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0O6ocHoBaHHne. QynbmnHaHTHas nypnypa (Purpura fulminans, ®I1) — 3To 0CTPbIH 6bICTPONPOrPECCUPYIOLLNI TPOMOO3 COCY-
Z10B MEJIKOro AnameTpa, PacrosoXEHHbIX NPEUMYLLIECTBEHHO Ha KOXXe KOHeYHocTel. MosHMeHoCcHas rnypnypa xapakTepu-
3yeTcsi BbICOKUM YPOBHEM CMEPTHOCTH. Y NMaLMeHTOB MOTyYT GbiTb CEPbE3HbIE MOCNEACTBUS, BK/IKOYas amnyTaLmmu 1 notepio
nasibLEB PYK M HOI MW JaxKe KOHEYHOCTEN B LieJIoM. OnnucaHue KAMHUYeCKOro cay4as. [1peicTaBNeH KIIMHUYECKMI Caydaii
pas3BUTUS Y 3-NIETHEr0 Maslb4MKa BCEICTBUE NMEPEHECEHHON MHPEKLMM TPAH3UTOPHOI0 AedurLmMTa MPOTEUHA S, OCIOKHEHHO-
ro uagunonatuyecKkon @I, Ha 7-e cyT nocse oCTPoro cpegHero otuTa. lporpeccupoBaHmne 3ab0eBaHNs Pa3BUIOCh B TEYEHNE
HECKOJIbKMX 4acoB. Y naumeHTa rnosiBUINCb reMoppParMyeCKMe 371€MEHTbI Ha KOXKE KOHEYHOCTEH, a B a/IbHEHMLLIEM — HEKPO3
TKaHen. lpoBoanmasi Tepanus crnocob6CTBOBasa OCTaHOBKE MaTo/I0rM4eckoro npouecca B Buge I, a Takxe npegorspa-
TUIa Pa3BUTHE TSIXKENbIX MHBANIMAUIUPYIOLLMX OC/IOKHEHUI Yy pebeHKa. 3akn4veHune. [JudpepeHumnansHas AMarHoCTuKa
M 1e4eHne AO/KHbI ObITb GbICTPLIMM M TOYHBIMM, TaK Kak pa3BuTine Pl nponcxoanT 3a CHUTaHble Yachl. [JuarHOCTMKa JO/KHa
BKJIK04aTb B CE6S PaCLUMPEHHYIO NaHEe b KOary/orM4eCKMx TECTOB M MHCTPYMEHTAJIbHbIX MCCIEA0BaHMI, YTO 0By C/10B/IMBAET
onpaBAaHHOCTb MyJbTUANCLMIIMHAPHOIO noAaxoAa B HabIt0Je€HUN NaLMEHTOB C HAapPYLIEHUSMM B CUCTEME reMoCcTasa.

KnwyeBble cnoBa: ¢pynibmuHaHTHas nypnypa, remoctas, ABC-cuHapom, Aemuuymnt npotenHa S, KIMHUYECKUI Ca1yqan

Ans untupoBanus: Topaeesa 0.b., Jo6poToK A.B., CenumasaHoBa J1.P., [leeBa B.A. TpaH3UTOPHbIA AedUUMT NnpoTenHa S
nocnie nepeHeceHHoro MHPEKLMOHHOro NPoLEecca, OCNOXHEHUS U UCXO: KNMHUYECKKIA cnydal. [TeguaTtpuydeckas papma-
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Transient deficiency of protein S after past infection process,
complications and outcome: clinical case

Background. Purpura fulminans (PF) — is an acute rapidly progressive thrombosis of small-diameter blood vessels located mainly on the
skin of the extremities. PF is characterized by high mortality rates. Patients can have serious consequences, including amputations and
loss of fingers, foots or even extremities in general. Clinical case description. A clinical case of developing transient deficiency of pro-
tein S complicated by idiopathic PF on the 7th day after acute otitis in a 3-year-old boy due to past infection is presented. The progression
of the disease developed within a few hours. The patient became hemorrhagic elements on the skin of extremities, and later — tissue
necrosis. The conducted therapy facilitated to stop the pathological process in the form of PF, and also prevented the development of
severe disabling complications in the child. Conclusion. Differential diagnosis and treatment should be fast and accurate, as the devel-
opment of PF occurs in mere hours. Diagnostics should include expanded panel of coagulological tests and instrumental examinations,
which determines the justifiability of a multidisciplinary approach in the patient management with disorders in the hemostatic system.
Keywords: purpura fulminans, hemostasis, DIC syndrome, deficiency of protein S, clinical case
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OBOCHOBAHME

dynbMuHaHTHaa nypnypa (Purpura fulminans, ®M) —
3TO OCTPbIA BGbICTPONPOrPECCHPYIOLLMI TPOMBO3 COCYLOB
MENIKOro AuameTpa, PacrnonoXeHHbIX MPenMyLecTBEHHO
Ha KOXXe KOHeyHocTeW. B JoCTynHOM nuTepaType MOXKHO
BCTPETUTb TEPMUH «MOJTHUEHOCHAs nypnypanr.

Purpura fulminans BnepBble onucan Guelliot B 1884 .
KaK remopparnyeckoe 3aboneBaHWe, accoLMMpoBaHHoOe
Cc MHbeKuuamu nnmn pgaxe cencucom [1]. PI1 xapaKTepumay-
€TCs BHe3amnHbIM pa3BUTUEM BHYTPUCOCYANCTOro TPOM603a
W remMopparMyeckoro nHdapKTa Koxu, 6bICTPO NPUBOASALLE-
ro K AWCCEMUHUPOBAHHOMY BHYTPUCOCYAUCTOMY CBEPTbI-
BaHuWtO KpoBu (ABC-cnHapom) ¢ noTpebneHnem aHTUKoary-
NAHTHbIX GaKTOPOB M NpM3HaKaMu WokKa [2].

