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2. Hosoxysneux

NMMYHOCYMPECCBHOW TEPAMN
B JIEHEHWI ATNTJTACTHECKWX

AHEMWIY OETEV

MpoBepeH aHanu3 neyeHns 9 NaALMEHTOB C TSXKENOM U CBepXTshkenon opMamu npuobpe-
TEeHHOW annacTn4yeckor aHeMuun y AeTein C NpUMeHeHNeM aHTUTMMOLMTaPHOro rnobynnHa u
umknocrnopuHa A. OTBeTUNU Ha NeyeHue 6 geten. Bce oHM Ha HacCTOSILLMI MOMEHT B peMuc-
cum. BeccobbITUIHAs BBDKMBAEMOCTb Y 3STUX NaumneHToB 75 %. MokasaHo, 4To MMMYHoCyrnpec-
CUBHasi Tepanus — 3To BbICOKO3(eKTUBHbIN METOA, JIeYeHUs annacTmyeckon aHeMun, KoTo-
pbii siBNsieTcs anbTepHAaTUBOW anforeHHoW TPaHCMNAHTaLMU KOCTHOrO Mo3ra npwu
OTCYTCTBUUN POACTBEHHOr0 AOHOpA.

Knro4eBsblie cnoBa: getun, annactn4deckasi aHeMusi, MMYHOCyrnpecCuBHas Teparnus.

The analysis of treatment of 9 patients with severe and very severe forms acquired aplastic
anemia at children with application antilymphocyte globulin and cyclosporine is spent. Have
answered treatment of 6 children. All of them at the present moment are in remission. Event
Free Survival at these patients is 75 %. We observably that Immunosuppressive therapy a
highly effective method of treatment aplastic anemia. We would like to attract to the fact that
this therapy wich is enough effective,but expensive must be used only in the cases then the

patient has not HLA-matched sibling donor for the bone marrow transplantation.

Key words: children, aplastic anemia, Inmunosuppressive therapy.

mnactudeckas anemusi (AA) — rpymnma Hac-
JIE/ICTBEHHBIX ¥ ITPHOGPETEHHBIX 3a00JI€BAHMIA,
00y CJIOBIEHHBIX /1e(P(HEKTOM CTBOJOBOH KJIET-
KU WA ee MUKPOOKPYXKEHIS, 9TO TIPUBOJINT K OTCYTC-
TBUIO MJIM YMEHBIICHUIO MTPOLYKITNI TeMOMOITHYECKIX
KJIETOK, SKMPOBOMY 3aMeIIEeHNI0 KOCTHOTO MO3ra i,
KaK CJIeCTBHE, TAHINTONCHNN B TepudepmdecKoi
kposu (ta6a. 1) [1].
Berpeuaemocts AA — 0,2-0,6 O60abHBIX Ha
100000 merckoro Hacesenns. CMepTHOCTb HPH TsIXKe-
Japix (opmax AA 06e3 TpOBeEHUs TPAHCIIAHTAITH

Tabnuua 1
Knaccngpurkaumsa annactuyeckmx aHeMum

BpoxxgeHHble MprobpeTeHHble

Anemus QaHKoHM

AHemus ScTpeHa-amelleka
Anemus Janmonaa-bnekdaHa
BpoxzeHHbIN anckepaTtos

MpononaTtnyeckme - 87 %
Bbi3BaHHble BUPYCHbIMM
renatutamu (hnasosupyc) - 6 %
Opyrvmu Brpycamm

AHemns LLIBaxmaHa- (MOHOHYKNEO3,
[anmonpa-Ocku BeTpsiHas ocna v ap.) - 1%
AMerakapuoumTapHas JlekapcTBeHHbIe 1 BbI3BaHHbIe
TpoMbBOLMTONEHNS XVIMNYECKMMM BeLLecTBaMu
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KOCTHOTO MO3ra WJHM HMMYHOCYIPECCUBHOI Tepanun
(MCT) cocrasisier Gosee 80 % B TeueHHe TEPBHIX 2-X
JIET M3-3a KPOBOTEUeHUH M MH(DEKINH.

