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Hedpornueckuii cMHHIPOM — 0JJHA U3 CAMBIX PACIPOCTPAHEHHBIX [JIOMEPYJIONATHIA Y leTeii, CONPOBOKAAIIMIAACS BBICOKUM PHCKOM
TPOMOO30B BCJIEACTBHE THNOAILOYMHUHEMHH, THIOBOJIEMHM, TUNEPIUNHAEMUM, runep@udpuHOreHeMuu, Ae(UIMTA AHTUTPOM-
ouna III. B craTbe onucan KIMHHYECKMi Ciiydail wieodemopanibHoro Tpomoo3a y maibuuka 16 jer ¢ peuuauBupyommm Hegpo-
THYECKUM CHHIPOMOM M nepBUYHOi TpoMOoduimeii (rereposurora F5 — neiinenckas myrauus). [IpeacrapieHnoe KIMHUYECKoe
HaOJo/Ienne yKa3bIBaeT HA MHOrO(aKTOPHOCTh TPOMOOTHYECKHMX OCJIOKHEHMII MPH HePOTHIECKOM CHHAPOME, 00YCIOBIEHHBIX
KaK Auc0aJaHcoM MexIy Mpo- U aHTHKOATYJISHTHBIMH 3BeHbSIMM CBEPTHIBAIOLIEii cCTeMbl KPOBH, TAK U HAJIMYHEM HHIMBHAY-
aJbHbIX (haKTOPOB PUCKA (BHIPAKEHHOCTb MPOTEHHYPUH, TMIIOATLOYMHHEMHH, CONMYTCTBYIOWIAS NATOJIOTUSI, HACJIEICTBEHHAS] TPOM-
0odunns), B CBS3M ¢ 4eM HEOOXOMMO UX AajIbHeiilee H3ydeHue ISl onpeieJieHUs] TAKTHKY JiedeHus ¥ MPoQUIaAKTHKH.
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Nephrotic syndrome is one of the most common glomerulopathies in children, accompanied by a high risk of thrombosis due to hypo-
albuminemia, hypovolemia, hyperlipidemia, hyperfibrinogenemia, and antithrombin III deficiency. The article describes a clinical
case of iliofemoral thrombosis in a 16-year-old boy with recurrent nephrotic syndrome and primary thrombophilia (heterozygote
F5 — Leiden mutation) was diagnosed. The presented clinical observation indicates the multifactorial origin of thrombotic complica-
tions in nephrotic syndrome, caused by a combination of an imbalance between the pro- and anticoagulant components of the blood
coagulation system and individual risk factors (severity of proteinuria, hypoalbuminemia, comorbidity, hereditary thrombophilia), and
therefore further study is needed to determine the tactics of prevention and treatment.
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I I e(pOTUYECKUII CUHIPOM — HauboJjiee yacTasi IJjio- HedpoThuecKuit  CMHAPOM,  MaToMOP(hOIOTUYECKON

MepyJsapHas matonorust y gereit [1, 2]. Y 06oab-
IIMHCTBA Tal[lMEHTOB OTMEYAETCsl WAMOINATUYECKUA

OCHOBOI KOTOPOTO CIIY>KUT 00Je3Hb MMHMMAaJbHBIX
usMmeHeHuit [3]. OcHoOBy JjedeHUs] HeDPOTUUECKOTO
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CHHPOMA COCTaBJISIIOT TIIIOKOKOPTUKOCTEPOUIbI, OTBET
Ha KOTOpble MMeeT MPOrHOCTHYeCcKMii xapaktep [3, 4].
Hedpornueckuit cuHAPOM, acCOLMMPOBAHHBINA CO CTe-
POUIPE3UCTEHTHOCTbIO WJIM  CTEPOMI3aBUCHMOCTbIO,
COTPOBOXIAETCS  TIOBBIIIEHHBIM PHUCKOM  Pa3BUTHS
MHQEKIMOHHBIX U TPOMOOTUUECKMX OCJIOXHEHMUH [5].
YacroTta BbISIBIEHUS TIOCIAENHUX Y NETe W B3POCIBIX
¢ He(POTUUYECKUM CUHIPOMOM Kosiebsercs ot 2 1o 50%,
MpUYeM BEHO3HbIE TPOMOO3bl BCTpEYAIOTCs valle, 4eM
aprepuanbHble [5, 6]. TpoMOOTHUYECKMII PUCK CyIle-
CTBEHHO BBIIIIE y TAIIMEHTOB C MACCUBHOM TIPOTEUHY-
pueit M TSIXKeNOol TurnoaJbOyMUHEMHUEH, TOIyJarolnX
BBICOKHE JTO3bI TJIIOKOKOPTUKOCTEPOMIOB [7].

