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B Hacrosmeli MHCTPYKIIMU O MPUMEHEHUIO (J1ajiee — WHCTPYKITUS) U3JI0KEH
JITOPUTM JICUCHUSI JETe C WHTUOUTOPHOW (GopMoil reMopMiInd, MpeaHa3HAYCHHBIH
JUTSS OKa3aHWsl CTAIMOHAPHOW WM aMOyJaTOPHOM MEIUIIMHCKON IMOMOIIM ACTSIM C
BpOXKACHHBIM nedurutom daktopoB cBepThiBanus kpoBu VIII u IX B ycrmoBusx
00JIACTHBIX U PeCIyOIMKAHCKUX YIPEIKIACHUH 3IpaBOOXPaHEHUSI.

HacTosimmass WHCTpyKIMsl TpeIHa3HadeHa IJs Bpauei-TeMaToJIOTOB, Bpaueii-
NeANaTpoOB,  Bpadyei-maboOpaHTOB, a Takke JPYTHuX  Bpadel-CIEeIUaCTOB,
OKa3bIBAIOIINX CIENUATU3UPOBAHHYIO MEIUIIMHCKYIO TIOMOIIH ACTSIM C BPOXKICHHBIMHU
HapYIIEHUSMHA CBEPTHIBAHUS KPOBH B OHKOTEMATOJIOTHYECKHX, IMETUATPHYCCKUX,
JNETCKUX XUPYPTUUECKUX WM UHBIX YIPESKICHUSX 3[PaBOOXPAHCHUS.

HEPEYEHb HEOBXOAUMOI'O OBOPYAOBAHUSA, PEAKTHUBOB,
CPEJICTB, U3JEJIMHA MEJJULIIMHCKOW TEXHUKHU

Oob6opynoBanmue:

- FeMaTOJIOTMUECKUH aHanu3aTop JitoO0Oro THUMA W PAcXOIHBIM Marepua,
MO3BOJIAIOIIKE BBIMOJIHUTH OOLMI aHAIN3 KPOBH, BKJIIOYAs TOACYET TPOMOOIUTOB;

- KOaryJoJOTHYECKHI aHaau3aTop JitoOOTo THUIA, O3BOJISIOMINN KOJINYECTBEHHO
3aperucTpUpOBaTh AKTHBUPOBAHHOE YacCTHUYHOE (MapLuaibHOE) TPOMOOIJIACTUHOBOE
Bpems (mamee — AUTB), mporpomOGunoBoe Bpems (manee — IIB), akTuBHOCTBH
(GakTOpoB MPOTPOMOMHOBOIO KOMIUIEKCAa M MEXIYHapOJHOE HOPMAJIM30BaHHOE
otHomienue (nanee — MHO), conepkanue puOpUHOTeHa B KPOBH, KOATYJISIITUOHHYIO
aKTUBHOCTh (pakTopa cBepThiBanus kpoBu VI (DVIIIC), xoarynsiuoHHy0
aKTUBHOCTH (pakTopa cBepThiBanus kposu I X (D1X:C);

- OMOXMMHYECKHUI aHAIM3aTOp JKOOO0ro TUMA JIJIsl ONPEEICHHUS B KPOBU MallUEHTA
YpOBHSI TpaHcamMuHa3, (pepMeHTOB, o0Omero Oejlka W JIPYyrux OUOXUMHUYECKUX
MMOKa3aTeJen,

- pa3penieHHble Uil NPUMEHEHHUS B OpraHU3alHd{ 31pPAaBOOXPAHEHUsS IIIPHIIBI,
UIJIBI, KaTeTepsl, UINPHUIIEBOM [103aTOp, IMO3BOJSIOIINNA BBOJWTH BHYTPUBEHHO
JIEKapCTBEHHBIE CPEJICTBA C TIOCTOSIHHOW CKOPOCTBIO.

IlepeyeHb peareHTOB 1JIs1 ONPeEACICHUS:

- HaOop pearentoB mia perucrtpauuu AYUYTB, IIB, tpomOunoBOro BpeMeHu
(manee — I1B) u pubpuHoOTEHA;

- Ha0Op peareHToB Ui ONpEACNICHUs] KOAryJsLMOHHONW aKTUBHOCTU (aKTOPOB
ceepThiBanus kposu VIl u IX;

- Ha0Op peareHToB ISl ONpeAesIeHUs] OMOXMMHUYECKUX MOKa3aTeNe.

