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Onbim KNUHUYECKOro NpUMeHeHua pomunnocmuma
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Pomunsocmum naznauancs 20 nayuenmam ¢ nepeuyHoi ummyrHoi mpomooyumonerueii (UTII) ¢ kauecmeée 2-ii u bonee auHuu mepanuu
u 3 — ¢ 6MOpUMHOLL MpOMOOUUMONEeHUell N0 He3ape2UCMPUPOBAHHbIM NoKa3anusm. Pomuniocmum oxazancs sgpgpexmusen y 85 % nayuenmos
KaK ¢ nepcucmupylowjeil, max u ¢ Xporuueckoii gopmoii nepsuuroii UTII. Y 60avHbix ¢ pe3ucmenmHoil u pegppakmepHoil gpopmamu 601e3HU
0meem Ha POMUNAOCUM OMCYMCMB08aA MU0 Obin nomepsn. Jlocmudicenue noaH020 0meema Ha mepanuro POMURAOCIUMOM NO360AUN0 NPeKPa-
mumo e2o ésederue y 30 % 60abHbIX ¢ coxpaneHuem aeuedHoeo pgexma. Ha pescum eeéedenus npenapama 1 pas é 2 Hed 6 o0seme 4—5 mxe/ke
nepeuinu 15 % nayuenmos. Hexceramenvhvie seaenus ommeuanucw y 21 % 60avhbix u nHocuau epemennwiil xapaxmep. IIpu daumenstom npu-
MeHeHUU 3PheKmUugHOCb POMUNAOCMUMA He CHUMICAeMCs U 4acmoma pazeumusi No6o4HbIX a¢ggekmoe He yseauvusaemcs. Pomunsocmum
VCHeuwiHo NPUMEHSACS KOPOMKUM KYPCom nepeo npeocmosausum onepamueHbiM Meuamenscmeom 0as Koppekyuu mpomooyumonenuu y 3 na-
YUEHMO8 ¢ PeeMaAmu1ecKumu 3a001e8aHUusIMU.

Karoueevie croea: UMMYHHAA mpomﬁouumoneﬁuﬂ, pomuniocmum, NOAHbLI omeem, 006eKMUBHbLIL omeem, omcymcmeue omeema

Clinical experience with romiplostim

G.B. Kuchma', L.K. Kozlova', Ye.Ye. Kuznetsova®, S.B. Borisyuk?
'Orenburg State Medical Academy, Ministry of Health of Russia; *Orenburg Regional Clinical Hospital

Twenty patients with primary immune thrombocytopenia (ITP) received romiplastim as a second line therapy, and 3 patients with secondary
thrombocytopenia as off-label. Romiplostim appeared effective in 85 % of patients with both persistent and chronic primary ITP. In patients
with resistant and refractory ITP romiplostim response has not been registered, or it was lost. Achieving complete response to romiplostim
therapy allowed its cancelation in 30 % of patients while maintaining the therapeutic effect; 15 % of patients switched to the 1 injection/bi-
weekly in doses 4—5 mg/kg. Adverse events were observed in 21 % of patients and were temporary. With long-term use drug efficacy is not
reduced, and the frequency of adverse events do not increase. Short course of romiplostim was successfully applied before surgical interven-

tion for correction of thrombocytopenia in 3 patients with rheumatic diseases.

Key words: immune thrombocytopenia, romiplostim, complete response, objective response, absence of a response

Beenenue

Wmmynnas tpomoouutornienust (MTII) — ayroarpec-
CHUBHBII MTPOLIECC, XapaKTePU3YIOIIUIACS KaK MTOBBIIICH-
HOW AeCTpyKUMel TPOMOOIUTOB, TaK U HapylIEHUEM
MPOAYKIMU TpoMOoUUTOB Merakapuouutamu [1]. Ce-
TOIHS OOIIeNPU3HAHHON SBISIETCS TEOPHUS, COTJIACHO
kotopoii B pazutuu UTII yuacTByIOT mpakKTUYECKU BCE
3BEHbSI UMMYHUTETA — TyMOPAJbHOTO U KJIETOUYHOTO,
a TakXe MMEeIOT MECTO HapylleHus Tpomoonoasa. Ilo-
HUMaHUe CTOJIb MO3aUYHOI KapTUHBI MaTOreHe3a 3a00-
JIEeBaHUS MO3BOJIMIIO BbIPAOOTATh LEbINA s TepareB-
TUYECKUX TIOAXOAOB, YTO OCOOEHHO aKTyaJlbHO
B JICYEHUU OOJbHBIX C XPOHUYECKUMU, pePpakKTEpHBIMU
dopmamu UTII [2].

JleueHue mnepcucTupyloleii U XpoHUYECKO pe3u-
creHTHO UTII nokHO OBITH OCHOBAaHO Ha pa3paboTKe
MepCOHUGUIIMPOBAHHBIX TEPANEBTUYECKUX TMOIXOA0B,
Mpu 3TOM, 0€3yCI0BHO, HEOOXOAMMO MUCITOJb30BaTh MU-
HUMAaJIbHO TOKCUYHbBIC BApUAHTHI JiedeHus1. OTBET Ha Jie-
YyeHUe TaKWMU Mpenaparamu 2-il JUHUM, KaK a3aTUO-
npuH, MuKodeHojgata MOGEeTUI, PEeKOMOWHAHTHBIN
uHTepdepon a (MPH-a), mukiocriopuH A, KpaiiHe Ba-

puabesieH 1 17151 60JIbIIMHCTBA U3 HUX HE TTPEBBIIIAET He-
CKOJIBKO HeJleJIb WIu MecsLeB [3].

