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KJIMHUYECKUE PEKOMEHJALIUU
(MPOTOKO.JIbI JIEYUEHUS)
JTUATHOCTHUKA U JJEYEHUE TEMO®ATOLUTAPHOI'O

JIMMPOI'NCTHOLUTO3A

Clinical recommendations. Diagnosis and treatment of hemophagocytic
lymphohistiocytosis

1 Oo6aacTb NnpUMEHeHUs

Hacrosimmii cranmapT ycTaHaBIMBaeT OOIIME TMOJIOXKEHUS pa3pabOTKH
KJIMHUYECKUX pEKOMEHJaluui (IPOTOKOJIOB JICUEHMS]) JUArHOCTHKU M JICYCHUS
reMo(aronuTapHoro JUMQpOTUCTUOIUTO3a (Jajee - MPOTOKOI), ONPEAEISIONINX
00BeM M TOKa3aTeIu KauecTBa BBIMOJHEHUS MEAUIIMHCKON MOMOIIU OOJIbHOMY IMpHU
reModaronuTapHoM JUM(GOTHUCTUOLUTO3E.

Hacrosmmii cranmapt mnpeaHa3sHayeH [Js M[PUMEHEHUS MEIUIIMHCKUMU
OpraHu3alMiAMH W YUPSXKACHUSIMH  (QeAepalbHbIX, TEPPUTOPUATBHBIX U
MYHUIIUTAIBHBIX OPTaHOB yIPABICHUS 3[paBOOXPAHEHUEM, CUCTEM 00s13aTEIHLHOTO U
JOOpPOBOJBHOTO  MEAMIIMHCKOTO  CTpaxoBaHUs,  JAPYTUMH  MEIUIIMHCKUMU
OpraHu3allMsIMH PA3IMYHBIX OPraHU3alMOHHO-TIPABOBBIX (OPM  JESATEIBHOCTH,

HamnpaBJICHHOW Ha OKa3aHUE MEIUIIMHCKOW TTOMOIIIH.

2 HopmaTuBHbBIE CCBHLIKH

B HacTosmeM ctaHmapTe MCIOIb30BaHA HOPMATHUBHAS CChUIKA HA CJEAYIOIIUN
CTaHIAPT:

I'OCT P 56034 — 2014. Knuauveckue pekoMeHIAIUu (MPOTOKOBI JieueHus). OOmue
MOJIOKEHUS.
HpHMeanHe — HpI/I MOJIb30BAHMU HACTOAIIUM CTaHAAPTOM ueﬂecoo6pa3H0 MpOBECPUTH ,Z[GfICTBPIC
CCBUJIOYHBIX CTAHAApPTOB B PIH(l)OpMaLIPIOHHOfI CHUCTEMC 06]].[81"0 IIO0JIb30BaHHUA — Ha Oq)HHHaHLHOM canrte
@ezxepam,Horo AréHTCTBa IO TCXHUYCCKOMY PCEryJIupOBAHUIO U MCTPOJOTHU B CCTHU I/IHTepHeT nJIn 110
CXKCrogHo HU3qaBacMOMY I/IH(l)OpMaLII/IOHHOMy YKa3aTeiro «HaI_II/IOHaJ'IBHBIG CTaHAapThID», KOTOpBIﬁ
OHY6J'H/IKOBaH II0 COCTOSHHIO Ha | SAHBaps TEKyHIero roJa, M II0 COOTBCTCTBYIOIIUM CKEMCCAYHO

n3aaBacMbIM I/IHq)OpMaI_[I/IOHHBIM YKa3aTeisaMm, OHY6HI/IKOB3HHBIM B TCKYLICM Troay. Ecmu cchuiouHbIi
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JOKYMCHT 3aMCHCH (I/I3MGHCH), TO IPH MOJB30BAHUH HACTOAIINUM CTAHAAPTOM CJIICAYCT PYKOBOJACTBOBATHLCA
3aMCHCHHBIM (I/ISMGHCHHHM) JOKYMCHTOM. Ecnu  cchlmouHbIM JOKYMCHT OTMCHCH oe3 3aMCHBI, TO

IMMOJIOKEHHE, B KOTOPOM JaHa CChIJIKa Ha HCTO, MPUMCHACTCA B 4aCTH, HC 3&TpaI‘PIBaIOHlCI>i OTY CCBIIKY.

3 Heau u 3a1a4M CTAHAAPTU3ANNH KIMHUYECKUX

peKoMeHauii (MPOTOKOJIOB JIeYeHH )

[Ipotokon BeneHust 00JIbHBIX «JlMarHOCTUKA U JIEYeHHE reMO(arouTapHOro JMMQPOTrUCTHOLUTO3a
y JeTel ¥ MOAPOCTKOBY pa3paboTaH /Ul PELICHUH CIEAYIOIUX 3a1au:

— OIpEeNeNIeHNs] ITOPUTMOB JMATHOCTUKM M JIEUEHUS IMalUEHTOB C TreMoQaronuTapHbIM
JTUM(OTUCTUOLIUTO30M

— YHU(HUKAUMU pPACYETOB 3aTpaT Ha MEIUIMHCKYI0 TIOMOIIb, pa3pabOTKU MporpaMm
0053aTeNTbHOTO0 MEIMIITHCKOTO CTPAaXOBaHUS U TApHU(POB HA MEAUIIMHCKUE YCIYTH;

— OCYIIECTBJIEHUSI KOHTpPOJsSI 00BEMOB, TOCTYMHOCTH M KauecTBa MEAMUIMHCKON MOMOIIH,
OKa3bIBa€MOW MAalMEeHTy B MEIUWLMHCKONW OpraHu3aluy, B TOM UHCIE B paMKax
roCyJapCTBEHHBIX TapaHTUH 0OecreyeHus rpakjaH OeCIuIaTHON MEeTUIIMHCKON TOMOUIBIO.

B HacTosmemM cranaapTe UCHOJb3yeTCsl YHUGUIUPOBAHHAS IIKala OLEHKH YOeqUTEIbHOCTH

JI0Ka3aTeNIbCTB MPUMEHEHHS MEAUITMHCKUX TexHoorui B coorBeTcTBuu ¢ ['OCT P 56034 — 2014.

4 TpeOoBaHUA MPOTOKOJIA

4.1. O01ue NoJI0KeHUu

Onpenesienune

Tepmun «remodaromuTapHbiii  TUMGOTUCTUOLIUTO3» OYEPUYMBAET KPYT BPOXKICHHBIX U
MpHOOpEeTEeHHBIX 3a00JIeBaHUIA, B OCHOBE KOTOPBIX JICKHUT HApPYIIEHUE PETyIALUd UMMYHHOTO
OTBETa, TMPHUBOJAINICE K aAHOMAJIbHOM aKTHUBAIlMU IIUTOTOKCHYCCKUX T-ITMMQOIMTOB W
MOHOLIUTOB/MaKpo(aroB, UX aKKyMyJSLUU B TOPAKEHHBIX OpraHax U Pa3BUTUIO CHCTEMHOTO

BOCIIAJIUTCIIbHOT'O OTBCTA.

B xnuHuke FCMO(i)aFOI_II/ITapHHI\/'I J'II/IM(I)OFI/ICTI/IOI_II/ITO3 ONPCALIACTCA KAaK XapaKTCPHOC COYCTAHUC
KIMHUYCCKUX (JIHXOpaI[Ka, CHHGHOMeFaHI/Iﬂ) n J'Ia60paTOpHI>IX (HaHI_II/ITOHeHI/ISI, KoaryJiomnarus,
,Z[I/ICJ'II/IHI/L[[CMI/IH) HpOHBJ’ICHHﬁ, OTpaXXKaruux THUIICPAKTUBALIUTO HMMYHHOﬁ CUCTCMBI U

MYJIbTHOPraHHOC BOCIIAIIMTCIBHOC ITOBPCIKICHUC.

OcHoBHast nHpopManus



C ToukM 3peHus  KIacCU(PMKAIMU  TPUHATO  BBIACIATH  NEPBUYHBIA  (CEMEUHBIN)
reMo(arouTapHblii TUM(POTUCTHOUTO3 U BTOPUUHBIA TeMO(aronuTapHelid TMM(OTUCTHOLIMTO3

(CHHOHUM — BTOPHYHBINA reMO(aronuTapHblii CHHAPOM).

OCHOBHBIMH 3JIEMEHTaMH IATOTeHe3a TeMO(aronuTapHOrO JTUM(OTUCTHOIMTO3a SBIISIOTCS 1)
HapylmIeHHEe MEXaHHU3MOB  KIETOYHOM IUTOTOKCHYHOCTH;, 2) W30BITOYHAs  AaKTHBALUsA
OUTOTOKCHYECKHX T-1uMQOIUTOB M MakpodaroB; 3) THUNEPHPOMYKIHS IMPOBOCIATHTEIBHBIX
UTOKUHOB (Y-UHTEPPEpoH, (aKTOp HEKpOo3a OMyXOJH-[], WHTepIeHKuH-1, uHTepaekuH-6); 4)
WHOWIBTpAUs W TOBPEXKICHHE OPraHOB M TKaHEH aKTUBUPOBAaHHBIMH T-rumdponnutamu u

Makpodaramu.

[lepBuuHbIi TemModarouuTapHblil TUM(POrUCTHOLUTO3 — ayTOCOMHO-PEIECCUBHOE 3a00JieBaHuE,
pa3BHBaloIleecs BCIEACTBHE TI'€HETHYECKH OOYCIOBIEHHOTO Je(eKTa MEXaHHW3MOB KJIETOYHOMU
LUTOTOKCUYHOCTH. 3aboneBaeMocTh cocTapisieT 1 Ha 50 000 HOBOPOKIAECHHBIX B TOI.

B HACcTOAIMICC BPEMA BBIABIICHBI IATh I'CHCTHYCCKHUX JIOKYCOB, ACCOLMUMPOBAHHBIX C Pa3BUTHEM
ceMeiiHoro remodarouuTapHoro JuM@orucTuonuTosa. Jas Tpex JIOKyCOB HJEHTHU(PUIIMPOBAHBI
npu4YuHHBIE TeHbl. MH(opmanus o TeHEeTHYEeCKOW NpUpOoe CEMEHHOro TemMogaroiuTapHoro

TUM(OTUCTHOIIMTO3a CYMMHUpPOBaHa B TabiwuiIle 1.

Tabmuma 1. 'enetnueckue GopMbl ceMEHHOTO TeMO(arouTapHOro JUMQPOTUCTHOITUTO3A

3aboneBanne | Jlokyc I'en benok Yacrora
FHL1 9921.3-22 |? - -
FHL2 10921-22 PRF1 neppopur | 20-50%
FHL3 17925 UNC13D MUNC13D | 20-30%
FHL4 6024.2 STX11 cuHTakcud | 5-10%
FHL5 9g34.1 STXBP Cunrakcus- | 5-10%
CBS3BIBAIOII]
uit 6emox

BTOpI/ILIHHe FCMO(l)aFOI_II/ITapHBIe CUHAPOMBI PA3BUBANOTCA KaK OCJIIOKHCHUC OCHOBHOTO
3a00JIeBaHUS IIpU HMUPOKOM KPYIre maToJIOTHYCCKUX IMPOLECCOB. B 3aBucumoctu ot MpUpoOaAbl

OCHOBHOT0 3a00JICBaHMS IMPUHATO BBIACIATH FeMO(baFOLII/ITapHHﬁ CHUHIPOM, CBSI3aHHBIM C
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> HWndexnueit

>  OnyxoJjbio

> [lepBHYHBIM UMMYHOJC(PHUIIUTOM

> (CucteMHON ayTOMMMYHHOM TaToJI0Tuei

> HacneactBeHHbIMU AeekTaMu MeTaboan3mMa

Knunnveckas KapTHuHa

IlepBuuHbIi reMoparouuTapHbIi JUM(OrUCTHOLUTO3

Kinnyeckue nposiBjieHust

OCHOBHBIMU ~ KJIIMHUYECKUMHU  MPOSBIECHUSMU  TreMo(aroiuTapHOro  JUMQOrUCTHOIMTO3a
SIBJIIIOTCS: ITTUTENIbHAS JIUXOPaJIKa, pepakTepHasi K aHTUMUKPOOHO Tepamnuu; CryIeHOMETalus;
OTEYHBIM CHHJAPOM; TE€MOPPArMYeCKUN CHUHAPOM; TEMaTOMETalus; XKEITyXa; CHMITOMBI
MOPAKEHUS LIEHTPAJIbHON HEPBHOM CUCTEMBI (BO30YIMMOCTb, CYJOPOTH, MEHUHI€alIbHbIE 3HAKHU,

YTHETCHHUE CO3HAHUS)

Kinuanaeckue IIPOSABJIICHUSA 3360J'I€B3HI/I$I, HECMOTPA HA TAXKECTH, HC ABJIAIOTCA CHGHI/I(i)I/I‘IHBIMI/I n
MMO3BOJIIFOT YCTAHOBHTHL JHATI'HO3 l"eMO(bal"OI_[I/ITapHOFO CHHApOMA TOJIBKO B COYCTAHHHU C

XapaKTepHBIMU Ja00PAaTOPHBIMHU MPOSIBICHUSIMH.

