COI'JIACOBAHO:
I'JIABHBIA COEUHAJHCT
JIETCKHHM T'EMATOJIOT
MHUHHCTEPCTBA
3/IPABOOXPAHEHHS POCCHH

MPO®EGCOP, AKAJIEMHK PAH

okl . ATPYMSHIEB

S OB B ok 2014
»5’_ 13’?.

Nl i

RN

NPODOECQOYE/4
é‘
« 08 » i E-:i,'g:’ 441
g /

YTBEPXK/IAIO:

IPE3HJEHT HAIITMOHAJILHOT'O

OBIUECTBA JETCKHX

T'EMATOJIOTOB

OHKOJIOT'OB €
%

OEJEPAJIBHBIE KIMHUYECKUE PEKOMEH/JALIUHA 11O
JAUNATHOCTHUKE U JIEYEHUIO TEMO®AT'OIIUTAPHOI'O
JUMOPOI'NCTUOIUTO3A



Opzanusauyuu-paspabomuuru:
DI'BY « DHKI] JIT'OH umenu J[mumpus Pozavesa» MHH3/[PABA POCCHH
Hayuonansnoe obugecmeo oemcexux 2emanonoeos, onkonozoe POCCHH
Konnexkmue asmopoe:
Pyssanyee Anexcanop I'pueopsesuy Hupexmop OI'BY « PHKI] J[T'OH umenu
JIvumpus Pozavesa» MHH3/[PABA POCCHH
npogheccop, axademux PAH
Macuan Anexceit Anexcanoposuu Jupexmop Hucmumyma zemamonozuu
UMMYHONO2UU U KJICIOYHBIX MEXHON02UT
PI'BY « PHKI] JIT'OH umenu J[mumpust
Poeaveeay MUH3/[PABA POCCHH
npogeccop, O.m.n.

OTBEeTCTBEHHBIE UCIIOJIHUTEIIN:

Macuyan Muxauna AjleKcaHAPOBHY — JI-p ME/l. HayK, 3aBEYIOIINN OT/IEIICHUEM
TPaAHCIUIAaHTAIlUU T€MOIOATHYECKUX CTBOJIOBBIX KIETOK Ne 1 ®I'BY «DenepanbHblii HAy4HO-
KJIMHUYECKUH LICHTP JE€TCKON NeMaTOJIOTMH, OHKOJIOTUU U UMMYHOJIOTMM UM. JIMUTpus
Porauesa» Munsapasa Poccun

HoBuukoBa I'annna AHaToIbeBHA — JI-p MEJI. HayK, Pod., 3aMECTUTEIb AUPEKTOPA
o ieueOnoii pabore PI'BY «DenepanbHblii HAYYHO-KIMHUYECKUAN IIEHTP JETCKOM

reéMaToJIOTMH, OHKOJIOTUA U UMMYHOJI0TUH UM. JImutpusa PoraueBay Munsapasa Poccun

PenensupoBanue, 006cyXaIeHHE COJePKAHUS PEKOMEHIAINIA TPOBOIMIOCH HA pab0UHX

BCTpEYax reMaTosIoroB, UMMYHOJIOTOB, KOH(pepeHIHIX 1 che3nax 2012-2014 rr.

JleyeHue U JMArHOCTHKA reMo(paroUTApPHOro JUM(POrucCTHOLHUTO3A

Kog mo MKB-10 : D 76.1



TEMO®ATOIIUTAPHBIN JINM®OTUCTAOLIUTO3

Ho3onornyeckasi rpynna: ['emogarouutapHslii 1TMM(OTUCTHOUTOS.

Kox mo MKB-10:

| D76.1 — remodaromurapHsiit TMMQPOrHCTHOLNUTO3;
| D76.2 — remodaronuTtapHblii CHHIAPOM, CBSI3aHHBIN C HH(EKIUEH;
| D76.3 — npyrue rucTHOLUTApHbBIE CUHIPOMBI.

Ho3o0si0rnueckne exMHALBI:

| NEePBUYHBII reMo(parouTapHblil TMM(POrHCTHOLUTO3;
| BTOPUYHBINA TeMO(arouuTapHblii CHHIPOM.
OIIPEJAEJIEHUE

Tepmun «remoaronuTapHbiii  TUMQOTUCTHOLUTO3» OYEPUUBACT KPYI BPOXKACHHBIX U
nproOpeTeHHBIX 3a00JIeBaHMIA, B OCHOBE KOTOPBIX JIKUT HAPYIICHUE PETYIISIIMA UMMYHHOTO
OTBETa, NPUBOAAILICE K AHOMAIbHOM aKTUBAIMM IUTOTOKCHYECKHX T-TMM(OLUTOB U
MakpoharoB, HMX AaxKKyMyJSALMH B TIOPAKEHHBIX OpraHaXx W Pa3BUTUIO CHUCTEMHOTO
BOCTIAJIMTEIBHOTO OTBETA.

B winHuKe TreModarouuTapHbelii JTUM(OTHCTHOLUTO3 ONpEIeNseTcss Kak XapaKTepHOe
COYeTaHUe KIMHHYECKUX (JIMXOpajKa, CIUICHOMETaius) W JIaOOpaTOpHBIX (HMaHLIUTONCHHS,
KOaryJonaTtusi, AUCIUIHUACMHS) MPOSBICHHUNA, OTPa)KalOIUX TUIEPAKTUBALIMI0 WMMYHHOM
CHCTEMBI U MYJIbTUOPTAaHHOE BOCIIAIIUTEILHOE MTOBPEXKICHHE.

OCHOBHASI UTHO®OPMALIUA

C TOukM 3peHHs KiIacCH(PUKAIMKW TPUHATO BBIACHATH TEPBUYHBIA  (CeMEiHbIIN)
remMogaronuTapHbIi JTUM(OTHUCTHOIUTO3 u BTOPUYHBIN remMo(aronuTapHbIi
TUM(OTUCTHOLUTO3 (CHHOHUM — BTOPHYHBIN reMo(arouuTapHblii CHHIPOM).

OCHOBHBIMH 3JIEMEHTAMHM ITaTOreHE3a FGMO(i)aFOI_II/ITapHOFO JII/IM(I)OI‘I/ICTI/I-OL[I/IFO33_ SABJIAKOTCA:

[ HapylIeHHEe MEXaHU3MOB KJIETOYHON LIUTOTOKCUYHOCTH;
| U30BITOYHAS AKTUBALMS LUTOTOKCHYECKUX T-mrMdoruToB 1 Makpodaros;
[ THNEPIPOIYKIHMSA TMPOBOCHATUTENBHBIX IIUTOKUHOB (y-UHTEp(hEpoH, (aKkTop HEKpO3a

OIlyXOJIM-a, UHTEPJIEUKUH- 1, UHTEepIIEHKUH-6);
| UHQUIBTpAsl M TOBPEKICHWE OpPraHOB M TKaHEW aKTUBUPOBAaHHBIMH -

TuMQOIUTaMu 1 Makpodaramu.