OnuH u3 caMbix 3(DGHEKTUBHBIX U O€30IMaCHbBIX Tepa-
MEeBTUYECKUX MOIXOA0B B JICUEHUUN XPOHUYECKON U Mep-
cuctupytoueit UTTT ocHoBaH Ha UCIOJIB30BAHUM arOHU -
CTOB PELENTOPOB TPOMOOMO3TUHA — POMUILUIOCTUMA
u antpomMoborara [3]. TpomOGoLMTapHOTO OTBETA MPU MPU-
MEHEHHMM POMMILIOCTHMA JTOCTUTAIOT 10 93 % OGOIbHBIX
[4, 5], a mpu mpuMeHeHUH >aTpoMbomnara — 10 81 % 6ob-
HBIX [6], TPX 3TOM JaHHBIE TIperapaTbl MOTYT ObITh 3(-
(heKTUBHBIMU B KaueCTBE Teparuu 2-ii TUHUU TIPU TIPO-
THUBOIMOKA3aHUSX K CIUICHIKTOMUMU Wi > 3-ii JTUHUU
MocJjie Heyayu CIUIEHIKTOMUU. BoJbIloi MpakTU4ecKui
WHTEPEC UMEIOT PE3YJIbTaThl UCCIEIOBAHUS CPABHUTEIb-
HOU 5(hGEKTUBHOCTH POMMITIOCTUMA W PpUTYKCUMada
npu xpoHuueckoit UTTI y B3pocbIX HECTIIEHIKTOMUPO-
BAHHBIX MAIUEHTOB [ 7], CBUAETEIbCTBYIOIINE O OOJIbIICH
9(bGEKTUBHOCTY POMUILIOCTUMA B KAUeCTBE Tepanuu 2-i
JIUHUU.

XoTd B oDULIMATBHBIX MOKA3aHUSX K Ha3HAUYCHUIO
POMMUIUIOCTAMA 3HAYUTCSI XPOHUYECKUI BapUaHT 3a00J1e-
BaHWUS, HO UMEIOTCA U padOThI, YOeNUTEIbHO MTOKa3bIBa-



®APMAKOTEPANNS

OIIIME YCTIEITHOE IIPUMEHEHNE eTo TPY IMePCUCTUPYIOIEH
dopme UTII, rae oH cHUXKAaI 4acTOTy ciiydyaeB Headdek-
TUBHOI TE€paIruu U CIIJIEHIKTOMMUIA [8].

Ilean uccaemoanusa — olueHUTh 3 GHEKTUBHOCTH PO-
MUIUIOCTUMA BO BCEX CIIydasix ero HazHauyeHusi B OpeH-
Oyprckoii 001acTu.

Mamepuanb! U memofbl

ITpoBeneH peTpOCTIEeKTUBHBIN aHAIN3 apXUBHBIX UCTO-
puii 6OJIe3HN W/WIM aMOYTaTOPHBIX KapT BCEX MallueH-
TOB — 23 city4as, MOdy4aBIIUX POMUTLTOCTUM B OpeHOypr-
ckoit obsmactu. Kaxaplil malyeHT Bea KapTy DHIUICHTa,
B KOTOPOI €XXeHeNleIbHO 3aUChIBal yPOBEHb TPOMOOILIM -
TOB, XapakTep TeMOpParnyecKoro CUHAPOMa, BBOJUMYIO
JI03y POMUITIOCTUMA, COTTPOBOAUTEBbHYIO TEPATUIO U He-
XeJaTeJIbHbIe SIBJIeHUsl. B mociemyrolieM naHHas KapTa
BKJIaJIbIBAJIACh B MEIMLMHCKYIO JOKyMeHTauuio. M3 23
naureHToB y 20 pOMUIIOCTUM Ha3HAYaJICs MPU MepBUY-
Hoit UTIT mu y 3 — c BTOpUYHOI TPOMOOIIUTONECHUEH
(ripu cucteMHol kpacHoit BomyaHke (CKB), peBmartou-
HoMm aptpute (PA) u octeoaptpose (OA)) mo He3zaperu-
CTPUPOBAHHBIM MoKazaHusaM. [narnos nepsuuHoi UTII
BBICTaBJISJICS COTJIACHO KPUTEPUSIM, TTPENIOXKEHHBIM Me-
JKIyHapoIHoi rpymmoii o aeyeHuto UTII [9], u pekoMeH-
nmauusiM Poccuiickoro coBeta 9KCepToB MO AUArHOCTUKE
U jiedyeHuto 6onbHbIX mepsuuHoi UTII [10]. [To nnurens-
Hoctu TeyeHust UTII kiraccudbumpoBanack Ha BIiepBbIe
JMIMarHOCTUPOBAHHYIO (MMPOAOIKUTEIbHOCTD 3a001€BaHUS
MeHee 3 Mec), mepcucTupytomyto (3—12 Mec) 1 xpoHude-
ckyto dhopmy (6osee 12 mec) [9]. Kpome Toro, Hamu Bblzie-
Jnsnack pesucteHtHas MTIT (orcyrcTBUe oTBeta Ooliee
yeM Ha 2 tuHuM Tepanuu) u pedpakrepHas UTII (otcyt-
CTBUE OTBETA OT CIJICHIKTOMMUM) |3].