JlaHHbBIe ayTOTICUM TIOKA3bIBAIOT HaJIWYME TIOYTH
y 40% neteit ¢ TPOMOO30M TOYEUHBIX BEH acCOLMaluK
¢ HepoTtruecknum cuHapoMoM [8]. 'mmepkoarysiimoH-
HO€ COCTOSIHUME TIpY HEPPOTUUECKOM CUHIPOME CBSI3aHO
KaK C TMOTepeil eCTeCTBEHHBIX aHTUKOATYJISTHTOB (aHTH-
tpombuHa III) BcremcTBue BpOXAEHHBIX WU TIPUOO-
PETEHHBIX TIPUYUH U C TIOBBIIIIEHUEM YPOBHS (paKTOPOB
cepreiBanus (I, 11, V, VII, VIII, X u XIII) 3a cyeT aktn-
BallMM MEYEHOYHOTO CUHTEe3a, TaK U C pa3BUTUEM TPOM-
0o1LMTO3a U TUTIEPPEAKTUBHOCTU TPOMOOIIMUTOB, KOTOPbHIE
HabJ01a0TCsT IpuMepHO Y 70% GOIbHBIX ¢ HepOTHYE-
CKMM cuHIpomoM [7, 9, 10].

Puck pasButust TpoMOOSIMOONMK YBEIUMUYMBAETCS
B MOJIPOCTKOBOM BO3pacTe, MPU HApaCTaHWUM TSIKECTH
U PEUUIMBOB HE(MPOTUYECKOTO CHHApPOMA, HAJTUIUU
LIEHTPaJIbHBIX BEHO3HBIX KATETEPOB, TTpUeMe TNypeTHIe-
CKMX MpernapaToB U mpucoeauHeHun nugekumu [11, 12].
ITporpoMbOTHYECKE COCTOSIHUSI y JIeTeld M TIOAPOCT-
KOB C He(pPOTUYECKHMM CHUHIAPOMOM MOTYT OBITH acco-
muupoBaHbl ¢ Tpombodumeii [13]. Tak, yctaHOBIIEHO,
YTO PE3UCTEHTHOCTh K aKTUBUPOBaHHOMY MpoTenHy C,
Hanuue daktopa V Leiden yBeamymBaiOT puCK TpOM-
6o3a [14]. TpoMOO3bI MOTYyT BO3HUKAThb CITOHTAHHO
Ha ¢oHe 00oCTpeHUs HePPOTUUECKOTO CHUHIpOMa,
3aTparuBaTh pa3IMYHbIE OPTaHbl U CUCTEMBI (TOJIOBHOM
MO3T, TOYKH, JIeTKUe, TTyOOKHe BeHbI HIKHUX U BEpX-
HUX KOHEYHOCTEl) U TpeboBaTh Oe30TJIaraTeIbHOWM aHTH-
KoaryasgHTHoU Teparmu [15—17]. Tpombosambonmmueckue
OCJIOXKHEHMSI y JeTel ¢ He(pPOTUYECKUM CUHIPOMOM
pa3BMBAIOTCS HEYaCTO, HO BXOMSAT B YHUCIO TSIKEIBIX
YTPOXKAIOUINUX KU3HU OCJIOXKHEHUI U HYXIAlTCsI B CBO-
€BPEeMEHHOI aleKBaTHOM Teparuu, MO3BOJISIONIEH TTpe-
VIPEIUTh pELIMAnBHI 3a001eBaHUsI.

Knnnnueckoe Haomonmenue. Mambuuk [., 16 IJer,
MoCTynua B Hedposornyeckoe otaeneHue Jerckoi
pecryOJIMKaHCKOW KIMHUYEeCKON OonbHMIBI T. CapaH-
cka 3.02.2021 mo moBomy peluAVBa MAMONATHYECKOTO
HedpoTuueckoro cuHapoma. [1pu MocTyraeHUn Mpeab-
SIBJISLIT KaJIOOBI Ha OO0 CJIa00CTh M OTEYHOCTD JIMIIA.

M3 anaMHe3a M3BECTHO, YTO PeOEHOK OT IepBOi
OepeMEHHOCTH, CPOYHBIX pomaoB ¢ Maccoi Tena 3750 1,
poctoM 52 cM. Ilepuom HOBOPOXIEHHOCTH TpOTEKas
6e3 ocobeHHocCTei, 10 1 roga ObLT HA TPYAHOM BCKapM-
JIMBaHUM. BakiMHMpOBaH 1O BO3pacTy, U3 TMEepeHeCeH-

KJINMHUYECKUE CJTYHAU

HBIX 3a00JIeBaHUII — BeTpsiHasl OCIa, OCTPblE PECIM-
patopHble BUpycHble WHMekmuu. CoO CJIOB MaMBbl,
HacJIeICTBEHHOCTh IO 3a00JIeBaHUSIM MOYEBBIBOISIIIEN
CHUCTEMBI M CUCTEMBI T€MOCTa3a He OTSTOIIeHA.