JlekapcTBeHHbIE CpeCTBA:

- coJiepKallue KOHIEHTpaT ¢akTopoB cBepThiBaHusA KpoBH (aanee — KDCK)
VI u IX, pa3zpeniennbie a1 KIMHUYECKOTO MPUMEHEHUs Y JIeTel, HauMHas ¢ epuoa
HOBOPOXXJICHHOCTU [IJI1 OCTAHOBKM M MNPO(UIAKTUKU KPOBOTEHYEHHH Yy MaAIMEHTOB
¢ remoduaueii A u B COOTBETCTBEHHO.

- cozieprkarue KoHIEeHTpaT (pakTopoB nporpomomHoBoro komriekca (I, VIla, X
u |IX) wim KOHIEHTpaT aKTUBUPOBAHHOTO pekoMOmHaHTHOTO (hakropa [IVIIa,
PEKOMEHJOBAaHHbIE HMHCTPYKLUHUEW M0 MEIUUMHCKOMY IMPUMEHEHHUIO Il OCTAHOBKHU
U Tpo(UIAKTUKMA KpPOBOTEUEHHM Yy NanueHToB ¢ remoduimueit A u B, B T.4.
y MalUeHTOB C UHTMOUTOPHOM popmoii 3a00IeBaHuS.



O0BeKT nccjieI0BaHuA:
- IIeJIbHAs KPOBb U IJIa3Ma KPOBH.

JIist nenedt HacTOSIIEro ajaropuTMa HMCIHOJb30BaHbl OCHOBHBIE TEPMHUHBI U UX
OTIpeICICHHUS:

- UHTUOUTOpHAsA (popma BPOKIECHHON reMO(UIUU — COCTOSIHUE, MPU KOTOPOM
B OpraHu3Me NalMeHTa, HWMEBIIETO BPOXKJIECHHBIN JedUIUT OaHOro U3 (aKTOpoB
CBEpPTHIBAaHHS  KPOBH, HAYMHAIOT BBIPA0ATHIBATHCS WMMYHHBIE  WHTHOWUTOPHI
K BBOJIUMOMY (haKTOPY CBEPTHIBAHUS KPOBHU;

- IMMYHHBI HHTUOUTOP — aHTHUTENA K JaKTOpaM CBEPTHIBAaHUS KPOBU, KOTOPHIE
MOTYT TMOSIBISTHCS Yy MAIlMEHTOB C reMoQuived. DTH aHTUTENa BbIpabaThIBAIOTCS
UMMYHHON CHCTEMOW CaMmoro MalHueHTa U OJIOKUPYIOT (PYHKIIMOHATBHYIO aKTHBHOCTb
COOCTBEHHBIX (DAKTOPOB CBEPTHIBAHHS KPOBH IMMAllMCHTAa WJIM BBOJUMBIX B COCTaBE
JIEKapCTBEHHBIX CPEJICTB;

-onna eaumanmna beresma — BE/mnm (Bethesda Unit, wam BU/mI —
B AHTJIOSI3BIYHON TPAHCKPUIIIMHK) OINpPECNseT YPOBEHbh MHTHOUTOpa B IJIa3Me€ KPOBU
narueHTa, KOTopblid mpuBOgUT K 50 % cHmwkeHuto aktuBHOCTH DOVII (mm DIX)
B CMECH PaBHBIX 00bEMOB ILJIa3Mbl JJOHOPA U MalMeHTa rnocie 2 4 uakyoaruu npu 37°C;

- HU3KOpEarupyoIue TMaiueHThl: YpOBEHb WMHTUOUTOPHON AaKTUBHOCTH Ha
TEeKylIIui MOMEHT MeHee win paBeH 5,0 BE/mut; oTcyTcTBHE B aHaMHE3€ MOBBIICHUS
MHTUOUTOpHOU akTUBHOCTH Oonee 5,0 BE/wm;.