[lepBuunblii  remodarouuTapHblii  JTUM(OTUCTHOLMTO3 —  AYTOCOMHO-PEIIECCUBHOE
3a0oJieBaHME, PA3BUBAIOIEECS] BCIEACTBUE T'€HETHYECKH OOYCIIOBIEHHOTO JedeKTa
MEXaHU3MOB KJIETOYHOM ITMIOTOKCHMYHOCTH. 3aboneBaeMocTh coctaBiser 1 Ha 50 OOO
HOBOPOXKJICHHBIX B TroJ. B Hacrosimee Bpemsi BBISBIEHBI S5 TEHETHMYECKHX JIOKYCOB,
aCCOLIMMPOBAHHBIX C Pa3BUTHEM CEMEHHOro reMogaroiuTapHoro Jumdorucruonnrosa. s
YeThIpeX JIOKYCOB HACHTH(HIMPOBAHBl NPUYMHHBIE TeHbl. MHpOpManus o reHeTHuecKou
IPUPOJIE CEMEHHOro reMo(arouTapHoro JUM(OTUCTHOLIMTO3a CYMMUpOBaHa B Tabmiwuue 1,
NPUBEJCHBl TaKXKE TIEHETUYECKHE XapaKTCPUCTUKH MEPBUYHBIX HMMYHOJC(HUIIMTOB,

aCCOIIMMPOBAHHBIX C PA3BUTHEM reMo(arouuTapHOro CHHAPOMA.

Tabnuua 1. I'enernueckue popmMbl ceMeHHOTO reMoparouTapHOro IMM(POruCTHOLUTO3A.

3a6boneBaHue Jlokyc lew benok YacroTta
FHL1 9q21.3-22 ? — —
FHL2 10q21-22 PRF1 nepbopuH 20-50%
FHL3 17q25.1 UNC13D MUNC13D 20-30%
FHL4 6(24.1 STX11 CUHTAKCUH 5-10%
FHL5 19p13.2 UNC18-2 MUNC18-2 ~10%
XLP1 Xqz4-27 SH2D1A SAP —
XLP2 Xq25 XIAP|BIRC4 XIAP —
CuHapom Yemaka—Xuraim 1q42-43 LYST Lyst —
CuHppom Ipuccennu 1521 RAB27A Rab27a —
CuHapoM XupMaHcku—Ilyanaka 5q14-1 AP3B1 Ap3(31 —

Bropuunbie remodaronurapHsie CHHIPOMBI PAa3BUBAIOTCS KaK OCJIOXKHEHHE OCHOBHOTO
3a00JeBaHus MIPH IIUPOKOM KPYyTe MaTOJOIMYECKUX MPOILECCOB. B 3aBHCHMOCTH OT MPUPOIBI

OCHOBHOTO 3200JIeBaHUsI IPUHATO BBLACIATH FeMO(paroiuTapHblii CHHAPOM, CBSI3aHHBIH C:

n WH(EKIHeH;

] OITyXOJIBIO;

] MEPBUYHBIM UMMYHOIS(DUITUTOM;

| CHUCTEMHOM ayTOMMMYHHOM IIaTOJIOTUEHM;

] HACJICJICTBEHHBIMHU JeeKTaMu MeTaboIM3Ma.
KIMHNYECKAS KAPTHHA

IHepeuunwiii zemopazoyumapnulii AuMPo2ucmuoyumos

Knunuuecxue nposienenus

OCHOBHBIMH  KJIIMHUYECKUMU MMPOABJICHUAMU FGMO(i)aFOLII/ITapHOF (¢} JII/IM(I)OI‘I/ICTI/IOI_II/ITOBa
ABIISIIOTCS JIMXOPaJiKa, pepakTepHas K aHTUMUKPOOHON Teparuy; CIUIEHOMETalusl; OTeUHbII
CUHAPOM; FCMOppaFI/I‘IeCKI/Iﬁ CUHAPOM; TICHaTOMCraIvd, KCITyXad, CUMIITOMBI IMMOPAKCHHUA

LEHTPAJIbHOW HEPBHOM cUCTeMbl (BO30YAMMOCTb, CYJIOPOTH, MEHHMHI€aJbHBIC 3HAKH,



YTHETEHUE CO3HAHMs), Hecneruduueckas KoxHas Chllb. J[e0roT 3a001eBanus, Kak MpaBuiIo,
COBMAJIaeT ¢ OaHAIBHON HH(EKITUEH.

Knuauyeckue mposiBIeHHsT 3a00JeBaHMs, HECMOTPS Ha TSOKECTh, HE  SBISIOTCA
crneun(UIHBIMH U MTO3BOJISIOT YCTAHOBUTH AMArHO3 reMo(arouTapHOro CHHIPOMA TOJIBKO B
COYETaHUH C XapaKTEPHBIMU JTaOOPAaTOPHBIMH MPOSBICHUSMHU.

Jlabopamopnule npossnenus

Knunuvecknii  aHanw3 KpoBHU. BeisBisieTcs IUTONEHUs Tnepudepudeckoid KpoBH, C

BOBJICUCHHEM JIByX U 0Ooyiee POCTKOB KpOBETBOpPEHHs (aHEeMHs, TpPOMOOLUTOIEHUS,
HEUTPONICHMUS).

KoarynorpamMma. BeisBisercss u3onupoBaHHass TUNOPUOPUHOTEHEMHUS, PEXE TOTaJbHAS

ramnoxoaryJianus.

buoxumuueckuit ananu3  kpoBu. Hambomee xapakTepHbl THIEPTPUIIHLIEPUHEMUS,

rUMoanbOyMuHEeMus, TuoHaTpremust, moBeimeHue ypous AJIT, ACT, ounupy6una, JIT.
XapakTepHO TakKe TIOBBIIICHHE KOHIICHTpAMU (eppuUTHHA CBIBOPOTKH, YAaCTO IO
AKCTpPEMAalIbHO BBICOKUX 3HaueHu#, >10 000 Mkr/m.

AHany3  CIIMHHOMO3TOBOM  JKHMIKOCTH. YMEpPEHHbIH  JUM(OIHUTAPHO-MOHOIUTAPHBIN

IUIEONHT03, 0T 5—>50 KIETOK/MKJI, MOBBIIICHUE YPOBHS OenKa.

Muenorpamma.  [Ipy  craHAZapTHOM  OKpallMBaHUM  BBIABIAETCS  MH(UIbTpAIMs
aKTUBHUPOBAHHBIMU MOHOIIMTaMH/MaKpodaramu, HE HECYIIUMHU NPU3HAKOB
3JI0KAYECTBEHHOT'O TEPEepOXKACHUS. MOHOUUTAPHBI KOMIIOHEHT COINPOBOXKIAETCS, Kak
NpaBUIO, UHOWIBTPATOM W3 MasbIX JuMdouuToB. Yacto ymaercss oOHapyXUTh (EHOMEH
reModaronurosa, T.e. Makpodard ¢ SBICHHEM (ParouuTo3a KIETOYHBIX 3JIEMEHTOB:
SPUTPOLIMTOB, pEXKE TPOMOOIMTOB M JeHKkouuToB. Ha mO3IHUX »3Tamax oTMeuaeTcs
BbIpa)KEHHOE OOEJHEHHE KOCTHOrO Mo3ra ¢ (opMHpOBaHHMEM KApPTHHBI  aIlIa3HH
KPOBETBOPEHHUS.

HccnenoBanune akruBHoctd HK-kierok in vitro. Haubonee crenuduuHbiM 1a00paTOpHBIM

NpPOSIBJICHHEM  reMo(aroiuTapHoro cuHapoMa sBisercss cHwkenue HK-knerounoii
UTOTOKCUYHOCTH. CHHXEHHE IIUTOTOKCUYHOCTH COXPAHSIOTCS M TOCIE JOCTHKCHHS
pemuccuu 3a00J€BaHMs, YTO MOXKET CIYKMTh BaKHBIM IMPU3HAKOM INpH Au(QepeHInaIbHoi
JMAarHOCTHKE MEPBUYHBIX U BTOPUUHBIX (POPM reModaroiuTapHoro CHHAPOMA.