Taomua 1. Xapaxmepucmuka nayuenmos ¢ nepeuunot UTII (n = 20)

XapakTepucTUKH

Bospacr, rozbt

2KeHIHBI

My>KUMHBI
TTepcuctupyioliee TeueHe
XpOoHUYECKOE TeUEeHIEe
PesuctentHas ¢popma
PedpaxrepHast hopma

JuTeabHOCTb 00JIE3HU MPU
MEPCUCTUPYIOIIEM TeueHUH, 1 = 6 (Mec)

JAuTeabHOCTb 00JI€3HM TTPU XPOHUYECKOM TeUeHUM, n = 14 (rozbl)
KommuecTBo TPOMOOIIUTOB TIepe Ha3HAYCHNEM POMUILIOCTUMA
[ponoIKUTEIBHOCT TEPATUU POMUILIIOCTUMOM, MEC

MakcuMaibHas 103a poMUILIOCTUMA, MKF/KF

M3 20 6onbHbIX epBuyHOil UTII 14 naumeHTam po-
MUILUTOCTUM Ha3Havyascs B Ka4ecTBe 2-ii IUHUU Tepanuu
MpPU OTCYTCTBUU OTBETA UJIU HECTOMKOM OTBETE Ha Tepa-
o Tmokokoptukouaamu (I'K) n/vnm BHyTpUBEHHBIM
umMMmyHoriooyauHoM (BBUT') npu oTcyTcTBUM BO3ZMOXK-
HOCTH TIPOBEICHUS CIUIEHIKTOMUM WU MPOTUBOITOKA-
3aHUSIX K ee MpoBeaecHU0. OCTalbHBIM 6 TallMeHTaM
POMUIUIOCTUM Ha3Hayajcsd B KauyecTBe 3-i, 4-il TMHUU
Tepanuu npu oTcyTcTBUM 3ddeKTa u oT uHTepdhepoHa,
CIUICH9KTOMUU, PUTYKCUMA0a 1 LIUKJIOCIIOPUHA.

PomuriocTiM ipUMeEHSIICS B CTapTOBOM 03¢ 1 MKT/KT
TOIKOXXHO | pa3 B HENENo ¢ MOCNenyoIel ScKanannein
JIO3BI 10 8 MKT /KT MAaKCMMaJIbHO B 3aBUCIMOCTH OT YPOBHSI
TpoMOOLIUTOB. LleieBbIM cunTasICcs ypoBEHb TPOMOOLIMTOB
2> 50 x 10°/;1. OTBeT pacleHUBAJICS KaK MOJHBI TTPH 10~
CTHKEHHMH ypOoBHST TpomGormToB = 100 x 10°/1 1 otcyTeT-
BUU KPOBOTEUEHU, 0OBEKTUBHBIN — MPU YPOBHE TPOMOO-
mutoB > 30 x 10°/1 W OTCYTCTBMM KPOBOTCUCHHMIA.
OTcyTCTBYE OTBETA PETUCTPUPOBAIOCH ITPU YUCIIE TPOMOO-
mmtoB < 30 x 10°/51 1160 HATMYMU KPOBOTEUEHUIA.

Cratuctuueckast 00padboTKa MojiydeHHbIX HaMU JIaH-
HBIX MPOBOAUIACH C MCMOJb30BAHUEM KOMITBIOTEPHOTO
MakeTa MpUKJIagHbIX ITporpaMm Statistica 6.0 [11].

Pe3ynbmambl uccnegoBaHua

W3 20 6oabHbIxX iepBuuHOi UTII xeHuH 66110 11,
MYXX4YUH — 9, cpeaHuii Bo3pact — 33,4 = 10,79 roga (Mu-
HUMAaJIBHBIA — 19 1 MakcuManbHbIN — 60 j1eT). [lepcuctu-
pytoniee reuerurie UTII 610 y 6 (5 3KeHIIMH 1 1 MyKum-
Ha), XpOHHYeCcKoe — y 14 GOTbHBIX (6 KEHIIIUH U 8 MyK-
yuH) (Tabu. 1). JIauTeabHOCTh OONe3HU 10 Ha3HAUYECHUS
POMMITJIOCTUMA Y TIAIIMEHTOB C MEPCUCTUPYIOIIUM Teye-
HUeM cocTaBuyia oT 4 1o 7 mec (B cpegHem — 5,33 *