Heb6roT 3a0oneBaHMs B 4-JIeTHEM BO3pacTe B BUJIE
MoJHOrO HedpoTuueckoro cuHapoma. Ilomyyan neue-
HUE TPETHU30J0HOM (2 MI/KI/CYT) C MOJOXUTEIbHBIM
addpexrom. Yepes 3,5 roma mocie MMOTHOI OTMEHBI TIpe-
HU30JI0HA 0e3 BUAMMBIX TIPUYMH OBbLT JUATHOCTUPO-
BaH peuMIuB He(PPOTUUYECKOTO CHHAPOMA, TIPOSIBIISIO-
muiics poreuHypueit 5,8 r/n (pecdepeHCHbIe 3HAUEHUS
0,00—0,033 1/7), CHWXEHUWEM CcoIepXaHus B KpOBU
obmiero 6enka mo 35,9 r/n (Hopma 57,0—80,0 r/n) u anb-
oymmuHa mo 12,0 r/n (Hopma 35,0—52 1/71), TIOBBIIIIE-
HUEM YpOBHSI XojiecTeprHa 1o 13,6 Mmoib/1 (Hopma
2,8—5,2 MMonb/m), ¢ubpuHoreHa mo 5,6 r/a (HopMma
1,8—3,5 r/n), nepucdepryecKuMuU OTeKaMu, acIUTOM
U TuieBpuTOM. BHOBb HazHa4YeHO JieueHUe MPeTHU30J10-
HoMm. [locturHyTast Ha ¢hoHe JieYeHUS] KIMHUKO-J1a0o-
paTopHasi peMUCCHsT coxpaHsutach n0 deBpansg 2021 .
(6 1er 8 Mec mocie TOJTHON OTMEHBI TPEIHU30JI0HA),
Korga Ha (hoHE TMOJIHOTO 3I0POBbSI 0€3 BUAMMBIX TPU-
YUH MOSIBUJIMCH OTEKM Ha Jinlie, aMOyJaTOpHO AMAarHo-
CTUpOBaHbBI: TpoTenHypust 0,3 T/7, TMIONMPOTEUMHEMMUS
42,2 T/n, TMOBBIIIEHUE YPOBHSI XojiectepuHa a0 8,33
MMoJIb/J1. B cBs13u ¢ 060cTpeHneM 3a001eBaHUsI MATBUYUK
ObUT TOCTIMTATM3UPOBaH.

CocTosiHUe TIpYM TIOCTYIUIEHUU TSKEJI0e, BbIpaXKeH
OTEYHBbINA CMHIpPOM (OTEKM Ha JIMIEe, TOJeHsX, Oempax,
MEepPKYTOPHO  OMpefdensieTcss  CBOOOAHAs  XUIKOCTh
B OplomHol mnojoctu). B kiInMHUYecKux U OUOXUMU-
yeckMx aHanuzax mporeuHypusi 5,14 rv/a (7,9 r/cyr),
yBeanyeHue COD — 55 MM/4, TMUNONPOTEMHEMUS —
35,9 r/a, runoansoymuHemun — 8,0 1/, TUTIEpXOJIeCTe-
puHemMusi — 8,2 MMOJb/J, TUNEpPHUOPUHOTECHEMUST —
5,2 /71, MOBBIIIIEHUE YPOBHSI MOYEBUHBI — 7,1 MMOJIb/J
(HOp™Ma 10 6,4 MMOJTB/N) 1 KpeaTuHUHA — 120 MKMOJIb/JT
(ipu HOpMe 10 100 MKkMoOJIb/1T). CKOpPOCTh KITYyOOUKOBOM
¢unbTpanmu mo IIBapiy coctaBuia 86 mMii/MUH (HUK-
HsIst TpaHu1Ia HOpMbI 90 MJI/MUH).

ITo maHHBIM YJIBTPA3BYKOBOTO MCCIEIOBAHUS BBISIB-
JIEHBbI TIPM3HAKU YBEJIMUEHUSI TI0YeK B 00bEeMe C YIUIOT-
HEHMEM TIapeHXWMbI, BBIpaXXEHHOTO acuuTta (CBOOOI-
Hasl XKUIKOCTb B OPIOIIHOM TMOJOCTHU IO/, MPaBOi J0Jei
MeYeHW, B JIaTepaJbHBIX KapMaHaxX, MEXIy TMeTISIMU
KWIIIEYHWKA, B MajoM Ta3dy), TpU3HAKU CBOOOIHOM
KUIKOCTHA B TUIEBPAJbHBIX MoJocTsX. [To pesymbraTam
axoKapauorpacduu pasMepbl MOJOCTel cepila, mokasa-
TeJU LEHTPaJbHOI reMOIMHAMUKHU B TIpeeiaX HOPMBbI,
Ha 3JIeKTpOKapaIruorpaMMe — CHUHYCOBasli apuTMUSI, BEP-
TUKAJbHOE TIOJIOXKEHUE DJIEKTPUUYECKON OCU Ccepila,
CHMXeH BoJibTaX QRS B cTaHIapTHBIX OTBEAEHUAX U V.