JlaGopaTopHblie NPOsiBJIECHUS

Knununyeckuii ananus kpoBu. BeISBIsieTCs UTONEHUS Nepru(eprudeckoil KpOBU, C BOBICUEHUEM 2-
X 1 6oJiee pOCTKOB KPOBETBOPEHUS (aHEMHSI, TPOMOOIIUTOTICHUSI, HEHTPOTICHHS ).
Koarynorpamma. BeisiBisiercs n3oiaupoBaHHasi THIOUOPUHOTEHEMHUS, PEXKE —

TOTaJIbHAA T'HIIOKOAryJIsAlnuA.

buoxumuueckuit  aHanu3  kKpoBu.  Hambonee  xapakTepHbl  THUIEPTPUTIIHLIEPHAECMUS,
rUnoanbOymMuHeMusi, runoHarpuemusi, mnosbimenue ypoBHs AJIT, ACT, Ounupy6una, JIT.
XapakTepHO TakKe MOBBIIICHHE KOHIICHTPAIMH (peppUTHHA CBIBOPOTKHU, YACTO JO IKCTPEMAIBHO

BBICOKUX 3HaueHui, > 10 000 Mkr/I.



AHanu3 COMHHOMO3TOBOW KHJIKOCTH. YMEPEHHBIH JTUM(POUUTAPHO-MOHOLUMUTAPHBIN IUICOIHUTO3,

0T 5-50 KJIETOK/MKII, IOBHIIIICHNE YPOBHS OeJKa.

MnenorpaMMa. HpI/I CTAaHAAPTHOM OKpAaIllMBAHUHW BBIABJIACTCA I/IH(l)I/IJ'IpraL[I/ISI AKTUBUPOBAHHBIMHA
MOHOIII/ITaMI/I/MaKpO(i)aFaMI/I, HC HCCYHIMMHU TMPHU3HAKOB 3JIOKAYCCTBCHHOI'O IICPCPOKACHU.
MoHOUUTapHbII KOMIIOHEHT CONPOBOXKJIACTCS, KaK MpPaBUIIO, HMHPUIBTPATOM M3 MalbIX
mumdonuToB. Yacto ymaercs oOHapyXuTh (EeHOMEH reModaromnurosa, T.e. Makpodarua ¢
sABIICHHEM (aroyTo3a KIETOYHBIX OJJIEMEHTOB: JSPHUTPOLMUTOB, pPEXKE — TPOMOOIUTOB W
nekonuToB. Ha mMO3AHMX 3Tamax OTMEYaeTcsl BBIpAKEHHOE OOEIHEHHWE KOCTHOTO MO3ra, ¢

(hopMHUpOBaHHEM KAPTHHBI aIIa3uH KPOBETBOPEHUSI.

UccnenoBanue axtuBHOocTH HK-kierox in vitro. HauOonee cnenuduuHbM J1a00paTOpHBIM
MposiIBJIEHUEM  TreModarouuTapHoro  cuHapoMa  sBisercs  cHwkeHue — HK-xnetounoit
UUTOTOKCUYHOCTU. CHIKEHHE IUTOTOKCHYHOCTH COXPAHSIOTCS U IMOCIe AOCTUKEHHUS PEMUCCUU
3a00JIEBAHUS, YTO MOXKET CIIY)KUTh BaKHBIM MPU3HAKOM NpU U depeHInanbHOl TUarHOCTHKE

MEPBUYHBIX U BTOPUYHBIX (POPM reMoaroiuTapHoTO CUHIPOMA.

Pa3BopaunBaHie MOTHOIO CHUMITOMOKOMILJIEKCA, KaK MPaBUJIO, MPOUCXOIUT MPOTPECCHBHO B
KOPOTKHE CpPOKH. Y YacTH NaIlMEeHTOB 3a00JieBaHUE MOXKET MaHH(EeCTUpPOBaTh KaK OCTPHIN

sHIIEe(DATHUT.

Bropuunblii remogarouurapHbii JUMEGOrucTHONUTO3

Knnnnaeckas KapThHa BTOPHYIHOI'O FeMO(bal"OL[I/ITapHOFO CHUHOpOMaA B LCJIOM UACHTUYHA TaKOBOM
Inpu HaCJICICTBCHHBIX (bopMax 3a001eBanusl. OCHOBHBIM OTJIMYMEM SBJISIETCSI COYETaHHUE
CHUMIITOMOKOMIIJICKCA FCMO(l)aFOHI/ITapHOFO CHUHApOMA C XapaKTECPHbIMU KIMHUYCCKUMU U
J'Ia60paTOprIMI/I IMPOABJICHUAMU OCHOBHOTI'O 3a00J1€BaHMUS. HpOHBJ’IeHI/Iﬂ BTOPHYHOTO
l"eMO(baFOI_[I/ITapHOFO CUHAPOMA, KaK IIPpaBUIIO, Ooiee MATKHUEC, PCIKEC pPa3sBUBACTCA IIOPAKCHHUC
HeHTpaﬂbHOﬁ HepBHOﬁ CHCTCMBI. BTOpI/I‘IHLIe l"eMO(baFOI_[I/ITapHBIC CUHIAPOMBI Pa3sBUBAIOTCSA B

Ooiee IMO3JHEM BO3pacTe.

JAudpepennuajbHbIi THATHO3

VY DamnMeHToOB paHHEro JETCKOro Bo3pacTa reMo(aronuTapHblil JTMM(OTUCTHOLMTO3 CJelyeT
middepeHIupoBaTE C  CENCHCOM, TE€HEPaIM30BAHHBIMU TMEPUHATAIBHBIMUA  WH(EKUUIMH,

CHUHAPOMOM BI/ICKOTTa-OJ'I)IpI/I‘{a, OCTPbIM HeﬁKO30M, IOBCHUJIbHBIM ~ MHUCJIIOMOHOLIUTAPHBIM
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JICUKO30M, THCTHOIIMTO30M u3 KJICTOK Jlanreprasca, ayTOUMMYHHBIM
auMdonposinepaTuBHBIM CHHAPOMOM. Y MAIMCHTOB CTapIlero Bo3pacta reModaronuTapHbIid
CUHIPOM HE00X0auMO Au(PEpeHIINPOBATh C CEIICUCOM, TeM00IacTO3aM1, BUPYCHBIM IeaTHTOM,

BHUPYCHBIM SHIIEPATUTOM.

Baxnoit 3amaueil sBusercss aud@epeHIUaNbHBIM  IMAarHO3 IMEPBUYHBIX M BTOPUYHBIX

reMo(arouTapHbIX JTUM(POTUCTHOLUTO30B.

AHamHe3

[Ipu cbope anamHe3a HEOOXOAMMO 0OPATUTh BHUMAHUE HA CIAEAYIOIINE SJIEMEHTHI: JJIUTETLHOCTD
W XapakTep JIMXOPaJIKd, JUHAMUKY JIMXOPAAKH TpPH  TEpanmud  aHTUOMOTHKAMH,
KopTuKocTepouamu. [losiBneHne pas3apakUTEIbHOCTH, HW3MEHEHUs IIOBEJIEHUs, CYIOpOrH,
atakcus. Ilepenecennnle uHpexkunu U BakuuHau. CeMeilHbI aHaMHE3: yKa3aHHMsl Ha CMEPTb
CUOJMHTOB B MJIQJICHYECTBE C JHArHO30M «OCTPBIM JEMKO3», «CElCUc», «BHYTPUYTPOOHAS
nH(pEeKINs»; HeBbIHAIUBaHUE OEpeMEHHOCTH (OCOOEHHO CIOHTAaHHOE MpephbIBaHUE HA MO3IHHUX
CPOKax TecTaluu); OJIU3KOPOJICTBEHHBIM Opak, STHUUECKYIO MPUHAIIEKHOCTh CEMbH. 3aJEPKKY

MICUXOMOTOPHOT'O Pa3BUTHSL.

OcmoTp
[Ipu ocmoTpe HEOOXOAMMO OOPATUTh BHUMAHUE HA CIIEIYIOIINE SIEMEHTHI:

TEMIIEpaTypa TEja, POCT, BEC, OKPYXHOCTb TI'OJIOBBI, CBIIIb Ha KOXC TI'OJIOBbI M TYJIOBHIIA,
reMopparu4eCKue 3JICMEHTBI Ha KOXKE, AKTUBHBIC KPOBOTCUYCHHS, XKCITYIIHOCTD, 6J'I€,Z[HOCTB,
aJ'IB6I/IHI/13M, JIHM(i)Oﬂ,I[CHOHaTI/IIO, TOH3UJIJIUT, IMOPOKH Ppa3BUTHA CKEJICTA, OABILIKY, TAaXWUIIHOJ,
pasMEpPBl TICUCHHU, CCIC3CHKH, nepn(bepnqecxne OTCKHM, HCEBPOJIOru4ecKasd CHMIITOMATHKa

(mapesbl/apanuyy YepernHbiX HEPBOB, YPOBEHb CO3HAHUS, MCHUHI€AJIbHBIC 3HAKH).

JlabopaTopHble H MHCTPYMEHTAJIbHbIE HCCJIe0BAHUSA

MuHUMaIbHEINA 00513aTENbHBIN 00BEM 00CIIEJOBAHMUS:

> KiuHWYecKui aHANIU3 KPOBU: TEMOTTIOONH, TEMATOKPUT, JTEUKOLUTHI, JeHKOIUTapHAS
dbopmyna, TPOMOOLIUTEI

> bHOXUMUYECKHUI aHaTu3 KPOBH: TPUTIHUIEpUIbI(HATOIIAK), pepputuH chiBopoTkH, AJIT,
ACT, ounupyoun oomuii/ppakuuu, o0mmii 6enok, ab0yMuH, KpEaTHHUH, MOYEBHHA,

QJICKTPOJIUTHI.

10



> Koarynorpamma: pubpunoren, AUTB, npoTpoMOHHOBBIN HHIECKC

> V3U OprolrHoii moiocTu

> Pentrenorpadus rpyaHoi KIETKU

> Muenorpamma

> CnUHHOMO3rOBas MyHKITUS (TIOCEB, ITUTO3, OCIIOK, TIIFOK03a, TUTOIPErapar)

> Bupyconorus: [II[P IHK u ceposorus nutomeranosupyca, Bupyca Dniureiina-bapp,

BUY, HSV, HHV6, HHVS8, HZV, napsosupyc B19, anenoBupyc.
> T'emokynbpTypa
> MPT rosoBaoro mo3ra B pexkume T1, T2, FLAIR, ¢ KOHTpacTUpOBaHUEM T'aJIOTMHUEM.
> JIMMyHOTTI00YJIUHBI CBIBOPOTKHU
> JmmyHodeHoTUTHPOBaHNE TUM(POLUTOB NepudepuyecKoil KpoBu

> HLA-TunupoBaHue naeHTa u CEeMbH
*
> HccnenoBanue aktusHocTH HK-KI1eTOK

*
> HccnenoBanue ypoBHS pacTBOPHMOTO perienTopa K uHTepieikuny-2 (SCD25)

HOHOJ’IHI/ITCJ'IBHBIC DJIECMCHTbBI O6CJ'I€I[OBaHI/I$I (BBIHOJ'IH?[IOTCSI IIpu HAJIWYUHU CICHUaTIbHBIX

MOKa3aHui)

> HccnenoBanue skcrpeccuu neppopuna B HK kinerkax MeTo oM NpoTO4YHON IUTOMETPUU

*
00 HUMMYHOTUCTOXUMHUUYCCKHU.

> MHccnenosanue sxcnpeccuu CD107 na aktuBupoBanHbix HK-kireTkax™

> MonekynsipHo-reHeTudeckoe uccienoBanue renos PRF1, MUNC13D, STX11, STXBP, a
TaKXKe, MPU HATMYUK KIMHUYECKUX U TabopaTopHbIX ykazaHuii, reHoB SH2D1A, BIRC4,

RAB27.*
> FISH na neneruro pervona 22911.2*
> MeTtabonu4ecKkuii CKpUHUHT: aMMOHUHN TUTa3Mbl, aMUHOKHUCIOTHI MOYH ™
> DXO-kapauorpadus
> buoncus numpoysna
> buorncus nedeHu

> KommbroTepHast ToMorpadus rpyiHO# KJIETKH U OpIOIIHO MOJI0CTH
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*JlaHHBIE MCCIIEOBAHMSI HE OTHOCATCS K YUCIy PYTMHHBIX B OOJBIIMHCTBE CTaloHapoB P,

AOJIKHBI BBITIOJIHATBHCA IMPU HAJTMYINU COOTBGTCTBYIOH_[eﬁ TCXHOJIOTHH

Bepuguxanus 1uarLosa

Kak ykazaHo Bbllie, reMOQaronuTapHelii JTUM(OTHCTHOIUTO3 HE HMMEET MaTOTHOMOHHYHBIX
KIIMHUYECKUX WM J1a0OpaTOpHBIX MposiBIeHUN. JlMarHo3 ycTaHaBIMBAEeTCSI HAa OCHOBAHUU
XapaKTEpHOTO COYETaHUs CUMITOMOB M JJAOOPATOPHBIX MPHU3HAKOB. OOIIECTBOM MO H3YyYEHHUIO
TUCTHOILMTO30B pa3paboTaHbl JTMarHOCTHYECKUE KpUTEpUU reMo(arouTapHOro

JTUM(OTUCTUOLIUTO3A.