- BBICOKOpEarupymoIuye ManueHTsl: YpOBEHbh WHTHOWTOPHOW aKTUBHOCTH Oosee
5,0 BE/m.

Ha passutue wuHruoburopHoii ¢opmel remopunnu A (B) ykasbiBaer
HECOOTBETCTBHUE  PETUCTPUPYEMOTO  TMPUPOCTAa  KOATYJSIIMOHHOM  aKTUBHOCTH
«nepurmmutHoro» ¢pakropa VI (IX) B kpoBHM mamueHTa pacdyeTHOMY KOJIUYECTBY
BBEJICHHOTO KOHIIeHTpaTta (akropoB cBepthiBanus kpou VI (IX) wHa done
MOBBINICHUS TUTpa UHruOuTOpoB Oo0smee 0,6 BE/Mn. Jns remopunmuum A —
BOCCTaHOBIICHHE KOArylIsSIUOHHOM aktuBHOCTH MeHee 1,0 % / ME-kre?! ¢axropa VIII,
it remoduand B — BoCCTaHOBICHHE KOAryasiuOHHON akTuBHOCTH Menee 0,5 % /
ME-kre! ¢akropa IX yka3bBaroT Ha pa3BUTHE MHIMOUTOPHOM (OPMBI IeMO(UIUH.
[TokazaTenb BOCCTAHOBJICHHS KoaryisiimoHHOW aktuBHOCTH (aktopa VI (1X)
paccYMTHIBAIOT Kak oTHomIeHHE (%) aKTHBHOCTH aHAIM3MPYEeMOro (akTopa B KPOBH
peumnuenta nocine BBeaeHuss KOCK VI (IX) x BemuumHe 03Bl Ipemapara,
BBEJICHHOTO Ha eIMHUITY Macchl Tesa (ME/kr).

MMOKA3AHUS K IPUMEHEHUWIO

Ho3zonoruueckue popmel 3adonesanmii (mmdp mo MKb-10):

- HaCJIeAICTBEHHBIN geuuT (BpoxaeHHas remopuius A) dakropa VI, (D66);

- HaclIeACTBEHHBIN neduuT (BpoxaeHHas remoduus B) dakropa 1X, (D67);

- uarubuTopHas ¢opma BpoxkaeHHOW Temopwmu A u B (D68 — mpyrue
HapyIICHUS CBEPTHIBAHUS KPOBH).



MHNPOTUBOINOKA3AHUA JJISI IPUMEHEHUSA

Tsokenmas amnepruueckas peakiuss Ha BBegAeHne KOCK VI (IX) wom
KOHIIeHTpaTa (akTopoB mporpombuHoBoro kommiekca (I, VI, X wu 1X),
HEMEPEHOCUMOCTh OJHOTO W3 KOMIIOHEHTOB, BXOJSIIMWX B COCTaB JIEKAPCTBEHHBIX
CPEIICTB, COIEpKAIINX KOHIIEHTPAT (haKTOPOB CBEPTHIBAHUS KPOBH.

[IpoTuBONIOKa3aHus JU1sl MPOBEICHUS MPOUEAYPHl HHAYKIIUM KIMMYHOJIOTHYECKON
TojepaHTHOCTH (maiee — MHWUT): Haimyme COMyTCTBYIOIIETO  3a00JIeBaHUS,
INPUBEIIIET0 K COCTOSHUIO JIEKOMIIEHCAILIMM OPraHOB M CUCTEM >KH3HEO0OECIEeUEHHS;
MMMYHOCYIIPECCUBHASI XUMHUOTEPANHS COIMMYTCTBYIOLIETO MM OCHOBHOTO 3a00JI€BaHUS.

[Ipn HEOOXOIMMOCTH IUIAHOBOIO XUPYPIHUECKOTO BMEIIATENbCTBA y MAlMEHTA
¢ uHTHOUTOpHOU (hopmoit remodunuu A i B oneparuio BeIMONMHSIOT 10 Havana UUT
nunu nocie 3asepuienus. Havaryro npouenypy MUT wenb3sa npepsiBaTh BO BpeMs Kypca
JICYEHUS.

