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PEDEPAT

LIEJIb: noka3aTb peKoe co4eTaHne 1 BO3MOXHYIO NaTOreHeTUYECKYIO CBA3b TPOMOOTMHYECKON MUKPOAHIMONaT N OCTPOro
numbobnacTHoro nekosay pebexka. MALUVEHTbLI K METO/AbI. MpoBeneH aHann3 aHaMHe3a v KIMHUKO-1abopaTopHbIX AaH-
HbIX NauneHTa. PE3Y/IBTATbI. Yepes 9 mec nocne aebtota TPOMOOTMHECKOM MUKPOAHIMONaTUM C NOPaXeHNeM LLeHTPaNbHOM
HEPBHOW CUCTEMbI B BUAE TPAH3UTOPHbIX aTak HapyLLEHs MO3rOBOro KPOBOOOPALLEHMS 1 NMOYeK C pa3BUTUEM HedpOTUYE-
CKOro cvHapoma y pebeHka Obll AMarHoCTMPOBaH OCTPbI NMMM@OBIACTHBIN Neiko3. JaHHble nMTepaTypbl NOKasbiBatoT, HTO
B PeOKMX Clydasix BTOPUYHas TPOMBOTUYECKAs MMKPOAHTMONaTus NpealwecTByeT pa3BepHyTOM KapTUHE OHKOremMaTonorm-
yeckoro 3abosieBaHus, NaToreHeTnYeckas Tepanus einkosa NnpMBoanT K PEMUCCUN TPOMBOTMYECKON MUKpoaHrnonaTun. B
cTaTbe 006CyXaaeTcsi BO3MOXHAs CBS3b ABYX COCTOsHUI y pebenka. SBAK/TIOYEHUE. XoTa cBa3b TPOMOOTUYECKON MUKPO-
aHr1onaTum 1 OCTPOro Jieliko3a B NPeACTaBIEHHOM Clly4ae HEOYEeBMAHA, aBTOPbI CYUTAIOT, HTO HEOOXOAMMO NMOMHUTL O BO3-
MOXHOCTU Pa3BUTMS BTOPUHHON MUKPOAHrMonaTnm Ha GoHe OHKOremMaTonormyecknx 60ne3Hem u B COMHUTENbHbIX CIy4asx
NPOBOAMUTb UCCNEeAOBAaHNE KOCTHOMO MO3ra 'y nauneHToB.

KnioueBsbie cnoBa: netu, TpoM60THYECKas MUKPOAHTMONaTUS!, FeMOJIUTUKO-YPEMUNYECKN CUHAPOM, OCTPbIA nuMmdbobnacT-
HbIlh nenko3, ADAMTS 13, JAK2
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ABSTRACT

THE AIM: to show a rare combination and possible pathogenetic relationship of thrombotic microangiopathy and acute lym-
phoblastic leukemia in a child. PATIENTS AND METHODS. The analysis of the history and clinical laboratory data of the patient.
RESULTS. 9 months after the debut of thrombotic microangiopathy with damage to the central nervous system, acute lym-
phoblastic leukemia was diagnosed in the form of transient attacks of cerebral circulation and kidneys with the development
of the nephrotic syndrome. The literature data show that in rare cases secondary thrombotic microangiopathy precedes the
unfolded picture of hematologic disease, pathogenetic therapy of leukemia leads to remission of thrombotic microangiopathy.
The article discusses the possible relationship between the two states in a child. CONCLUSION. Although the relationship of
thrombotic microangiopathy and acute leukemia in the present case is not obvious, the authors believe that it is necessary to
remember about the possibility of developing secondary microangiopathy on the background of oncohematological diseases,
and in doubtful cases to conduct a study of the bone marrow in patients.
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BBEAEHUE