JlnarHocTuyeckue KpuTepun remMo(aronuTapHoro TMM¢GorucTUOLNTO3a,

Histiocyte Society, 2004

JIuxopanka [J 38,50 > 7 guen

o Cmnenomeranusi [J 3 cM u3 o Kpast p€6epHOit 1yru
o [luTomeHus B > 2°X TUHUAX

I'emorno6usn [ 90 r/n, TpoMOOIIATHI [ IOOxlog/n, HerTpodmisl [1 1

o [unepTpuraunepuaeMus u/uin runopuOpUHOTeHEMUS
tpurimnepuast [ 2,0 mmon/nm uimum [ 3SD

¢ubpunoren [J 1,5 r/n

o  ®epputun [1500 MKr/i

0 sCD25 0O 2500 Ex/n

o Camxenne aktuBHOoCcTH HK-KITeTOK

¢ ['emodarommTo3 B KOCTHOM MO3Te, TUM(ATUUECKHUX y3JIaX WU JIUKBOPE

JIns ycTaHOBIICHHUS AMArHO3a reMO(aronuTapHOro JUM(POTHCTHOIIMTO3a HEOOXOIUMO HaIN4ne
ISTH U3 BOCBMHU KpUTEpUEB. BaKHBIMU JONOIHUTEIBHBIMU KPUTEPHUSIMU SBIISIOTCS YMEPEHHBIN
MOHOHYKJI€APHBIH IJICOLUTO3, TIOBBIIIEHHAs KOHIIEHTpalus Oellka B CIIMHHOMO3TOBOM
xKuakocTH, Omnmupyouna u JIAI (> 1000 ME/n) B ceiBopotke. Ilpu BbIsBIeHUN OHayIeabHOMN
MyTallMi B OJHOM U3 TEHOB, aCCOLMUPOBAHHBIX C CEMEHHBIM TIeMo(arouuTapHbIM
JTUMQPOrUCTUOLUTO30M, JMAarHO3  YCTAQHABJIMBAETCS  HE3aBUCHUMO OT  KJIMHUYECKUX H

mabopaTOPHBIX MPOSIBICHUHN 3a00IEBaHUSI.

IlepBuuHBIi reMoparonuTapHbIi JUM(OrUCTHOLUTO3
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JInarHo3 MepBUYHOTO (TEHETHYECKH AETEPMUHHUPOBAHHOTO) TreMO(aromuTapHOro CHHIpOMA
YCTaHABIMBAETCA MpU 1) BBIABICHMM MYTallkd B OJHOM u3 mpuuuHHBIX TeHoB (PRF1,
MUNC13D, STX11, STXBP); wnu 2) HaJM4YuM yKa3aHUW HA aHAJIOTHYHOE 3a00JIeBaHUE Y
cubmuaroB. Hawamo 3a0osieBaHMS Ha TEPBOM TOJIY JKM3HH, coxpaHeHue neduumra HK-
KJIETOYHOM LMTOTOKCHUYHOCTU IIOCHE€ JOCTH)KEHUS  KIMHUKO-JI1a00paTOpHON  peMuccuu
3a00JIeBaHMs, PEIHUIUB 3a00JeBaHMsA, OJM3KOPOJCTBEHHBIH Opak TakKe YKa3bplBalOT Ha
HaCJIEICTBEHHYIO Npupoay 3aboneBanus. OtcyrcTBue skcnpeccun nepgopuna B HK-kierkax
yka3zpiBatoT Ha Myrauuu B reHe PRF1. OrcyrcrBue skcmpeccun CD107a Ha memOpane

axTuBUpoBaHHbIX HK-KiteTok yka3eiBaeT Ha mytanuu B reHax MUNC13D 6o STX11.

Bropuunblii reMogarouuTapHbIii CHHAPOM

HO}IXOHBI K AUAarHoCTUKEC BTOPHUYHOTO FeMO(baFOHI/ITapHOFO J'II/IM(l)Ol"I/ICTI/IOHI/ITOSa HE mmoajiexar
0000IICHNIO, TaK KaK CHUMITOMOKOMIIJIEKC IeMO(aroiuTapHOTO CHHAPOMA COCYIIECTBYET H
B3aMMOJICHCTBYET C MPOSBICHUSIMUA OCHOBHOTO 3a0ojeBaHus. [l yCTaHOBJICHHWs IUarHosa
PEKOMEHJIOBaHBI IPHUBEICHHBIC BBIIIC KPUTEPUH JUISI CEMEHHOro TremMo(aroiuTapHOTO
muM@oructuonuTo3a. OMOpHBIE TYHKTHI Ui JUATHOCTUKK Hanbolsiee pacnpOCTPaHEHHBIX

BapHaHTOB BTOPUYHBIX l"eMO(bal"OL[I/ITapHI)IX CUHAPOMOB IPUBCACHBI HUXCE.

IlepBuyHbIe UMMYHOAEGUIUTBI

Cungpom Yenmak-Xwuramu. [lapruanbHbIil KOKHO-TTIa3HOW anbOMHU3M. [ UTaHTCKHE TPaHyIIbI
B HeuTpodmnax, apyrux Jneiikonurtax. Heirponenus. Heltponennueckue uHPEKIUU B

adHaMHC3C.

Cungpom [I'puccemnu. IlapuuanpHblii ansOMHU3M  (CepO-CcepeOPHUCTBII OTTEHOK BOJIOC).

AHOManbHOE pacnpeacicHue NurMeHTa B BOJIOCax.

X-cueruieHHslit  muMdonponndepaTuBHbId  cUHApOM. Myxckoi mos. VYka3zaHue Ha X-
CIIETIJICHHOE HacliefloBaHue B aHamHe3e. KinHuka MHQEKIIMOHHOTO MOHOHYKII€03a B J1€0r0Te

3aboneBanus. Beicokas konuenrpauus JJHK 95B B kpoBu.
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310ka4YecTBeHHbIE HOBOOOPAa30BaHUS
I'ucronornuecku Bepu(UIMPOBAHHBINA JAUATHO3 3JI0KAYECTBEHHOTO HOBOOOpa3oBaHus. Crmucok
OITyXOJI€H, TOCTOBEPHO CBSI3aHHBIX C reMO(aroUTapHbpIM CHHAPOMOM MPUBEIEH B TaOIuUIe 2.

Tabmuuma 2. 31moKadecTBEHHbIE HOBOOOPA30BaHMS, AaCCOIMMPOBAHHBIE C  Pa3BHTHEM

reMo(aromuTapHOro CHHAPOMA

Hexomxxunckue numdomsr: T/HK-knerounsie tumpombl; aHamiacTudeckast KpymHOKIETOYHAS

mumpoma (NPM-ALK+); B-kpynHoKiI€eTOUHbIE TUM(OMBI;

FCpMI/IHOFGHHOKJ'ICTO‘IHBIC OITYyXOJIH

MHGJ’IO}IHCHJ’I&CTI/I‘ICCKI/IC CUHAPOMBI

I'uctrounTos u3 knetok Jlanrepranca

OcTpprit TuM(poOIACTHBIN JIEHKO3

OcTpplit MHenoOIacTHBIN JIEHKO3

CucreMHbIe ayTOMMMYHHbBIE 3200/ 1€BaHUS

KOBeHMIbHBIN PEBMATOUAHBIN apTPUT: 1eHOPMHUPYIOIIUN MOJIUAPTPUT, CEPO3UTHI, BBICOKAS
KOHLIeHTpauus ¢pubpuHOreHa u TpoMOOIUTO3 B 1e0r0Te 3a00J1€BaHMsl, BHICOKAs KOHIICHTPAIUS

dbepputHHa.
Nudexmuu.
Jlnisi yCTaHOBJIICHHS JUarHo3a reMo(arouTapHOro CHHIPOMA, CBS3aHHOTO C HHQEKIUCH,
HeoOxouMa uIeHTU(DUKAIUS BO3OYAMTENS JUIE KOTOPOTO XapaKTepHA acCOolMalus ¢

FCMO(I)aFOI_[I/ITapHLIM CUHAPOMOM. Cnucok BO36y,I[I/ITeHeI>'I, AOCTOBCPHO CBA3AHHBIX C

remMo(arouTapHbIM CHHAPOMOM, IPUBEZEH B Tabnue 3.

Ta6n1/1ua 3. HaTOFeHBI, ACCOMHUPOBAHHBIC C PA3BUTUCM BTOPUYHOT'O FCMO(I)aFOI_II/ITapHOFO

CHUHpOMaA
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Bupycsl bakrepuu ['pu6bI IIpocreimue
Bupyc Dnmreitna- Brucella melitensis Aspergillus Leishmani
bapp Chlamydia psittaci C.albicans a Babesia
LluromeranoBupyc Mycoplasma Criptococc P.falcipar
['epriec cumrIuiekce pneumonia us um
Bapuriesa 3octep Salmonella typhii Histoplasm Toxoplasm
I'epriec 6 u 8 Tumna Rikkettsia a a gondii
BUY M. Avium u M. capsulatum
AJICHOBUPYCHI tuberculosis Borrelia Penicillium
[TapBoBUpYC burgdorferi Leptospira | marneffei
B19 I'punm A Spirocheta pallidum P.carinii
(H5N1) Trychophyt
[Maparpumm 11 on beigelii
THUIT

Crparerust Tepanumu

Hacrosimas  cTpaterus Tepamuud  COOTBETCTBYET PEKOMEHIAIMSAM  MEXIYHapOIHOIrO

npoTokosia HLH-2004.

Bce manueHTsl ¢ mogo3peHrneM Ha NEpBUYHBIN reMoarouuTapHblil TMMQPOTrUCTHOLUTO3
JNOJKHBI ~ TOJYYUTh  KOMOMHUPOBAHHYI0  HMMMYHOCYIPECCHUBHYIO  XHMHOTEPAIUIO
npenapaTamu J1IeKCaMeTa3oH, 3TONO3U U LUKIOCIIOPHH A C LIEJIbI0 KOHTPOJISI CHCTEMHOTO
BOCIIAJICHUS M MPENOTBpalIeHUs] HEOOpPaTUMBIX TOBPEXIECHUNH OpPraHoB, B IEPBYIO

ouepe/ib — LIEHTPAJIbHON HEPBHOM CHCTEMBI.

Bcem nanuenTam ¢ oka3aHHBIM IICPBUYHBIM l"eMO(l)aFOI_[I/ITapHBIM HI/IMq)OFI/ICTI/IOHI/ITOSOM

MOKa3aHO BBHITIOJIHEHUE aJJIOTSHHOMN TpaHCIIaHTAallU KPOBCTBOPHBIX CTBOJIOBBIX KJICTOK.

EnuHoro nmoaxosa K Tepanuy BTOPHUYHBIX FeMO(aronuTapHblX CHHAPOMOB HET B CBSI3M C
reTepOreHHOCThI0 3TOM rpynmbl. OOmas TakTHKa 3aKiIo4aeTcss B KOMOMHaIMU
ITHOTPOMHOM Tepamud © HMMMYHOCYHNPECCHBHO\MMMYHOMOIYITUPYIOIICH Teparnuu,
MHTEHCUBHOCTh KOTOpPOM JIOJDKHA  BapbUpOBaTh B 3aBUCUMOCTH OT KIMHHYECKOH

CUTyalluH.

OmnpenesieHne craryca 3a00JieBaHus
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AKTHBHOE 3aboJieBaHuUe: COXpaHEeHHUe JTUXOPAIKU >38 0, MaCCHUBHOM

renaTroCcIIEeHOMET TN, TPOMOOIIUTOB < 50x109/n, HelTpoduos <lx109/n, OTpEeOHOCTU

B TpaHCQY3UAX SPUTPOLUTHON MACCHI.

YacTUyHBI OTBET: OTCYTCTBUE JIMXOPAAKH, MEUeHb <3 CM, cele3eHKa <5 CM H3-10J

pebpa, TpOMOOIMTOB >50x109/J1, HEHTpOUITOB >1x109/11, OTCYTCTBHE TOTPEOHOCTH B

TpaHCHY3UAX SPUTPOLUTHON MACCHI.

[lonHblil oOTBeT: paspelieHHe BCeX KIMHUYECKMX U JabOpaTOpHBIX MNPHU3HAKOB

3a00JieBaHUs (32 UCKITIOYEHUEM KJIETOYHOW IUTOTOKCUYHOCTH)

OcHoBHBIE NIpenaparsl
HNMmyHoOCcynpeccuBHAsi XMMHOTEpanus
> Jromo3u]l — HHruOUTOp TOmoM3oMepasbl Il, mModycHHTETHYECKHMH  XHMHOIpernapaT

PaCTUTETBLHOTO MPOUCXOKICHHUSL.

> JlekcaMeTa30H — CHHTETUYECKHUI TITFOKOKOPTUKOCTEPOUI.

> TluknocrnopuH A — UMMYHOCYIIPECCAHT, MHTHOUTOP KalIbIIMHEBPUHA.
> MeroTpekcar — aHTUMETa00JIUT, aHTAarOHUCT (OJIATOB.