Bbiaensitot HeckonbKko BuaoB PI1.

* HeoHaTanbHasa Pl pazBuBaeTcs B peldynbrate Hacnea-
CTBEHHOro geduunTa eCTeCTBEHHbIX aHTUKOarynsHToB
(npotenH C n npotenH S) unu B pe3ynbraTe MyTaLui
B reHax, Koaupylouwux 3t 6enku. HacnepctBeHHas
HeoHaTanbHasa dopma C TaKenbiM geduunToMm 6enKa
C BcTpevaeTca npumepHo y 1 : 1 000 000 »xwuBo-
poxaeHuin [3]. PacnpocTpaHeHHOCTb HacneacTBEHHOro
geduumTta npotenHa S Heu3BeCTHa M3-3a PELKOCTU
W TPYAHOCTEN NpaBUIbHOW AMArHOCTUKK, OAHAKO cylle-
cTByeT uccnegoBaHue 3788 340pOBbIX LWOTNAHACKMX
[LOHOPOB KPOBM, KOTOPOE MOKasano pacnpocTpaHeH-
HOCTb HacneacTBEHHOro gedbuunTta npoterHa S B aua-
nasoHe ot 0,03 g0 0,13% [4].

* Wpunonatuyeckaa Pl peanusyeTcsd u3-za BPEMEHHOIO
LMPKYIMPOBaHWA B Nia3Me NepeKPeCcTHO pearnpyroLmx
ayToaHTUTEn K Bupycy Varicella zoster, Streptococcus
n 6enKky S, 4To, B CBOIO 04epeab, NMPUBOAUT K AUCDYHK-
LMW NPOTUBOCBEPTbIBAIOLWLEN CUCTEMbI; BCEMO ONUCaAHO
NMLb HECKOJ/IbKO COTEH cny4aes [5, 6].

e OcTpass WHPeKuMoHHaa dopma Pl pasBuBaeTcs
Ha dOoHe KOMMNIEKCHOro naTtoreHesa, acCoLMMPOBaHHO-
ro ¢ pasnunyHbiMn UHdeKunamu (Neisseria meningitidis,
Streptococcus pneumoniae, Haemophilus influenzae,
Capnocytophaga canimorsus, Staphylococcus aureus
nap.) [7]. Buenomy 15-25% naunmeHToB C MEHUHIOKOK-
KoBOW 6aKTepuemunen passuBaetca PI1 [6].
KnuHunyeckasa kaptuHa @I npoasnsetcs octpo. O6bI4HO

B Te4eHne 1-2 CcyT Ha KMCTHAX M cTonax, NOAbIXKKaXx, KOneH-

HbIX W JIOKTEBbIX CyCcTaBax, Ha Aroguuax, XuWBoTe, NuLe,

CNIU3UCTbIX 060MI04Kax pTa MOSBAAIOTCH MENKME LnaHo-

TUYHbIE Y4aCTKW M remopparuun, Kotopble B AafibHEWLWEM

HOCSIT C/IMBHOWM XapaKTep B BUAE OOWMPHBIX CUMMETPUYHBIX

KPOBOU3NUAHUIA. 3@ HECKONIbKO 4YacoB COCTOSHWE pebeH-

Ka yxydlwaeTcs, pa3BMBaeTCsd KapTMHa Konnanca W LWokKa,

Ha MecTe KPOBOWMINUAHMN 06pPa3yloTCs KPYMHble YYacTKM

HeKkpo3oB [1].

MonHueHocHaa nypnypa XapakTepu3yeTCs BbICOKUM
YPOBHEM CMEPTHOCTU, @ Y BbIKMBLUMX MaLMEHTOB MOryT
HabnohaTbCc Cepbe3Hble MOCNeACTBMA, BK/OYasa amny-
Tauuu 1 NOTEPIO NanbLEB PYK, HOT UK AaXKe KOHEeYHOCTewN
B Luenom [8].

MaTtonorns remoctasa MOXeT ObiTb accouunpoBaHa
C HanuMynem MyTauui B reHax GaKTOpoB CBEPTbIBAHUSA,
Hanpumep ¢ MyTaunen ¢aktopa V JlengeHa (FV Leiden, reH
F5)[9]. MyTauusa B reHe F5 ¢.1691G>A Bbi3bIBaeT pas/finiHble
naToNiorMmn Kak B reTepo3uroTHOM, TaK U B FOMO3UTOTHOM
cocTosiHUU. OgHMM M3 3aboneBaHuin gBnseTca TpoMbodu-
nns 2-ro TMna (ayToCOMHO-A4OMUHAHTHbBIM TUN HacnefoBa-
Hus, OMUM #188055). B pe3ynbraTe AaHHOW MyTaluMK pas-
BMBaETCs PE3UCTEHTHOCTb aKTUMBHOW dopMbl daKTopa V
K pacliennsiowemy aencTteuio npotenmHa C, 4To npuBoauT
K runepkoarynsiunn. FoMo3urotHoe U KoMnayHa-reteposu-

rOTHOE COCTOSIHUS BbI3blBAlOT AedunumnT daktopa V (TaKxe
M3BECTHOE KaK napareModuansi, ayToCOMHO-PELIECCUBHbIN
TMn HacnepoBaHusa, OMUM #227400). B Poccuun yacTtoTa
mMyTauuu FV Leiden (retepo3urota + romo3urota) coctaBns-
et ot 0,7 0o 2,8 % [10].

Hapsaay ¢ myTauunen JlenaeHa MyTauus B reHe NpoTpoM-
6vHa (G20210A) 9BNSETCA KNMHUYECKM 3HAYMMOMN, TaK e
KaK ¥ nonnMmopoduM3mbl B FeHax eCTeCTBEHHbIX aHTMKoary-
NIAHTOB — aHTuTpoM6uHa Ill (reH SERPINC1), npoTeMHOB
C (reH PROC) n S (reH PROS1) [11].