Pa3BopaunBaHue MOJHOTO CUMIITOMOKOMIIEKCA, KaK MPaBHIIO, IPOUCXOAUT MPOrPECCUBHO B
TEYEHUE HECKOJIbKMX HeJeNb. Y YacTH MalMeHTOB 3a00JeBaHHE MOXET MaHU(EeCTHPOBATH

KaK OCTPBIN SHIE(AIUT.

Bropuusslii remogaronutapHslii TMM(OTUCTHOIUTO3



Knuanyeckast kapTuHa BTOPHUYHOTO TreMO(aroiUTapHOrO CHHIpOMa B IEJIOM HJIECHTHYHA
TAKOBOW TIpM HACJIEICTBEHHBIX (opmax 3aboneBaHus. OCHOBHBIM OTJIHUYMEM SIBJISETCS
COYETaHHE CHUMITOMOKOMIUIEKCA TreMO(aromuTapHOro CHHAPOMa C  XapaKTepHBIMU
KIMHUYECKUMH U J1a0OpaTOpPHBIMU IPOSBICHUSMH OCHOBHOTO 3abosieBanus. IIposBieHus
BTOPUYHOTO reMo(arouTapHOro CHHIPOMa, KaK MPaBuUiIo, Oojee MATKUE, peXe pa3BUBACTCA
MOpakeHUe IEHTPAJbHONM HEpBHOW cucTeMbl. BTOopuuHbIe remModaronurap-Hble CHHAPOMBI
pa3BUBAIOTCS B O0Jiee MO3/IHEM BO3pacTe.

JTA®DEPEHIIUAJIBHBINA IUATHO3

Y nanMeHTOB paHHEro Bo3pacTa TeMO(arouuTapHbIi  JTUMQPOTHCTHOLUTO3  CIEAyeT
muddepeHIpoBaTh C CENCUCOM, T€HEpaIM30BaHHBIMU IEpUHATAIBHBIME HH(EKLIUIMHU,
cuHapoMoM Buckorra—Onapuya, ocTpeIM JIEMKO30M, IOBEHUIbHBIM MHUEIOMOHOLUTAPHBIM
JENKO30M, TUCTHOLIUTO30M u3 KIIETOK Jlanreprasca, ayTOMMMYHHBIM
muMdonposrpepaTuBHBIM CHUHIPOMOM. v MALMEHTOB CTaplIETro BO3pacTa
reMoaronMTapHelii  CHHApOM  HeoOxoaumo  auddepeHHHpoBaTH € CENCHCOM,
remMo0JacTo3aMu, BUPYCHBIM Ie€aTUTOM, BUPYCHBIM SHIIE(ATUTOM.

Baxnoit 3amaueil sBisercs auddepeHUMaNbHBIA UAarHO3 TEPBHUYHBIX M BTOPUYHBIX
reMogaronurapHbIx JTUMQPOrHCTHOLUTO30B.

JUATHOCTHUKA: OBA3ATEJIBHBIE 2JIEMEHTBI OBCJIELJOBAHUSA

AHamHe3

IIpu cbOope aHamHe3a HEOOXOIUMO OOPAaTUTh BHHUMAHHE HA CIEAYIOIIME D3JIEMEHTHIL:
JUINTEIBHOCTh U XapaKTep JUXOPAIKU, TUHAMUKY JUXOPAIKH IIPU TEpAllM aHTUOMOTUKAMH,
KopTukocTeponsamu. [losiBaeHHe pa3apa’KUTEIBHOCTH, W3MEHEHHS IOBEACHUS, CYIOpPOTH,
atakcusi. llepenecennsie uHpeku u BakuuHanuu. CeMelHBIM aHaMHE3: YKa3aHUS Ha
CMEpPTh CHUOJIMHTOB B MIIQJICHYECTBE C JHWAarHO30M «OCTPBIM JIEMKO3», «CETICHUC,
«BHYTpUYTpOOHass HMH(EKIMI»; HEBbIHALUIMBaHWE OepeMeHHOCTH (0COOEHHO CIIOHTaHHOE
npepblBaHUE Ha TMO3AHHUX CpPOKaxX TIecTaliu); OJIM3KOPOACTBEHHBIH Opak, STHUYECKYIO
IIPUHAJJIEKHOCTh CEMBH, 3aJIEPKKY IICHXOMOTOPHOT'O Pa3BUTHSI.

Ocmotp

ITpu ocmoTpe HE0OXOAMMO OOpPAaTUTh BHUMAHHME HA CIEAYIOLIUE DJIEMEHTHI: TEMIIEPaTypy
T€Ja, poCT, BEC, OKPY>KHOCTb T'OJIOBBI, ChIIIb HAa KOKE€ I'0JIOBBI M TYJIOBHILA, TEMOPpPAaruuecKue
9JIEMEHTHl Ha KOXKE, AaKTHBHBIE KPOBOTEUCHMS, >KEITYIIHOCTh, OJETHOCTh, aTbOMHH3M,
nuMQaaeHONaTHIO, TOH3WJUINT, TOPOKU PA3BUTHUS CKEJIeTa, OJBIIIKY, TAaXWUITHOD, pa3Mepbl
NICUYEHHU, CEJIE3CHKH, TNepupepudeckue OTEKH, HEBPOJOTHYECKYI0  CHUMIITOMATHKY
(mapesbl/mapainyy YepernHbIX HEPBOB, YPOBEHb CO3HAHMS, MCHUHT €aJIbHBIC 3HAKH).
JIABOPATOPHBIE U HTHCTPYMEHTAJIBHBIE UCCJIEJOBAHUA

MuHUMAJILHBI 003aTeJILHLIH 00beM 00C/IeJ0BAHUS
6



| Knunnueckuil aHanmm3 KpoBU: reMOrJIOONH, FeMaTOKPUT, JEUKOIUTHI, JTEUKOIUTapHAs
dopmyna, TPOMOOLIUTHI.
| buoxumuueckuii aHanu3 KpOBU: TPUIIULEPUIbI CHIBOPOTKM (Hartouiak), CP, AJIT,

ACT, OwmpyOun oO0mmii/ppakuuu, oOmwmii Oenok, anbOyMHH, KpEeaTUHUH, MOYEBHHA,

AIIEKTPOJIUTHI.

| Koarynorpamma: ¢pubpunoren, AUTB, npoTpoMOHHOBBIN HHIIEKC.

[ Y3U 6promiHoii monocTu.

| PenTrenorpacgus rpyHoi KIETKH.

] Muenorpamma.

[ | CnuHHOMO3TOBasi MyHKIHS (IIOCEB, IMTO3, OENOK, III0K03a, Iuromnpemapat, [T1[P-
BHUPYCOJIOTHS).

| Bupyconorus: IIIP JAHK u ceponorua (IgM, IgG) uuromeranoBupyca, BHpyca
Onumreitna—bapp, BUY, HSV, HHV6, HHV8, HZV, napsosupyc B19, anenosupyc.

] I'emokyibTypa.

| MPT ronosroro mo3sra B pexxume Ti. To. FLAIR, ¢ KoHTpacTHpOBaHHEM raI0IMHUEM.
| NMMyHOT100YTHHBI CBIBOPOTKH.

| NmmyHopeHoTunupoBanue TMMQOIUTOB epupepruiecKoil KpoBH.

| HLA-TunupoBaHue naueHTa 1 CEMbHU.

| HccnenoBanue ypoBHs paCTBOPUMOrO pelenTopa K MHTepiiekuny-2 (sCD25).

| UccnenoBanue sxcnpeccun nepdopuna, SAP, XIAP B HK u T-knerkax meronom

IIPOTOYHOU LINTOMETPUHU.
| UccnenoBanue perpanynsauun HK-xnetoxk Ha ocHoBe skcrpeccun CD 107a nHa

aktuBrpoBaHHbIX HK-kieTkax.