Boina HauaTa Tepanust mpeaHU3010HOM 60 MT/CyT, TIPO-
Bomuiach uHMy3ust 20% ansbymmnHa (13 pacuera 0,5 r/Kr),
nmuypeTtrdeckas tepanus (hypocemun 0,6 Mr/Kr/cyT). Bumy
HaJIM4Iusl  MPenTpoMOOTHYEeCKrX (haKTopoB  (BbIpaXKeH-
Has TUIOATLOYyMUHEMUSI, runepruOpUHOTEHEMUST)
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C IeJTbI0 TIEPBUYHOM aHTUTPOMOOTUYECKOW TMpodUIaK-
TUKM ObLT Ha3HAYeH HaJporapuH Kajibuus 95 en/Kr/cyt
¢ 3 no 14 despans (pemeHue BK Ne 5125 or 03.02.21).
C 8 dpeBpaist oTMEUATMCh STTM30/1bI TTOBBILLIEHUS apTepraib-
Horo paBneHust 10 130—136/65—70 MM pT.CT., B CBSI3U C YeM
MPOBEIEHO CYTOUHOE MOHUTOPHMPOBAHUE apTepUaIbHOTO
JTABJIEHUS W 9JIEKTPOKAPAMOTPAMMBbI, BBISIBJIEHA eMHIIHAS
(menee 100 B cyTKM) OMMHOYHAS U TTApHAsT XKeTyI0uKOBast
9KCTPACUCTOJUSI, CTaOMJIbHAsE —CHUCTOJIONMACTOJIMYECKast
apTepyaibHasl TUTIEPTEH3UST C TTOBBIICHUEM apTeprallb-
HOTO JaBjieHust MakcuMaiibHO 10 159/109 mwm pr.cT. KoH-
CYJIETUPOBAH KapaWOJIOTOM, TUATHOCTUPOBaHA BTOPUYHAST
(cuMTITOMaTUYecKast) apTepuaibHast TUTIEPTEH3UST 2-1 CTe-
MeHU, BBICOKMIA pucK. HapyieHue putva cepiia THra
penkoit skcrpacucrommu, HK(0. C aHTMrunepreH3nBHOI
1LIeJIbI0 Ha3HaueH sHantanpui B 1o3e 0,08 Mr/Kr/cyT.

Ha 9-i1 nennp mpeObIBaHMs pebOeHKa B CTalllOHape
C YyYETOM OTCYTCTBMSI TOJOXUTEIbHON ITUHAMUKU
(COXpaHSIJICST OTEYHBIA CUHIPOM, BBIPAXKEHHOCTh IPO-
TenHypuu mpeBbicuia 10 T/cyT, comepkaHe MOUYEBUHBI
B KpoBM TnoBbicusioch 10 30,1 MMoJIb/J, KpeaTUHUHA —
1o 167 MKMOJIB/J, CKOPOCTh KITYOOUKOBOU (DUIbTpaLIN
ro [IBapiy yMeHbIIMIACh 10 66 MJI/MUH, COXPaHSIUCh
rurnonporenHemMuss — 41,6 T/1 1 TUTIOATLOYMUHEMUST —
14,6 /1), OBUT KOHCYJIBTUPOBAH IO TeJeMeINITMHCKOM
CHCTEMe IVCTAHIIMOHHBIX KOHCYJIbTAIlW 3aBEdyIONINM
Hedpoaornueckum  otaeneHnemM HMMUIL  3n0poBbs
neteit. CyxxaeHUs MO AMArHO3y TMpPeKHWEe — WIMOIa-
TUYECKUI HehpoTHUecKuii cuHapoM. OCTpoe TTOBpeX-
neHue rovek, craaus R. BwickazaHo mpenmnosiokeHue
O BTOPUYHON CTEPOUAPE3UCTEHTHOCTU, PEKOMEHIO0BAHO
MpOBeNeHNe  MyJIbC-Tepanuyu  METUJTIPEIHU30JIOHOM
1000 Mr BHYTpMBEHHO Ha Kypc 3 pasa uyepe3 JeHb, yBe-
JudeHue 1o3ul pypocemuna no 2—3 Mr/kr/cyt. B orcyrt-
CTBUE PEMUCCHUU PaCCMOTPETh BOIIPOC O TIPUCOSTUHEHU
LUKJIOCTIOpHHA A, TIpOBeIeHNN He(PPOOMOTICUN.