M + 5 wm n ML %
MaKCHMyM
33,4+ 10,79 19—60
11 55
9 45
6 30
14 70
1 5
2 10
5,33+ 1,2 4-7
5,64 £6.,9 1-27
12,4 £ 6,2 % 10°/1 3-25
6,65+ 5,3 2—-20
4,55+t 1,3 3-8
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Tadmuua 2. Tepanus, npeduwecmeyrowas pomuniocmumy, y 60avubix nepeuuroil UTII (n = 20)

JIunus Tepanust Bua Tepannu
OpHa 'K
OnHa I'K, BBUT
JlBe T'K, UDH-o
Be T'K, BBUT, putykcumad
Tim I'K, BBUI, purykcumao,
CIUICHIKTOMMUS
Yetbipe 'K, BBUI, criieH3KTOMUS, pUTYKCUMAO, LIUKIOCITOPUH

n (%) JlnuTebHOCTD Otser
° npuema PII, mec Ha tepamuio PI1, n

6 (30) or210 12 gg:g
8 (40) ot 3 1o 13 o -8

no-2
3(15) 4 001
1(5) 3 HO -1
1(5) 18 HO -1
1(5) 4 HO -1

IIpumenanue. PII — pomunisocmum, I10 — noansiii omeem, OO — obsekmueHbiii omeem, HO — nem omeema.

1,2 Mec), ¢ XpOHUYECKUM TeueHueM — oT | roma o 27 net
(B cpenHeM — 5,64 £ 6,9 roga). 113 14 GOIBHBIX ¢ XPOHU-
yeckoit hopmoii y 1 onpenensiiach pe3UCTeHTHas, y 2 —
pedbpaxkrepHas WUTII. Jlo HazHaueHUsT POMUILIOCTHMA
YPOBEHBb TPOMOOIIMTOB y UCCIIEMYeMbIX ObLT HU3KUM U CO-
crasisit 12,4 = 6,2 x 10°/1. Tsexenoe teuenne UTTI, npo-
sIBJISIONIeecs reMopparuyeckuM cuaapomom I1-1V cre-
MeHU TsoKecTH Mo kKiaccudukanuu BO3, ormeyanoch
y 10 (50 %) GobHBIX.

PomurutoctuM 6611 HA3HAYEH BO 2-1 IMHUU Tepanuu
6 mauyeHTaM (Tadi1. 2), U3 HUX 5 UMEJIN XPOHUYECKOE TE-
yeHue 1 | — mepcuctupytoniee. B kauecTBe rmepBoii IMHUT
tepanmuu WUTIl mauueHTsl AaHHOW TpymIibl MOJyYaiu
tosibko ['K. JITMTeTbHOCTD Teparmy pOMUTUIOCTUMOM CO-
cTaBJisia oT 2 10 12 Mec ¢ MogbEeMOM YPOBHS TPOMOOII-
TOB BHIIIIE 1ieJieBoro — ot 60 mo 250 x 10°/n1. ITpu atom
TOJTHBI OTBET MOCTUTHYT Y 3, OOBEKTUBHBIN — TaKKe
y 3 6osbHbIX. I3 HUX 2 MalMeHTa Tpoa0JIKAIOT MPUEM
POMUITJIOCTUMA B CTAaHIAPTHOM peXume, | TaimeHTKa
repenuia Ha BBeleHUe Tperniapara | pa3 B 2 Hell B 103¢
4 mxr/KT (250 MKT Ha 1 BBeieHUE) C COXpaHEHHEM O0beK-
TUBHOTO OTBEeTA. Y 2 MallMEHTOB POMUIUIOCTUM OTMEHEH,
Mmpu 3ToM 3(h@EKT COXpaHseTCsl yKe B TeueHue 6 Mec
1 9 Mec COOTBETCTBEHHO (YpOBEHb TPOMOOLIMTOB OoJiee
50 x 10°/1, reMopparu4ecKuii CUHAPOM OTCYTCTBYET).
OnuH TalMeHT yMep OT COIYTCTBYIOLIEH TaTOJOTUU
B Bo3pacte 60 JieT.

W3 8 manumeHToB, MOJYYMBIINX B KauyecTBE IMEPBOM
JuHuu Tepanuu 'K u BBUT, y 4 6onbHbIx UTII pa3Bu-
Jlach Ha (hoHe 6epeMeHHOCTH. [TalimeHTKY ObLIM B BO3pa-
cre 22—28 net. Y 2 60JIbHbIX OepeMEeHHOCTb 3aKOHUYMJIACh
€CTeCTBEHHBIMU POAAMU, 1 Y 2 MAIIMEHTOK MTPOBOINIIOCH
KecapeBo ceUeHHe 110 aKyllIepCKUM IToKa3aHusIM. Pomu-
IUIOCTUM OBbUT Ha3HaUYeH WM TIOCJIe pPOAOpa3perieHust
B CBSI3U C HER((HEKTUBHOCTBIO MPEAIIEeCTBYIONIEH Tepa-
nuu (oT 5 10 7 Mec), HU3KUM YPOBHEM TPOMOOIIMTOB
(8—18 x 10°/11) 1 yMepEHHBIM KOKHBIM TeMOpParn4ecKum
cuHIpoMoM. B maHHO#1 rpyrme OOJBHBIX POMUILIOCTUM
ToKa3aj Xopoliryto 3(h(GheKTUBHOCTD B 103¢ 4 MKT/KT B He-
JeJT10. YpOoBEHb TPOMOOLIMTOB Bo3poc A0 150—260 x 10°/1