> [IpenHn3010H — CHHTETUYECKUH TTTIOKOKOPTUKOCTEPOUI.
JAucnanceproe Had 01eHHE

ITogxon K AUCITAaHCCPHOMY Ha6J'II-O,I[eHI/IIO COOTBCTCTBYCT Ha6J'IIOI[eHI/IIO nNanucHTOB IIOCIIC
aJJIOreHHOU TpaHCIUIaHTAlUH KPOBCTBOPHBLIX CTBOJIOBBIX KIICTOK (CMOTpI/I pPEeKOMCHAAUU II0
aM6yJ'IaTOpHOMy Ha6J'II-OI[CHI/II-O ManUCeHTOB MOCJIC TPAHCIUIAHTALIUKU KPOBETBOPHBIX CTBOJIOBBIX

KIIETOK)

CoumanpbHasi 4 ICHXOJI0THYECKAs peadnanTanus

COL[I/IaJ'ILHaH n IICUXOJIOTNYCCKasa pea6I/IJ'II/ITaI_II/I$I NanucHTOB C FCMO(I)aFOI_[I/ITapHBIM

HHM(bOFHCTHOHHTOSOM OCHOBaHa Ha MCXKIUCIUITIIMHAPHOM B3aHUMOJCHCTBUH Bpada, Icuxojiora u
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couuanbHoro pabotHuka. KioueBbIM (akropom peadMiMTalMK  SBISETCS YCTAHOBIICHHE
OTKPBITBIX JOBEPHUTEIBHBIX OTHOIIEHHI M (HOPMUpPOBAHME Yy TAIMEHTa M €ro POJHUTENCH SCHBIX
MPEICTaBICHUA O Xapakrepe 3a0oJeBaHUs, BapuUaHTaX TEUEHUS OOJE3HU, BO3MOMKHBIX
OCTIOKHEHHUSAX M OTAAJICHHBIX NOCIENCTBHAX. HeoOXommmo yka3aTh Ha MpPEAONpPEeTICHHOCTD
HEOJarompusATHOTO MCXOAa NPU TEPBUYHBIX (popmax auMQorucTronnuTo3a M 0OYCIOBICHHYIO

O9THUM HCO6XOIII/IMOCTI) MMPOBCACHUA TPAHCIINIAHTALIMHA KPOBCTBOPHBIX CTBOJIOBBIX KIICTOK.

[Ipn maeHTHPUKAMN NPUYUHHOTO T'€HETHUYECKOro Jedekra HeoOXOAUMO OOCYIUTh C CeMbel

BO3MOXHOCTH npeHaTaanoﬁ JAUarHOCTHUKH.

4.2 Mopaejb mamueHTa

Mopnens nauuenta 1 Jletu u nogpoctku (0-18 ser) ¢ remodarouuTapHsIM TUMPOrUCTHOLUTO30M

OO0s3arenbHas COCTaBJIAOImIas1s MOACIN

Omnucanne COCTaBJISIONICH

Hozonoruueckas hopma

['emodaromuTapHbIit TMMPOTUCTUOIUTO3

Cranus 3a00j1€eBaHus

1 ocTpelii mepuon

®daza 3a001eBaHUSA

OcCJI0)KHEHUS

be3 ocnoxuenuii

Kox mo MKB-10 [1]

D-76.1
D-76.2

4.2.1. Kputepuu U NpU3HAKH, ONIPe/IeJIAIONINE MO/Ie/Ib MAlMeHTA.

Bce IIalIIMCHTHI C BIICPBBIC

nuMdoructronmTosa B Bozpacre 0-18 er.

YCTaHOBJICHHBIM

ANargso30M FCMO(baFOHI/ITapHOFO

I[I/Ial"HOS l"eMO(bal"OL[I/ITapHOFO JII/IM(I)OFI/ICTI/IOI_II/ITO38. YCTAHOBJICH Ha OCHOBAHUHN CTAHIAPTHBIX

KpUTEPUEB

4.2.2. TlepeyeHb MeANUMHCKHUX YCJIYT OCHOBHOI'O H I0IIOJIHUTEILHOIO

aCCOPTHMEHTA

1. TlepeueHp  MEIUIIMHCKUX

yeayr

(MY)

corjiaCHO «HOMCHKJ'IaTpr

yciIyr B

3APaBOOXPAHCHUW» JIS1 JUATIHOCTUKHU B CTAlITMOHAPEC MPCACTABJICH B T3.6J'II/II_IC 1:
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VYcnosus okazanus MVY: crainoHapHbIe
OyHKIMOHANBHOE Ha3HAaYeHHEe MY : muarHoctuka 3a0oieBaHuit

Tabnuna 1. JluarHoctuka B cTarioHape

Ycpenn
eHHaf
YcpeaHeHH | KpaTHO

ast yacToTa CTh
NpeIocTaB | MPUMEH

Kox ycyru JeHust ennst | HaumeHnoBanme ycayru (CHpaBo4HO)

OcmoTp (KOHCYNBTAlKA) BpauOM-aHECTE3NO0IOr OM-PEaHUMATOJIOT OM

B01.003.001 1,000 1,000 | mepBu4HBI
B01.010.001 0,100 1,000 | ITpuem (ocMOTp, KOHCYIIbTAIIMS) Bpada-IeTCKOr0 XHUPypra MepBUYHBIN
B01.013.001 1,000 1,000 | ITpuem (ocMOTp, KOHCYJIbTALIMS ) Bpaya-aHeToora
ITpuem (ocMOTp, KOHCYJIbTALHSI) Bpaya-JAeTCKOTo Kap/uosora
B01.015.003 0,100 1,000 | mepBuUHBIi
B01.024.001 0,100 1,000 | ITpuem (ocMOTp, KOHCYINIBTAIIMS) Bpada-HeHpOXUpypra nepBUIHBIN
IIpuem (ocMOTp, KOHCYIBTAIIHSI) Bpada-OTOPHHOIAPHHTOJIOTA
B01.028.001 0,200 1,000 | mepBuYHBIH
B01.029.001 1,000 1,000 | ITpuem (ocMOTp, KOHCYJIbTAIHS) Bpaua-o(pTaabsMojI0ra MepBHYHbIH

IIpuem (ocMOTp, KOHCYIBTAIMS) Bpadya-IeTCKOTO YHAOKPHUHOIOTA

B01.058.003 0,800 1,000 | mepBuYHBIi
[Ipodunakrudeckuit mpuem (OCMOTp, KOHCYJIBTAIN) Bpada-
B04.023.002 1,000 1,000 | meBpomora
B01.005.001 1,000 1,000 | ITpuem (ocMOTp, KOHCYNIBTAIIMS) Bpada-TreMaToiora MepBUYHbIH
B03.016.003 1,000 1,000 | OOmmii (KTMHNYECKHIA) aHAIN3 KPOBH Pa3BEPHYTHIN
Mopdonorndeckoe (THCTOIOTHYECKOE) HCCIeTOBAHUE IIperapaTa
A08.01.001 0,100 1,000 | xoxu
A08.01.003 0,100 1,000 | I'mcroxuMuyeckoe ucciaenoBaHueE MpermapaTa KOXH
A08.03.002 0,010 1,000 | I'ucromoruyeckoe rcciaea0BaHNE MpernapaTa KOCTHOH TKaHU
A08.06.003 0,500 1,000 | I'ucromornveckoe McciaenoBaHUE MperapaTa TkaHel Tumdoy3ina

MOJ'IeKy.]'IFIpHO-6I/IOJ'IOFI/I‘{eCKO€ HCCJIICAJOBAHUC MYTAllUH I'CHOB B

A08.30.008 1,000 1,000 | Tkansax

A09.05.018 1,000 1,000 | UccnenoBanne ypoBHSI MOYEBOM KHCIOTHI B KPOBU

HUccnenoBanre ypoBHsI CBOOOIHOTO U CBSI3aHHOTO OMIMPYOHHA B

A09.05.022 1,000 1,000 | xpoBu

A09.05.025 1,000 1,000 | UccnenoBanue ypoBHS TPUTIHUIIEPHUIOB B KPOBH.
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A09.05.076 1,000 1,000 | UccnenoBanue ypoBHs (peppuUTHHA B KPOBH.
A09.05.032 1,000 1,000 | UccnenoBanue ypoBHS OOIIETO KAIbIUS B KPOBU
A09.05.033 1,000 1,000 | UccrnenoBanue ypoBHs Heopranuueckoro ¢gocdopa B kpoBu
A09.05.034 1,000 1,000 | MccnenoBanue ypoBHS XJIOPUIOB B KPOBH
A09.05.037 1,000 1,000 | MccnenoBanue KOHIIEHTpAMU BOAOPOAHBIX HOHOB (pH) KpoBH
A09.05.038 1,000 1,000 | MccrnenoBanue ypoBHSI OCMOJISIPHOCTH (OCMOJISUTEHOCTH ) KPOBU
A09.05.044 1,000 1,000 | MccnenoBanue ypoBHSI raMMa-TIIIOTAMUITPaHCepa3bl B KPOBH
A09.05.045 1,000 1,000 | MccrnenoBanue ypoBHS aMuiIas3bl B KPOBU
A09.05.046 1,000 1,000 | UccnenoBanue ypoBHSs 1menodHoi Gocdarassl B KpoBU
A09.05.050 1,000 1,000 | UccnenoBanue ypoBHS puOpHHOreHa B KPOBU
A09.05.228 1,000 1,000 | MonekynspHo-Ouonornyeckoe uccieaosanue kporu Ha JJHK BUY -1
A09.23.001 1,000 1,000 | [uTomornueckoe UCCIIeqOBaHNE KIETOK CIIMHHOMO3TOBOM KUIKOCTH
A09.23.003 1,000 1,000 | MccnenoBanue ypoBHS TIIFOKO3bI B CIIMHHOMO3IOBOH JKHIKOCTH
A09.23.004 1,000 1,000 | UccnenoBanvie ypoBHs Oelika B CIIMHHOMO3TOBOW YKHIKOCTH
MHUKPOCKOITMYECKOE HCCIIEIOBAHUE CITMHHOMO3TOBOM JKUIKOCTH,
IIOJICUET KJIETOK B CUETHOM
A09.23.008 1,000 1,000 | kamepe (onpeneneHue 1UTO3a)
A09.28.019 1,000 1,000 | Ompenenenue OCMOJIIPHOCTH MOYH
A09.28.022 1,000 1,000 | Ompenenenue yaeasHOro Beca (OTHOCUTEILHON IIJIOTHOCTH ) MOYH
A12.05.005 1,000 1,000 | Ompenenenue OCHOBHBIX Ipymi KpoBH (A, B, 0)
A12.05.006 1,000 1,000 | Ompenenenue pe3yc-mprUHAIICKHOCTH
Al12.05.010 1,000 1,000 | Ompenenenune HLA-anTureHos
OmpeneneHne IpoTPOMOMHOBOTO (TPOMOOIIIIACTHHOBOTO) BpEMEHH B
Al12.05.027 1,000 1,000 | kpoBH WK B IIa3Me
Ompenenenne BpeMEHH CBEPTHIBAHUS TIa3MBbI KPOBH,
aKTHBUPOBAHHOT'O
A12.05.039 1,000 1,000 | xaonmuHOM W (WIH) KehaTnHOM
Al12.06.001 1,000 1,000 | UccnenoBanne momynsuii TMMGOIIUTOB
A26.05.001 1,000 1,000 | bakTepuonormaeckoe ucciaenoBaHe KPOBH HA CTEPHIIBHOCTD
MornekynspHO-O10IOrHIecKoe NCCIeJOBaHHE KPOBH Ha BUPYC
A26.05.011 1,000 1,000 | Dnurreitna-bappa
MortekyspHO-O10I0rn4ecKOe NCCIeJOBAaHHE KPOBU HA
A26.05.017 1,000 1,000 | nuToMeranoBupyc
Onpenenenne anturen knaccoB M, G (IgM, IgG) x aneHoBupycy
A26.06.005 1,000 1,000 | (Adenovirus) B kpoBu
Onpenenenne antuten knaccoB M, G (IgM, IgG) k antureny
A26.06.040 1,000 1,000 | BupycHoro renaruta B B kpoBu
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Onpenenenne anturen knaccoB M, G (IgM, IgG) x BupycHOMy

A26.06.041 1,000 1,000 | rematuty C B KpOBU
Onpenenenne antuten kiaccoB M, G (IgM, IgG) x Bupycy
UMMYHOZC(DHUIINTA YEIOBEeKa
A26.06.048 1,000 1,000 | BUY-1 B kpoBHU
Onpenenenuie antuten kiaccoB M, G (IgM, IgG) k Bupycy
UMMYHO/IeHUIINTA YeIOBEeKa
A26.06.049 1,000 1,000 | BUY-2 B kpoBHU
Ompenenenne antuten kiaccos M, G (IgM, IgG) x mapsosupycy B19
A26.06.063 1,000 1,000 | (Parvovirus B19) B kxpoBH
Onpenenenuie anTuten kK 6nequoi rpernoneme (Treponema pallidum) B
A26.06.082 1,000 1,000 | xpoBu
A26.06.100 1,000 1,000 | Ompenenenue ummyHornodynuHoB (IgA, IgM, I1gG) B kpoBu
Mukpobuonornueckoe UcCIe0BaHNEe CIMHHOMO3TOBO KHUKOCTH Ha
a’poOHBIC
U QaKyIbTaTHBHO-aHAIPOOHBIE YCIIOBHO-TIATOI€HHBIE
A26.23.006 1,000 1,000 | MHKpOOpPTraHU3MEI
B03.016.004 1,000 1,000 | Ananu3 KpoBH OMOXUMHUYECKUI O0IeTepaneBTHICCKU M
B03.016.006 1,000 1,000 | Aganus Mouu 001U
A05.10.006 1,000 1,000 | Perucrpariius 3aeKTpOKapIHOrpaMMBbI
VY IIpTpa3ByKOBOE HCCIIEIOBAaHIE MATKUX TKaHEH (07HA aHATOMUYECKast
A04.01.001 0,300 1,000 | 30Ha)
VY IpTpa3ByKOBOE HCCIIeIOBaHHUE INM(DATHYECKHX Y3II0B (01HA
A04.06.002 1,000 1,000 | anaToMuyecKas 30Ha)
A04.10.002 0,500 1,000 | Dxokapauorpadus
Y apTpa3zByKOBOE UCCIENOBAHNE OPTraHOB OPIONTHON TOJIOCTH
A04.16.001 1,000 1,000 | (xoMrIuteKcHOE)
A04.30.003 1,000 1,000 | YapTpa3BykoBO€ HCCIIENOBAaHNE 320PIOIIMHHOTO MPOCTPAHCTBA
A04.30.004 1,000 1,000 | YapTpa3zByKoBOE OIpeneneHne XUIKOCTH B OPIOITHOM ITOJOCTH
A05.10.007 0,300 1,000 | MoruTOpHpOBaHKE IEKTPOKAPANOTPAPHIECKIX JaHHBIX
A05.23.009.00 MarautHO-pe30HaHCHas! TOMOrpad s TOIIOBHOT'O MO3Ta €
1 1,000 1,000 | koHTpacTUpOBaHUEM
A06.03.001 0,200 1,000 | Pentrenorpadus depena TaHTeHIIMATHHAS
A06.03.002.00
1 0,500 1,000 | Komnbrorepaas Tomorpagusi roloBbl C KOHTPACTUPOBAHHUEM
A06.03.020 0,050 1,000 | Pentrenorpacdus no3BOHOYHUKA, BEPTHKAIBHAS
A06.03.021 0,050 1,000 | Pentrenorpadus BepxHei KOHEUHOCTH
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A06.03.036 0,050 1,000 | Pentrenorpadus HIXHEH KOHEYHOCTH