[eH ¢dunbpuHoreHa (FGB) KoaupyeT 6eTa-noavnenTua-
Hyl0 uenb 6enka ¢ubpuHoreHa — pacTBOpUMOro 6enka
nna3mMbl KPOBUW, KOTOPbIA OTHOCKTCS K rpynne rno6ynnMHoB.
Mon nencteuem dpepmeHTa TpomMbMHaA 3TOT GENOK CNOCo-
6eH npeBpawartbca B dMOpUH U 06pal3oBbiBaTb TPOMO.
3aMeHa aMMHOKWUCNOThbI F'yaHWHa Ha afleHWH B perynaTtop-
Hon obnacTtu reHa FGB (455G/A) accounnpoBaHa C NoBbl-
LUEHHOW KOHLIEHTpauuWen B nnasme KpoBu 6enka dubpu-
HoreHa [12].

®MN BcTpevaeTcs pefko, M3y4yeHa HeAOoCTaTO4YHO,
4YTO cOo3JaeT onpeaefieHHble TPYAHOCTU ANS AMArHOCTM-
KW M nevyeHns. MeamuUMHCKoe COO06LIECTBO HEAOCTAaTOYHO
ocBefjomMneHo 06 aTon npobneme. Mbl npeacTaBasgeM Ku-
HWYECKUMIM cnyvyan pa3BuTUS mamonaTtndeckon eIy 3-net-
Hero MajbymKa nocne nepeHeceHHom MHGEKLUHN.

KAUHUYECKUNA NPUMEP

O nauueHTe

Manbunk M., 3 net, 09.08.2022 nocTtynun B oTaene-
HWe oTopuHonapuHronornn OFbBY3 CmoneHcKon obnacTw.
HKanobbl Ha MOMEHT NOCTYMJIEHUS: OTEK 3a J1IeBOM YLIHOM
PaKOBUHOWN, runepemMus 3aylwHon obnactu, 601b B 1€BOM
yXe, NoBblleHMe TemnepaTypbl Tena go 38 °C.

AHaMHe3 }XU3HHU

Pe6eHOK OT nepBoN OGEPEMEHHOCTHU, MPOTEKaBLIEN
6e3 nartonornun. Pogbl Ha 41-1 Hea, camocToATeNbHbIE. Macca
Tena npu poxaeHnn — 4210 r, gaimHa — 55 cm. OueHka
no APGAR — 8/8 6annoB. BakuMHupoBaH B COOTBETCTBUM
C HaUMOHanbHbLIM KajeHjapem BaKuuHauuu ao 1 roga.
BcKkapmnnBaHue — cMelaHHoe. ANNepruyeckum aHam-
HEe3 — He OTAroLEeH.

Ha momeHT ocmoTpa: poct — 103 cm, Macca Tena — 17 Kr.

AHamMHe3 3a6oneBaHuUs

03.08.2022

PebeHoKk 3ab6onen OPBWU, umenacb KAMHWMKaA pUHUTA,
B CBA3M C 3TUM pOAMUTENM 06PaATMAUCL K Y4acTKOBOMY
neanatpy. AMGYnaTopHO Ha3HayeHa CUMNTOMaTU4YecKas
Tepanus, AN CHUXEHWs TemnepaTypbl — napaleTamon
120-250 mr pa3oBas go3a.

08.08.2022

PUHUT KynupoBasncsi, 0aAHaKoO Temnepartypa Tena noBbl-
cunacb fo 39 °C. NosiBunacb 60/b B IEBOM yXe.

09.08.2022

B 3aywHow o6nactn ¢ 1eBON CTOPOHbI NOSIBU/IUCL OTEK
W NMOKpPacCHeHKe, yliHaa pakoBMHa OTTOMbIPEHA, TeMNepaTy-
pa Tena — 38 °C. Peb6eHOK rocnutannM3anpoBaH B OTAENIEHUE
oTopuHonapuHronoruu (JIOP).

[Mpn ocMOTpe: KoXa € IeBOW CTOPOHbI B 3ayLIHOW ob6na-
CTW po30Bas, NepexoaHas cKknaaKka crnaxeHa. Mpu nanbna-
UMK 3aywHon obnactn cneBa yMepeHHas 60N1e3HEeHHOCTb.
dnyKTyauma oTcyTcTBYeT. bapabaHHaa nepenoHKa runepe-
MUpOBaHa, UHOUNLTPUPOBAHA.

HasHayeH KIMHWMYECKMI aHanuM3 KPOBKU Hapsaay ¢ onpe-
nenenvem C-peaktuBHoro 6enka (CPB). Pesynbrathl npea-
CcTaB/eHbl B Tab. 1.



Ta6nuua 1. Pe3ynbtathl KNIMHUMYECKOrO aHanu3a KpoBu 1 ypoBHsA CPB 3a nepuog ¢ 09.08.2022 no 23.08.2022
Table 1. The results of the clinical blood analysis and CRP levels for the period from 09.08.2022 to 23.08.2022

T SpuTpouUThI, Femorno6uH, FemaTtoKpwur, JNleiKoLUTDI, TpomGOLUTHI, CPB,
1012/n /n % 10%n 10%n r/n

09.08.2022 5,05 121 38,0 17,9 265 166,6
10.08.2022 511 122 37,4 14,8 321 154,4
11.08.2022 4,67 111 35,0 17,5 253 86,7
12.08.2022 4,02 96 30,3 15,0 190 28,2
13.08.2022 3,74 93 28 9,03 228 10,48
14.08.2022 3,81 93 28,2 9,82 296 9,98
15.08.2022 3,78 92 28,2 9,09 277 10,19
18.08.2022 3,6 92 26,8 8,37 376 H/A
23.08.2022 3,78 92 28,3 6,24 346 H/L

lMpumeyaHme. H/[ — HET JaHHbIX.
Note. n/a — no data available.