(roHbIN oTBeT). OgHA O0JIbHASI MPOJOJIKAET ITPUEM Mpe-
rmapara, 2 malueHTKN Yepe3 6 1 8 Mec JTeUeHUsT TiepeluTn
Ha BBeJCHHWE poMUIUIOCTMMA | pa3 B 2 Hed B J03€
4—5 mxr/kr (250 MKT Ha | BBEIeHHE) U COXPAHSIOT TaKOM
peXuM MPpUMEHEHUS B TeueHHe 2 MeC U 3 MeC COOTBETCT-
BEHHO. Y OfHOI 13 4 OOJBHBIX MpernapaTr ObUT OTMEHEH
yepe3 8 Mec Tepanuy pOMUITIIOCTUMOM. OTBET coXpaHsi-
eTcs yXe B TeueHue 5 Mec (YpoBeHb TPOMOOILIUTOB B Mpe-
nenax 100 x 10°/71, KpOBOTEUEHUST OTCYTCTBYIOT).

E1e 4 marmeHTa (My>XX4MHbI), TTOJTyYUBIINE B KAYECT-
Be niepBoii inHuM Tepanuu 'K u BBUT, umenu xponuye-
ckyo ¢opmy UTII ¢ maBHOCThIO 3aboJjieBaHUSI OT 12
10 18 Mec. YpoBeHb TPOMOOLIMTOB 10 Ha3HAUYEHMST POMUTLIIO-
ctumMa y Hux coctasisut ot 10 go 20 x 10°/1. Ha done neue-
HMSI POMUTUTOCTUMOM B 03¢ 4 MKT/KT B TeueHUe 3—4 Mec
OTMeuaJics XOpollIrii, oqHako HecTorKuii 3¢ dekT. [Toce
WHBEKIIMY POMMIUIOCTAMA TPOMOOIIUTHI TTOTHUMAINCh
10 150—220—430—460 x 10°/1, omHAKO MPH MOMBITKE OT-
MEHBI TIpeTiapaTta Wi CHUXXEHUU 03kl MeHee 4 MKT/KT
BHOBb PETUCTPUPOBAIOCH UX OBICTPOE CHUKEHUE 10 15—
20 x 10°/1 ¢ peuuaAMBUPOBaHKEM TEMOPPArMYeCKOro CUH-
npoma. OmHAKO AAaHHBIA OTBET ObLT paclieHEH Hamu
KakK MOJIHBIA. M3-32 BBICOKOTO pUCKa TPOMOOTUYECKUX
OCJIOKHEHU 2 MallMeHTaM Py YPOBHE TPOMOOIIUTOB 00-
nee 400 x 10°/;1 Ha3HAYATMCh HU3KOMOJIEKYJISIPHBIE Tera-
PUHBI. Y BceX MAIlMeHTOB JaHHOMW TPYNITBI Ha (hoHE Te-
parnuu  POMUITIOCTUMOM TIPOBEJCHA CIUIEHIKTOMUS
C IOCTUXKEHUEM TTOJTHOW PEMUCCUU U MOCJEAYIOLIEH OT-
MEHOM mnpermnapara.

Pomuruioctum ObLT Ha3HAUYeH B 3- TUHUU Tepanuu
4 mauueHTaM (cM. Tab:1. 2). Tpoe U3 HUX C JTUTETbHOCThIO
6osie3Hu OT 5 mo 10 net monyvyanu B nedrote Tepanuio 'K
1 MDH-o ¢ mocTiskeHeM IInuTeTbHOM pemuccun. OmHa-
KO peuuanB 3a00J1eBaHUS CO CHUKEHUEM YPOBHS TPOM-
6o1uToB 10 8—15 % 10°/1 M yMepeHHBIM reMopparmude-
CKVM CUHIPOMOM COBMAJI C HEOOXOAMMOCTBIO MIPOBENEHUS
9KCTPEHHOT'0 XUPYPrUYECKOTO BMEIIaTebCTBA (Y 2 — 9KC-
Tpakuus 3y0a n'y 1 — 9HIOCKOMUYECKOE yaaJleHUe KUCThI
SIMYHUKA), YTO CTAJIO MOBOIOM K Ha3HAUEHUIO POMMILIO-
cruma. [Ipermapar mpuMeHSICS B MaKCUMAaJIbHOW 103€
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4 MKT/KT. JlaHHYIO Teparuio OOJIbHbIC TIOJyJaid B Teue-
Hue 4 Mec ¢ xopoluM 3¢hdGeKToM. YpoBeHb TPOMOOIIUTOB
noBbicuiicst 10 90—150—250 x 10°/1. Xupyprudeckue BMe-
111aTeJIbCTBA ObUIM MPOBEAECHBI yCeHO. TakuM 00pa3oM,
Y OTHOTO M3 HUX OTBET Ha JieueHUe ObIT OOBEKTUBHBIN
W Y IBYX IPYTMX — MOJTHBIN. BobHBIE HE MOTy4aloT pOMU-
TUTOCTUM YK€ B TeueHue 2, 4 u 5 Mec, ypoBeHb TPOMOOILIM -
TOB yaepxuBaercs B npeaenax 90—100 x 10°/:1.