TpomboTuueckass Mukpoanrwomnatus (TMA) —
CUMIITOMOKOMIUIEKC, BKJITFOYAIOMINNA MHUKPOAHTHOTIA-
THYECKYI0 TEMOIUTHYECKYI0O aHEMUIO, TPOMOOIIUTO-
MIEHUIO TTOTPEOICHHS U NIIEMUYECKOe TIOBPEKICHIE
BHYTpPEHHUX opraHoB [1]. B knmuHu4Yeckoi mpakTHKe
pa3AesoT MePBUYHYIO U BTOpuYHYt0 TMA, 4To He-
00X0AMMO TSI Ha3HAYCHHS MTaTOTeHETUYECKON Tepa-
MU ¥ OTIpeNeeHns MPOrHo3a manueHToB. K mep-
BuuHONT TMA OTHOCATCS TpoMOOTHYECKass TPOMOO-
uutonenndeckas myprmypa (TTII), Shiga-toxin ormo-
CpPEJOBaHHBINM TE€MOJUTUKO-YPEMUUYECKUI CHHIIPOM
(STEC+I'YC), renernueckue GopMbI, 00yCIOBICH-
HbIE MyTalleld TeHOB, PEryIUpYIONINX aKTHBHOCTbH
KOMIUIEMEHTa W T€HOB (paKTOpOB Koaryismwd [ 1, 2].
Bropuunast TMA MOXeT OCJIOKHSATD JIEKAPCTBEHHYIO
Tepanuio, NH(EKINH, Te9eHHe ayTOMMMYHHBIX, OH-
KOJIOTHYECKNX M OHKOT€MaTOJIOTHYECKUX 3a0oJeBa-
HUM, a TaK)Ke acCOLMUPOBATHCS C TPaHCIIAHTAIIUEH
COJTMTHBIX OPTaHOB M KOCTHOTO Mo3ra [1, 2].

Msbl mpUBOIMM KJIMHUYECKOE HAOIOJCHUE TIa-
IIHEHTKH C OCTPBIM JTUMGOOTACTHBIM JICHKO30M, 3a
9 Mec mo mebroTa KOTOporo y peOeHKa pa3BHIIACH
kimHuka TMA.

KIIMHNYECKOE HABJIFOAEHUE

JleBoUKa poaniach OT 3MOPOBBIX MOJIOJBIX POMIH-
teneit Ha 40-i Hexeme OEPEeMEHHOCTH ¢ MacCcoi Teja
2960 1, ¢ gmuaOoM 50 cMm. B 3 mMec ku3HHM Mmocie Bak-
OMHAINK Y peOeHka OTMeJanach TPaH3UTOpHAs Hei-
tporrermst (800—900/mki). B 1 rog 10 mec Ha done
7-mTHEBHOHW ITMXOpanku 0e3 YTOYHEHHOTO oJara WH-
(hekIu BBIABISIINCEH aHeMusl (TemorsioouH 102 1/i),
CHIDKCHHE YPOBHS TPOMOOIHTOB (126 THIC/MKI)
neikonuToB KpoBH (1,8 THIC/MKIT, aDCOMIOTHOE KOJIH-
gecTBO HeHTpodmitoB 414/mxi), mporennypwst (0,171
r/1); peOEeHOK MOody4Yan aHTHOAKTEPHAIbHYIO Tepa-
mmro. B 2 roma 5 Mec poguTenn oOpaTHii BHUMaHUE
Ha TIpUBEJICHIE ¥ TATOJOTHYECKOoe CTHOAHWE JeBON
PYKH, C TIOCIEeTYIOINM Pa3BUTHEM BRIPaKEHHOH cra-
0OCTH, COHIIMBOCTH, HEYCTONIMBOW ITOXOIKH, ITOBO-
pOTa TOIOBHI BIIEBO, OITYIIEHUS MIPABOTO YIOJIKa pPTa,
acdazuu. Pe3ynmpTaThl CTallMOHAPHOTO OOCIICIOBAHMS
MTOKa3aJId: B KPOBH — JICHKOITUTHI 3,5 TBIC./MKII, Te-
morno6uH 102 1/11, TpoMOoruTEI 124 ThIC./MKII, Kpea-
TUHUH 32 MKMOIIB/J, aKTHBHOCTH JaKTaTAETHUAPO-
rerassl (JIJII') 463 ME/n, xoarymorpamma 6e3 0co-
OcHHOCTEH, psiMas Tipoba KymOca oTpumarensHasi,
ADAMTSI13 42 %; o nanabiM MPT romoBHOT0 M03-
ra ObUTH BBISIBIICHBI CTPYKTYPHBIE H3MEHEHUS 0a3aiib-
HBIX TaHIIIAEB (METa0OIMYeCKOTO, MUPKYIATOPHOTO
xapaktepa?). Ha OCHOBe KIMHHKO-JIA00paTOPHBIX
JMaHHBIX OBUT TIOCcTaBleH auarHo3 «TpaH3uTopHas

UITIEMUYECKas aTaka B OacceifHe JeBoi cpennei Mo3-
ropoii aprepun. HacnenctBennas Gone3np oOMeHa:
[JIMKOT€HO3, JIN30COMHBIC O0IC3HH?Y.