A06.03.041 0,050 1,000 | Pentrenorpadus Bcero tasza
A06.03.060 0,050 1,000 | Pentrenorpadus yeperna B mpsMOi MPOSKIUN
A06.09.005 1,000 1,000 | KomnbroTepaas Tomorpagusi OpraHoB IPyJHOH MOJOCTH
A06.09.007 1,000 1,000 | Pentrenorpadus nerkux
A06.30.005 0,700 1,000 | Komnbrorepaas Tomorpadus opraHoB OpIONIHON MOIOCTH
A06.30.007 0,700 1,000 | Komnbrorepaas Tomorpadus 3a0pIoIIMHHOTO IPOCTPAHCTBA
A07.03.001 0,050 1,000 | CraunTturpadus xocreit
Al11.12.001 1,000 1,000 | Karerepuzamust MOIKIIOYMYHON U APYTHX IIEHTPAIbHBIX BEH
Al11.01.001 0,100 1,000 | buoncus xoxu
A11.03.001 0,050 1,000 | bBuoncus xoctu

IToy4yeHne HUTOIOrMYECKOro npenapara KOCTHOrO MO3ra IyTeM
A11.05.002 1,000 1,000 | myHKIMH
A11.06.002 0,050 1,000 | Buorncwust tumMpaTHIECKOro y3ia
Al11.14.001 0,050 1,000 | UpeckokHast OUOICHS MTEUCHU
Al11.23.001 1,000 1,000 | CnuHHOMO3rOBasI MMyHKIUS
Al11.28.007 0,050 1,000 | Karerepuzaiusi MOYEBOIO IMy3bIPsI
A11.30.015 1,000 4,000 | ITepecraHoBKa LIEHTPAJIBHOTO BEHO3HOTO KaTeTepa
A16.05.001 1,000 1,000 | TpaHcIaHTaIMs KOCTHOI'O MO3Ta

AmHecre3uonornyeckoe nocobue (BKIrOUas paHHEe

B01.003.004 1,000 5,000 | mocneonepanoHHOE BEACHUE)

2. llepeuenr  memumuHckux  yceayr  (MY)  cormacHo  «Homenkmatype — ycayr
3/IpaBOOXPAaHEHUN» I KOHTPOJIS JISUSHUsI [Ipe/ICTaBjIeH B Tabnuie 2:
VYcenoBus okazanus MVY: cranoHapHbie

OyHKIMOHANBHOE Ha3HaueHue MY: nedyenue 3a0oneBaHuit

Tab6muma 2. JInarnoctuyeckue MY aj1 KOHTPOJIS JICUCHUSI.

Ycepenn
Ycpenne | enHas
HHas KPaTHO
4acToTa CTh
NpeaocTa | NpUMeH

Kon yeayru BJICHUS ennst | HaumeHoBaHue yciiyru (CipaBo4HO)

B01.003.002 0,500 11,000 | OcmoTp (KOHCYIBTAIMS) BPAYOM-aHECTE3U0I0I OM-
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PCaHUMAaTOJIOIOM HOBTOpHLIfI

[Ipuem (ocMOTp, KOHCYIBTALIMS) Bpaya-IeTCKOTO XUPypra

B01.010.002 1,000 3,000 | moBTOpHBII
ITpuem (ocMOTp, KOHCYIbTAIHSI) Bpaya-JAeTCKOTO KapuoJora

B01.015.004 0,010 3,000 | moBTOpHBIH

B01.024.002 0,100 1,000 | [Tpuem (ocMOTp, KOHCYJIbTALIMS) Bpaya-HEHPOXUPYpra MOBTOPHBIN
ITpuem (ocMoTp, KOHCYIBTAIMS) Bpada-0TOPUHOJIAPUHIOIOTa

B01.028.002 0,100 4,000 | moBTOpHBIH

B01.029.002 1,000 8,000 | ITpuem (ocMOTp, KOHCYNIbTAIMS) Bpada-0(TaIbMOJIOra IIOBTOPHBIN
ITpuem (ocMOTp, KOHCYIBTAIMS) Bpaya-IeTCKOT0 YHOKPUHOIOTa

B01.058.004 1,000 1,000 | moBTOpHBII

B01.023.002 1,000 | 10,000 | ITpuem (ocMOTp, KOHCYIBTAIIMS) Bpaya- HEBPOJIOra MOBTOPHBIH

B01.013.002 1,000 7,000 | ITpuem (ocMOTp, KOHCYJIBTAIIMS) Bpada-JIUeToNIora IIOBTOPHBIN

B03.003.005 0,100 10,000 | CyrouyHoe HaOJIOICHHE peaHUMAI[MOHHOTO Tal[MeHTa

B01.005.002 1,000 | 264,000 | ITpuem (ocMOTp, KOHCYIBTAIINS) Bpaua-reMaTojIora NOBTOPHBIH

B03.016.003 1,000 | 36,000 | OOmwmii (KTMHUYECKHIA) aHAIH3 KPOBU Pa3BEPHYTHIN
I{uronornueckoe ncciaenoBaHNEe Ma3ka KOCTHOTO MO3ra (TIojcyer

A08.05.001 0,100 1,000 | dopmysibl KOCTHOT'O MO3ra)

A08.05.002 0,100 1,000 | I'ucronoruyeckoe UCClIeqOBaHKE IIpernapaTta KOCTHOrO MO3ra

A09.05.018 1,000 | 36,000 | MccnenoBanue ypOBHS MOYEBOM KHUCIOTHI B KPOBH
HccnenoBanue ypoBHs CBOOOIHOTO U CBSI3aHHOTO OMIMpyOHHA B

A09.05.022 1,000 | 36,000 | xpoBu

A09.05.025 1,000 | 36,000 | UccnenoBanue ypoBHSI TPUTITUIICPH]IOB B KPOBH.

A09.05.032 1,000 36,000 | MccnenoBanue ypoBHS OOIIEro KabIHsI B KPOBU

A09.05.033 1,000 | 36,000 | NccnenoBanue ypoBHs Heopranmdeckoro gocdopa B kpoBu

A09.05.034 1,000 | 36,000 | UccnenoBaHne ypOBHS XJIOPUIOB B KPOBH

A09.05.035 1,000 8,000 | NccnenoBanne ypoBHSI JIEKapCTBEHHBIX MIPEMApaTOB B KPOBH

A09.05.037 1,000 10,000 | UccnenoBanne KOHIIEHTPAMK BOIOPOIHBIX HOHOB (pH) kpoBn

A09.05.038 1,000 10,000 | UccneqoBanme ypoOBHSI OCMOJISIPHOCTH (OCMOJISUTBHOCTH) KPOBU

A09.05.044 1,000 | 36,000 | MccnenoBaHne ypoBHS TaMMa-TIIFOTaMIIITPaHC(epa3sl B KPOBH

A09.05.045 1,000 | 36,000 | MccnenoBanne ypoBHS aMIIIa3bl B KPOBU

A09.05.046 1,000 | 36,000 | NccnenoBanue ypoBHS MIETOYHOMN (ocaTasbl B KPOBH

A09.05.050 1,000 10,000 | UccnenoBanne ypoBHs puOprHOTeHa B KPOBU
MonekynspHO-Oronorndeckoe ucciueaoBanre kposu Ha JJHK
BUpyca nMMyHonedummra yenoseka BUY -1 (Humman

A09.05.228 1,000 1,000 | immunodeficiency virus HIV-1)

A09.19.011 0,200 4,000 | MccnemoBanue kajia Ha HATMYKE TOKCHHA KIIOCTpUAUU nudduiimie
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(Clostridium difficile)

A09.20.003 1,000 10,000 | Ompenenenue J-numepa
L{uronorudeckoe ucciaeoBaHUE KIECTOK CIIMHHOMO3TOBOM
A09.23.001 0,100 1,000 | »xuaxocTH
A09.23.004 0,100 1,000 | Uccnenoranue ypoBHs OeKa B CIIMHHOMO3TOBOM JKUIKOCTH
MHEKPOCKOITMYECKOE UCCIIEIOBAHUE CITMHHOMO3TOBOM JKUIKOCTH,
A09.23.008 0,100 1,000 | moacueT KJIETOK B CUCTHOM Kamepe (OmnpeeeHIe IUTo3a)
A09.28.006 0,200 4,000 | UccnenoBanue ypoBHS KpeaTHHHHA B Moue (1poba Pebepra)
A09.28.010 0,200 4,000 | HccnenoBanue ypoBHSI MOYEBOW KUCIIOTHI B MOYE
A09.28.011 0,200 4,000 | HccnenoBanue ypOBHS TIFOKO3bI B MOYE
A09.28.020 0,200 4,000 | TecT Ha KPOBH B MOUE
A12.05.004 0,200 2,000 | ITpoba Ha COBMECTUMOCTH TIepe/l MepEIMBaHUEM KPOBH
A12.05.005 0,200 1,000 | OnpeneneHne OCHOBHBIX TpyI Kposu (A, B, 0)
A12.05.006 0,200 1,000 | Onpenenenue pe3yc-IpUHAICKHOCTH
OrmnpezieneHne MOArpyIIbl U IPYTrUX TPYII KPOBH MEHBIIIETO
A12.05.007 0,200 1,000 | 3nauenus A-1, A-2, D, Cc, E, Kell, Duffy
A12.05.008 0,200 4,000 | Henpsimoti anTHrio0yanHoBbIH TecT (TecT KymOca)
A12.05.026 1,000 10,000 | MccnenoBanue ypoBHs KHUCIOPO1a KPOBU
A12.05.028 1,000 10,000 | Ompenenenre TpPOMOMHOBOTO BPEMEHHU B KPOBU
A12.05.028 1,000 10,000 | Ompenenenue TpOMOMHOBOTO BPEMEHHU B KPOBHU
A12.05.032 1,000 10,000 | MccnenoBanre ypoBHS YIJICKUCIIOTO ra3a B KPOBH
Ompenenenne BpeMEHH CBEPTHIBAHUS TIa3MBbI KPOBH,
A12.05.039 1,000 10,000 | akTHBMPOBAHHOIO KAOJIHHOM M (HJIK) KedalnHOM
Al12.06.001 1,000 2,000 | UccrnenoBanvie MOMYNISAIUN JTUMQOIUTOB
Al12.06.001.001 1,000 2,000 | UccnenoBanune CD3+ numdonuton
A12.06.001.002 1,000 2,000 | UccneqoBarne CD4+ mumdoruTo
A12.06.001.003 1,000 2,000 | UccnenoBanne CD8+ mumdonmTo
Al12.06.001.004 1,000 2,000 | Uccnenoarne CD16+/ CD56+mmbonuToB
Al12.06.001.005 1,000 2,000 | UccnenoBarme CD19+mumdbonnTos
Al12.06.001.006 1,000 2,000 | UccnenoBarne CD20+mumbonnTos
A12.06.001.009 1,000 2,000 | UccnenoBanne CD45+mumbonnTos
A12.06.001.011 1,000 2,000 | UccnenoBarne HLADR+mmumponuToB
Bakrepronornueckoe ucciaeqoBaHHE PAaHEBOTO OTAEISIEMOro Ha
A26.02.001 0,200 1,000 | a’poOHBIE U haKyTbTATHBHO-aHAIPOOHBIE MUKPOOPTAHU3MBI
A26.05.001 1,000 5,000 | BakTepuonorudeckoe uccieoBaHe KPOBH HA CTEPUIIEHOCTh
MoutekysipHO-OMO0I0OrH4ecKoe NCCIeJOBaHHE KPOBU Ha BUPYC
A26.05.011 1,000 4,000 | Onreitna-bappa (Epstein — Barr virus)
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MOJ'ICKy.]'ISIpHO-6I/IOJ'IOFI/IIIGCKOG HCCIICAOBAHUC KPOBU Ha

A26.05.017 0,200 10,000 | uuromeranoBupyc (Cytomegalovirus)

Onpenenennie anTurena x Bupycy renaruta B (HBsAg Hepatitis B

A26.06.036 1,000 1,000 | virus) B kxpoBu

Bakrepuonornueckoe uccaeaoBaHUE CIU3U C MUHIAIMH U 3aIHEH

CTEHKH TJIOTKH Ha a3pOOHBIE M (aKyJIbTaTHBHO-aHAdPOOHBIC

A26.08.005 0,500 2,000 | MHKpOOpraHU3MBI

OrmnpezieneHne 4yBCTBUTEBHOCTH MUKPOOPTaHH3MOB K
A26.30.004 1,000 5,000 | anTHOMOTHKAM U APYTHM JIEKAPCTBEHHBIM pernaparam
A26.30.007 0,100 | 10,000 | Ompenenenne MeTabOTUTOB TPHOOB