Ewe 1 6onbHas, npoireamas 2 auauu tepanuu (I'K,
BBUT u putykcumad) nmena nepcucTupyromyo hopmy
3a00j1eBaHUsI. YpOBeHb TPOMOOLIMTOB KoJjiebanacs oT 3
10 10 x 10°/71. POMUIIZIOCTUM IPUMEHSIICS 3 MeC C 3CKa-
Jlaryeit 103sl 10 8 MKT/KT. OTHaKO ypOBEHb TPOMOOIIUTOB
ocTaBajicst Ha HU3KMX 1rdpax (8—12 x 10°/11) 1 coxpaHsii-
CS TSIKEJTbII TeMopparndeckuii cuHapoM. B cBsizu ¢ oT-
CYyTCTBMEM OTBETa MallMeHTKa Oblja MepeBeleHa Ha 3JI-
TpPOMOOIIar, JUIMTETLHOCTD ITpreMa Iperaparta CoOCTaBIsIeT
1 Mmec — 6e3 apdekTa.

Pomurninoctum ObUT Ha3HAUYeH B 4-i TMHUM Teparuu
(cMm. Tabu. 2) 1 6onbHOMY 36 JIeT ¢ XpOHUYECKOM (hopMOit
HTII (naBHOCTB 3a00eBaHus 27 JIET), paHee MoJIydaBIie-
my 'K, BBUT, putykcumab, cruteHakromuto. Ilepen Ha-
3HAYeHUEeM POMUILTIOCTUMA O0paIliaio Ha ce0s1 BHUMaHUe
HaJIM4re ITOCTTeMOPParnueckoi xee301euImTHON aHe-
muu (Hb 64 1/71), MeTMKaMEHTO3HOTO TUIEPKOPTUIIM3MA
¢ oxupeHueM (poct 180cm, Bec 120Kr) u apTepuanibHOI
rurnieptoHueil. PomurutoctuMm mipumensiercs 18 wmec
C 9cKaameit 103bl 10 7 MKT /KT, UTO ITPUBEJIO K TTIOJTHOMY
KYIMMPOBAHUIO TEMOPPArMyecKoro CUHIpOMa U OTMEHE
'K, HecMOTpsI Ha He3HAYMTETLHOE TTOBBIIIIEHE YPOBHS
tpoMbouuToB ¢ 3—10 x 10°/1 10 15—20 x 10°/1. B HacTO-
siiee BpeMs Mpor30IilIa HOpMaIu3alus Beca, apTepraib-
HOTO JIaBJICHUST U YPOBHS reMorjioonHa. [lamueHT npo-
JoJDKaeT prueM poMuriocTuma. OTCyTCTBUE 3HAYMMOTO
MObEMa YPOBHSI TPOMOOIIUTOB TIPY HAJTMIUU KITMHUYE-
CKOTO OTBETa Y JAHHOTO 00JbHOI0, BO3MOXKHO, CBSI3aHO
C TEKYIIMM YMEPEHHO aKTUBHBIM TeraTtutoM C, KOTOPBIiA
OBLT IMAaTHOCTUPOBAH HECKOJIBKO JIET Ha3ajl.

PomurioctiM ObLT Ha3HAueH B 5-U JIMHUM Tepanuu
(cMm. Taba. 2) xeHiuuHe 42 jeT ¢ 3-JeTHUM aHaMHe30M
WTTII, panee neuusiueiics 'K, BBUI, purykcumadom, 1iu-
KJIOCTIOpMHOM A, cruteH3kTomueit. McXomHblil ypoBeHb
TpoMOOLUTOB cocTaniisti 3 x 10°/71. JleueHUE POMUILIOCTH -
MOM TIPOBOIWJIOCH C TTOCTETICHHBIM TIOBBIIIEHUEM JI03bI
JI0 8 MKT/KT B TeueHUe 4 MeC ¢ TOCTMKEeHNEeM YaCTUIHOTO
oTBeTa B Hauasie Tepanuu. OgHako yepes 4 Mec 3(hhekT ObLT
notepsiH. bosibHas mepeBeicHa Ha ITPOMOONAT, JIeYeHUe
KOTOPBIM B TeUeHHE 2 MeC TakKe oKazanioch HeaheKTnB-
HBIM, ¥ O0JIbHAsI yMepJia OT TeMOPParnyeckoro MHCYJIbTa.