JIONOJTHUTEIBHBIE 3JIEMEHTH 00CHe0BaHMs (BBIMOIHSAIOTCS NPH HAJIMYUHM CIHEIHATbHBIX
MOKa3aHui)

] MonexynspHo-renernueckoe uccinegosanue renoB PRF1, MUNCI3D, STXI11,
MUNCI18-2, SH2DI1A, BIRC4, RAB27A.

| FISH na ngenenmio peruona 22ql 1.2.

| MeTtaboanuecKuii CKpUHUHT: aMMOHHI T1a3Mbl, aMUHOKHUCIOTHI MOYH.

| 3XO-kapauorpadus.

| Buoncus mumdoysna.
[ | buoncus neuenu,
| KomnbroTepHast ToMmorpadust rpy1HOM KJIETKH U OPIOIIHOM MOJIOCTH.



[ Mukpockonuss BOJOC (aTUINMYHOE pacHpeliefieHue NHUIMEHTa Tpu  CHHApPOME
I'puccennn).

BEPUOUKALIMSA TUATHO3A

Kak yka3zaHo Bblle, reMoQarouuTapHblii TUMGPOTHCTUOLNUTO3 HE UMEET MaTOTHOMOHUYHBIX
KIMHUYECKUX WJIM J1a0OpaTOPHBIX MpPOsBICHUH. J[MarHo3 ycTaHaBIMBAETCS HA OCHOBAHHH
XapaKTepHOrO COYETaHHs CHMIITOMOB U JIa0OpPaTOpHBIX MpHU3HAKOB. OOImECTBOM 1O
M3YyYEHHUIO THCTHOLUTO30B pa3paboTaHbl JTUArHOCTUYECKHE KPUTEPHUH TeMO]aronuTapHOTo
JTUM(OTrUCTHOLUTO3A.

JlnarHocTHuecKkue Kpurepuu remodaronurapaoro auMpoructronurosa, Histiocyte Society,

2004

| JInxopanka >38,5 °C >7 nHei.

| Cruienomeranus >3 ¢M M3 110J Kpast peOepHOil TyTH.

[ HuToneHus B > AByX JHHHUSAX.

] Temormno6us <90 /i, pombormts! <100x10°/1, Hefirpodusr <1x10°/11.
| l'uneprpurmuuepuaemMus u/uind runoGpuOpUHOreHEMHUSI.

| Tpurmunepunast >2,0 mmon/n unu >3SD ¢pubpunoren <1,5 /.

[ ®epputul >500 MKr/m.

[ sCD25 >2500 Exn/n.

| CHmxenue aktuBHocTH HK-Ki1eToxk.

[ I'emodaronnTo3 B KOCTHOM MO3re, TMM(PATHUECKUX y3IaX WU JTUKBOPE.

Jlns  yCTaHOBJIGHHS JMarHo3a TeMOo(arouuTapHOro JIUM(OTUCTHOIUTO3a HE0O0X0IUMO
Hauue S5 w3 8§ KkpurepueB. BaXHBIME JONOJHHUTENBHBIMH KPUTEPUSMHU  SBISIIOTCS
YMEPEHHbI MOHOHYKJICApPHBIH  IUICOIMTO3, IMOBBIINICHHAs KOHIEHTpauus Oenka B
CIMHHOMO3T0BOH skuaKoCTH, Ommupyouna u JIJIT (>1000 ME/n) B cbIBOpOTKE.

IlepBuuHbIi reMo(parouMTApHbINA JUM(POrHCTHOLHMTO3

JlnarHo3 mepBUYHOrO (T€HETUYECKH AETEPMUHUPOBAHHOTO) TeMO(arouuTapHOro CHHIPOMA
YCTaHABIMBAETCs MpHU: 1) BBIIBIEHMM MyTalud B OJHOM M3 NpUYMHHBIX TeHOB (PRFI,
MUNCI13D, STX11, MUNC18—2) unu 2) HaIu49u¥ yKa3aHUN Ha aHAJIOTUYHOE 3a00JIeBaHUE
y cubnunroB. Hauano 3aboneBaHusi Ha MEpBOM Trofy >KU3HH, coxpaHeHue aedurura HK-
KJICTOYHOM IMTOTOKCHYHOCTH TIOCJIE JOCTH)KEHHUS KIMHHUKO-TA00paTOPHOH PEMHUCCHH
3a0oJeBaHus, PeUUANB 3a00JeBaHMs, OJM3KOPOACTBEHHBIH Opak, MIIaZICHYECKHE CMEpTH B
CeMbE TaKXe YKa3blBalOT Ha HACJEACTBEHHYIO IpHuponay 3aboneBanus. OTCyTCTBHE
skcnpeccun neppopuna B HK-xmerkax ykassiBaioT Ha myrtamuu B rene PRF1. Jledexr
nerpanyisauun HK-xierok ykassiBaer Ha myrtanuu B reHax MUNCI13D, MUNCI18—2 wunun
STX11. AXropuT™M AMArHOCTUKH MEPBUYHOTO TeMO(ArouuTapHOrO0 CHHAPOMA MPEACTaBICH

Ha pucyHke 1.



Puc. 1. Aaroput™M KIMHHYECKOH H 7a00OpaTOpPHON AMAarHOCTHKH TeMO(aronuTapHOTO

CHHIPOMA.
JInxopapka
KnuHuka + CnneHomeranusa
reMorpamma Lintonetust

LIHC-cumnTomaTuka

!

b/x kposu: Tpurmuuepuasl T, cheppun T, JIAI 1

PyTuHHasA Koarynorpamma: | dmépuHoren |
natopaTopHas Mwuenorpamma; | remocharounTos, oTcyTcTBUE Hractosa
JuarHocTuka CMX: ieoyntos, 6enok T, remoharoynTos
MmmyHonorus: uurorokcuyHocTb NK-knetok L, slL2-R 1
. Y Y Y
POTOMHAR ( NKT, SAP J (XIAPJ [ nepcbopMHJ [ CD107a+L2 J
LUUTOMETPUA |
4 4 4 4 4

MonekynsipHbii . STX11,
aHann3 [ SH2D1A J[XIAPJ ( PRF1 ] [ UNC13D J[ MUNC18-2

Bropu4Hblil reMogarouuTapHbIii CHHAPOM

[Tomxompl K JUArHOCTUKE BTOPUYHOIO TeMO(arouuTapHOro JUM(OTUCTHOIMTO3a HE
MOANeXKaT OOOOIIeHHI0, TaK KakK CHMITOMOKOMILIEKC TeMO(aromuTapHoro CHHIpPOMA
COCYIIIECTBYET M C TNPOSBICHUSIMHU OCHOBHOTO 3aboyieBaHMs. [ ycTaHOBIEHHUS AMarHo3a
PEKOMEHJIOBAaHbl NPUBEICHHBIC BBIIIE KPUTEPUU M CEeMEHHOro TreMogaronuTapHoro
muMmdoructuonuTo3a. ONOpHbIE MYyHKTH JJIS JAWArHOCTUKM Hambolsiee pacipOCTPaHEHHBIX
BapUAHTOB BTOPUYHBIX TeMO(arorUTapHbIX CHHAPOMOB MTPUBEICHBI HIKE.

IHepBuyHbIe UMMYHOACPUUHMTHI

Cunopom Yeouaxa—Xueawu. TlapuuanpbHBI KOXHO-TJIA3HOW anbOMHM3M. [ Wrantckue
rpaHyibsl B HeWTpoduuax, Apyrux Jneiikouurtax. Heltponenus. Heltponenundyeckue
MH(EKIMH B aHAMHE3e.