Tepanuga: meponedem 340 mr 3 p/cyT B/B, IMHE30NU]
170 mr 2 p/cyT B/B.

Beyepom Temnepatypa Tena nogHumanacb go 37,6 °C.
ANnNeTuT XOPOLLMI, COH HOPMasbHbIN.

10.08.2022

YTpOM COCTOSIHME nauueHTa CTabuibHOE, MXOPafKu
He 6b1/10, 6€3 oTpuLaTENbHON AUHAMUKM.

BbinosnHeHa TMMNaHoNyHKLUMA. OCNOXHEHUI Noc/ie BMe-
lwaTeNnbCcTBa He 6b110. bakTepnonormyeckoe uccnegoBaHue
remMopparmyecKoro oTaensiemMoro He NPOBOAMIOCH MO TEXHU-
YECKMM MpUYMHaM.

Puc. 1. Paznuton nepBrYHbIA reMopparmiecknuin anemeHT
(10.08.2022)

Fig. 1. Diffuse primary hemorrhagic element (10.08.2022)

K Beuepy B 16:00 mama pebeHKa 3amMeTnna eAMHUYHbIN
3KXMMO3 Ha NleBOM roneHn pasmepom 1-2 cMm, pebeHOoK
6bln 6ecnokorHbiM. B 17:00 remopparnyeckue afieMeHTbl
NoSIBUINCb Ha NPaBoOK rofieHn B 06/1aCTh KONEHHOIO cycTa-
Ba (AMamMeTpoM Ao 2—4 cMm), a TaKKe Ha JIeBOW KUCTK (pas-
Mepom Ao 5-6 cm). B o6nactv nepBUYHOro o4ara Konunde-
CTBO MEJNIKMX reMopparnyecKmnx aN1eMeHTOB yBeNNYnMBanocChb
10 MOMEHTa, Koraa afieMeHTbl CIMANCh, 3aHMMas NoYTU BCHO
nepeaHiol NOBEPXHOCTb J1I€BOM FONIEHNU, NEepexoas Ha CTo-
ny. JleBas roneHb npuvobpena CUHIOWHO-6arpoBbIA LBET,
Ha oLLynb xonoHas (puc. 1).

JlnHe3onna oTMeHeH. AHTUGaKTepuanbHas Tepanus Npo-
fomkeHa meponeHemom 340 mr 3 p/cyT B/B KanenbHoO, BBe-
[AeH NpeaHn30noH 9 Mr — B 18 4, a B 24 4y — 20 Mr (CyTOYHas
fosa — 1,7 Mr/Kr).

MauneHT  ocmoOTpeH BpayoM-peaHnUMaTonorom.
TemnepaTypa Tena — 37,6 °C. HazHayeHbl UccnegoBaHus
B AMHaMuKe. Pe3ynbTaThl NnpeacTaBieHbl B Tabn. 1 v 2.

Manb4ynKka nepeBenuM B OTAENEHWE peaHuMauuu.
OcmMoOTpeH MHOEKUMOHUCTOM, XMPYProm, remaTosiorom
n HeBponorom. lNposogunace anddepeHumnanbHas aua-
FHOCTMKa C CenTuueMuen, MEeHWHIMTOM, MEHWHIOKOKe-
MHEN.

JlaGopaTopHbie U UHCTPYMEHTaJIbHble MeTO/ bl

uccnegoBaHus

01 09.08.2022

Pe3ynbtathl 06CnefoBaHns B AMHAMUKe NpeacTaBfeHbl
B Tabn. 1.

BbiaBneH nemkouutos — (nenkoumuTbl 17,9 X 109/11),
aHeMUs Nerkomn cteneHu, nosblweHne yposHsa CPb o 166,6
mr/n (0-5 mr/n).

lNpoBegeHa MynbTUCMMpPanbHas KOMMbIOTEPHAs TOMO-
rpadus (MCKT) ronosHoro mosra. BbisBneHo: ToTanbHoe
CHU}EHME MHEBMATM3aLMW SYEeeK NUPaMUIOK BMCOYHbIX
KOCTen ¢ 06enx CTOPOH, OTEK KNeT4aTKU OKONOoYLLIHOM 0bna-
CTu cneBa. BellecTtBo ronoBHOro mo3ra — 6e€3 NaTosIormm.

01 10.08.2022

CoxpaHsaloTca NenKouMTO3 M BbICOKMW ypoBeHb CPB,
NMPOKaNbLUMUTOHUHOBbIM TECT OTPULLATENbHbIN.

YuyuTbiBas AaHHble GU3UKaANbHOIMO OCMOTPA, KJWHU-
YyeCKne MposiBAEHWUs Nyprnypbl, XxapakTep MOJHWEHOC-
HOroO pacnpocTpaHeHUsa reMopparMi4ecKom Chbinu, Nen-
KOLMTO3a CO CABUIOM BNEBO, NOBbIWeHWe ypoBHSA CPB,
Ha3HayeHa nomMbanbHaf MNYHKUMA A0S MCCnenoBaHUA
CMUHHOMO3roBOM XWAKOCTU. [MaTONOrM4YeCcKnx M3MeHe-

PEDIATRIC PHARMACOLOGY. 2023;20(1)

1

NEAUWATPUYECKAA ®PAPMAKONIOIUA / 2023 / TOM 20 / N2 1



SHORT REPORTS

~

KPATKUE COOBLUEHUA

Ta6auuya 2. MokasaTenun KoarynorpaMmmbl B AUHAMUKe
Table 2. Coagulogram parameters’ monitoring

NMokasartenu, pepepeHcHblie 3Ha4YeHUs
Aata MpoTpom6UHOBOE MHO AYTB ®u6pUHOreH D-aumep
Bpems (13-14,8 ¢) (0,9-1,1 ME) (20,0-30,0 c) (1,62-4,0r/n) (0,09-0,53 MKr/mn)
10.08.2022 11,1 1,05 26,9 1,7 > 20
11.08.2022 17,4 1,7 23,4 0,3 >20
12.08.2022 10,8 1,02 23,2 1,9 >20

MpumeyarHne. MHO — mexayHapoaHoe HopmMannM3oBaHHoe oTHoweHue; AMTB — aKTUBMpPOBaHHOE YacTUYHOE TPOMBOMNIacTUHOBOE BpeMS.