Jleuenne ITAA y gereil, HecMOTpst Ha TIporpecc, J0C-
TUTHYTBII B TIOCJIE/IHIE TIOJTOPA [IECSTUIETHS, OCTAETCS
po06JIeMOii, He TOJIyYUBINEll [0 HACTOSIIET0 BpPeMeHN
aJIeKBATHOTO pa3pelIeHs.

OcHOBHbBIE TO/IXO/IbI JIJIsI JIedeHnst aTuX 3a6oJieBa-
HUIl pa3IuyHbIe:

- OO61enpusHanHoO, YTO ONTUMAJIBHBIM METO/IOM Jie-
4yeHust, 0GEeCHeunBAIONUM JIOJTOCPOYHYIO BBIXKH-
BaeMocTh 60-80 % GOJIBHBIX, ABIAECTCA AJJIOTCH-
Hasl TpaHCIUIaHTalus KoctHoro Mosra (TKM) or
HLA-coBMecTnMOro cnbanHra, OJHAKO Ha HEe MO-
ryT pacuuTbiBaTh He Gomee 30 % GOTHHDBIX.

- Hauunag ¢ 1970 t., mocse mepBOro COOOTIEHMS
Mathe et all. o BoccranoBIEHHN ayTOJOTHYHOTO
TeMoTI093a Tocae TONBITKI asaorennoit TKM y
GOJIbHOTO, KOH/IUIIMOHIPOBAHHOTO aHTHINMDOTIN-
tapubiM T06ysunoM (AJIT), upumenenue AJIT
3aHAJIO JUANpPYIoNiee MecTo B JedeHnn AA, obec-
HevynBasi JI0JrOCPOYHYIO BBIKMBAEMOCTDb, CPaBHU-
Myio ¢ apdexrom TKM.
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- B cepennue 80-X rogoB MOSBUJIICH TEPBbIE CO06-
menns 06 sdgdexnrocTr 1mKaociopuna A (Cs A)
B JedyeHnn AA M K HACTOSIIEMY BPEMEHH Pe3yJib-
TaThl KPYIHBIX €BPOIEHCKUX KOOIEPATHBHBIX HCC-
JefoBanmii jiokazanu a(PEeKTUBHOCTD HTOTO TIpe-
rnapaTa, CpaBHUMYIO C TAKOBOW ITIPH HPUMEHEHUH
AJIT.

K coxanenmio, onpit mpumenenust UCT y nerteii B
Poccun ovenb Mas. MbI cooOIaeM CBOW Pe3yJbTaTbl
gedennss AA mo mportokory IPH-93-APL 2-a Bepcusa
(1996), ocHoBy KoTOpOTrO cocTasmsier npuMenerne AJIT
un Cs A.

B nepuog ¢ asrycra 1995 roga no nosiops 2003 ro-
Jla HaMu HaOMo/laMnch 9 JieTeil ¢ TSKeJIoi 1 CBEepXTsi-
xenoit AA o kpurepuam Cammita (taba. 2).

Tabnuua 2
KpuTtepum Tsxxectn annactuyeckon aHemun (Camitta)

Ta6nuua 3
Xapaktepuctuka 6onbHbIX AA A0 Hayana fnevyeHus

Mokaszatenu AbC. yncno
ObLee YACO NaLMeHTOB 9
Yucno 6osbHBIX C NOCTreNnaTUTHOW anasmen 2
Yncno OonbHbIX C MeAMKaMeHTO3HOW arnnasnen 3
Maononatuyeckas AA 4
Mon m/x 4/5
KposoTteyeHus 9
NHpekumm 5

Tsaxenan popma CeepxTaxenas opma

MpaHynoumtsl < 0,5* x 10°/n
TpomboumTsl < 20,0* x 107/
Petunkynoumtsl < 0,04* x 10°/n