Cunopom Ipuccennu. TlapnmanbHbli ambOMHHU3M (CEPO-CEPEOPHUCTHII OTTEHOK BOJIOC).
AHOMaJIbHOE pacpeielieHUe IMIMEHTa B BOJIOCAX.

X-cyemenuwiii  umghonporugepamusnviy  cunopom. Myxkckod mon. YkazaHue Ha X-
CIIETIJICHHOE HacliefioBaHue B aHamHe3e. KinHuka MH()EKIIMOHHOTO MOHOHYKJIE03a B J1e010Te

3aboneBanus. Beicokas konnenrpauus JJHK 95B B kpoBu. OrcyrctBue HK-T kietok.
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3710kavYecTBEeHHbIE HOBOOOPa30BaHUS

['ucronorunuecku BepU(PUUIMPOBAHHBIN JAMAarHO3 3JIOKAYECTBEHHOTO HOBOOOpPA30BaHMUS.

Criucok omyXxoJiei, A1l KOTOPhIX XapakTepHa acCoIMaIus ¢ reModarouTapHbIM CHHIPOMOM
npuBe/eH B Tabnuue 2.
Tabnuma 2. 31m0Ka4eCTBEHHBIE HOBOOOpPA30BaHUS,

ACCOLIMUPOBAHHBIC C PA3BUTHCM

remMo(arouTapHoOro CHHAPOMA

T-/HK-knetoyHble aumdomel
AHannacTMyeckas KpynHoKNeToyHas numdoma
(NPM-ALK+)

B-KpynHoKeTouHble NUMpOMbI
HexoXKUHCK1E MMM OMbI

MuenoamcnnacTmyeckme CUHAPOMbI
[MCTUOLMUTO3 U3 KN1eTOK JlaHrepraHca
OcTpbiit NMM(OOAACTHLIA NeKO3
OcTpbift MuenobnacTHblii NeiKko3s
[epMUHOTEHHO-KNETOUYHbIE OMYXOIU

CucremMHbIe ayTOMMMYHHBIe 3a00J1eBaHus

KOBeHMIBbHBI pEeBMATOMAHBIA apTPUT: HOJHAPTPUT, CEPO3UTHI, BHICOKAS KOHIEHTpAIHA
¢ubprHOTEeHa U TPOMOOIINTO3 B AeOr0TE 3a00IeBaHNs, BEICOKAsE KOHIIEHTpalus (heppuTHHA.
Nudexunn

Jlnsi ycTaHOBJIGHMsI JMAarHo3a reMogaronuTapHOr0 CHHAPOMA, CBS3aHHOTO C HMH(peEKuueH,
HeoOXonuMa WAEGHTH(GHKAIMUA BO30YIUTENsS, JUISI KOTOPOTO XapaKTEepHAa accoLUalus ¢

reMoaronutapapiM  cuHApPOMOM. CHUCOK BO30yIuTENel, ITOCTOBEPHO CBSI3aHHBIX C

remMogarouTapHbIM CHHAPOMOM, IPUBECH B Tabnuie 3.

Ta6nuua 3. [TaToreHsl, acCOIMUPOBAHHBIE C PA3BUTHEM reMo(arouTapHOro CHHIpOMA.

Bupycol bakrepuu Mpu6sl Npocreine
Bupyc 3nwtenna-bapp | Brucella melitensis Aspergillus Leishmania
LlutomeranoBupyc Chlamydia psittaci C. albicans Babesia
[epnec-cumnnekc Mycoplasma Criptococcus | P. falciparum
Bapuuenna 3octep pneumonia Histoplasma | loxoplasma
feprec 6 1 8 TMNA Salmonella typhii capsulatum —f gopdii
BUY Rikkettsia Penicillium
AZleHOBUPYCHI M. Avium u M. marneffei
MapeoBupyc B19 tuberculosis P. carinii
punn A (H5N1) Borrelia burgdorferi Trychophyton
Maparpunn III tun Leptospira Spirocheta pallidum | beigelii

Crparteruns Tepanuu
Hacrosmas

nporokosa HI'H-2004.

cTpaTerus

TCpariuu  COOTBCTCTBYCT
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Bce mamumeHThl ¢ MOAO3pPEHHMEM Ha MEPBUYHBIA reMo(aromuTapHbIil JTUM(OTUCTHOUTO3
JOJDKHBL ~ TOJIyYUTh ~ KOMOMHHPOBAHHYI0 ~ HMMMYHOCYNPECCHBHYIO  XMMHOTEPAIHUIO
JEKCaMETa30HOM, JTONO3UAOM M LHKIOCIOPUHOM A ¢ LEIbI0 KOHTPOJISI CHCTEMHOIO
BOCIIAJICHUSI M TPEAOTBPALICHUS HEOOPATUMBIX MOBPEKIECHUI OpPraHoB, B MEPBYIO OYepeb
LIEHTPaJIbHOW HEPBHOU CUCTEMBI.

Bcem mammeHnTam c J10Ka3aHHBIM MEPBUYHBIM T'eMO(aroluTapHbIM JHUM-()OTUCTHOILIMTO30M
II0OKA3aHO BBIIIOJIHEHUE AJIJIOTEHHOW TPAHCIIJIAHTALIMYA KPOBETBOPHBIX CTBOJIOBBIX KJIETOK.
Enunoro moaxona K Tepanmud BTOPHUYHBIX TeMO(arouurapHbIX CHUHIPOMOB HET B CBSI3U C
reTepPOreHHOCTHIO 3TOM Tpymibl. OO0IIas TaKTHKa 3aKII0YaeTCsl B KOMOMHAIIMHM STHOTPOITHOM
TEpallud M HMMYHOCYIPECCHBHON/MMMYHOMOIYJIUPYIOIIEH Tepanuy, HHTEHCUBHOCTD
KOTOpOM J1OJIKHA BapbUPOBATH B 3aBUCUMOCTH OT KJIMHUYECKON CUTYalUH.

Onpenenenue cratyca 3a001eBaHust

AKTHBHOE 3a00JIeBaHUE: COXpaHEHHE JUXOopaaku >380, MaCCHMBHOM IenaToCIUICHOMETallnH,
tpomGormros  <50x10°/m, wmeiitpopumo  <1x10°/m, morpebHOCTH B  TpaHChY3MAX
SPUTPOLUTHON MACCHI.

YacTHUHBIA OTBET: OTCYTCTBUE JIMXOPAJIKHU, MeUeHb <3 CM, cele3eHka <5 ¢M u3-1moj pedpa,
TpomGomuTos >50x10°/1, Heiirpoduaos >1x10°/1, oTCyTCTBHE TOTPEOHOCTH B TpaHCRY3HAX
SPUTPOLUTHON MACCHI.

[TonmHbBIN OTBET: pa3pelIeHHe BCEX KIMHMYECKUX M JIAOOPATOPHBIX MPU3HAKOB 3a00JICBaHUS
(3a UCKITIOYEeHUEM JIe(PEKTOB KIECTOYHON LIUTOTOKCHYHOCTH).

OcHoBHbBIE IpenapaTsl

Hmmynocynpeccuenasn xumuomepanus

| Orono3ux — MHruOuUTOp Tomousomepasbl Il, mosycMHTETHUYECKHI XUMUOIIpenapar

PACTUTCIIEHOT'O MPOUCXOKICHHA.

| JlexcameTa3oH — CUHTETUYECKUN INIFOKOKOPTUKOCTEPOHULL.

| HukaocnopuH A — UMMYHOCYIIPECCaHT, MHTUOUTOP KaJIbIIUHEBPUHA.
| MeTtoTpekcaT — aHTUMETa0O0JIUT, aHTarOHUCT (POJIATOB.