Koarymorpamma (opueHTHPOBOYHOE HCCIIEIOBAHNUE CHCTEMBI
B03.005.006 1,000 | 10,000 | remocrasa)
B03.016.004 1,000 36,000 | Ananu3 KpoBY OMOXMMHUYECKHI OOIIEeTepaneBTHYECKU I
B03.016.006 1,000 18,000 | Ananu3 Mo4u OOIMiA
A05.10.006 1,000 2,000 | Perucrparust 31eKTpOKapIHOrpaMMbI
A06.09.005 0,500 2,000 | KomnbroTepHaast ToMmorpadusi OpraHoB Py THOH MTOJIOCTH
A06.30.005 0,200 2,000 | KomnbrorepHast ToMorpadusi OpraHoB OpIONIHON MOJIOCTH

YIbTpa3ByKOBOE HCCICIOBAHIE OPTaHOB OPIOIIHOM TOJIOCTH

A04.16.001 1,000 4,000 | (koMILIEKCHOE)

MarHuTHO-pe30HaHCHAs TOMOrpadus FOJIOBHOIO MO3ra ¢
A05.23.009.001 1,000 1,000 | xoHTpacTHpPOBaHUEM
A06.03.002.001 0,500 1,000 | KommbroTepHas ToMorpadust rooBbl ¢ KOHTPACTHPOBAHUEM
A06.09.007 1,000 4,000 | Pentrenorpadus Jerkux

4.2.3. XapakTepuCcTHKA aJITOPUTMOB H 0COOEHHOCTEeH MpUMeHeHusl
MEIMIHHCKUX YCJIYT NP TaHHOH MO/IeJIN MalfeHTa

Knuauueckre mposiBICHUST TeMOo(paroiuTapHoro JTUMQOTUCTHOIIUTO3a  HecHelu(pUIHBI,
MAaTOTHOMOHUYHBIC TPHU3HAKH, 32 HCKIIOYCHHEM CIEeHU(DUIECKON MOJICKYISIPHO-TCHETHYECKOM
AHOMaJIMU, OTCYTCTBYIOT. B cBsi3u ¢ 3THM Kpyr auddQepeHInanbHOT0 JAUarHo3a paciiupsercs,
oOcrenoBaHue Ha dTale NMArHOCTUKYU B CTAllMOHApe BKIIOYAET JOTOJIHUTEIbHbIC TECTHPYIOIIHUE.

OCHOBHBIMHU DJI€MEHTaMU JUArHOCTUKUA TeMO(aronuTapHOTO JUMQPOTUCTHOLUTO3a SIBISIOTCA: 1)
YCTaHOBJICHHE TUArHo3a «reMo(aronuTapHblii TUM(GOTUCTHOLMTO3)» HA OCHOBAHUU CTAHJIAPTHBIX
kputepueB. HeoOXoauMo MOAYEpKHYTh, YTO OT Ha JAHHOM JTale MPEAbSBISIOTCS BBICOKHE
TpeOOBaHUSI K OINEPaTHBHOCTH YCTAHOBJEHHS J[AMarHo3a, TaK KakK Tepanus Ha3HaudaeTcs Ha
OCHOBaHUU MPEIBAPUTEIHHOTO MuarHo3a. CBOEBpEeMEHHOE Ha4ajIo Teparuu MpeI0TBPAIAeT CMEPTh

nanueHTa v (GopMUpOBaHHE HEOOPAaTUMOIrO HEBPOJIOTHYECKOro JeuiuTa MpH IMOPaXKEHUH
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LHEHTPAJIbHOW HEPBHOW CHUCTEMBI. 2) YCTAaHOBJICHHWE TEHETHYECKOW MPHPOJBI 3a00JIeBaHMS.
HacnencrBennas mpupoaa 3a0ojeBaHUs ABJSETCS MOKa3aHUEM K BBINOJHEHHUIO TPAHCIUIAHTALUU
KOCTHOTO Mo3ra. HacnmeactBeHHast mpupoa 3a00J€BaHUS MOKET OBITh YCTAaHOBJICHA MPSAMO, HA
OCHOBAHUU MOJIEKYISIPHO-TEHETUYECKOTO HUCCIIEZIOBAHMS, JIMOO KOCBEHHO, Ha OCHOBAHUHU
CEMEHHOro aHamHe3a (CMEPTH CHOJIMHTOB MPU AHAJIOTUYHBIX KIMHUYECKUX OOCTOSITEIbCTBAX,
OJIM3KOPOJICTBEHHBI Opak). YCTaHOBICHHE TCHETUYECCKOW MPUPOABI 3a00JICBaHHS JOJDKHO OBITH
BBINIOJIHEHO B TeueHue 1-ro mecsia OT yCTaHOBJIEHMs JAuMarHos3a. B ciydae, ecnu HacneacTBEHHas
npupoaa TremMo(parouuTapHOro  JUMQOTHCTHOLMTO3a HE  MMOATBEPXKJAEHA, IOKa3aHUS K
TpPaHCIUIAHTAI[MM YCTAHABJIMBAIOTCS HA OCHOBAHMU XapakKTepa TeueHUs 3a00JeBaHUs, B NEPBYIO

ouepesib — peryIuBe 3a00JIeBaHUS 110CIIE OCTAHOBKU MMMYHOCYIIPECCUBHON TEPAIHH.

4.2.4, TpeGoBaHus K JIeKAPCTBEHHOM MOMOIIN CTAIMOHAPHOM
TpebGoBaHusi K JI€KapCTBEHHOW IMOMOUIM CTAallMOHAPHOM MpPEACTaBICHbl B 3alOJHEHHOMN

dhopme, mokazannoi Ha Pucynke 4.1.

OpueHTHPOBO | IKBUBAJIEHTH
dapmako-
ATX noxa- HenareHTroBaHHOE Yacrora YHas JHEBHAsA | adg KypcoBas
TepaneBTHYeCKast
rpynmna HaMMeHOBaHHe Ha3HAYeHHs 1032 a03a
rpynmna
oamn (OKID)
[IpotuBoomnyxoneBble, UIMMYHOZEIIPECCUBHBIE U COMTYyTCTBYIOILUE
1
cpencTBa
[IpotuBoomyxoneBble NpenapaTsl U 1
HMMYHOMOJLYJISITOPBI
DTOnO3uUN 1 75 mr 1500 mr
Huxnocniopun A 1 50 mr 1500 mr
Merotpekcar 0,5 10 mr 40 mr
I'opmoHanbpHBIE TpETAPATHI IS 1
CHCTEMHOT'O HCIIOJIb30BAHUS
JlexcameTa3oH 1 5mr 440 mr
CpencrBa, IpUMeHsIEMbIe TS IPOPHUIAKTHKH U JICICHUSL 1
WHQPEKIHA
[IpoTrBOMUKPOOHEIE TIpETIAPaTHI IS 1
CHCTEMHOTO HCTIOJIb30BAHUS
Ko-tpumoxkcazon 1 480 mr 74880 mr
(Cynmpdamerokcaszon +
Tpumeronpum)
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OpueHTHPOBO | JKBUBAJIEHTH
dapmako-
ATX nox- HenarenToBanHoe Yacrora 4YHasl JHEBHasl | ad KypcoBas
TepaneBTHYeCKas
rpynma HaNMMeHOBaHHe HA3HAYCHHUSA ao3a ao3a
rpynmna
oam (3K
PacTBOpEI, 271€KTPONUTEI, CPEACTBA KOPPEKLIUU KHCIOTHOTO 1

PpaBHOBECH, CPCACTBA IMTUTAHUA

[Tna3zmozamernatoniye u 1
niepy3nOHHBIE PACTBOPEI
Hatpus xnopug 1 27000 mr 600000 mr
Hatpus runpokapbonat 1 14500 mMr 100000 mr
DPpUTPOB3BECH
0,8 250 mu 2000 mn
¢unpTpOBaHHAS
TpomOOKOHIIEHTpAT
0,8 3 no3 45 no3
adhepesHbIit
CBexxe3aMopoKeHHast
0,8 250 M 2000 mn
iazma

Pucynok 4.1. [Ipusenennsie B popMe 70351 TIpenapaToB sBIstOTCs yepenHenHou Beanannor. OJ1/] u OKJI paccunrans
2
JUISL «CTaHIAPTHOTO» MaIMeHTa C TUIONIa b0 noBepxHocTH Tena 0.5 M mpu Ucnonb30BaHuK Hanbolee

pactpoctpanenHoro B Poccun nportokona HLH-2004

4.2.5. XapakTepuCTHUKH AJITOPUTMOB M 0COOEHHOCTEH MPUMEHEeHH sl

MEIUKAMEHTOB

JdTranbl Tepanuu

HNmmyHocynpeccuBHAsI XMMHOTePaNusi

Boigensitor ABa 9Srana: MHHUIMANbHAs Tepanmus M MOJJEp)KMBaomias Tepamus. Tepamnus
JIEKCAaMETa30HOM, 3TOMO3HUJIOM W LHUKIOCIOPHUHOM JIOJDKHA OBITh HayaTa HEMEIJIEHHO MOcie
yCTaHOBJICHHsSI JauarHo3a. TedeHue wuHpekuuii U T1iIyOOKas HEUTPONEHUS He SBISIOTCA

OCHOBAaHHEM JII OTCPOYKHU Haydajla TCpalluu.

NavnuanbHas Tepanus

Kpr 1505050005 I3 ()71 TCpariu NpOBOJAUTCA B TCUHCHUC 8 HCACIIb. HCJ'IB WHULIAATBHOM TCpaIlu —

JAOCTHIXXCHHUC ITIOJTHOI'O 00 YaCTHYHOTO OTBETA.

JlekcameTa30H BBOJAUTCS per oS (MpH HEOOXOIUMOCTH - BHYTPUBEHHO), B 103¢ 10 MF/MZ/CyTKI/I B
TE€4eHUH Henenu 1-2, B goze S5 Mr/MZ/cyTKI/I B TeueHuu Henenu 3-4, B pose 2.5 MP/MZ/CyTKI/I B

TE€YEeHUHU Heaenu 5-6, B 1osze 1.25 Mr/Mz/cyTKH B TEUEHHUH Hezenu 7-8.
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2
OTOMo3uA BBOJUTCS BHYTPUBEHHO KamenbHO B 03¢ 150 mr/m“/BBenenue. [IBa pa3a B HeAeno B

TEUEHUH HeAenu 1-2, 0MH pa3 B HENENMIO B TEUCHUH HelenH 3-8.

[uknocnopuH A BBOIUTCS per 0s (IpU  HEOOXOIMMOCTH - BHYTPUBEHHO) B CTapTOBOM 03¢ 5

MT/Kr/cyTKH, exenHeBHo. [leneBas konmnentpamus T0O-150-250 mkr/m.

OuponoMOabHOE  BBEICGHHE TPEMapaToB  OCYIIECTBISETCS TOJNBKO TMPH  COXPaHEHHUH
TUICOIMTO3a/TIOBBIIICHHH YPOBHSI O€lKa B KOHTPOJIGHOW CIIMHHOMO3TOBOW IyHKIWHU JHOO TpU
IIPOTPECCUN HEBPOJIOTMYECKON CHUMIITOMAaTHKHU. Bo3pacTHeie 103bI IpenapaToB MPEACTaBICHBI B

Ta6J'II/III€ 4, TepaneBTquCKaﬂ JroMOaJTbHAas IMYHKIHA BBIMOJIHACTCA CKCHCACIbHO B TCUCHUC

Henenn 3-6.
<1 ronma 1-2 rona 2-3 > 3-x
MeroTtpekcar 6mMr 8Mr 10mr 12mr
[Ipennuzonon 4mr 6mMr 8Mr 10mr

IMomnep:xkuBamas Tepanus

[Toanep>xuBaroiias Tepanusi HAYMHAECTCA HEMEJICHHO T10 3aBEPIICHUN MHULHUAILHOU Tepanum.
lenp nonaaep:KUBaIOUICi Tepamuu — COXpaHEHHE KIMHHUKO-Ta00paTopHOil peMuccuu o
BBITIOJIHEHUSI ~ TPAHCIJIAHTAllMM  KPOBETBOPHBIX  CTBOJIOBBIX  KJIETOK.  JIJIUTENBHOCTH
MOJJICP>KUBAIOIIEH Tepanuu HE OrpaHWYeHa OIpE/IeICHHBIM BpPEMEHHBIM HHTEpPBAIOM. Y
MalUMeHTOB € BepU(UIMPOBAHHBIM  JHMArHO30M  CEeMEHHOro  remMo(aroluuTapHOTO
TUM(GOTUCTUOIIUTO32 MO IZIeP KU BAIOIIAS Tepanus MIPOJIOJIKAETCS bi (4] Hayvasa
KOHJIUIIMOHUPOBAHUSA Teped  TpaHCIUIaHTaluedl KkocTtHoro Mosra. llpu  otcyrctBuM
JI0Ka3aTeNIbCTB HACJEICTBEHHOW MPHUPOABI 3a00JeBaHUS MOACPKUBAIONIAS Tepanus MOXKET
OBITh OCTaHOBIIEHA Yepe3 TOoJl OT Hayala JieYeHHs. B 3ToM ciydae MalMeHT OCTaeTcs TMOJ

IpUCTAJIbHBIM Ha6J'IIO,Z[eHI/IeM.