Note. INR — international normalized ratio; APTT — activated partial thromboplastin time.

HUWN B JIMKBOPE He BbIABNEHO. MeHWHreanbHble 3HAKMU

OTCYTCTBYIOT.
BbINoMHEHO YNbTPa3BYKOBOE AYMNJIEKCHOE CKaHWpoBa-
Hue (Y3C) cocyaoB HUMKHMX KOHEYHOCTEM — NaToNOrMu

He BbISIBNEHO.

B Koarynorpamme oTMeYasocCb MNOBbILEHWE YPOBHS
D-aumepa > 20 000 MKr/n (HopmanbHoe 3HayvyeHne 0-440
MKT/N), YKOpO4YEeHUE NpoTpoMbmuHOBOro BpeMeHu (MB), TeH-
AEHUMS K rMnepKoaryasuumn no BHyTPEHHEMY NyTU CBEPTbI-
BaHuga (Tabn. 2).

lMpoBegeHa KOHcynbTauus ¢ coTpyaHukamu HUU
neaMaTpunu U oxpaHbl 3popoBbs geten PHLX um. akag.
B.B. NMeTpoBcKoro MuHoGpHayku P®. PekomeHaoBaHO
NPOBECTWU AOMOSHUTE/IbHbIE WCCIEeA0BaHMSA: onpeaeneHne
aKTMBHOCTU npoTeuHa C, npoTtemHa S, aHTUTpPOMOMHa llI,
daKTopa BunnebpaHpa, onpegeneHne ypoBHA GUOPUH-
MOHOMepa, arperayuMm TPOMOOUMTOB C aAeHO3UHAMDOC-
dpatom (AAP), KonnareHom, pUCTOLMTMHOM, D-aumepa.
MccnepoBaHune nposegeHo B HWWM neguatpum M OxpaHbl
3[40poBbs AeTen (Tabn. 3).

Ta6nuua 3. lNokasaTtenun KoarynorpaMmmbl U arperatorpammbl 3a nepuog rocnutanusauun B PAKB 1 nocne

Table 3. Coagulogram and aggregatogram parameters for the period of hospitalization in Russian Children’ Clinical Hospital and after

Aarta
o~ o~ o~ ~ o~ o~ o~ PedepeHcHble
Noka3arenb §_ §_ § 8 § §_ g 3:::::::'
3 8 8 3 3 8 3 n3mepeHus
a e 3 4 a Q &
PaclmpeHHas Koarynorpavmma
MpoTpom6uH No KBuKy 51 116,0 106,0 103,0 97,0 92,0 103,0 70,0-120,0%
MHO 1,6 0,96 1,01 0,98 1,02 1,06 0,98 09-11
A4YTB 41 20,3 35,7 42,1 37,8 55,7 28,6-35,8¢
Tpom6rHOBOE Bpems 92,6 15,0 18,2 20,0 15,4 40,9 20,2 14,0-21,0c
PubprHoreH 0,6 1,69 2,44 2,81 3,09 2,58 2,82 1,62-4,01r1/n
D-oumep >20 H/0 5,593 4,496 0,44 0,09-0,53 MKr/mn
AHTUTPOMGHH Il 127 H/0 121,0 124,0 103,0 94,0 134,0 101,0-131,0%
MpoteunH C 82 H/0 H/0 143,0 122,0 84,0 105,0 65,0-127,0%
MpoTenH S 10 H/0 H/0 374 39,9 63,7 93,0 63,0-120,0%
®dakTop BunnebpaHpa 221 H/0 H/0 H/0 H/0 H/0 188,0 62,0-109,0%
Arperaumns Toom60LUMTOB

TRAP-TecT 31 H/0 H/0 H/0 H/0 H/0 94,0 73,0-97,0
Afd-TecT 16 H/0 H/0 H/0 H/0 H/0 80,0 54,0-77,0
ACMWN-TecT 31 H/0 H/0 H/0 H/0 H/0 108,0 81,0-89,0
PUCTO-Tect 39 H/0 H/0 H/0 H/0 H/0 96,0 61,0-108,0
KOJl-tect 25 H/0 H/0 H/0 H/0 H/0 113,0 73,0-97,0

MpumeyaHne. MHO — mexayHapoaHoe HopMann3oBaHHOe oTHoweHue; AHTB — aKTMBMPOBaHHOE YacTUYHOE TPOMBOMNNIaCcTMHOBOE BPEMS;
TRAP-TecT — TecT ¢ TPOMGUHOM, oLleHKa 3pDEKTUBHOCTH Tepanum aHTaroHnuctamu GP lib/llla; AAP-Tect — TecT ¢ AAD, oueHKa apdeKTUB-
HOCTK Tepanuu Knonugorpenom (MnaBuke u ap.); ACMN-TecT — TecT ¢ apaxmu0HOBOW KUCIOTON, oLleHKa 3G PEeKTUBHOCTHU Tepanuu acnmpu-
HoM; PUCTO-TecT — TecT € pUCTOLLETMHOM, NO3BONIAET OLEHUTb YHKLMOHANbHYI0 aKTUBHOCTb GpakTopa GpoH BunnebpaHaa; KOJ1-tect — Tect
C KonnareHom, aktuBaLms TPOMBOLMTOB KONareHoM; H/0 — He onpeaensnu.