Kpome Toro, poMUILIOCTUM ObLT Ha3HAYEH 3 MalMeH-
TaM PEBMAaTOJIOTUIECKOTO TTPOGUIIST CO BTOPUIHOM TPOM-
oouuronenueit (mpu CKB, PA u OA), umeronmm HU3KUit
YpOBEHb TPOMOOIIMTOB. [1py TakKX ayTOMMMYHHBIX 3200-
JeBaHusx, kak CKB u PA, TpomMbouutoneHust MOXeT ObITh
00YCJIOBJIEHA 1IEJTBIM PSIIOM TPUYWH: TTOSIBJIEHUEM aHTUTET
K MErakapmoIMTaM 1 TPOMOOIIUTaM, TPUMEHEHUEM IIUTO-
CTaTUKOB U HECTEPOUTHBIX IIPOTUBOBOCITAIUTENILHBIX TIPE-

MapaToB, OBITH OMHUM W3 IIPOSIBIICHII aHTU(HOCHOTUITHI -
HOTO CHHAPOMa W CHHApPOMA JUCCEMHHUPOBAHHOTO
BHYTPHUCOCYINCTOro cBepThiBaHUs. [1prr OA, BO3MOXKHO,
TPOMOOIIUTOTIEHMSI ObLTa OOYCIOBJICHA TIPEUMYITIECTBEHHO
JUTUTEIIBHOM Tepanmeil HeCTepOMIHBIMIA ITPOTUBOBOCTIA-
JINTETLHBIMU TIpelTapaTaMyu. POMUIIIOCTIM OBUT Ha3HAUYCH
MayeHTaM B JaHHOM TPYIIIE B CBSA3U C HEOOXOIMMOCTBIO
MPOBEICHUS OIepaTUBHEBIX BMeIIaTebeTB. Hy:KHO cKa-
3aTh, YTO €TO IIPUMEHEHNE B TEUCHNE HECKOJIbKIX HEIETb
CYIIIECTBEHHO ITOBBICUJIO YPOBEHBb TPOMOOILIMTOB, UTO TT0-
3BOJIMJIO O€3 OCIOXKHEHUI BBIITOJTHUTH OITIePaTUBHBIC BME-
IIaTeTbCTBRA.

B kavecTBe mprMepa MPUBOANM KITMHUYICCKII CITydaid
oosbHOI, cTpagatolieii CKB.

boavnas E., 44 rem, naxoounrace Ha cmayuoHapHoM jne-
uenuu 6 peemamonoauieckom omoenenuu I'bY3 «Openoype-
cKas obaacmuasn Kaunuueckas 6oavruya» ¢ ouaenozom CKB,
nocmaenenuwvim 6 2011 e., xponuueckoe meueHue ¢ nopaice-
Huem Kodcu (8acKyaumuasn apumema), cycmaegos (noauap-
mpum), neekux (nHeéMoHum 6 debrome, 6A3aNbHbII NHEEMO-
cKaepo3), cocydos (cundpom Peiino, kanuanspum Kucmeir),
mpoguru (CHuxiCeHue maccovl meaa, 8binadexue 80,10¢), CUc-
membl Kpogu (mpomoOoyumonenus, GHemust CpeoHell CmeneHu
mAdCeCMU CA0ICHOR0 2eHe3a (XpOoHuuecKoe 3a00aesanue),
nocmeemoppacuyeckas neiikonenus). Hmmynonroeuveckue
HapyweHus (6oauanounblil henomer, anmumena Kk JHK).
Axmusrnocmo 11 cmenenu (undexc SLEDAI = 20 6an108).

3abonena 6 mae 2005 . Cpaszy nocire nocmanoséxku duae-
Hoza HazHauenvt TK, yuxaogocghamud. C 2008 2. 6 kaunuxe
Npesanuposan eemoppazutecKuii CUHOPom (CUMSIKU, HOCOBbLe,
MamouHble KPoGomeueHus), 00ycA06AeH b MPOMOOUUMO-
nenueii. B oowem ananuze kposu: Hb 75—802/a, aeiikoyumot
1,5—2,2 % 10°/n, mpomboyumor 10 < 10°/a. Muenoepamma:
HU3K A5l KAeMOYHOCMb KOCIMHO020 M032d, NPUSHAKU OUCeeMO-
noasa, meeaxapuoyumsl — edurHuyHsle. Hasnaueno nevenue:
memunped §me/cym, yukaocnopun A 300me/cym, spumpo-
nosmunsl. Ha gpone ykazannoii mepanuu yayuuuiucs noka-
samenu kposu: Hb 115 2/n, neiicoyumor 4,5 < 10°/a, mpom-
ooyumot 20—60 x 10°/a. Temoppaeuueckuii cunopom Obin
KYNUpOBaH.

B 2011 e. y 60oavHOI duazHocmuposar pak MoAOYHOU Jice-
sae3vl. B obwem ananuze xkpoeu: Hb 118 e/n, aeiikoyumot
5,5 moic., mpomoouumst 15—20 moic. B cé43u ¢ HUBKUM Ypo6-
HeM mpomMOouUmos u HeodX00UMOCHbIO ONEePAMUBHO20 6Me-
wamenscmea Obli0 NPUHAMO peuleHue 0 HA3HAYeHUU pomu-
naocmuma. Ilpenapam 0Obin Hasnauen 6 003e 4 MKe/Ke
nodkodicHo 1 pas é Hedenro, u nociae 2-20 86e0eHUs yPOBeHb MpPoM-
oouumos noousncs do 380 x 10°/a, na ghone ueeo 6e3 ocrodicre-
HuUil ObL1a 8binoAHeHa macmakmomus. Pomunsocmum npumensin-
ca 1 mec. Ilocae eco ommerbl yposeHs MpomMOOUUmMos 6 meueHue
4 ned cnusuncs do 80 < 10°/x. Jannvie nokazamenu no3eonuiu
8 NOAHOM 00BeMe NPOBECMU NYHEBYI0 MEPAnUIo.