B nunamuke y peGeHKa OTMEUalIHCh MOBTOPHBIE
aTaKy HapylIeHUS MO3TOBOTO KPOBOOOpAIIEHHs, CO-
XpaHsJINCh aHeMHsI, TPOMOOIIMTOIIEHUS, HEHTpOIe-
HUsl, noBbllieHre akTuBHOCTH JIJII' KpoBH, BBISBIIE-
HO CHIDKEHHE YPOBHS TaNTOIIOOMHA MPU HOpPMallb-
HoM ypoBHe C3, C4 ¢pakiuil KOMIUIEMEHTa KPOBH,
OTpHILIATEIBHBIX aHAIN3aX Ha aHTHU(POCHOMUIUIHEIC
aHTHUTENa B KPOBU (K BOTYAHOYHOMY aHTHUKOATYIISH-
Ty, Gochonunuaam, KapAHOIUIINHY, OeTa-2 TJIHMKO-
nporenny). B 2 roma 8 Mec y neBOYKH OBLIN BBISIB-
JICHBI apTepuajbHasi TUMIEPTEH3Us, IPOTEUHYpHUs 10
3,75 r/1, yBeIUYEHUE Pa3MEpOB MOYCK C OOCTHCHH-
€M U MO3aWYHOCTHIO KOPTHUKAJHHOTO KPOBOTOKA IO
naHaeiM Y3U. YuuThiBas MOJMOPTAaHHBIN XapakTep
3a0oseBaHus, ObUT TIPOBEIEH aHAJIN3 HA YacThle My-
tanuu MutoxoHapuansHoi JJHK: A3243G (cunapom
MELAS), A8344G (cunapom MERRF), T89993C/G
(cuampom NARP), T13094, G13513A, G14459A,
G3460A, G11778A, T14484C, G8363A, G3697A,
G10197A, He BBIABUBIIMN NAaTOJOTHYECKHX BapH-
aHTOB HCCJIelyeMbIX TeHOB. B cBS3M ¢ mono3penueM
Ha T€UCHHE aTUITUYHOTO T'€MOJIMTHKO-YPEMHUYECKOTO
cunapoma (al'YC) nmanuenTke ObIJI0 pEKOMEHI0BaHO
CTaIllOHapHOE 00CIJIeZIOBaHUE, OT KOTOPOTO POJHUTE-
JIM OTKa3aJIHCh.

B Bo3pacre 3 neT 2 mec AeBoUKa OblIa roCHTA-
musupoBana B OHKIL AI'OU wum. Hmutpus Pora-
YyeBa JIsl YTOYHEHHs TUArHo3a M TaKTHUKU BEICHUS.
[To maHHBIM OOBEKTHBHOTO OCMOTpa NanueHTa: Qu-
3UYECKOE pa3BUTHE CpeJHee TapMOHWYHOE (POCT
94 cm, 50 %o, macca 13,5 k1, 50 %o), Koxka OaemaHas C
JKENTYIIHBIM OTTEHKOM, €AMHUYHBIC METEXHUH, ITEPHU-
(depuyecknx oTeKoB M mepudepuueckoit mumboae-
HOTIAaTHH HE OTMEYaJIOCh, BBISBISIUCH aCUMMETPUS
MBIIIIEYHOTO TOHYCa BEPXHUX KOHEYHOocTel (S>D),
aprepuanpsHast runeprensus (Al 125/80 mwm pt. ct.,
>99 %o), CEpIETHO-JICTOTHAS IEATCTLHOCTD YIOBJICT-
BOpUTENbHAs, TeYeHb +1 cM, cele3eHKa He MajbIIn-
pyetcsi, GU3UOIOTHICCKUE OTIIPaBIICHUS 03 0COOCH-
HOCTEM.