Ilocne wHDY3Uii METUITIPETHU30JI0HA COCTOSTHUE
MaJIbuMKa CTaOWUIM3UPOBAIOCH C HajbHEWIIEeN I0J10-
KUATEJbHOW NUHaMUKOW (cM. Tabnuity). Ha 24-ii nenn
OT HayaJjia Tepalii¥ TOJTHOCTBIO KYIHUPOBAJICSI OTEUHBIIA
CUHIPOM, Ha 36-if AeHb ObUT MOJYYEeH MepPBBI OTpHIIA-
TeJbHBII aHAJIM3 MOUYU Ha OEJIOK 3a CYTKHU, UTO MTO3BOJIUIIO
ocJIe TTOATBEPXKIACHUSI OTCYTCTBUS TIPOTEMHYPUU B IBYX
MOCJIEAYIOMNX aHaJIN3aX MOYW TIEPEeUTH Ha ajbTepHU-
pYIOIIUIA peXuM TipueMa TipemaHu3oioHa (60 Mr/48 q).
Ha 4-it nenb mocie Tperbeil MHGY3UM METUITIPEIHU-
30JI0Ha OBUIO JMAarHOCTUPOBAHO TOBBIIIEHUE YPOBHS
IJIIOKO3bl B KPOBM MaKCUMajabHO 10 7,52 MMOJb/I
mpu HopMe 10 5,50, rmoko3ypus 10 6,0 Mmoib/im. OcMo-
TpeH SHIOKPUHOJIOTOM, IMAaTHOCTUPOBaHA BTOPUYHASI
TUTIEPTIIMKEMUS Ha (DOHE TepaIrmu TIIIOKOKOPTUKOCTEPO-
nIaMH, peKOMEHIOBaHBI IMeTa U HaOogeHne. Y poBeHb
TJIFOKO3bI B KPOBU HOpMaM30Bacs uepe3 7 THel.

BBeneHune  METWINPETHU30JIOHA  OCYIIECTBIISLIOCH
Ha (hoHe TPOPMITAKTUIECKOIM aHTUTPOMOOTHIECKOM Tepa-
nuu renapuHoM B no3e 200 en/Kr/cyT B peXuMe TUTPO-
BaHMs B TeueHuu 9 nueit (¢ 15.02.21 o 23.02.21) ¢ nepe-

XOIIOM Ha TTOJKOXHOE BBEIcHWE TIperapara B TedeHHe
16 mHe# Mmox KOHTPOJIeM aKTHBMPOBAHHOTO YaCTUYHOTO
TpoMboriacTuHoBoro BpemeHu (AUTB). B cBsi3u ¢ moBbI-
1IeHUeM YpOBHs aiboymuHa 6onee 20 1/1, HOpMaiu3a-
uei conepxanus pudpuHoreHa yepes 28 nHeii (03.03.21)
OT Hayajla Tepalny aHTUKOAryJssHTaMu (HaapomapuH
KanpLvs 12 THei, rermapuH 16 gHeit) ObUTO HAYaTO CHIKE-
Hue 103kl renapuHa 1o 50 en/kr 1 pa3 B 3 nHs.