Note. INR — international normalized ratio; APTT — activated partial thromboplastin time; TRAP test — thrombin test, evaluation of the
effectiveness of therapy with GP lIb/Illa antagonists; ADP-test — test with ADP, evaluation of the effectiveness of clopidogrel therapy (Plavix
and others); ASPI-test — test with arachidonic acid, evaluation of the effectiveness of aspirin therapy; RISTO-test — a test with ristocetin,
allows you to evaluate the functional activity of the von Willebrand factor; KOL-test — test with collagen, activation of platelets by collagen;

n/a — not determined.




Puc. 2. lTemopparuyeckue anemenTsl (11.08.2022)
Fig. 2. Hemorrhagic elements (11.08.2022)

MpeaBapuTenbHbi AUArHoO3
OcCTpbii NEBOCTOPOHHUI CPEAHUM OTUT, OCIOXKHEHHbIN
MacTonaanbHom peakunen. PynbMrMHaHTHasA nypnypa.

AuHamuKa 1 ucxopabl

11.08.2022

JInxopaaKa OTCYTCTBYET, COCTOSIHUE TSXKEN0e No OCHOB-
HOoMy 3a60/1eBaHMIO, CaMOYyBCTBME CTpajaeT.

[Mpn 06cnegoBaHnm B AMHAMMUKE BbISIBIEHbI TMNIOGUBPHK-
HOreHeMUs, TMNOoKoarynaums no BHEWHEMY M BHYTPEHHEe-
My NyTW cBepTbiBaHUA. [Jeduunt npotenHa S. MNoBbIWEHbI
YPOBHU MapKepa BHYTPUCOCYAMCTOro TpoMb6o3a GUOPUH-
MOHOMepa — 61,69 MKr/mn (1,65-5,08 MKr/mi) u mapKepa
aKTuBaumu cuctembl GubpuHonusa D-gumepa. PesynbraThl
nabopaTopHoro o6¢cnegoBaHus npeactaBieHbl B Tab. 3.

HoBbIX remopparnyeckux aIEMEHTOB He Habnganochb
(puc. 2). Kak BUOHO Ha PUCYHKe, Ha KOXXe HWXKHEW YacTu

NIEBON HOMM Pa3MTON reMopparnyeckuin anemeHT Henpa-
BUbHOM GOPMbI, 3aHWMaloOWMn NOYTU BCIO MOBEPXHOCTb
NIEBOW rOfIEHM U CTOMbI, NYPNYPHO-4YEPHOrO LBETa.
MpoBefeHHas Tepanus:
° cBe)e3amMopoxeHHas nnasma (C3M) 170 mn/cyTt (10-
15 mn nnasMbl Ha KM Maccbl Tena);
e KpuonpeuunutaT 1 go3a Ha 5 Kr macchl Tena (3 EA)
B/B CTPYMHO Kaxable 12 vy;
° NpPeaHn30s10H 36 Mr/cyT (pacyeTHas Ao3a ~2 MI/Kr/cyT);
e 3tam3unat 12,5% 0,5 mn (62,5 mr) 4 p/cyT;
°© MeHaJWOoH 8 Mr/cyT B/M.
° 3HOKcanapwuH Hatpus 17 Mr/cyT NOAKOXHO;
e meponeHem 340 mr 3 p/cyT.
12.08.2022
CocTosiHME NauneHTa Tsenoe, Ho cTabunbHoe. JledyeHune
npexHee. lo3a C3I1 yBennyeHa go 30 mr/kr/cyt — 250 mn
2 p/cyT B/B KanenbHo. COCTOANCS KOHCUMAWYM O nepeBoje
nauueHTa, BKAoYaowmnin spaven us Orby3 n PAKB GrAoy
BO PHUMY um. H.W. NMuporosa.
13.08.2022
Pe6GeHok nepeBegeH no caHaBuauuu B POAKB PrAQy
BO PHUMY um. H.W. MNMuporosa B oTAeNeHUE remaTosiornu
n xummotepanuu N° 3 PAKB.

Mpu noctynnenuuu B PAKB

Mo ocHoBHOMY 3a60neBaHUI0 COCTOSIHUE CPEAHEN CcTe-
neHn TsecTu. Npun ocMoTpe: MHOXKECTBEHHbIE O4aru reMop-
parM4ecKoro NponuTbiBaHus, Haxogsawmecs Ha meananbHoOM
W natepanbHOM NOBEPXHOCTAX EBON rofieHun, nepexoasiume
Ha TbIIbHYO MOBEPXHOCTb CTOMbI; Ha Thbl/IbHON NOBEPXHOCTHU
JIEBOM KUCTU U MefualibHOW 4YacTu NpaBoOW MOLKOSIEHHON
AMKHW. Mpu nanbnauumn NnpucyTcTByeT 60N1e3HEHHOCTDb, My/b-
cauust Ha KOHEYHOCTSAX coxpaHeHa (puc. 3).

MpoBeaeHbl MNOBTOPHble nabopaTOpHble W  WHCTPY-
MeHTa/bHble uccnefoBaHus. PesynbraTbl NpeacTaBieHbl
BTa6bn. 1um3.

Y3W cocyaoB HUXKHEN U BEPXHEN MONbIX BEH: 6€3 OTK/0-
HeHun. Y3[C BeH HUMKHMX KOHEYHOCTEN: He onpeaensercs
NPUTOK 60MbLIOM MOAKOXKHOM BEHbl CMpaBa, KPOBOTOK —
oTcyTcTBYET. Y3M opraHoB 6ptolWHOM NONOCTU: renatocnne-
HOoMeranus.