[Ipu naGopatopHoM o6cienoBaHMK OBUTH BBISB-
nensl: KymOc-HeraTuBHasi reMONUTHYECKass aHeMUs
(3putporutsl 3,2 MitH/MKJI, TeMorioous 70 r/in, MCV
78,9 dn, perukyaouutsl 7,29 %, mmzorute 4 %o, rar-
toriobun 0,03 1/11), TpoMOoITOTIeH!s (84—54 THIC./
MKJT), HSHTPOTICHUSI C HAJIMYMEM FOHBIX (OpM JIeHKo-
uToB (JedkonuThl 3,1 ThIC./MKJ, MueIOIUTH 4 %,
MeTamuenouutsl 4 %, /s 3 %, c/s 35 %, numdonu-
THI 48 %, MOHOUIUTHI 6 %), TTOBBIIIICHUE AaKTUBHOCTHU
JIAC (1165 EO/n) n ypoBust D-mumepa (3547 ur/
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MJI) KpOBH, IpPH3HAKA HEPPOTHUECKOTO CHHJPO-
Ma (anpOymuH KpoBHu 19 1/11, mporenHypus 3 1/CyT)
C CcoxpaHHOW (UIBTPALIMOHHON (YHKIMEH MOYeK
(xpearnnun kposu 31,1 Mkmons/i1, pCK® mo [1IBap-
my 123 m/mun/1,73 m2). Yposens C3 (1,11 r/m), C4
(0,268 1/nn) ppakuuii komruiemeHTa, ¢posaros (9,5 Hr/
wi), Burtamuba B, (122,7 nr/mi), romonucrenna
(4,6 MKMOJIB/JT) KpOBH OBUIM B HOPME; CKPHUHHHT
Ha ayToaHTHTena — oTpuuarensHsiii; ADAMTSI3
43%, axtuBHOCTh (pakropa Bummbpanma:Rco
282,9 %; mpu mpoBeJeHUM HUMMYHO(EHOTUITHPOBA-
nus [THI-xmon we ompenensics. [lo manneim Y3U
OpraHoB OpIOIIHOM MOJIOCTH M TMOYEeK OTMEYaIOCh
HE3HAYNUTEIbHOE YBEIMYEHHE Pa3MepOB CEJe3eHKU
(83x33 mm), Hapyuienue auddepeHpoBKH U T0-
BBIIIIEHHE SXOT€HHOCTH MMapeHXUMBI TToYeK 0e3 n3Me-
HEHUsS pa3MepoB (mpaBas mouka 74x42 mwm, neBas —
71x40 MM) W HapymeHHS KPOBOTOKa MO JaHHBIM
LIBETOBOT'O JIOMIUIEPOBCKOro kapruposanus. MPT ro-
JIOBHOTO MO3Ta MOKa3aJI0 HAJMY1e MHOTOUHCICHHBIX
TUIEPICHCUBHBIX BKIIIOYEHUH B 00JIaCTH 0a3aJIbHBIX
snep ¢ 00enx CTOpoH (IO XOMy COCYIOB) pa3zMepamMu
JI0 2 MM U B CTBOJIE MO3Ta Ha YPOBHE CPEIHUX HOXKEK
MO3XeuKa (B obmactu MmocTa) 10 3—4 MM, BEpOsITHEE
Bcero wumemuyeckoro remesa. Ilo manmaesiMm MCKT
TPyAHON KIJIETKH, OPIOIIHON MOJOCTH U MaJIOTO Ta3a
OTIpEeNENsNIOCh HE3HAYUTEIbHOE JIByCTOPOHHEE YBe-
JIMYCHUE TTIOIMBIIICYHBIX TUM(aTHIECKUX Y3IIOB.

YuuteiBasi paHHHN 1eOOT 3a00JIeBaHUS B BUJC
KyMm0Oc-oTpunarebHOi  reMOJUTHYECKOW aHeMHU
U TPOMOOLIMTONIEHUH C TMOpPaXEHHWEM LEHTPaJIbHON
HEPBHON CHUCTEMBI M TOYEK, BBICOKYIO aKTHBHOCTbH
(haxropa Bummmbpanna:Rco, He3HAUYNTEIHHOE CHU-
xenne ypoBHI ADAMTSI13 kpoBu, pebeHky Obu1
MOoCTaBJieH AuarHo3 «TpoMmOoTudeckas MHKpOaH-
THOTATHUSA: ATUIHYHBIA T'eMOJINTUKO-YPEeMHYECKUN
cuHpoM? TpoMOOTHYECKAsE TPOMOOITUTOTIEHUYEeCKas
nyprypa?». IlpoBomumasi Tepamust cCBeKe3aMOpO-
JKCHHOH 1u1a3Moit (20 MiI/Kr/cyT) B TeueHHe 3 JAHEH
HE TpHBeJia K TeMaTOJIOTHYECKOMY YIIYUIIeHHIO; B
JMHAMUKE TOSBUICS CyO(QeOpHUIHTET, YBEITHUYHICS
YPOBEHb apTEPUATLHOTO JIABICHHUS, CHU3UIIICH TeMO-
106uH (1o 45 /1) 1 TPoMOOIUTHI (10 34 THIC./MKIT)
KpOBH.

