal
Care. 4 (1): 00128. doi: 10.15406/jpnc.2016.04.00128.

Shin JI, Lee KH, Lee IR, Oh JH, Kim DW, Shin JW, Eo TS,
Kronbichler A, Eisenhut M, Van der Vliet HJ. (2018). Systemic
Capillary Leak Syndrome (Clarkson Syndrome) in Cancer
Patients: A Systematic Review. Journal of Clinical Medicine.
7 (11): 418. doi: 10.3390/jcm7110418.

Siddall E, Khatri M, Radhakrishnan J. (2017). Capillary leak
syndrome: etiologies, pathophysiology, and management.
Kidney Int. 92 (1): 37-46.

Siddall E, Khatri M, Radhakrishnan J. (2017). Capillary leak
syndrome: etiologies, pathophysiology, and management.
Kidney International. 92 (1): 37-46. ISSN 0085-2538.
doi: 10.1016/j.kint.2016.11.029.

Tran TA, Filleron A, Simonin M, Corbeau P. (2017). Idiopathic
systemic capillary leak syndrome in childhood: A Literature
Review. J Rare Dis Res Treat. 2 (1): 52-55.

Wu MA, Catena E, Cogliati C, Ottolina D, Castelli A, Rech R
et al. (2020). Myocardial edema in paroxysmal permeability
disorders: The paradigm of Clarkson’s disease. Journal of
critical care. 57: 13-18. PMID: 32006896.

Xie Z, Chan E, Long LM et al. (2015). High dose intravenous
immunoglobulin therapy of the Systemic Capillary Leak
Syndrome (Clarkson disease). Am J Medicine. 128: 91-95.
Xie Z, Ghosh CC, Patel R et al. (2012). Vascular endothelial
hyperpermeability induces the clinical symptoms of Clarkson
disease (the systemic capillary leak syndrome). Blood. 119:
4321-4332.

Yabe H, Yabe M, Koike T, Shimizu T, Morimoto T, Kato S. (2010).
Rapid improvement of life-threatening capillary leak syndrome
after stem cell transplantation by bevacizumab. Blood. 115
(13): 2723-2724.

Ye Q, Wang B, Mao J. (2020). The pathogenesis and treatment
of the ‘cytokine storm’ in COVID-19. J Infect. 80: 607-613.

Binomocri npo aBropis:
Aynuuk BepoHika MuxainiBHa — a.mMef.H., npod., 3as. kad. neajatpii N2 2 BiHHnubkoro HMY imeHi M.I. Muporosa. Agpeca: M. BinHuug, Byn. MNMuporosa, 56;
Ten. (0432)-570-360. https://orcid.org/0000-0003-2164-8204.
Koponb TetaHa MpuropiBHa — k.mef.H., aou. kad. negiatpii N2 2 BiHHuubkoro HMY imeni M.1. Muporosa. Agpeca: m. BiHHuus, Byn. Muporosa, 56;
Ten. (0432)-570-360. https://orcid.org/0000-0002-5442-8817.
Mopo3oga IpuHa Banep’aHiBHa — K.Mef.H., Aou. kad. negiatpii N2 2 BiHHuubkoro HMY imeHi M.1. Muporosa. Agpeca: m. BiHHuua, Byn. Muporosa, 56;
Ten. (0432)-570-360. https://orcid.org/0000-0001-8601-9922.
Xpomux Katepuna BagumiBHa — K.Mef.H., oou,. kad. neaiatpii N2 2 BiHHuuskoro HMY imeHi M.1. Muporosa. Agpeca: M. BiHHuus, Byn. MNMuporosa, 56;
Ten. (0432)-570-360. https://orcid.org/0000-0001-7241-5190.
LWanamait MapuHa OnekcaHapiBHa — K.Mef.H., fou. kad. negjarpii N2 2 BiHHuubkoro HMY imeHi M.I. Muporosa. Agpeca: M. BiHHuug, Byn. MNuporosa,
56; Ten. (0432)-570-360. https://orcid.org/0000-0002-1016-6819.

CratTs Hagiina fo pepakuii 05.09.2022 p., npuiiHaTta ao apyky 15.11.2022 p.

ISSN 2663-7553 Cyuacna nexiatpis. Ykpaina 7(127)/2022

85