Ha 7-i1 neHp OoT Havajia TJIAHOBOTO CHWKEHUST JO3bI
renapuHa (dyepes 3 Hesl 1ocJe MpoBeNeHUsI My IbC-Teparnuu
METWITIPETHU30JIOHOM) TTOSIBUIJTMCH OOJIA B TIPaBOM MKPO-
HOXHOM MbIe. [Ipy yIbTpa3ByKOBOM WCCIIETOBAHUM
WKPOHOXHBIX MBI TATOJOTMYECKUX 00pa3oBaHUIA
He BBIsIBJIEHO. OCMOTpPEH OpTONEIOM, IUArHOCTUPO-
BaHa MUAJTUST 3aJHEW TPYMITbI MBI TTPaBOW TOJICHU,
Ha3HayeHa MeCTHasl Teparusi HeCTePOUIHBIMU TTPOTHUBO-
BOCTIAINTETbHBIMK TIperapataMu. Ha cienmytommii geHb
MPOBEJCHBI IIBETOBOE AYTUIEKCHOE CKaHWPOBAHUE COCY-
JIOB HIDKHUX KOHEYHOCTe! (TTPU3HAKOB HApYIIEHUS TTPO-
XOIMMOCTH TJIYOOKUX W TIOAKOXHBIX BEH HE BBISIBJIEHO,
apTepuabHBIN KPOBOTOK HE M3MEHEH), peHTreHOTrpadus
KocTeil ToysieHn (MPU3HAKOB OCTEONOpo3a He OOHapy-
3KEHO), UrojbuaTasi MUOTpadusT MBIIIL HWKHUX KOHEY-
HOCTell (BBISIBJIEHBI TIPU3HAKA 3aWHTEPECOBAHHOCTU
MBI TACTAIBHOM TPYIMbI MPAaBOW HIDKHENH KOHEYHO-
CTU B BUJIE YMEPEHHOTO CHUXKEHUST CpeIHEN TUTUTETbHO-
CTU TIOTEHILIMAJIOB JIBUTATENIbHBIX enuHull). [To maHHBIM
KOAaryJlorpaMMbl BBISIBJIEHO TIOBBILIIEHUE PACTBOPUMBIX
(UOpUH-MOHOMEPHBIX KOMITIEKCOB 10 9,0 Mkr/100 mu
u D-mumepa 1o 2060 Hr/mit. OcMOTpeH TeMaTOJIOrOM —
JMAHHBIX, TTOATBEPXKIAIONINX TPOMOO3 COCYIOB HWXKHUX
KOHEUHOCTe, Ha MOMEHT OCMOTpa He YCTaHOBJIEHO,
MPOIOJKEHa MeCTHasi Teparusi HEeCTEPOMIHBIMMU TIPO-
TUBOBOCTIAJIUTENILHBIMU TIpernapataMu. bomu B TipaBoii
MKPOHOKHOM MBIIILE COXPaHSIUCH, TTOSIBUIACh HEOOJb-
1asi OTEYHOCTh B 00JIACTH TIPABOTO KOJEHHOTO U TOJie-
HOCTOITHOTO cycTaBoB. [lo pesyiabTaTam IyTUIEKCHOTO
CKaHUPOBAHUSI apTepWii M BEH HIDKHUX KOHEUHOCTEMH
16 Mapra AuMarHoCTUpOBaH MIeODEMOPaTbHBIN TPOMOO3
cripaBa. PeGeHOK KOHCYJIBTUPOBAH COCYIMCTBIM XUPYpP-
TOM; OT ONEepPaTHUBHOTO JIEYEHUST PEIIeHO BO3IepKaThCs.
KoHeuHOCTh MMMOOMIM30BaHA, HAJIOXKEH SJIAaCTUUHBINA
OWHT, BO30OHOBJIEHA TEpaIMsl TeMapuHOM (TUTpOBaHUE
B no3ax 500—250 en/xr/cyt non koHTposieM AYTB B Teue-
HUe 23 THEl ¢ ToCIeNyIoINM CHUKEHUEM TO3bI U TTOJTHOM
otMmeHoif). C 22 Mapra K Je4eHMIO 10o0aBiieH BapdapuH
MO/ KOHTPOJEM MEXAYHAPOIHOTO HOPMAIU30BAHHOTO
otHotueHust (MHO), 6b110 JOCTUTHYTO 11eJIeBOE 3HAUEHUE
2—3. Ha done Tepanum mossBUINCH TPU3HAKM HadaJIbHOMI
peKaHaJIM3aliK TpoMmOa o JaHHBIM I[BETOBOTO IYTTIEKC-
HOTO CKaHMPOBAaHUsS OT 26 MapTa, YaCTUIHOMN peKaHau-
3aun — OT 2 M 29 ampenst, CONpOBOKAAIOIINECS CHIKE-
HUeM ypoBHS D-mumepa (¢ 2060 mo 760 Hr/mir).

ITo ucreyeHUM 2 Hem ¢ MOMEHTa OUATHOCTUPOBA-
HUST TpoMOO3a M TIpHMeMa TIPeIHU30JI0HA B alIbTEPHUPY-
omiemM pexume (29.03.21) BHOBb MOSIBWIIMCH TPU3HAKU
AKTUBHOCTU HE(POTUIECKOTO CUHAPOMA: TACTO3HOCTh
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Pazdonvkuna T.H. u coaem. neodemopaabHblii TPOMOO3 Y MALMEHTA C PELMANBUPYIOLIMM HEDPOTUYECKUM CUHAPOMOM

ToJIeHell, MPOTEUHYpHsl, TUIIEPXOJIEeCTEPUHEMHUS, THUIIO-
MpOTeMHEeMUsI, TUNoaabOymMmuHemus, yseandeHue COD
(cM. Tabnuity). IlpoBeneHbl KOHCUIMYM CIELUATVCTOB
U TIOBTOPHOE KOHCYJIBTUPOBAHUE 3aBEAYIOIIMM Hedpo-
normyeckuMm  otnenenneM HMMIL 3mopoBbst  mereii.
IMpuHATO pelieHWe O Ha3HAYEHUU TepareBTUYeCKOn
o3kl TipeaHu3onoHa (60 Mr/cyT) Ha (oHe IOCTHXKe-
Hus 1esieBbIX Tokasareneit MHO (2—3) npu nedyeHuun
BapapuHOM C TOCIIEAYIOINM T00aBJIeHNEM MUKOMe-
Hojiata Modetuaa (2 r/cyT) U O MPOBEACHUM OOCIEI0-
BaHUs ISl BbIsIBIeHUsT TpomOodunuu. 1o pesynbratam
MOJIEKYJIIPHO-TEHETUYECKOTO MCCIIEIOBaHUST BBISIBJIEHA
neiineHckast mytauus (rereposurota F5). Uepes 2 Hen
OT Hayajia TpueMa TepareBTUYECKOM M03bI TPEIHU30-
sioHa (20.04.21) HedpoTUUECKUIT CUHAPOM ObUT KynUpo-
BaH, Ha3HAYeH JOITOJTHUTEIHLHO MUKOdeHoIaTa MOpETHI.
Tepanust TPeTHU30JIOHOM MPOIOKEHa B albTEPHUPYIO-
meM pexxume (60 Mr/48 9) ¢ TIOCTEnyIOMNM TepeXoaoM
co 2 mast Ha 2/3 oT iedeOHOo 103kl (40 Mr/48 u).