B cBA3M ¢ TOBTOPHBIM BBISIBIEHHEM B KPOBHU
IOHBIX ()OPM JICHKOIIUTOB B COUETAHUU C JIBYXPOCT-
KOBOW muTOneHueH pebeHKy Oblia MpoBeAcHa KOCT-
HOMO3TOBasi MyHKIWA. B muenorpamme ompenens-
JIUCh CHU)KEHHAs KJIETOYHOCTb, €IMHUYHbIC Meraka-
pUOLIUTHI 0e3 BUIUMON OTIIHYPOBKH TPOMOOIIMTOB,
SPUTPOUTHBIA POCTOK OTHOCUTENIHHO paCIIMpeH,
SPUTPOIIO33 HOPMOOIACTUYECKHM C BbIPaKEHHBI-
MH TIPOSIBJICHUSIMH JTHCII033a, HEHTPOPIILHBIN PO-
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cTtok pesko cyxkeH (16%-24%—-18%), B pasHbIX
MyHKTaTaxX BBISABJICHBI aHAljJa3upoBaHHBIE OacT-
Hble KIeTku (6,5 %—19 %—-30% xieTouHocTH) c
MOP(OIOTHYECKUMHU YepTaMH JTUM(OUITHON JIMHUH
TG EepeHIIUPOBKY, BBIPAKEHHBIM aHU30LIUTO30M,
BBICOKUM SIZICPHO-ITUTOIUIa3MAaTHUYE€CKUM COOTHOIIIE-
HUEM, TUIEPTPOOUPOBAHHBIMU sapamu. LluToxumu-
YEeCKOe HCCIIeJOBaHHE KOCTHOTO MO3ra: peakius C
MHEJIONCPOKCHIa301, HecrenupuIecKoil crepa3on
orpuiarenbHasd, ¢ PAS — MenkorpaHynspHas oKpa-
CKa B YacTH ONacTHBIX KJIETOK. Pe3ympraTsl uMmy-
HO(QEHOTUIHPOBAHUS KOCTHOTO MO3ra: BBIABICHO
17 % OnactoB, IMMYHO(QEHOTUIT KOTOPBIX COOTBET-
CTByeT ocTpoMmy JumdoOnacTHoMy Jieiiko3y, B-III-
MMMYHOBapuaHT ¢ Koakcmpeccueir CDI15+CD10 —
100 %, CD10+CD19 — 100 %, CD10+CD34 — 93 %,
CD19+CD34 — 93 %, CD20 — 70 %, CD15 — 60 %,
CD34 — 939%, CD38 — 100%, CD45 — 100 %,
CD79a — 90%, CD22 — 47 %, IgM — 37 %, TdT —
85 %. 1lo maHHBIM IIUTOTEHETHYECKOTO HCCIIEA0Ba-
HUS KOCTHOTO Mo3ra: kapuorum 60-61, XX, +X,+4,
+5,+6,+7,+12,+17,+18,+20,+21,+21,+marl,+mar2,+
mar3 [cp3]/46,XX][17]; npu UccieT0BaHUH METOIOM
FISH Tpancnokanuu t(1;19) u mepectpoek TEeHOB
CMYC, IgH ne obnapyxeno; B 13 % saep ormeua-
nace Tpucomus 4,10,17. TpemanoOuorncus BEISIBUIA
nmaTojorudeckyro momyssiinuio (1o 20 % kieTodHo-
CTH), IPEACTaBICHHY0 B-mumdonuramu nepudepu-
Yyeckoro tuna (Henmmdobiactamu) ¢ abeppaHTHBIM
¢deHoTUIOM. YUHTBIBAs pe3ylbTaThl 00CICOBAHMS,
pebenky ObLT mocTaBieH AuarHo3 «OcTpeiii uMpo-
OnactHbIil neiiko3, BIII-ummynoBapuant. TpomboTu-
YyecKasi MUKPOaHTHOTIaTH.