HexematenbHBIC SBICHUS IIPH ITPUEME POMUTIIOCTH -
Ma oTMevanuch y 5 (21 %) 6onbHbIx U3 24. Tak, y 3 naru-
eHTOB B TeueHue 1—1,5 Mec oT Hauajla mpruemMa oTMevanach
royioBHas 060Jib. Elie y 1 601bHOTO Toj10BHas1 60J1b U 60J1b
B XXMBOTE YMEPEHHOTO XapaKTepa MOSIBIISTACH TTOCIIe KaXK-
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JIOTO BBEICHUS Ipenapara B TeueHue 9 Mec ¢ mocTerneH-
HBbIM CHWXXEHWEM WHTEHCUBHOCTU. HyXHO OTMETUTb,
YTO JAHHBIN MAllMEHT MHOTO JIET CTPAJaeT XPOHUYECKUM
OecKaMEHHBIM XOJICLIUCTUTOM U XPOHUYECKUM MaHKpea-
tutoM. U emte y 1 manmenTku ¢ pedpakrepHoit UTII mo-
cJie TIEpBOTO BBEIEHMS Tpernaparta BO3ZHUKIIA OOIIMpPHAsT
reMaToMa B MECTE BBEACHUS.

BouiBoAbI

1. Pomurutoctum okasaicst abdextuseH y 17 (85 %)
naueHToB ¢ nepsuyHoi MU TIT, mpuyeM noaHbIiA 0TBET 10-
cTUrHYT Y 13 (65 %) yenoBek, 00beKTUBHBIN — y 4 (20 %).
OtcyrcTBOBaj OTBET Y 3 (15 %) MalneHTOoB.

2. Pomuminoctum nokasan xopoiyo 3hGeKTUBHOCTh
y OOJBIIMHCTBA MAllMEHTOB KaK C MEPCUCTUPYIONIEH
(y 5 u3 6), Tak u ¢ xpoHudeckoit (12 uz 14) dopmamu
00JIe3HU.

3. ¥V Bcex O60JIbHBIX, HE OTBEYAOUIMX HA MEPBYIO JIU-
Huto Tepanuu 'K u BBUT (n = 14), pomurutocTuM noka-
3aJ1 XOpoIiyIo 3(HeKTUBHOCTD (TTOJTHBINA OTBET Y 11 11 00b-
eKTUBHBI — y 3). Xopollo cebds 3apeKOMEHAOBaT OH
" 'y nmanueHToB, paHee Jeuusimxcs ['K u MOH-a (Tion-
HBII OTBET — Yy 2 U OOBEKTUBHBIN — y |1 mauueHTa). B To
K€ BpeMsl Y BceX 00ybHBIX ¢ TlepBuyHOil UTTI, nmeromumx

PE3UCTEHTHYI0 U pedpakTepHyo Gopmbl (1 = 3), OTBET
Ha POMUILIOCTUM OTCYTCTBOBAJI, TMOO OBLT ITOTEPSTH.

4. locTKeHUE TTOJTHOTO OTBETa Ha Teparmio pOMU-
MJIOCTUMOM TO3BOJIMIIO TIPEKPATUTh €ro BBEACHHE y 6
(30 %) 6oBHBIX ¢ cOXpaHeHneM JieueoHoro addekTa. Tpu
(15 %) mauyeHTa TIepelUTd Ha PEXXUM BBEICHMS TIperna-
pata 1 pa3 B 2 Hen B oobeme 4—5 MKT/Kr (250 MKT Ha
1 BBeneHue).

5. HexenatenbHble sIBICHUST oT™Mevanuch y 21 %
OOJILHBIX B OCHOBHOM B BHJIE TOJIOBHOM 0OJIM M HOCWJIU
BpeMeHHBI xapakTtep. TpomGormTos 430—460 x 10°/n1
otMmevaicsay 10 % manmeHToB 6e3 CTuIeHIKTOMUN. TpoM-
0OTUYECKME OCIIOXKHEHUS Y HUX HE BBISIBJISLTNCH.

6. Ipu AIUTETLHOM TPUMEHEHUM (MaKCUMAaTbHO
18 Mec) apheKTMBHOCTb POMUTIIIIOCTUMA HE CHIXKAETCS 1 Ya-
CTOTa Pa3BUTUS TOOOYHBIX 3(DGHEKTOB HE YBETMIMBACTCSI.

7. POMUIIZIOCTMM YCTIEIITHO TIPUMEHSIICSI KOPOTKUM
KYPCOM TIepe/I MPEICTOSIIIAM OTIepaTUBHBIM BMEIIaTe b~
CTBOM JIJIST KOPPEKIIMY TPOMOOIIUTOTICHUH Y 3 TTAITMEHTOB
C peBMaTMYECKUMHU 3a00JIEBaHUSIMMU.

bnarogapHocmb
Munucmepcmay 30pasooxpanenus: Operbypeckoli obaa-
cmu, obecneuugarouemy aeueHue NayUeHmos.
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