OnpepenseTcs ToNbKO YUCIOM
rpaHynoumtos < 200/Mkn

KneTto4yHoCTb KPOBETBOPHOrO KOCTHOrO MO3ra MeHee 25 %
no AaHHbIM TpenaHobuoncmm

Jlnarno3 BceM GOJIBHBIM ObLI IIOCTaBJIEH 1O 0O0Ie-
My aHaJu3y KpoBH, coriacHo kpurepusiv Cammita,
BBISIBJIEHHBIM TPEXKPATHO B TeyeHHe 2-X He/leb. IJTO
HEOOXO/IMMOEe ¥ JIOCTATOuHOe ncciaenoBanue. Kierod-
HOCTb KPOBETBOPHOTO KOCTHOTO MO3ra Menee 25 % II0
JIAHHBIM TPENaHOOMOICHHU, HMCCJEeI0BAHUST MHUEJIOTpaM-
MbI, ollpejiesieHne YpoBHs (PeTanbHOro reMoryo6uHa,
mpoba ¢ IUBMOKCHOYTAaHOM, IMMYHO(PEHOTHITHPOBAHIE
JUMDOIHUTOB OUeHb BAXKHDBI, 0COOEHHO HA IIEPBOM 3Ta-
e, Jst ipoBesierns uddepeHmanibHOro IMarnosa.

Y 2-x pmereit AA pasBmiach IOCTe TEePEeHECEHHOTO
remaruta A, y 2-X — 1ocjie nprueMa JeBOMHIETHHA, Y
OJTHOTO peGeHKa — I0CJIe JIeUeHns] AaHTHHbI GAKTPUMOM,
B 4-X ciydasx NpPUYMHA HEM3BECTHA.

Kumnnyeckasi KapTuHa XapakTepu3oBaIach CUMIITO-
MaMH TTaHIUTONIEHUH:

1) anemueii, 2) TpomGouuronenueii, 3) rpaHyaonU-
TolneHuei.

Y Bcex jnereil oTMevascs OO6IIeaHEMUYECKUH CHH-
JIPOM, 3aBUCSIINIT KaK OT MHUEJOJENPECCHH, TaK U OT
BBIPAKEHHOCTH KPOBOTEYEHHIA.

[Topaskenne MerakapHOLUTAPHOTO POCTKA 00YCJIO-
BUJIO KOJKHbIE M3MEHEHHUs] OT TIeTeXHil 0 9KXUMO30B Y
Bcex 9 GousbHbIX. HocoBbIe KPOBOTEUEHNST U KPOBOTEUE-
HUSI U3 JleCeH OTMeueHbl y 6 HalUeHTOB, KHIeYHble
KPOBOTeUeHUs] — y 3-X, MaTouHble — y 2-X U3 HUX. Y
6 JeTeil arpaHyJIoONUTO3 TIPOSIBJISIICS YXKe TPH MOCTYII-
JieHnn MHQEKINSMHI Pa3IndHOTO XapaKTepa U CTereHr
BBIPDAKEHHOCTH: Y 2-X MAIMEHTOB — CENTUIINMUEN C BbI-
ceBoM St. aureus, y 3-X — IpHOKOBBIMH MYKO3UTaMH, Y
O/THOTO — CTPENTOKOKKOBBIM (DapUHTOTOH3UINTOM. Bo
BpeMsl JiedeHusT Tpoe GOJIbHBIX TIEPEHEC TPaMOTPHIa-
TEJbHYIO CENTHIEMHIO, ¥ 3-X JieTeil ObLIN BbIpa)kKeHHbIe
rpuGKOBbIe TOpaXKeHust causuctbix (tabi. 3).

Jlo oKkoHYATE/NbHOIl TTOCTAHOBKH /HArHO3a JieYeHe
He HazHAyalaoch. BeeM zieTsiM /10 Havasa JiedeHust nin

B HavaJsie ero npoesn HLA-tunuposanue 4jieHOB ce-
Mbu. Bee et ¢ tskesnoit AA, 1ocse mpoBeeHns -
ArHOCTHYECKUX MCCJAEOBAHUN W KOHTPOJIST NHQEKITNH,
naunraan jederne Cs A B J1o3e 5 MI/KT B CyTKH, pa3-
JlefleHHbIit Ha 2 mpueMa. [lpm gocTm:KeHUn reMaToJio-
THYECKOTO OTBeTa OOJIbHBIE TPOAOLKATH TTOTYIaTh
Cs A 10 ucreyeHus mOIHBIX 6 MECSIEB JIEUEHUs, IIOC-
Jie 9eTo /103y CaHAMMMYyHa Me/IJIEHHO CHUKAIU [0 TTOJ-
HOIl OTMEHBI.