MpoBefeHa KOpPPEKLUS Tepanuu:
°© MeporneHeM 3amMeHWNu Ha LedTPUaKCOH C cynbbaKTa-

Mom 50 Mr/Kr B/B Kaxable 12 y;
® [JOMNOMHWUTENbHO MNEHTOKCUMOUANMH 1 amnyna, coaep-

*auwas 100 mr npenapata Ha NaCl 250-500 mn

B/B KanenbHo 3a 1 p/AeHb;

Puc. 3. lemopparuyeckue anemeHTsbl (13.08.2022)
Fig. 3. Hemorrhagic elements (13.08.2022)
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KPATKUE COOBLLEHUA E SHORT REPORTS

Puc. 4. 3axxnuBneHue paHeBblX MOBEPXHOCTEN
Fig. 4. Cicatrization of wound surfaces

e pantenapuH HaTtpus 100 ME/Kr nogkoxHo 2 p/oeHb

Kaxkable 12 v;

° MeHaauoH 1 amnyna 10 mr 1 p/aeHb B/B CTPYMHO.

Ha 10-n peHb OT Havyana 3aboneBaHUs pacnpocTpa-
HEHME HEKPO30B KOHEYHOCTEM OCTaHOBWIOCH Gnarogaps
NPOBOAMMOMY JIeHEHUIO. TMMEepPeEMUS U OTEK YMEHbLUUIUCD,
Ha paHeBbIX NOBEPXHOCTAX NOSIBUINCL KOPKU (CTpynN) (puUc. 4).
[JnHamMuKa 3axuBNeHnsa — NnonoxuTenbHas (puc. 5).

23.08.2022

MauuneHT BbiNUCaH B Y0OBNETBOPUTENLHOM COCTOSIHUM.
PeKoMeHA0BaHO NPOAOMIKEHME Tepanun HU3KOMONEKYNsp-
HbIM renapuvHom (HMI') go 6 mec v HabnogeHue y remato-
nora.

26.09.2022

MpoBegeHo o6cnepoBaHne manbyinka B HUM negua-
TPUM U OXpaHbl 340POBbS fAeTel. [laHHble KoaryaorpamMmmbl
B npeaenax pedepeHCHbIX 3Ha4YeHU. YpoBeHb npoTerHa S

Puc. 5. Micxon nepBUYHOro reMopparnyeckoro anemeHTa yepes 4 mec
Fig. 5. Outcome of primary hemorrhagic element in 4 months

noaHsanca Ao 93%. Npu MONeKynNsipHO-reHeTUYEeCKOM nUccne-
[lOBaHUKW o6HapyXeHa MyTauus B reHe daktopa V (MyTauus
NlenpeH) R534Q G>A (reTepo3urota), a TaKxe MoJMMop-
$un3m B reHe pubpuHoreHa FGB455 G>A (reteposurora).

KnuHuyeckuin guarHos

D68.5 dynbmuHaHTHas nypnypa. [puo6GpeTeHHbIN
neduunt npotemHa S. BTopuyHaa Koarynonatus. TpomM603
BEH /IEBON BEPXHEN U HUKHUX KOHEYHOCTEN.

MporxHos
bes 0o/mKHOro nevyeHnsa u HabnaeHmsa y cneymanmctoB
NPOrHO3 HeEGNAronNPUATHbIN.

BpemeHHas wKana
XpoHonornsa passutus 601e3HU, ee KtoYeBbIE COObITUSA
M NPOrHo3 Ana nauneHTta M. npeacTtaBneHbl Ha puc. 6.

OBCYXAEHHUE

Purpura fulminans gBnseTca onacHbIM ON9 W3HU
3aboneBaHnem, B pedynbrate KOTOporo Bo3HWKaeT [BC-
CUHAPOM. BepoaTHOCTb neTanbHOro mMcxoda OT AaHHOro
3ab6oneBaHusa 6e3 naToreHeTU4ecKon Tepannun oCTaTovHO
BbicOKa. [Ang peduunta npotenHa C cywectByeT naTore-
HeTM4yecKaa Tepanusa npenapatoMm CenpoTuH. B atom npe-
napaTe UCMNoNb3yeTca KoHUeHTpaT npoTtenHa C. Onsa neve-
HUA gebuumnTa NpoTEMHaA S He CYLLECTBYET OYMLLEHHOro
KOHLleHTpaTa. Mcnonb3ytoTea nna3mMa M aHTMKoarynsHTHas
Tepanus. Mo3ToMy B AaHHOM cllydae naTtoreHeTuyeckas
Tepanua — 3to C3[1, Kpuonpeunnutat u HU3KOMONEKYNap-
Hble renapwuHbl.

B gaHHOM KAWMHMYECKOM npumepe npeacTtaBieH cny4van
NOCTUHPEKLMOHHOM (ManonaTndeckomn) dopmbl PIy manb-
ynka 3 neT. [laHHOE COCTOSIHME pPa3BMNOCb Ha 7-W [EHb
nocne Havyana WHPEKLMOHHOro 3aboneBaHus. BeposaTHo,
pa3BuTMe uauMonatmyeckon P npou3owno u3-3a TpaH-
3UTOPHOro geduunTa npoteMHa S Ha PoHe ob6pa3oBaHUSA
NnepeKpecTHO-pearvpyroLmMx aHTUTeN K NpoTenHy S nocne
3apaxeHus MHOEKLMOHHbIM areHToM.