] [Ipe1HN30710H — CHUHTETUYECKHUM TIIFOKOKOPTHUKOCTEPOU.

1pancnianmayus Kpo6emeopHblX CMEON06bIX KIEMOK

[TonpobHoe onucanue GpapMaKoJIOTHUECKON COCTABIAIONICH TPAHCIIAHTAIIMH KPOBETBOPHBIX
CTBOJIOBBIX KIJIETOK MpH TeMO(arouuTapHOM JHUM(O-TUCTUOLMIO3€ BBIXOJUT 33 pPaMKH
JaHHOW TaBbl. PexoMeHAanuMu Mo peXUMy KOHIUIMOHHPOBAaHUS OyIyT IpHUBEICHBI B

COOTBETCTBYIOLIEM pa3zere.
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JTansl Tepanuu

Hmmynocynpeccusnasn xumuomepanus

Boiensiior 1Ba sTama: MHUIMANbHAs Tepanus M TOAJAEp)KUBaromias Ttepamus. Tepamnus
JIeKCaMETa30HOM, STOIMO3UI0OM M LIUKJIOCIOPHUHOM JOJDKHA OBITh HauaTa HEMEIJICHHO IOCIe
YCTaHOBIICHHUsSI JHMarHo3a. TedeHue WHGPEKIUH U TiyOOKash HEHUTpPONEHUS HE SABISIOTCS
OCHOBAHHUEM JIJIsl OTCPOUYKHU Hayalla Teparuu.

Hnuyuanvnas mepanus

Kypc nHuImMansHoi Tepanuu npoBoAUTCs B TeueHue 8 Hel. Llenb mHUIMANBHON Tepanuu —
JOCTIKEHHE MOJTHOTO JINOO0 YaCTHYHOTO OTBETA.

JlekcaMeTa3oH BBOAMTCS per os (IIPU HeoOXOIMMOCTH BHYTPHBEHHO), B 103¢ 10 Mr/m*/cyT B
TeyeHue 1—2 Hen, B no3e 5 MF/MZ/CYT B Teuenune 3—4 Hen, B go3€e 2,5 MF/MZ/CYT B TEUECHHE
5—6 Hen, B no3e 1,25 Mr/M2/cyT B TeueHue 7—8 Hexl.

DTONo3u/ BBOAUTCS BHYTPUBEHHO KamneiabHO B j03e 150 Mr/M’/BBEICHHE. 2 pasa B HEJIEIIO B
tedeHue 1—2 Hen, 1 pa3 B Hexento B TeueHue 3—~8 Hel.

[uknocopuH A BBOIUTCS per 0s (P HEOOXOJUMOCTH BHYTPUBEHHO) B CTapTOBOM 103€ 5
Mr/kr/cyT exenneBHo. Llenesas konnentpauus To — 150—250 mkr/m.

OHp0MOMOAIbHOE BBEJCHHE IPENapaToB OCYLIECTBISETCS TOJNBKO TPU COXPAaHEHUHU
IUICOIIMTO3a/TIOBBIICHUH YPOBHS O€JIKa B KOHTPOJIbHON CIIMHHOMO3TOBOM IMyHKIMH JHO0 MpH
NPOTPEecCCUr  HEBPOJIOTUYECKOH  CUMITOMATHKH.  Bo3pacTHele 7036l  IpenapaToB
npencrasiaeHsl B Tabmuue 4. TepaneBTuueckas JoMOalbHas ITyHKUUS BBITOJIHSACTCS

€XXEHEIEIbHO B TeUueHne 3—06 Hel.

Tabnuua 4. Bo3pacTHble 0361 HUTOCTATHKOB MPH YHIOTIOMOATEHOM BBEACHUH.

[lpenapar <1 ropa 1-2 ropa 2-3rofa >3 neT
MeTtoTpeKcar 6 Mr 8 Mr 10 Mr 12 mMr
[lpeaHn3010H 4 Mr 6 Mr 8 Mr 10 Mr

Iloooeparcusarowas mepanus

IlognepxuBaromas Tepanus HAYUMHACTCA HEMEUICHHO 110 3aBEPLICHUM WHULMAIBHON
tepanuu. Llens mopnepkuBaromiel Tepanuu — COXpAaHEHHE KIMHUKO-Ta00opaTOpHOM
PEMUCCHHM 10  BBIIOJIHEHUS TPAHCIUIAHTAUM  KPOBETBOPHBIX  CTBOJIOBBIX  KIIETOK.
JUIMTENBHOCTE MOAACPKUBAIOLIEH TEpaluud HE OrpPaHUYEHA OIPEIEICHHBIM BPEMEHHBIM
UHTEpBAIOM. Y  TALKMEHTOB C  BepU(UIMPOBAHHBIM  JUArHO30M  CEMEHHOro
reMo(arouTapHoro JUM(OTUCTHOUTO3a TOAJEPKHUBAIOIIAs Tepanus MPOJOIHKAETCS 10
Hayaja KOHIMLIMOHHUPOBAHUA Iepe] TpaHCILIaHTalUueld KOCTHOro mosra. lIpu orcyrcrBum

JI0Ka3aTeNIbCTB HACIEICTBEHHON NpUpOABI 3a00Je€BaHMs TOJICPKUBAIOIIAS TepaHs MOXKET
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OBITH OCTAHOBJICHA Yepe3 Toj OT Hauaia JIeYeHHs. B 3ToM cilydae manmeHT OocTaeTcs MoJ
HaOIIOJCHUEM.

JlekcaMeTa3oH BBOAMTCS per os (IIPU HeoOXOIMMOCTH BHYTPHBEHHO), B 103¢ 10 Mr/m*/cyT B
TEUYEHHUE TpeX JHEH, C MHTEPBAJIOM B 2 HEI.

DTOMO3UA BBOJUTCS BHYTPUBEHHO KarlelbHO B f03e 150 mr/mM2/BBeseHue, OJHOKPATHO, C
UHTEPBAJIOM B 2 HEN.

[uknocopuH A BBOIUTCS per 0s (P HEOOXOJUMOCTH BHYTPUBEHHO) B CTapTOBOM 103€ 5
Mr/kr/cyT exenneBHo. Llenesas konnentpauus To — 150—250 mkr/m.

Cxema MHMLIMAJIbHOW U MOJAEPKUBAIOLIEH Tepauy MIpeICTaBIeHa Ha PUCYHKE 2.

Puc. 2. Tepanus nepBHYHOT0 reMO(parouuTapHOro IMM(POruCTHOLUTO3A.

® ¢ ¢ o

WY ¥ ¥ ¥ ¥V d 3 NI
Ho TKM [
h ‘ J’ RN
| ] I I 1 1 ] I I l ] ] |
0 1 2 3 4 5 6 7 8 9 10 11 12
Hepnenu

Tepanus emopou tuHUU

OOUIenpUHATHIX CTAaHAAPTOB TEpalMU BTOPOM JIMHUU TpPHU peakTUBAlMK/ pedpakTepHOM
TE€YeHUH 3a00JIeBaHUS HE CYLIECTBYET. AJIBTEPHATUBOW TEPAalUHM OSTOMO3UIOM SIBIISETCS
NPUMEHEHHE AaHTUTHUMOLIMTAPHOTO TJOOYyJIMHAa B KOMOMHALIMM C UUKIOCHOPHHOM A,
IpUMEHEHHE TMpernapara anemMTy3ymald (MOHOKIOHaJIbHOE TyMaHu3upoBaHHOe aHTHU-C052
aHTUTENo) JnMO0 XHWMHOTEpanus Ha 0a3e KOMOWHAIIMM HYKICO3WIHBIX aHAJIOTOB
(pnymapabun) ¢ anKWIUpPYIOIIMMHU  mpemaparamu  (mukinodochamua, — THOTena
(tnodocpamun*)). Ilpu HeoOXOAMMOCTH NEpeBOAa MAalMEHTa Ha TEpPanui0 BTOPOW JHMHUU
PEKOMEHAYETCS KOHCYJIbTAIUs W/ U NIEPEBO/I MAIIMEeHTA B (peepalbHyI0 KIUHUKY.
TpaHcnjiaHTALUSI TeMONOITHYECKUX CTBOJOBBIX KJIETOK