ITo Mepe mOCTYIIEHUST TOAKTIOYATN AHTUTHMOIIN-
tapubiil (antmiumdornurapubpiit) raoGyaun (AJIT) B 1o-
3e 160 mr/M?, BBopuBIIMiics 3a 4 qua (1ectu GOIbHBIM
BBogmics kosuit AJII HUWM Teponronorum, tpem —
ATT dupmbl A1i/KOH).

[IBoe neTeii mMoydanmu MeTUINPETHW30JOH B 1036
20 MT/KT B CyTKHU ¢ peayKiueit k 20 1HO JeueHns, Bce
JIETH — METUJIPEHU30I0H B jo3e 10 MTr/Kr Ha BpeMs
BBegennsa AJIT. CeMepo ManmeHToB MOJIyYaaN TPaHy-
JIOIMTapHbIEe KOJoHecTuMy npytome gaktops! (rpa-
HOLIUT WJIN Heiirnoren) B jo3ax oT 5 40 10 MKr/kr He
menee 20 gHell.

Bce maruenTs! moJydasu 3aMeCTUTENbHOE JieueHne
IPUTPOLUTAPHOI Maccoil U TPOMOOIIUTAPHOI B3BECHIO
JUIST TIOJIIepsKaHmsl B TiepudeprnuecKoil KPOBU YPOBHS
remorsio6una Gosiee 80 r/J1 W KOJMYECTBA TPOMGOIH-
toB Gosee 10,0 x 10°/ 1.

Bce 6osbhble, ¢ 1MeabI0 JeKOHTAMUHAINN, MTOJTyYa-
JU TUTPUHON U AHTUMUKOTUKU dYepe3d poT. Jleuenwe
nH@eKnnit, BKIOYAT U OECCUMITOMHYIO JHXOPAIKY,
HauMHAIN cpasy ¢ Hanbosee a(DPEKTUBHBIX AHTUOHO-
TUKOB, TIEPEKPBIBAIONINX BECH CIIEKTP BO3MOKHOMN (PJI0-
pot. IIpn He3HAYNTETBHBIX MPOSIBJIEHUSIX TPUOKOBOI
nHdeknn HazHavaics aMGOTEPUIITH BHYTPUBEHHO.
Ctporo co6mofaics CaHUTapPHO-3MHIEMIOTOTTIeCKIi
PEKUM.

KpurepusiMu TOTHOTO TeMaTOJIOTHYECKOTO OTBETA
SIBJISLTUCD cJeytolnne mokasarenn: Hb Gosee 110 r/,
rpanysonutel 6osee 1,5 x 10°/11, TpomGorursr Gosee
100,0 x 10°/71. YacTHYHBIT OTBET PErNCTPUPOBAIH TIPH
npocrmkernn Hb 80-110 /1, rpamymonuros 0,6-1,5 x
10° /a1, TpomboruTo 30-80,0 x 10°/1, iprt oTCyTCTBUE
3aBUCAMOCTH OT reMorpancdysuii. Y 60ibHBIX, Gosee
4eM B 2 pa3a yMEHbBIIUBIINX TOTPEGHOCTD B TEMOTPAH-
cpysusax, Tpu OTCYTCTBUM TSKEJNBIX TeMOPpPArmyecKuit
SMU30/I0B U CENTHUECKUX OCJOKHEHUI PETUCTPUPOBAJI-
¢ MUHUMAJbHBIN OTBET. Pe3yabTarhl JieueHus OTeHu-
Ban y GOJIbHBIX, TOJYYaBIINX JeueHrne He MeHee 4-X
nezenb (06bMHO TI0CAE 12 Hemeab).