2
JlekcaMeTa30H BBOJUTCS per 0s (IpH HEOOXOJUMOCTH - BHYTPUBEHHO), B 103¢ 10 Mr/m“~/cyTku

B TCUCHUH TPECX HHeﬁ, C UHTCPBAJIOM B IBC HCACIIU.
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2
OTOmo3uA BBOJAWTCS BHYTPUBEHHO KamenbHO B 103¢ 150 mr/mM“/BBeneHue, OJHOKPATHO, C

HWHTCPBAJIOM B IBC HCIACIIN.

[uxnocnopua A BBoAMTCS per 0s (Mpu  HE0OXOAWMOCTH - BHYTPUBEHHO) B CTapTOBOM j03e 5

MT/Kr/cyTKH, exenneBHo. [leneBas konmnentparus TO-150-250 mkr/m.

Tepanusi BTOpoii JIMHUHU

OOuenpuHATHIX CTaHJAPTOB TEpalmuu BTOPOM JIMHUU MpH peakTHBALUH/pedpakTepHOM
TEYEHUU 3a00JIeBaHUS HE CYIIECTBYET. AJIBTEpHATHUBOM Tepaluy 53TOMO3MJIOM SBIISETCS
MPUMEHEHHE AHTUTUMOLIMUTAPHOTO IJIOOYIMHA B KOMOMHALMU C LUKIOCIOPHMHOM A 1100
XUMUOTepanusi Ha 0a3e KOMOMHAIIMM HYKJICO3WJHBIX aHaioroB (daymapabun) c
ATKWIUPYIOMUMH Tipeniapatamu  (mukiodocdamua, TtHodochamun). [lpu HeoOxommmocTn
MepeBosia TalleHTa Ha Tepamnuio BTOPOM JMHUM PEKOMEHAYETCS KOHCYIbTalUs W/HWiIn

TepeBo/I MarueHTa B heaepaibHyI0 KIMHUKY.

TpancnjaHTaIHs TeMONOITHYECKUX CTBOJIOBBIX KJIETOK
Br160op moHopa

Jlnarno3 nepBUYHOrO reMoaronuTapHOro TMMGOTUCTHOLNTO3a — a0COJIIOTHOE MOKa3aHUEe K
QIJIOTEHHOW TpPAaHCIUIAHTALIMKM TEeMOIMOATHYECKUX CTBOJIOBBIX KJIETOK. B KkauecTBe IoHOpa
MOryT ObITh wucnonb3oBaHbl 1) HLA-upentnunbii  cubmunar; 2) HLA-uneHTHYHBINA
HEPOJICTBEHHBIM JIOHOP; 3) YacTUYHO COBMECTUMBIN (TaIUIOMACHTUYHBIN) POJICTBEHHBIN

JOHOD; 4) HEPOICTBEHHAs MyITOBUHHAS KPOBH (COBMECTUMOCTh He MeHee 4/6 mo HLA A,B,DR

7
HHU3KOI'O pa3pCuICHHs, KIICTOYHOCTh HEC MCHEC 3x10 HYKJICAPHBIX KJICTOK Ha KI' MaCChbl Tena).
HpI/I TpaHCIIaHTaOuu OT cuOIMHra H€O6XOI[I/IMO HUCKIIIOYUTL Y JOHOpa FeMO(l)aI‘OI_II/ITapHHﬁ
J'II/IM(l)Ol"I/ICTI/IOI_[I/ITO&

CpOK TPaHCIIaHTalluH

HpI/I NEPpBUYHOM FeMoq)aFOHHTapHOM CUHAPOMC TpAHCIUUIAHTAIUA OOJIKHA OBITH BBITIOJIHEHA
HaCTOJIbKO 6BICTp0, HACKOJIbKO BO3MOHO. ONTHMAalbHO — B TCUCHHE ABYX MECALICB OT
OKOHYAaHMS MHUIIHAIBHOMN (I)EBBI TCpaInu. Hpe,Z[HO‘-ITI/ITCJIBHO BBITIOJITHCHUEC TPAHCIUIAHTAIUA
B pCMUCCHUHU 33.60J'ICB3.HI/ISI, OJIHAKO OTCYTCTBUC PECMHUCCHU HC ABJIACTCA NMPOTUBOINOKA3aHUCM

JUIsL BBITIOJIHCHUS ICPECCAAKU.
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Pexum KOHAWITWUOHUPOBAHUA

Hcropudyecku  OCHOBHBIMH — MPOOJIEMaMH  TPAHCIIAHTAIIMM ~ KOCTHOTO  MO3ra  TpH
reModaronuTapHOM JTHMQPOTUCTHOIIUTO3E SBIISUINCH 1) HENPUKHUBJICHWE W 2) BBICOKAs
4aCTOTa TOKCUYECKHUX OCIIOKHEHU.

B Hacrosimee  BpemMsi  pEKOMEHIYETCS  HCIOJb30BaHUE  CIEAYIOIIUX  PEKUMOB

KOHJUIIMOHUPOBAHUS (IPUBEIEHBI CyMMapHbIE KYpPCOBbIE J103bI):

Mensbanan 180Mr/M2; Tuodochamun 10 mr/kr; Oaynapabun 160Mr/M2; anemMTy3ymao 1
MI/KT JINOO aHTUTUMOLMTAPHBIN I00YNHH (71032 BAPBUPYET).

%0054

Tpeocynbdan 42r/M2; Tuodochamun 10 mr/kr; dOnynapadbun 160Mr/M2; anemMTy3ymao 1

MT/KT TU0O0 aHTUTUMOITUTAPHBIA TI00YIUH (7032 BaphbUPYET).

KonTtpous 3¢ ¢exTUBHOCTH Tepanuu

Onenka 3(GOEKTHBHOCTH Tepanmud MPOBOJAMTCS Ha OCHOBAHWM  KJIMHHYECKOTO U
71a00paTOpPHOTO OOCIIEeIOBAHUS TI0 3aBEPUICHWHM WHHUIHAIBHOW Tepanuu. Cpoku u oObeM
HEOOXOUMOTO 00CiIeI0OBaHMsI CyMMHUpOBaHbI B Tabmuie 3. OO0beM 00CIeOBaHUS MOXKET

OBITH U3MEHEH I10 WHIANBUAYAJIbHBIM KIMHUYCCKHUM ITOKa3aHUAM.

Tabaua 3.
WMunnuansHas Tepanus [TonneprxuBaromas Tepanus

Knunnyeckuii ananus E>xeTHEBHO 10 TOCTHKEHUS OpuH pa3 B HEAEIIO

KpOBU YaCTUYHOTO OTBETA, aJIee —

MouyeBuHa, KpeaTUHUH Tpu-nsate pa3 B HEAEIIO OpnuH pa3 B HEAEIIO

AJIT, ACT, OnvH pa3 B HEZEIO OpnuH pa3 B JIBE HEACIHU

aIbOYMUH,

®ubpunoren, AUTB, [N | /IBa pa3a B Henelnto OpnuH pa3 B Mecs1L

CnimHHOMO3roBas Muu 1, 15. Ilpu coxpanenun IIpn  KIMHHYECKUX

ITYHKLIHAS IUIEOLIUTO3a IIPU3HAKaX PEaKTUBALUH

MPT rosnoBHOro Mo3sra [1o KIMHUYECKUM MOKa3aHUAM OguH pa3 B I1IECTb MECHLEB
1100 pu KJIMHUYECKUX
IIDU3HAKAX DEAKTURAIIUU
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COHpOBOI[I/ITeJILHaH Tepanusa

OcHoBHbIE 1no0o0YHbIE 3pdexTnl HCII0JIb3yeMBbIX XMMHOINPENnapaToB u

HMMYHOCYIIPECCUBHBIX IIpE€lapaTroB

Oromno3ua: Muenocynpeccus (aHeMusi, TpOMOOIMTOIEHUS, JICHKOMEHUs), MyKO3HUT (330(]arur,

racTPOIHTEPOKOJIUT), IEPMATUT, BTOPUIHAS MHEJIOTUCIIIA3Us/OCTPhI MUEIOOTaCTHBIN JIEHKO3.

JlekcameTa3oH: TMOJABJIEHUE KIETOYHOIO HMMYHHUTETa; IIEHTPUIIETAIBHOE OKHUPEHHUE;
CTEpOUAHBIN AUa0ET; OCTEONOPO3; ACENTUUECKUI HEKPO3 FOJIOBKM OEIPEHHON KOCTH; MUOIIATHUS;

KaTapakTa,; IICUX03; SMOIMOHAJIbHAA J'Ia6I/IJ'II>HOCTI); racTpomnaTtusia; apTepruajibHas TrTUICPTCH3UA,

Huknocnopun A: uMMyHocymnpeccus (TOJaBJICHHE KJIETOYHOIO HMMYHUTETa); HapylleHHe
(GyHKIMM TOYeK (MOBBIIIEHHWE YPOBHS MOYEBHMHBI, KpEaTHHUHA); HEHPOTOKCHUYHOCTH (3aaHSs
oOparumasi JelikodHIeanonaTus, TPEMOP); MIEKTPOJUTHBIE HApYIIEHUs (TUIEpKalueMus,

TUIIOMarHe3ueMus ); apTepuaibHasi TUIIEPTeH3Hs; THPCYTH3M; THIIEpTPO(dus JECEH.

IMpoduiaakTuka u Tepanus MHPEKIUOHHBIX 0CJI0KHEHUM

[Ipodunaktuka mHEBMOHMH, BBI3BaHHOW P.jiroveci (P.carini): mpoBOIWTCS 10 3aBEPIICHHS
MOJUICPKUBAIOIICH Tepanuu. TpUMETONPUM/CyTh()OMETOKCAa30JI B JI03€ S5 MI/KT/CYTKH TIO

TPUMETOIIPUMY, TPH JHS B HEEIIIO.

[Ipodunaktuka rpuOKOBON HWHEOEKIMU: HA3HAYCHHE MNPOPUIAKTUUECKOW MPOTHBOTPHUOKOBOI
TEparMy OCTAeTCSl Ha YCMOTPEHHE Jiedallero Bpadya. PeKOMEHJOBaHBI K WCIIOJIb30BaHUIO
(IIyKOHA30J1, BOPHUKOHA30JI, IM03aKOHA30J1 B CTaHJIAPTHBIX J03MpPOBKax. BreiOop mpemapara

onpeaAcIsICTCA JOCTYIIHOCTBIO U JIOKAJIbHOM SMUAESMUOIOTHYSCKOM CHTyaHHeﬁ

TepaHI/IH I/IHCI)CKI_II/Iﬁ Yy IaueHTOB B HeﬁTpOHeHHH BBIIIOJIHACTCA B COOTBCTCTBHH C IIPHUHATBIMHA

CTaHaapTaMHu.

[IpuMeHeHHe  TpaHyJOLMTApPHOTO  KOJOHHE-CTUMYJHMpyoLmero (akropa ocTaercs Ha

YCMOTPCHHE JICHALIECTO Bpaya.

IIpodunakruka u Tepanus NPOYUX OCIOKHEHHH

Tpancdy3un KOMIIOHEHTOB KPOBHU

KomnoneHnt Ilokazanue Jlo3a
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OputpouuTHas macca | HB < 80 r\in 10-20 ma/kr

TpomOoxoHIIEHTpaT 1-2 no3ei Ha 10 kr

TpomOouuTer < 20 xlOg/JI

C3I1 l'unokoarynsauus 20 mut/Kr/cyTKH

I[Ipu HeoOxomumocTH TpaHC(HY3UH KIETOYHBIX KOMIIOHEHTOB KPOBH PEKOMEHIYETCS
JAelKozeIienMsT ¥ ramma-oOjlydeHUEe KOMIIOHEHTOB. TpaHc(y3uun OT pPOJACTBEHHUKOB

MIPOTUBOIIOKA3AHBI.
Moaupuxanusi Tepanuu

I'emaToJiornyeckasi TOKCH4YHOCTH

Hanuume mnaHuuToneHuu, oOYCIOBIEHHOM OCHOBHBIM —3a00JieBaHHMEM, HE  SBISETCS
OCHOBAaHUEM JUIsl PEIyKIHMH J03 IpernapaToB BO BpeMs MHTEHCHBHOW (asbl Tepanuu. [Ipu
pPa3BUTUM MAHIMTONEHUH, OOYCIOBIEHHOM NPOBOAMMON XHMHOTEpanuen, y MalUeHTOB C

IMOJIHBIM OTBETOM Ha TEpanurio, pPEKOMEHIAYCTCA OTJIIOKUTE OUYCPCIHOC BBCACHUC IUTOCTATUKOB

710 BOCCTaHOBJIEHUS YPOBHSI TPaHyJIOLUTOB > 1x109/n U TPOMOOIIMTOB >100X109/J'I.

HedpoToKCHYHOCTD.
[Ipu pa3Butru HEPPOTOKCUYHOCTH, OOYCIOBICHHOW MHMKJIOCTIOPHHOM A, HEO0O0X0IUMO

MIPUOCTAaHOBUTh BBEJEHHE IIpemapara. Tepamuss Bo3oOHOBIsiercss B jgo3e  50% ot

Hpe,[[H_IeCTBYIOH_Ieﬁ TOJIBKO IIpU HOpMAJIW3allun ToKa3aTeseH eraTI/IHI/IHa/MO‘IeBI/IHBI.

HeiipoTokcHYHOCTH

[Ipu pa3zBuTUM HEHTpPaTbHOW HEHMPOTOKCUYHOCTH LMKIOCIOpUHA A Tpernapar JOJIKEH OBbITh

oTMeHeH. Bo3o0OHOBIIEHNE TEpalnu HE PCKOMCHAYCTCA.