[TarmenTke IpoBOAMIACH CUMIITOMATHYECKas Te-
parusi, BKJIIOYas TpaHCPy3UH TPOMOOKOHIICHTpaTa
U OPUTPOLUTHON Macchl. B ITMHaMUKe OTMEUYasoch
MIpOrpeccupyromiee yxyIameHue COCTOSHUS peOeHKa
3a CUeT MOSBJICHHSI ATH30/10B (DeOPIIIbHON TUXOpaI-
KM, Pa3BUTHS JIEBOCTOPOHHEN Maparuieruu, (oKaib-
HOM 3MniIencuu Ha (JoHe MIIEMUH TOJIOBHOTO MO3Ta,
HEKOHTPOJINPYEMOH  apTEpUAIBHON TUIIEPTEH3UM,
ycyryoaeHust TpoMoOoruToneHun (28 Thic./MKII), aHe-
mun (50 1/11), pa3BUTHS JBIXaTEILHOW M MOYCYHOM
HemocTaroyHoCcT. Tepamust aKynusymadom  (Ned)
U CTapToBas Tepamus JieHKko3a JeKCaMeTa30HOM He
MIPUBEIN K KIMHUKO-Ta00pPaTOpHON CTaOMIH3aIlnu.
Teuyenue 3a0051eBaHIS OCIOKHIIOCH PA3BUTHEM CETI-
cuca (Pseudomonas aeruginosa MDR+). Hecmotps
Ha MPOBOJUMYIO KOMIUIEKCHYIO Tepanuio, y peOeHka
pa3BUIICS CETITUYECKUI MIOK C JIETATIbHBIM UCXOIOM.

JlaHHBIE TTOJTHOTO CEKBEHMPOBAHHWS 3K30Ma, IO-
Jy4yeHHbIE TIOCMEPTHO, IOKa3ajdd HalW4yue y Ta-
[UCHTKN TETEPO3UIOTHBIX MHCCEHC MYTalluil B Te-
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Hax ADAMTSI13 ¢.788C>T(p.Ser263Phe) n JAK?2
c.1726A>G (p.Thr576Ala).

OBCY>XAEHUE

Pamamit ne6ror TMA ¢ UIeMHYECKUM TOpaxe-
HHUEM LIEHTPAJIbHOI HEPBHOM CUCTEMBI, PEXKIE BCE-
ro, XapakTepeH I MauueHToB ¢ nepsuyHoi TTII, a
TaK)Ke C MyTallMAMHU T'€HOB, PETYIHPYIONIUX aKTHB-
HOCTh KOMIUIEMEHTa W JHAWJITIIAIEPOIKHHA3HI-[
[1-4]. [aHHbIe TeHETHYECKOro OOCIemoBaHUs (Te-
Tepo3urotHast mytanuss ADAMTS13) m aKTUBHOCTh
ADAMTS13 xpoBu (43 %) mo3BOIMWIN HAM HCKIIIO-
yuTh HacsencTBeHHYo TTII y nanueHTku.

OpnHako OTCYTCTBHE MyTalui, 00yCIIaBIHUBaIO-
mmx nepBuyHylo TMA, MO HaHHBIM TOJTHOIK30M-
HOTO CEKBEHHPOBAHUS, HE TIO3BOJISIET OKOHYATEIHLHO
WCKITIOYNTh TeHETHYECKU-OMOCPEAOBaHHBIE BapHaH-
Tel cuHApoma. COITacHO JMTEPaTyPHBIM JaHHBIM,
TeHETUYECKHEe MYTallii BBISBIAIOTCS HE Oojee ueM
y 70 % maruenToB ¢ ceMmeiHbpIMU ciydasmu al YC u
ropas3o pexe Mpu CHOpPaJAUYecKuX BapuaHTax Iep-
BuuHoi TMA [5]. Ilpu aToM, HccnenoBanmne 3K30Ma
MMeeT TUArHOCTHYECKHE OTPAaHWYEHHs, TaK KaK He
BBISIBIISIET WHTPOHHBIE MYyTallu, THOPUIHBIE MyTa-
UM KoMmIuieMeHTapHoro dakropa H W cBs3aHHBIX
¢ aum renoB (CFH/CFHRSs), 1 He mo3BoisieT uc-
KIIFOYHUTh HACJEJICTBEHHO-00YCIIOBICHHBIE (OPMBI,
00yCITOBJIIEHHBIE HEU3BECTHBIMHU B HACTOSIIIEE BpeMs
MyTanusaMmu [5].