Y 4-x peteit ocTUTHYTA TIOTHAST PEMHICCHUS, OTBET Ha
Tepanmio y HUX TOJTyYeH YiKe TOcae Mecsla JiedyeHus,
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2 pe6eHKa HAXOAATCS B YACTUYHOH PEMICCHU C TEH[EH-
el K HopMaTU3aIlii TeMOTPaMMBL. Y OJJHOTO GOJTBHO-
TO OTMEeYEH MUHUMAJIBHBINA OTBET U €My TOCJIe TTPOBEIEH-
HOIl Tepamuu GbLIa TPOBEICHA yIaYHAS AJLIOTCHHAS
TPAHCIUIAHTAIIHST KOCTHOTO MO3Ta OT cecTpbl. [[Boe sereit
noru6in Ge3 orera Ha JiedeHne (JleBoUKa — OT Helpe-
PBIBHOW Yepe/bl TeHepaTu30BaHHbIX WHMEKIMil, Majb-
YUK — OT BHYTPHYEPENHOrO KpoBous/usnus) (tabi. 4).

Tabnuua 4
Pe3ynbTaTbl NeYeHuUs annacTuyeckon aHeMum

MokasaTenn AGC. yncno

Ob6LLee Y1CNo NnaLmeHToB 9
Yucno 6obHbIX C MOSHbIM OTBETOM

Yncno B6oMbHbIX C YaCTUYHBIM OTBETOM
Yrcno BosbHbIX C MUHUMaTbHBIM OTBETOM

4
2
1
Ymepno 2

OcnokHernst Tepanui GbLTH CJEIYIONIETO XapaKTepa:

-y 6 6osbubIxX, oxyvaBimx ko3uit AJII HUN Te-
POHTOJIOTUN — CBIBOPOTOYHAsT 6OJIE3HD;

-y Bcex 6opHBIX Ha (ore mpuema Cs A oTMeda-
JIUCH TUIEPTPOMUST IeCEH, TTOBBIIIEHITE a30THCTHIX

[To6outnbie apekTbl ObLIN BbIPAXKEHBI YMEPEHHO U
JIEFKO KOHTPOJIMPOBAJIHCH.

HecmoTpst Ha HEGOJIBIIIOE KOJTUYECTBO OOTBHBIX, MbI
HOIIBITATUCH [TOCTPOUTH KPHUBYIO BBDKHBAEMOCTH, Pe-
3YJIbTATHI MOJTYYHJIICh JOCTOBEPHBIME. BeccoObiTuiinas
BBIKUBAEMOCTb paBusiercss 75 %. (puc.).

Takum 06pasoM, B paGoTe IMOJyY€eHbI Pe3yJIbTaTbl,
CPaBHUMbBIE C JAHHBIMHI KOOHEPATUBHBIX IPYIII HCCe-
JIOBAHMsI, HO, TAK KAK KOJMYECTBO GOJbHBIX HEBEJIHKO,
MOYKHO OKH/IaTh YXY/IMIEHUsT [oKasareseil Ipu yBen-
YeHUH CPOKOB HAGJIOJEHNS U [TPUCOEINHEHIN HOBbBIX
HAIMEeHTOB.

Caieryer 0co60 MOAYEPKHYTDH, YTO 3TA [JOCTATOYHO
addexTuBHAS, HO JOPOrOCTOSINAs Teparnust JOJKHA
IPUMEHSITCST TOJBKO y OOJIbHBIX, HEe UMEIONHMX POJIC-
TBEHHOTO JIOHOPA KOCTHOTO MO3Ta, W MOKET IPOBO-
JIATBCST B IIEHTPAX, BJIAJEIONINX HABBIKAMH COIPOBO/IN-
TeJIbHOI Teparnuu.
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PucyHok
BeccobGbITUNHAaA BbDKUBaeMOCTb
EFS 0.75 + 0.1

Cumulative Proportion Surviving

0,4 f-:
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