Buwibop oonopa

JIMarHo3 nepBUYHOTO reMo(darouTapHoOro JUM(GOTUCTHOIIMTO3a — A0CONIOTHOE MOKa3aHHe
K QJUIOTCeHHOM TpaHCIUIAaHTALlMM T'e€MOIOATHYECKUX CTBOJIOBBIX KIETOK. B kauecTBe moHOpa
MOTYT OBITh UCTIOJb30BAHBI:

] HLA-unesTnyHsil cuOiHar*

] HLA-uneHTHYHbIN HEPOACTBEHHBIHN 10HOD;

13



| YaCTHUYHO COBMECTUMBIN (raluIonACHTUYHBIN) POACTBEHHBIN JOHOP; U HEPOACTBEHHA
MYyNOBUHHAsL KpOBb [coBMecTuMocTh He MeHee 4/6 mo HLA A, B, DR (DR-Bbicokoro)

paspeleHus, KIeTOYHOCTh He MeHee 3XHO7 Hy-KieapHbIX KJIETOK Ha 1 Kr Macchl Tenal.

[Tpu TpaHCcIUIaHTaMU OT CHUOJIMHra HEOOXOAMMO HCKIIIOYUTH y JTIOHOpa reMogaronuTapHbli
JTUM(OTHCTUOLIUTO3.

Cpox mpancnaanmayuu

[Tpu mepBUYHOM TeMO(arouuTapHOM CHHAPOME TPAHCIUIAHTALUS JOJDKHA OBITH BBIIOJIHEHA
HACTOJIBKO OBICTPO, HACKOJBKO BO3MOXHO. ONTHManibHO B TEYEHHE JBYX MECALEB OT
OKOHYaHUSI HHULMAIbHON (ha3bl Tepanuu. [IpeanoyTuTenbHO BHIIOIHEHNE TPAHCIUIAHTAIIMH B
pemuccuu 3a00JeBaHUs, OJHAKO OTCYTCTBUE PEMHCCHUHU HE SBISETCS MPOTHUBOIOKA3aHUEM
UISL BBITTOJTHEHHS TIEPECAIKH.

Peoicum xonouyuonuposanus

Hctopuyeck  OCHOBHBIMH  NpoOJeMaMu  TpaHCIUIAHTAIlMM  KOCTHOTO  MO3ra  IpH
reMo(aronuTapHoM JUM(OTHCTUOIMTO3E SBJSUIUCH: 1) HENPIKUBIEHWE U 2) BBICOKAs
4acTOTa TOKCHYECKHX OCJIOXHEHUH. B HacTosiiee Bpemsi peKOMEHAYIOTCS K HMPUMEHEHHUIO
PEKUMBI KOHIUIIMOHUPOBAHUS CO CHMKEHHON TOKCHYHOCTBIO Ha OCHOBE Tpeocyib(aHa Hiu
Mmendanana.

PexuM  KOHIMIMOHMpOBaHHs-1: Tpeocynsban 42 r1/m%  duymapabun 150  mr/m?;
AHTUTUMOLIUTAPHBINA TIOOYIUMH MM aneMTy3yMad ([o3a BapbuUpyeT B 3aBUCUMOCTH OT
npenaparta: ATIAM  50mr/kr, tumornoOymumn 5 wr/kr, ATI-¢pesennyc 15 wr/kr,
aniemMTy3yma0 1Mr/kr).

PexuM  KOHAMIMOHHPOBaHMA-2: Menbbaman 140 wmr/m*  daymapabun 150  mr/m?;
AHTUTUMOLIUTAPHBINA TIOOYJIMH WM aneMTy3yMad ([Io3a BapbuUpyeT B 3aBUCUMOCTH OT
npenaparta: ATITAM 50 wmr/kr, tumornoOynun 5 wmr/kr, ATI-¢pesenmyc 15 wmr/kr,
aniemMTy3ymab 1 Mr/kr).

[Ipu TpaHCHIAHTAUMU OT TaIUIOWJCHTUYHOTO JOHOpAa B COCTaB KOHIWIIMOHUPOBAHMS
pexoMeHayeTcs BKItoyath THodochamus B 1o3e 10 Mr/kr Ha Kype.

Koumponw s¢ppexmusrnocmu mepanuu

Onenka 53(@eKTUBHOCTH Teparmuud MNPOBOJUTCS HAa OCHOBAaHUM KIMHUYECKOTO U
1a00paTOPHOTO OOCIIEAOBAHUS 1O 3aBEPIIEHUM HHULMAIbHOW Tepanmuu. CpouT U o0bem
HeoOxoauMoro obcneoBaHus CyMMHUpPOBaHbI B Tadmuie 5. O0beM 00CiIeoBaHHUS MOKET

OBITH U3MEHEH 110 HHAWBHUIYAJIbHBIM KIIMHUYCCKUM IMOKAa3aHUSAM.
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Tabnuua 5. ITapameTpsl 00cne10BaHUS

Bupbl aHanusos

UHuyuanbHaa Tepanusa

MoaaepxuBawan Tepanua

KnuHnyeckuin aHanus
KPOBM

ExxeflHeBHO 1,0 LOCTUHEHMA
YaCTUYHOrO OTBETa, fanee
4 pasa B Hejenw

1 pa3 B Hefenw

MoueBuHa, KPeaTUHWH

3-5 pa3 B Hefleno

1 pa3 B Hegenw

AT, ACT, anbbymuH,
BUAMPYOUH, TPUIULEPU b,
theppuTUH

1 pa3 B Hepeno

1 pa3 B 2 Hep

®ubpunoren, AYTB, NN

2 pasa B HeJienio

1 pa3 B Mecal|

sCD25

1 pa3 B Hefenio

1 pa3B 2 Hep

CnuHHOMO3rOBad NMyHKUKNA

[Hn 1, 15. lpu coxpaHeHun
naeounTosa fgHu 22, 29, 37

anI KJINHWUYECKUX NMPU3HAKAX
pPeakKTuBaLnun 3aboneBaHns

MPT ronoeHoOro mo3sra

1o KNUHWYECKMM NMOKA3AHNAM

1 pas B 6 mec nubo npu

KNUHWUYEeCKNX NPU3HaKaXx
peakTUBalynu 3aboneBaHns

ConposoaurteabHasi Tepanust

OcnosHvle noboyHble Ihghekmbl UCNONIb3YEMBIX XUMUONPENAPAMO8 U UMMYHOCYNPECCUBHBIX
npenapamos

DTomno3ul; MUeJIocynpeccus (aHeMusl, TPOMOOIIMTONICHUS, JIGHKOMIEHUS ), MyKO3HUT (330(arur,
TacCTPOIHTEPOKOINT), ACPMATUT, BTOPHYHAS MHUEIOIU-CILIA3US/OCTPBI MUEI0OIaCTHBIN
JIEUKO3.
JlekcaMeTa3oH: TOAABJICHHE KJIETOYHOIO MMMYHHMTETa; IEHTPHUIIETAILHOE OXHUPEHHE;
CTEpOUIHBIN aMa0eT; OCTEONOpO3; ACENTHUYECKUI OCTEOHEKPO3; MHOMATHUS; KaTapakTa;
MICUX03; SMOIIMOHANIbHAS TAaOMIBHOCTD; TACTPONATHS; apTepUaIbHasl TUIIEPTEH3US.
[MuknocmoprH A: MOJaBIEHUE KJICTOYHOIO WMMYHHTETAa; HapylieHHe (YHKIUU TOYeK
(TOBBINICHHE YPOBHS MOYEBHUHBI, KPEATHHWHA); HEUPOTOKCHYHOCTH (3aAHsAS oOpaTumas

neiikosHIedanonaTus, (TUmepKaNTHeMus,

TPeMop);

TUIIOMAarHe3ueMusl ); apTepuaibHas TUIIEPTeH3Hs; TUTIEPTPUX03; TUIEPTPODUS JECEH.