B cBoem ctaTbe J.J. Thompson u coaBT. [5] paccka3biBa-
0T O MOXOXeM cnyvyae aedbuunta npoTenHa S: aeBoyka 3 net
3abenena BETPSAHOM OCMOW, Ha 6-W AeHb NOsSIBMAACb CbiMb
Ha Horax ¢ pa3BuTnem ®I1. OHM NPEANONOKMAN, YTO Y NaLIU-
€HTKM BblpaboTanuncb aytoaHTutena IgG K npoTenHy S.
ABTOpPbI OCHOBbLIBAIOT CBOM MPEAMNONOXKEHUS Ha runoTtese,
4YTO MEeXAy aHTUreHamu Bupyca BETPSHOM OCMbl U MPOTEN-
HOM S MOMET cyllecTBOBaTb MUMMUKPKS, 4TO BEAET K NosiB-



OCTpbI N€BOCTOPOHHUNM YctaHoBNEH MNepesoa B PAKB.
cpeaHui oTuT nepuumnt [MaToreHeTu4ecKas
OPBM ¢ MacTonanbHoM peaKuuei npotenHa S Tepanus
‘ MporHo3
He6naronpUATHbIN
| 03.08.2022 08.08.2022 09.08.2022 10.08.2022 11.08.2022 12.08.2022 13.08.2022 23.08.2022 (6e3 Ha6noaeHns
cneyunanncToB
1 nevyeHuns)
Bonb B 1eBOM MosiBnenne dynbMUHAHTHas BbinucKa.
yxe remopparun4eckunx nypnypa [anbHenwee
3/1EMEHTOB Ha6oaeH1e
y cneuuanvucTos

Puc. 6. MNMauneHT M.: KntoyeBble coObITUS TEHEHNUS 3a60neBaHUs
Fig. 6. Patient M.: clinical course and key events

JIEHWIO @ayTOAHTUTEN K NPOTEUHY S. ITU aHTUTENa NPUBOAST
K YBE/IMYEHUIO BbiBEAEHMS MPOTEMHA S U3 CUCTEMbI KPO-
BOOGPALLEHNS, YTO CHUMKAET ero ypoBeHb W aKTMBHOCTb
NPOTMBOCBEPThLIBAIOLLEN CUCTEMBI [5].

B MupoBoOI nutepaType onucaHbl noxoxue cnydaun P
[5, 9]. PaszButMe 3abosieBaHUA MPOUCXOAMSIO Ha 6-7-1
[IeHb Mocne NposiBAEHWS NePBbIX MPU3HAKOB MHPEKLMOH-
Horo npouecca. Bospact nauneHToB coctaBnsn 3 n 5 net.
MposiBNeHUs remopparMyecKkmx 3NeMeHTOB BblIM Ha KoXe
Hor. Umencsa geduumt npotemHa S.

Bce Bo3MoOXKHbIe cnydyan pa3BuTusa P gonxKHbl GbiTb
CBOEBPEMEHHO [AMArHOCTMPOBAHbI C WCMOJIb30BAHUEM
paclWMWpPEHHOW MaHenn TecToB AN OLEHKM COCTOSHWS
CUCTEMbI remMocTasa, NMPOTMBOCBEPTbLIBAIOLLIEN CUCTEMBI,
YPOBHSA OCTpoda3Hbix GE/IKOB, MOJIEKYNAPHO-reHeTn4ye-
CKMX, UMMYHOIOTMYECKWUX M MHCTPYMEHTallbHbIX METO-
0B uccnefoBaHWs. Ba)KHO He orpaHuyMBaTb AMArHoO-
CTUYECKUI MOUCK «CKPWHWUHTOBbIMWU» UCCIEAOBAHUSMMU.
Heo6xoanumMo npuBfeKaTb K AMArHOCTUYECKOMY Mpo-
Leccy pasfinyHbiXx cneunanucToB: neguvatpa, remato-
nora, MHOEKLMOHWUCTa, HEBpoOJora, XuMpypra, reHeTuka.
MynbTMnpodeccuoHanbHblM NEPCOHaANM3UPOBaHHbIM NOA-
X0 UrpaeT BaXKHYyt0 poJib B CBOEBPEMEHHON AMarHoCTUKe
NaToNOrMYECKUX COCTOSAHUI Y AeTEN.

CBOEBPEMEHHOE Ha3Ha4YeHMe NaToreHeTU4YecKon Tepa-
NMUKM NO3BOJIUT CTAabUIM3NPOBATL TAXKENOE COCTOSHWUE, Npe-
[0TBPaTUTb pa3BUTUE COCYAMCTbIX KatacTpod U MHBaANUIU-
3auUMio NaLUMEHTOB B AasibHENLIEM.

3AK/IIOYEHHUE

PazBuTMe TPOMOOTUYECKUX COObLITUIA Yy AeTel B HacTo-
dllee BPeMs He sBASeTcs pefakum cocTosHueM. OgHaKo
nanonatnyeckaa dopma PN — pegkoe ayTOMMMyHHOe
3aboneBaHne, BO3HMKaloLWee BCNeacTBUe MHPEKLMOHHOTO
npouecca, B pe3dynbrate KOToporo o6pasyoTcs NepexkpecT-
HO-pearvpylolMe aHTuTena K npoTerHy S, 4To MpUBOAMT
K TPOMOOTUYECKMM COObITUAM. [laHHOEe COCTOSHME NMauueH-
Ta AABASETCS CMOXKHbIM A9 AMArHOCTUKMU U MOXET MPUBECTH
K HenpaBW/IbHOMY WTOTY BECb AMArHOCTUYECKUM MOUCK.
AnddepeHunanbHaa AMarHoOCTUKa U Te4eHne AOJKHbl ObiTb
ObICTPbIMM WM TOYHbIMM, TaK Kak pasButue P npoucxoant
3a CcuYMTaHble Yachl. [103TOMY MyNbTUAMCLMMIAMHAPHBIN NOA-
XOA SABNAETCS HEOOXOANMbBIM A5 IeYEHUS Y NOSTOKUTENbHO-
ro ucxoga 3aboneBaHums.
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