Peb6enok 6wt BeimucaH 4 mast 2021 r. (mpoBes B cTa-
muoHape 90 pgHeil) B yHOBJIECTBOPUTEILHOM COCTOSI-
HUU C JVATHO30M: WAMONATUYECKUI He(hpPOTHUECKUIA
CUHIPOM, pELUINB, CTEPOUI3AaBUCUMBII  BapHaHT.
OcJIoKHEHHUE: OCTpoe TOBPEXACHUE ToYeK, ctagus R.
BropuuyHas tumeprivkemusi Ha (OHe TepanuM Tio-
KOKopTHKocTepounamu. WireodeMopanbHBIL TpoM0O03
cripaBa. BropuuHas aprepuanbHast TUTIEpTEeH3US 2-11 cTe-
MeHU, BBICOKUII pucK. HapylreHue puTma cepaia TUIa
penkoit akctpacucroauu, HK0. ComyrcTBytommii nnar-
HO3: TiepBUYHas TpomOobdwiusi. AMOYJIaTOpPHO TIpO-
IIOJDKeH mpueM MukogeHosata Moderuiaa, BapdapuHa
non KoHTposiem MHO, npenHusosnona B no3e 40 mr/48 u
o 6 Hem, 3aTeM TIPU YCJIOBUU COXPAHEHUSI PEMUCCUU
CHUKEHUE TI0 5 MT B 2 HeJl.

g ompeneleHUsT OaJbHEWIIEH TAKTUKU BEICHUS
peGeHOK ObIT TOCIHUTAIM3UPOBAaH B He(hPOJOTMUEcKoe
otneneHue Poccuiickoil OeTCKOW KIMHWYECKOW O0b-
Huubl PHUMY um. H.W. [Tuporosa Munsnpasa Poccuu,
rae Haxonuiics ¢ 12 mo 30 uronst 2021 r. [TpoBeneHa myHK-
LIMOHHAs He(hpOOHMOTICHS, TI0 pe3yJbTaTaM KOTOPOI aua-
THOCTUPOBAaHA paHHSS cTanus (POKAbHO-CErMEHTapHOTO
IJIOMEPYJIOCKIIepo3a 0o 0oJIe3Hb MUHUMAJILHBIX U3ME-
HeHUI (HEOOXOAMMBI JTaHHBIE 3JIEKTPOHHON MUKPOCKO-
muu). Beimucan ¢ 1MarHo3oM: HepOTUUECKUI CUHIPOM
TTOJTHBINM, YMCTBIA CTePOMI3aBUCUMBII BapyaHT, CTamusI
MOJTHOM KJIMHUKO-JTAOOPaTOpHOI peMHCCHM Ha (oHe
MMMYHOCYIIPECCUBHOI Tepanuu. XpoHWYecKast 60Jie3Hb
nouek Il cranumu. Mopdonornyeckuit auarHos: 00e3Hb
MUHUMAJIbHBIX M3MeHeHuid. COITyTCTBYIOIIWIA IWArHoO3:
mireodeMopalibHEIE TpoM003 crpaBa. OU — wmwmonms
CpeIHel CTeTeH , JieKapCTBeHHasT KaTapakTa. JlabumbHast
apTepuajibHas TUTepTeH3usA. JIUCHYHKIMS CHUHYCHOTO
y3zna. CHO. T'ematorenHast TtpomGoduaus. PexkomeH-
JIOBAHO TIPOIOJIKUTH MMMYHOCYIIPECCUBHYIO Teparuio
MHKO(DEHOTaATOM MOMETUIIOM, CHUKEHUE T03bI TIPEIHU-
30JI0Ha TIOJ KOHTPOJIEM CYTOYHOM MTPOTEUHYPUU O TIOJI-
HOW OTMeHbI, BapdapuH (6,25 Mr/cyT) mom KOHTpOJIeM

MHO. I1o taHHBIM TMHAMHWYECKOTO 00CICTIOBAHMS U 1IBE-
TOBOTO JIYIJIEKCHOTO CKAaHWUPOBAHMSI COCYIOB HIDKHHMX
KOHEYHOCTel (4epe3 4 Mec Mocyie MOoTHON OTMEHBI TIPe/I-
Hu3onoHa, 21.02.22) oTmedyeHa MOJIOKUTETbHAST IWHA-
MHUKa B BHIe YMeHbIIeHMUsT TpomOomacc. I[Ipomomkaer
MMMYHOCYTPECCUBHYIO M aHTUKOATYJITHTHYIO TepAITHIo.