C napyroii CTOpOHBI — W3BECTHO, YTO Pa3BUTHE
TMA MOXET OCIOXKHSITh OHKOT€MAaTOJIOTHYECKIE 3a-
OoieBaHus, B PEAKUX CIydasx orepekas KIMHUKO-
nabopaTopHbIE MPOSBICHUS JIEHKO3a Ha HECKOJBKO
Mecsanes [6—8]. MakcuManbHBI BPeMEHHOH HHTEp-
BaJl MEXIy KIMHUYeCKUMH mpossieHusmu al YC u
JIeiiKo3a, 0 JAHHBIM JIUTepaTyphl, COCTABIIAET 8 Mec
[6]. Tpurrepom TMA MOryT OBITH IPOBOCHATUTENb-
wbie utokuHbl (TNF-a, IL-6, IL-8), cexpeTupyembie
HEOITaCTHYECKUMU KJIIETKaMH M TIOBPEKIAIOIIHE H-
JOTEIUH WA aKTUBUPYIOIINE €r0 MPOKOATyASTHTHYIO
aktuBHOCTH [9]. Kpome TOro, HexoTopsle omyxose-
BBIE KJIETKH DKCIIPECCUPYIOT Ha CBOEH MOBEPXHOCTH
pelenTopbl K mIMKonpoTenHy Ib u mimkonporenHy
[Ib/Illa, ¢ MOMOIIBI0 KOTOPBIX CBS3BIBAIOT (DaKTOp
Bwinebpanna u puOpOHEKTHH, CITOCOOCTBYSI arpe-
raruu TpomOonmToB [10,11]. B aTom cirygae retepo-
3urotHast myTanus ADAMTS 3 MoxeT nmpeapaciona-
rarb K pazsutuio al ' YC mpu Bo3A€HCTBUH MTPOBOIIU-
pyroiiero gakropa.

Bropuunsiii renes TMA mno3Bonun Obl 00bsC-
HUTh HalW4HMe HEHTpomeHnu, (OpMHpOBAHHE He-
(porraeckoro cuHIpoMa 0e3 CHIKEHHS CKOPOCTH
KITyOOUKOBOM (UIIBTpAIMU U OTCyTCTBUE dPdeKTa oT

Tepanuy dKyIN3yMaboM B MPEICTABICHHOM Ciydae.
B To e Bpems, nuToneHust y pebeHka Moria ObITh
obycroBieHa MmyTtanueid B reae JAK2, omucaHHON y
ManreHTOB C MUCIOAUCINIACTUYCCKUM CUHAPOMOM U
MUeIonpoauepaTUBHBIMU  HeomiazusaMu | 12—14].
BeposiTHO, TONBKO KIMHHUKO-TabopaTopHas TUHAMMU-
ka 3a0oseBanusi Ha (oHe crienudUIecKoll Tepanuu
JeiiKo3a TO03BOJIMIIA OBl ONPENENIUTh, SIBISCTCS JIH
TMA cneactBueM octporo JuMQoOIacTHOTO JeH-
K032 B TIPEJICTABICHHOM CIIyYae WM 3TO COYETaHUE
JIBYX peIKHNX 3a00NeBaHul y peOeHKa.

SAKJIKOMEHUE

B mHameMm KJIMHHYECKOM HaONONEHUN CBS3b
Mexay TMA u octpeiM TUMQOOIACTHBIM JEHKO30M
HE COBCEM OUECBHJIHA, OJHAKO MBI CUATAEM, YTO MPH
nuddepenunanbHoil quarnoctuke TMA Heo0Xxoau-
MO TIOMHHUTH O BO3MOXKHOCTH Pa3BUTHUS PEIIKUX Bapu-
AHTOB, aCCOLMMPOBAHHBIX C OHKOTEMATOJIOTHYECKH-
MU 3a00JIeBaHUSIMU, U B MOJO3PUTEIBHBIX CITyYasx
00s13aTeNbHO MTPOBOAUTL HCCIIEAOBAaHHE KOCTHOTO
Mo3ra.
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