AJIEKTPOJIUTHBIE  HApYLICHHUS
IIpogpunaxmuka u mepanus UHGEKYUOHHBIX OCIOHNCHEHUL
[Mpodunaktuka mHEBMOHMH, BhI3BaHHOU P.jiroveci (P. carini), mpoBoauTCS 10 3aBEpIICHUS
NOJICP)KUBAIOLIeH Tepanmuu. TpuMeTonpuM/cylb(hOMETOKCa3oa B 03¢ 5 MI/KI/CyT 1O
TPUMETONIPUMY, 3 AHS B HEJEINIO.

[Tpodmnaktuka rpubkoBoOil MH(MEKINU: Ha3HAUEHHE MPO(UITAKTUYECKONH MPOTUBOTPHOKOBOM
TEparuy OCTAeTCs Ha YCMOTPEHHUE JIeHallero Bpaya. PEeKOMEHJOBaHBI K HCIIOJIB30BAHHIO
(1yKOoHa30I1, UTPAKOHA30JI, BOPHKOHA30JI, I03aKOHA30J1 B CTAHJAPTHBIX J03UPOBKax. Bribop
mpernapara ONpeAessieTcss JOCTYIHOCThIO M JIOKAJIbHOM AMHIEMHOJIOTHEH TIpUOKOBBIX

UHEKIHH.
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Tepanus uHQEKIM y NalIUEHTOB B HEHUTPONECHUU BBINOJHIETCS B COOTBETCTBUU C
MNPUHATBIMU CTaHJAAPTAMHU.

[IpuMeHeHre TpaHyJIONUTAPHOTO KOJIOHMECTHUMYJHpYIoUmero ¢akropa ocTaeTcs Ha
YCMOTpPEHHME JIEHALIEeTO Bpaya.

IIpopuirakTuka U Tepanus NPOYMX OCIOKHEHUH

Tpancghysuu komnonenmog Kposu

Ha ¢one pa3BuTHS IUTONEHUU, OCIOKHEHUHA T'€MOPPArHuecKOro XapakTepa HMPUMEHSIOTCS

CpeACTBa 3aMECTUTENIbHOM Tepanuu (Talm. 6).

Tabnuua 6. KoMmoHeHTh KpOBU MPH MPOBEICHUH 3aMECTHTEIBHOM Teparuu

KomnoHeHT MokasaHue Nlo3a
IpUTPOLMTHASA Macca He <80 r/n 10-20 mn/Kr
TpomboKoHLEeHTpaT TpombouuThl <20 x10°%/n 1-2 po3bl Ha 10 Kr
c3n [unokoarynsums 20 Mn/KT/CyT

Moaudpukanus Tepanuu

I'emamonozuueckas mokcuyHocmo

Hanmnune manumuToneHuu, oOyCIOBIEHHOH OCHOBHBIM 3a00JieBaHHEM, HE SBISETCA
OCHOBAaHHEM JJIsl pEAYKLHUH 103 MpernapaToB BO BpeMs MHTEHCHBHOH (a3bl Tepanuu. Ilpu
pPa3BUTHM LIUTONEHUH, OOYCIIOBIEHHONH MPOBOJUMON XHMUOTEpANnued, Yy MaIHEeHTOB C
IIOJIHBIM OTBETOM HA TEpalMi0 PEKOMEHIYETCS OTJIOXKUTh OYEpPEIHOE BBEICHUE
LIMTOCTATMKOB [0 BOCCTAHOBICHMS YPOBHs TIpaHymonutoB >1x10°/m u TpombomuTOB
>100x10/n.

Hegpomoxcuunocms

[Ipu pa3BUTUM HEPPOTOKCHYHOCTH, OOYCIOBICHHOH IHUKIOCIOPHHOM A, HE00X0IuMO
NPUOCTAaHOBUTh BBEACHME TMpemapara. Tepamus Bo3oOHOBIsiercs B npo3e 50% ot
MPEIIIECTBYIONIEH TOJIBKO MPH HOPMAJIM3AIUH ITOKa3aTeNeil KpeaTHHUHA/MOYECBHHBI.
Hetipomokcuunocmyo

IIpu pasButun PRES-cunapoma mukinocnopuHa A mpemapar JODKEH ObITh OTMEHEH.
Bo3o0HoBNIEHHE Tepaniy HE PEKOMEHTYETCsl.

I'enamomoxcuunocmo

CHMmKeHue A03 MpenapaToB IMpH pa3BUTHUU I'CIIATOTOKCHUYHOCTH HC MMPEAYCMOTPCHO.

JUCITAHCEPHOE HABJIIOJAEHUE
[Tonxox K aucriaHCEpHOMY HAOJIOJCHUIO COOTBETCTBYET HAOJIOJCHUIO MALMEHTOB IOCIE

aJJIOTSHHOM TPAHCINIAHTAIUU KPOBCTBOPHBIX CTBOJIOBBIX KJICTOK (CM. PECKOMCHOAINU 110
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amMOynaTOpHOMY  HAOJIOACHUIO TMAIMEHTOB IOCIE TPAHCIUIAHTAIMH  KPOBETBOPHBIX
CTBOJIOBBIX KJIETOK).

COHUAJIBHAS U IICUXOJIOTHYECKAS PEABUJINTALIUASA

CoumanbHass ¥ ICHUXOJOTHYECKass peadWInTalus MalMeHTOB ¢ TeModarouuTapHbIM
TUM(OTUCTHOLUTO30M OCHOBaHa Ha MEXAUCHUIUIMHAPHOM B3aUMOJCWCTBUU  Bpaua,
NICUXO0JIOTa M COIMAJIbHOrO paboTHUKa. KitoueBbIM (hakTopoM peaOmiuTanuu SBISETCS
YCTQHOBJICHHE OTKPBITHIX TOBEPUTEIHHBIX OTHOIICHUIH M (OPMHpPOBAHUE y MALMEHTA U €ro
poauTesel SACHBIX MPEACTaBICHUH O XapakTepe 3a00JeBaHUs, BapUaHTaxX TeueHHs OOJE3HHU,
BO3MOXKHBIX OCJIOKHEHMSX U OTAAJCHHBIX TMocieAcTBusx. HeobOxomumo ykas3ath Ha
NPEJONPENCIEHHOCT, ~ HEOJarompusITHOrO  MCXoJa  MpH  TEpBUYHBIX  (hopmax
TUM(OTUCTHOLUTO3a U 00YCIIOBIEHHYIO 3TUM HEOOXOIUMOCTh IPOBEICHUS TPAHCIIAaHTALUU
KPOBETBOPHBIX CTBOJIOBBIX KIIETOK.

[Tpu nneHTH(UKAUN TPUIUHHOTO TEHETHYECKOTO AeekTa HeoOX0AUMO OOCYAUTH C CEMbE

BO3MOXXHOCTH HpCHaTaHBHOﬁ JUArdHOCTHUKH.
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