OO0cyxaeHue

T'unepkoaryasiiuoHHOe COCTOSTHUE TMpU HedpOTH-
YeCKOM CHHApPOME BbI3BAHO AMCOATAHCOM MEXKIy aHTH-
TPOMOOTUYECKUMHU M TIPOKOATYJISTHTHBIMU (haKTOpaMK
BCJIEJICTBUE TIOTEPh C MOYOM €CTECTBEHHBIX aHTHUKOA-
ryasgHTOB (aHTuTpoMmbuHa III) U moBbIIEHHOTO Meve-
HOYHOTO CUHTe3a MPOTPOMOOTHYECKUX (pakTOpoB ((ak-
topos V, VIII, ¢ubpuHoreHa u a,-Makporjaooy/imHa)
[18, 19]. KpoMe Toro, y mamueHTOB ¢ He(pOTUUECKUM
CHHIPOMOM BO3MOXXHO HapyIlIeHre aKTUBHOCTH GeJika S,
COCTaBJISIIONIETO BMecTe ¢ MpoTenHoM C BaXXHYIO aHTH-
KoaryJisiHTHyto cuctemy [20].

Hapsiny ¢ aktuBanueii TpOKOAaryJasTHTHBIX MEXaHM3-
MOB, TIpY HE(POTUIECKOM CUHIPOME OTMEUACTCS CHYKE-
HUe GUOPUHOIUTUIECKON aKTUBHOCTH KPOBU BCJIEICTBHE
MOTEepU TIa3MUHA ¢ MOYOM, YTO YCYTYOJISIETCS TTOBBIIIIE-
HUEM YpOBHS MHTMOMTOpa aKTHBaToOpa IIa3MUHOTeHa
1-T0 TMTIa — eCTeCTBEHHOTO MHTUOMTOpa TpeBpalleHUs
Mja3MUHOTeHa B TuiasMuH. CHIDKeHWE YPOBHS TIIa3-
MMHOTEHA W €ro akKTMBAaTopa KOPPEIUPYET C TIKECTHIO
nporeunypuu [21]. TloMumo 3TOrOo, M3-3a YCHUJIEHHOTO
CHHTEe3a B TICUEHU B TUTa3Me KPOBH TTOBBIIIAETCS COAEpP-
XaHUE 0,-MakpOrJOOyJIMHa M JIMIONpoTeMHa (a) —
BaXXHBIX WMHTUOUTOPOB (pubpuHonmuza [22]. YcraHOB-
JIEHO, YTO MPU HEDPOTUUECKOM CHHIPOME M3MEHSIIOTCS
CTPYKTypa MOHOMEPOB (DMOpMHA M CBOMCTBA CTYCTKOB,
4TO JeJaeT NX YCTOMIMBBIMU K TpOMOoOJM3ncy [23].

VY maumreHToB ¢ He(POTUYECKUM CHHAPOMOM YCHJTH-
BaeTcs arperaiys TPOMOOIIUTOB, TPOUCXOINUT UBMEHEHHE
HECKOJIbKUX TTOBEPXHOCTHBIX MapKepOB TPOMOOLIMTOB
(P-cenekTH) M aKTUBHBIX BEIECTB, BHICBOOOXKIAEMBIX
U3 o-TpaHyJl (a-TpoMOOTTIO0YJINH), a TaKKe BO3IEUCTBHE
dochatuauaceprHa Ha MeMOpaHy. ['MneppeakTMBHOCTh
TPOMOOILIMUTOB MHOTO(AKTOPHA M CBsS3aHa C TMIOATBOY-
MUHEMHEN, N3MEHEHUSIMU YPOBHS JIUIIUIOB B TIJIa3Me
U runepudbpuHoreHeMueii [24].

Tpom6oaMbOIMYeCKEe OCIIOXKHEHUST CITyKaT TPeIoT-
BpaTUMOM TIPUYMHON 3a00JIeBA€MOCTY W CMEPTHOCTH
y TIALIMEHTOB ¢ He(POTUIECKUM CUHAPOMOM, HO pelile-
HUe 0 HavaJie MPOo(UIaKTUIECKO aHTUTPOMOOTUIECKOM
Teparmnu JOJDKHO OBITh OCHOBAHO Ha TIIATEIBHON OIIEHKE
GanaHca pUCKOB TpoM003a 1 KpoBoTeueHusl. CyIlecTByeT
Maji0 KOHTPOJUPYEMBIX MCCIEIOBaHUMN, OLIEHUBAIO-
IIUX 3TU acTeKThl, PEKOMEHIAIMU HOCAT COTIACUTEIb-
HBII XapaKTep W OOJDKHBI YYUTBIBATH WHIWBUAYaJbHBIE
(akToOphl pUCcKa, BKJIIOYAIOIINE HE TOJbKO aKTUBHOCTh
He(POTUIECKOTO CUHAPOMA, HO 1 BPOXKIEHHBIE OCOOEH-
HOCTH CUCTEMEBI TeMocTa3a [25]. Bto TpedyeT nx maabHe-
IIETO U3YYeHUs M1 MOHUTOPUHTA JUTSI OTIPEIEICHUST OTITH -
MaJIbHOM CTpaTeruu JIeUeHUs U TPOMUITAKTUKH.
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