IIpuBenenHble KJIMHUYECKUE NPUMEPHI CBUIE-
TeJbCTBYIOT, uTO npu orcyrcTBuu BAAPT u stuo-
TPONHOM Tepamuyu ITHEBMOHUMU JIeUeHWe TalueH-
TOB Bcerga HeaddekTuBHO. OJHAKO BO3MOYKHOCTH
HasHauenusa BAAPT B meamaTpuyecKUX CTAI[HO-
Hapax perjJaMeHTHPyeTCA KJIMHUYECKUMHU PEeKO-
menganuamMu Muusgpasa P® 2015 r., corsacHo

KOTOpbIM Bce mpemnapatsl BAAPT masHauamoTcs
W BBIJAIOTCS HallMeHTaM chernuagucramum lleHTpa
AuTucnuz TOJIbKO IIPU JOKYMeHTHUpoBanuoii BIY-
nHQpEKINU.

Hugopmayua o KoHprUuKmMme unmepecos: agmopul
cmamvu nodmaeepdunu omcymcmaeue QUHAHCO80L Noo-
Oepicku, 0 KOMopoilL Heo0xo00UMO cO00WUMb.
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Me ¢ pPa3BUTHEM TAMKEJIOT0 BOCIAJINTEIFHOTO IIOBPesKIeHusA opranos. [Ipuunnoii 60jie3Hu ABIAAETCA
reHeTn4Yeckuii Ned)eKT PeryasiTOPHBIX MEXaHM3MOB WM NpuoOpeTeHHas AUCHYHKIUA MMMYHHOI
CHCTEMBI IIPH TAMKEJIbIX HHPEKIUIX, AayTOMMMYHHBIX 3200J1€BAHUAX M HEKOTOPBIX OMyXoJaax. Takum
00pa3oM, BBIIEJAIOT IIePBUYHBIN (reHeTHYeCKH 00YyCJIOBJIEHHBII) MM BTOPUYHBINA IO OTHOIIEHUIO
K MHQEKIMOHHBIM, ayTOUMMYHHBIM U omyxoJjeBbiM 3a0ojeBaHuamM I'®C. Bropuunsiii I'®C gacrto
aCcCOMUPOBAH C BUPYCHBIMH, 0AKTepPHAJBHBIMM M Tapa3utapusiMu nHdexknuavu. Han6oaee TecHas
acconuanus HaGIOgaeTcsa ¢ MHOTOYHMCIEHHBIMHM BUPYCHBIMHU MH(DEKIMAMH, cPeIy KOTOPhIX Hanbo-
Jlee yacTo BCTpeuaroTcs Bupyc dnmreitHa—bappa (BIB), unromeramnosupyc (IIMB), Bupyc repmeca
8-ro Tuna, BUpyc uMMyHogeuINTA YeJI0BEKa, peske — BUPYCHI TPUIIIA, KOPH, KPACHYXH, TeraTura A,
napsosupyc B19, saTepoBupycsi, ageHosupycsI u ap. IMerorcs eIUHUYHBIE ONUCAHUS CBA3U HH(peEK-
uuu sBupycom Varicella zoster (BB3) ¢ passutuem I'@C. /lo HacToAIEr0o BpeMeH! JaHHBINH CHHIPOM
HeI0CTATOYHO U3BECTEH ITeJUaTPaM U NH(MEeKIMOHUCTAM, BCIEACTBHE Yero OH YaCcTO He JUATHOCTHPY-
eTCsA UM JUATHOCTHPYETCS IM03THO, HePeIKo IIOCTMOPTAIbHO. B cTaThe nMpecTaBiIeHbI JaHHBIE JUTe-
paTtypsI 0 matoreHese u aaroputme guarsoctuku I'OC u faHO onMcaHue IBYX KINHUYECKUX CIyYaeB
pasButusa sropuuHoro I'®C y gereii ¢ MHPEKIIMOHHON MATOJOTHEI.

Knwoueesle cnosa: zemogpazoyumaphblii cundopom, supycwul epynnul Herpesviridae, kocmHblilt mo3z, 6HY-
MPUBEHHBLIL UMMYHOZLO0YJUH.
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/

IPediatric Infectious Diseases Department, Russian Medical Academy of Continuous Professional Education;
2V.A. Nasonova Research Institute of Rheumatology, Central Children's Clinical Hospital of the Federal
Medical-Biological Agency; 3Z.A. Bashlyaeva Children City Clinical Hospital, Moscow, Russia

Hemophagocytic syndrome (HPS) is a severe, life-threatening disease that is mainly characterized
by lesions or lack of activity of natural killer cells (NK) and cytotoxic T cells, which leads to
uncontrolled activation of macrophages and cytokines overexpression. The pathognomonic
characteristic of HPS is the activation of well differentiated macrophages, phagocytizing
erythrocytes, leukocytes and platelets in the bone marrow, lymph nodes, spleen, liver and other
organs. The result of the process of uncontrolled and inefficient immune activation are multiple
organ dysfunction and hemophagocytosis in the entire reticuloendothelial system with the
development of severe inflammatory organ damage. The cause of the disease is a genetic defect
of regulatory mechanisms or acquired immune system dysfunction due to severe infections,
autoimmune diseases and some tumors. Thus, there are primary (genetically determined) or
secondary to infectious, autoimmune and tumor diseases HPS. Secondary HPS is often associated
with viral, bacterial and parasitic infections. The closest association is observed with numerous
viral infections, among which the most common are the Epstein—Barr virus (EBV), cytomegalovirus
(CMYV), herpes virus type 8, human immunodeficiency virus, less often influenza, measles, rubella,
hepatitis A, parvovirus B19, enteroviruses, adenoviruses, and others. There are single descriptions
of HPS association with Varicella zoster virus (VZV). To date, this syndrome is not enough known
to pediatricians and infectionists, so it's often not diagnosed or diagnosed late, often postmortem.
The article presents literature data on the pathogenesis and algorithm for HPS diagnostics and
describes two clinical cases of secondary HPS development in children with infectious pathology.
Keywords: hemophagocytic syndrome, Herpesviridae group viruses, bone marrow, intravenous immu-
noglobulin.
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nuddepeHnnaIbHOl AUATHOCTUKY B HeguaTpuye-
CKOUM IIpaKTHKE B CBA3U CO CXOACTBOM KJIMHUUE-
CKUX IPOABJIEHU C TeHepaIn30BaHHBIMU (hopMaMu
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ruu, Ha ()OHe KOTOPHIX OH Pas3BUBAETCs, a TaKiKe
HeMH(MEeKIIMOHHBIX 3a00/IeBaHUil, Cpeau KOTOPBIX
Hambojiee YaCTBIMU SABJIAIOTCS OHKOJOTMYECKUE U
ayTOMMMYHHBIE.

o HacToAllero BpeMeHU [TaHHBIM CHUHIPOM
ocTaeTcss MaJOM3BECTHBIM OOJIBIIUHCTBY IIeaua-
TPOB U WH(MPEKIIMOHNCTOB, BCJIEACTBMUE UEro 4acTo
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