I'emaToTOKCHYHOCTH

CHmxeHne J03 IPCIapaToB IMPU pa3BUTUH I'CIIATOTOKCUYIHOCTU HE IPCAYCMOTPEHO

4.2.6. TpeGoBaHMs K yX01y 32 NALIMEHTOM M BCIIOMOTaTeIbHbIM

npouexypam
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IlepeyeHb MEAMLIMHCKUX YCIYr yXoJa 3a HalueHToM coriaacHo «HomeHknaType ycayr B

3/IpaBOOXPAaHEHUM» MPEJICTABIICH B TAOIUIIE:

Kon HaumeHoBaHue Yacrora KpatHocth
MeIMUMHCKOMN YCIIyru NpeoCcTaBIeHHS BBIINIOJIHEHH S
Al14.12.001 YXon 3a COCYANCTBIM KaTeTepoM 1 40

Karetrepusanus kyOuTanbsHON U Apyrux
Al11.12.002 P o by 0,2 15
nieprudepuIecKux BeH

BuytpuBeHHoe BBeneHNE
Al11.12.003 1 40
JIEKapCTBEHHBIX MpenapaToB

Al11.12.009 B3situe kpoBu 13 neprdepruueckoil BEHbI 0,5 30

Al11.12.013 B3siTue xpoBU U3 IIEHTpaIbHONW BEHBI 1 18

A02.30.001 Tepmomerpust oOmmas 1 80
W3mepenne apTeprualibHOTO JaBIICHUS Ha

A02.12.002 1 80
nepudepruvecKix apTepusix

A02.01.001 H3mepenue macchl Tea 1 52
C6op Mouu Ju1s 1a00paTOPHOTO

Al11.28.014 1 18
HCCIIeIOBaHUS

A02.03.005 Uzmepenue pocta 1 12

Cyro4Hoe HaOJtoeHe
B03.003.005 0,05 10
pEaHMMAaLOHHOrO TAIMeHTa

4.2.7. XapakTepucTHKAa MepPONPHUSITHIA MO YX01y 32 NALMEHTOM

WNudekuunm — camoe 4YacToe OCIOKHEHHE XUMHOTEPAIUH M IIPOJOJDKAIOT OCTaBaThCS
IJIaBHOM TNpHuYMHOM cMmepTHOCTH. IlosToMy, Ui aJE€KBaTHOTO MPOBEACHUS TEparuu
THCTHOIMTO3a U3 KiIeTOK JlaHrepranca HeoOX0IMMO TIIATEIFHOE BBHIIOHEHHE MPABHII 110 YXOIy
3a MAIMEHTOM, HANpaBJICHHBIX HA MPEIYNPEKJCHUE PAa3BUTHS M CBOCBPEMEHHOE BBISBICHUE
MH(EKINOHHBIX OCI0KHEHHH:

— VYxoxm 3a poTOBOWM MmoJoCThIO: 4 pa3a B JIeHb IIOJIOCKAHHE IIOJIOCTH pPTa

Ne3UH(UIHUPYIOIUMHE PACTBOPaMHU (HAIpUMeEpP, BOJHBIM PAacTBOPOM XJIOPTEKCHIMHA
0,05%, pactBopoMm Braunol nnu Betaisodon), 1-2 pa3a B nenb 06paboTka MojocTu pra
BsKyImMMH cpenctBamu (Kamillosan).

—  TUIATeJbHBIM, HO WWAAALIIMHA yXoX 3a 3yO0aMH M JIECHaMH; HUCIOJIb30BAHUE TOJBKO
MSATKUX 3yOHBIX HIETOK MJIM POTOBOTO JyIA; MPH TPOMOOLMTONEHUH WM PaHUMBIX
CIIM3UCTHIX, JAe(eKTax CIU3UCTHIX IMOJIOCTH PpTa HCHOJIB30BAHHUE 3YOHBIX IIETOK
JIOJDKHO OBITh UCKIIIOUEHO, BMECTO 3TOro 00paboTKa pTa pacTBOPOM XJIOprekcamena u

BSDKYIIUMHA CPEACTBAMMH.
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[Ipodunakruka 3amopoB u napes3a kumevynuka: [Ipu 3amopax makTynésa per os (Wiu
Apyrue ciaOuTeabHbIe Mpernaparsl).

Je3nHdekuns KOXKH: €KEIHEBHOE MBIThE IOJA IyIIeM WM OOTHpaHHE BOIHBIM
pacTBOpPOM XJIOpreKCHJIMHA, 00paboTka Maiepanuid U moBpexAcHui. TiareabHo
MBITh U BBITHPATh MIEPUAHAIBHYIO 001aCTh IPH KXKI0H Jedekannu.

HeoOxonnma exxepHeBHast ne3nH(EKIUS MecTa MpeObIBaHUs OOJBHOTO € TOMOIIBIO
JIe3pacTBOPOB, OAKTEPHUIMIHBIX JIAMII, TP HAJIMYUHU arpaHyJolHUTO3a — €KEJHEBHAS
CMEHa MOCTENILHOTO U HATEIBHOTO OelThsl.

O0s13aTenbpHa TUYHAS TUTHEHA POIUTENEH U MOCETHTENEH, MBIThE PyK TIepCOHANa PH
BXojie B manary (O0Kc).

ExxenHeBHass TepMOMeETpHs (4acTOTa OINpENeNseTcss KIMHUYECKHM COCTOSHHEM U

(azoii Tepanun)

4.2.8. TpeOoBanusi K THeTHYECKUM HA3HAYEHUSM U OTPAHUYEHUAM

B nepuon wHAyKIMM, BCSA MHINA, 32 UCKIIOYCHHEM CBEXKUX (DPYKTOB M OBOIIEH, JAOJDKHA

MOJIBEPraThCsl TEPMHUYECKOM 00paboTke. 3ampernieHbl JIF0ObIe KHCIOMOJIOYHBIE TMPOJYKTHI C

KUBBIMH KyJlbTypamu. Paspemiatorcsi cBexue (QpyKTbl U OBOLIM B TBEPJOH HEMOBPEKICHHOMN

KOXYpP€, KOTOPBIC OOJIKHBL OBITb BBLIMBITHEI B TEIION BOAEC C MBIJIOM. 3anpemeHH IICPCUKU,

a6pI/IKOCBI, KHWBH, ATr0Abl, HUTPYCOBBIC, BHUHOI'pPAll, AbIHH, ap6y3H. HJ’ISI IIUThA HUCIIOJBb30BAaThb

TOJIBKO OYTHIIMPOBAHHYIO WM KUIISTYEHYIO BOJY.

4.2.9. OcobeHHOCTH HH(POPMUPOBAHHOIO 100POBOJIHLHOIO COTJIACHUS
MAIHEHTA MPH BbINOJHEHUH MPOTOKOJIA BeJleHUsI 00IbHBIX 1

JAOIMOJITHUTE/JIbHAsA I/IH(l)OpMa].[I/IH AJI MAIIMEHTAa U YJICHOB €ro CeEeMbH

NudopmupoBanHoe 10OPOBOJILHOE COTIIACUE MALUEHT (POIUTENIN/3aKOHHbBIE

NpeACTaBUTCIIN HaI_II/IeHTa) Jar0T B IMCbMCHHOM BHUJEC.

HaLII/IeHTy (pOI[I/ITeJ'IHM/ 3aKOHHBIM Hpe,Z[CTaBI/ITeJ'ISIM) CJICOAYCT OOBSICHUTD:

O

HeO6XOI[I/IMOCTL MMPOBECACHUA XUMUOTECpAIINU, IIPOTHO3 oe3 COOTBCTCTBYI’OH.Ieﬁ

TCpaIrnun

HpOFHO3 IIpU MPOBCACHNUN aJleKBaTHOM TCpaInnu, BO3MOKHOCTb PaA3BUTHUA

pedpakTepHOTO 3a00TIEBAHUS
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(] MeiictBue XMMHOTEpanuu (YHUUYTOKEHHUE OIYXOJIEBBIX KIIETOK, BOCCTAHOBJIEHUE

HApYIIEHHOU

(GYHKIIMM  KOCTHOTO

OTIpe/IeNIEHHBIX (Pa3 XUMHOTEPAITHHN)

I O S N A

TpaHchy3uit

Heo0xoauMoCTh U paBuiia pexkuMa, TUETHI

Heo0x0aMMoCTh YyCTaHOBKM BEHO3HOTO KaTeTepa

MO3ra,

HEe00X0IUMOCTh

B KoMOuWHanuu

Bo3moxHble o0ouHbIe 3D (PEKTH XUMUOTEPAIINH, OCIOXKHEHUS Tepau

Heob6xomuMocTh TpaHcdy3uii IpermapaToB KPOBU, BO3MOKHBIX OCIIOKHEHHSIX

4.2.10. IlpaBuJja n3MeHeHusi Tpe0OBaHMIi MPU BBINMOJHEHHHU MPOTOKOJIA U

[Ipn pa3BUTHH OCIIOKHEHUH MEAMIMHCKAas IOMOIIb

npexKpaileHue AeiicTBus TpeOOBAHMI POTOKOJIA

MalUMCHTY OKa3bIBA€TCA B

COOTBETCTBUHN C Tpe60BaHI/I$IMI/I IIpOTOKOJIa BCIACHUA OOJIBHBIX C COOTBCTCTBYIOIIUM
3a00JIeBaHUEM/CUHPOMOM.
4.2.11. Bo3Mo:KHBbIE HCXO0/IbI U HX XapPaKTEePUCTHKA
Bo3MoxHBIE UCXOABI U UX XapaKTepUCTHKA IIPEICTaBICHbI B TaOIHIIe:
HaumeHoBaHue Yacrora Kpurepumn u Opuentuposou | IlpeemcTBeHHOCT
ucxoaa pa3BUTHA NPU3HAKHU HOe BpeMsl b 1 3TANIHOCTH
ucxoaa, % HCX0/1a MPHU JAOCTUKEHUS OKa3aHus
JaHHOW MoJeJd | HCX0a, THeH MeINIUHCKOM

nmamMeHTa

NMOMOIIHU NPH

JaHHOM HCXO0/1e

TTonHblii OTBET 70 Paspemenue Bcex 8 Henenb Brinonasercs
00paTUMBIX aJUTOTeHHAS
KJIMHUYECKHUX U TPaHCIUTAHTALHS
71ab0paTOPHBIX reMOIOATHYECKUX
MPU3HAKOB CTBOJIOBBIX KIIETOK
3a00JIeBaHMS

YacTUYHBINA OTBET 10 CoxpaHeHHe 4yacTi 8 Henenp Bremomnnsiercs
1a00PaTOPHBIX MK aJyIoreHHas
KITMHIYECKUX TPaHCIUTAHTAIHS
MPU3HAKOB TeMOTIO3THIECKIX
3aboieBaHUs CTBOJIOBBIX KIJIETOK

[Iporpeccus 3aboneBaHus 15 TTosiBieHMEe HOBBIX 4-8 nenens Beimonusiercst
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WK YXYIIICHUE
WHUIHATBHBIX
71a00paTOPHBIX WIIN

KIIMHUYCCKHNX

aJlZIOrCHHas
TpaHCIUIaHTalusa
TEMOITIO3TUYCCKHUX

CTBOJIOBBIX KJICTOK

MIPOSIBIICHUI

3a00J1€BaHUsA

JleTanbHBIA UCXOM

5 Hacrymuienue 1-52 venens

CMepTH

4.2.12. T'paduueckoe 1 cxeMaTH4YecKoe NMPeACTABJIEHHA MPOTOKOJIA

JICUCHU A

Pucynox XXX Tepanusi nepBUUHOI0 reMoQaroiuuTapHoro

TUM(OTHUCTHOIIUTO3A

unuirii1i1r1111

h—l

¢ ¢ ¢
1 LTI

Jo
1

TKM
] ] ] | ] ] ] ] ] ] |

Hepenn 0O

1

<

1

(TR
2 3 4 5 6 7 8 9 10 11 12

Jlekcamerason - 10 MF/MZ/CyTKI/I, oau 1-14, 5 MF/MZ/CyTKI/I, nau 15-29, 2,5
MF/MZ/CYTKI/I, nau 30-43, 1,25

MF/MZ/CYTKI/I, nau 44-57, per os. [Ipu HE06X0AUMOCTH — BHYTPUBEHHO.

Orono3un - 150 MF/MZ/BBG,Z[eHI/Ie, onv 1,4,8,11, 15, 22, 29, 37, 45,53, 61, namee — 1
pa3 B JIBE HEJIENIU, BHYTPUBECHHO.

HuknocnopuH A - 5 MI/KT/CyTKH, €KE€THEBHO, PEr 0S, Ha IBa MpreMa, MO IePKUBATh
koHueHTpauuto To = 150-250 ur/an. [Ipu HeoOXoAMMOCTH SKBUBAJIEHTHAS /1032
MO>KET OBITh BBEJICHA BHYTPUBEHHO.

MeTtoTpekcaT ¥ MPeAHU30JI0H — BO3pacTHAs 1032 (CM. TaOJIUIly) SHA0TIOMOATBHO,
nHu 15, 22,29, 37 BBOAUTCS TOJIBKO MPU COXPAaHEHUU TUIEOLIUTO3a YEPE3 IBE HENIETHU
OT Hauaja CUCTEeMHOU Tepanuu

Hexcamerazon - 10 MT/MZ/CyTKI/I, nau 1-3, 1 pa3 B 1Be Heaenu
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