Orpanunyenust

[Ipouenypy MNUT He mpoBOIAT B CHEAYIOMMX CIydasx: OTKa3 pojauTesnei (wiu
pebeHka) OT JieYeHMs; HEOOXOIUMOCTb JIEYEHHUS JII0OOr0 OCTPO BO3HUKILETO
3a0o0JieBaHus, MOTPEOOBABIIET0 W3MEHEHHUS CXEMbl BBEIACHHMS WM OTKaza oOT
JIEKapCTBEHHBIX CPEJCTB, COJEPKalIUX KOHUEHTpaT (PaKTOpOB CBEPTHIBAHUS KPOBH,
PEKOMEHJOBAHHbIA HOPMATUBHO-TIPABOBBIM  AKTOM; HEBBIIIOJHEHUE POJUTEISIMU
pebeHka (Mo peOEHKOM) PEKOMEHAYEMOTO HWHAMBHAYAIbHOIO pPEXHUMa JICUEHUS.
[Ipouenypy MUT Takke HEe NPOBOASAT MpPU BBISBICHUU TPAH3UTOPHOTO HHTHOUTOpA
B tutpe 0,6-5,0 BE/Min, ncyesnyBmieM 0e3 HCMOIB30BAHUS JEKAPCTBEHHBIX CPEICTB
B T€UCHHUE 6 MeC. OT MOMEHTA BBISBIICHUS HHTHOUTOpa B TUTpE Oosee 0,6 BE/m.

OIMUCAHUE TEXHOJIOTUA UCITIOJIB30BAHUA METOJA

1. 'emocTaTH4yeckas Tepanus

['emMocTaTHUECKyIO TEpaANMIO MIPOBOIST C YUETOM COCTOSHUSI CBEPTHIBAHUSI KPOBH
U ypoBHSI HUHTHOUTOpOB. [larrienTaM ¢ MOCTOSHHO HU3KUM TUTPOM MUHTHOUTOPOB OT 0,6
10 5,0 BE/mn (Hu3kopearupyroliue) 1jiss 0CTaHOBKH KpoBoTeueHust BBOaAT KOVIII 20—
40 ME/kr (remodumust A) wm KO IX (remodpunus B) 20-40 ME/kr Ha kaxmyro
enuHUIly uHruouTopa (MakcumanbHo 1m0 200 ME/kr) mmtoc remocTtaTudeckas ao03a
(B COOTBETCTBUM C KIMHUYECKUM TMPOTOKOJIOM JIMATHOCTUKA M JICUCHHUS JIMII
¢ remodmumeit). [TanenTam ¢ aHaMHECTHYECKUM TUTPOM MHTHOUTOpOB Oosee 5 BE/Mn
(BeICOKOpearupytoume) u Hu3kuM (pucyHok 1) Ha momeHT BBeneHuss KOCK turpom
uHruouropor (ot 0,6 mo 5,0 BE/mMn) ognokpatHo BBOmAT KDVIII (1X) TOnBKO MpH
YTPOXKAIOIIUX KU3HU KPOBOTCUCHHUSX.



AJITOPUTM JIedeHHs eTeil ¢ HHruouTopHoii ¢gopmoii reMmoduiiumn

Kimauka

(mecooTBeTCTBHE reMOCTaTHYECKOTO 3(pdexra
pacueTHOMY KosinuecTBYy BBeqeHHOro KDCK).
[Mokazarens BoccTanosienus <1,2 % / ME kre?!

AHaMHECTUYECKUHN TUTP

Anamues
WHTUOUTOPHBIN cTaxk >1 rona

uaruouropa 0,6<BE/Ma<5,0 le

HNudopmMupoBaHHOE cornacue Ha JeUeHNe

A 4

Tepamnus o hakTy KpOBOTECUCHHUS
reMoCTaTHYECKas J103a
K®CK VIII (1X)
IIJIFOC
> VI =20-40 ME/xr
Ha Kaxayto bE/mi unruburopa

Ha Kaxayto BE/Mi unaruburopa

[Tpu oTcyTcTBUU 3P deKTa U MOBBIILIEHUN
TUTpa uHruouTopa 6omaee 5,0 BE/mn
NIOKa3aHO Ha3HAYECHUE IPEnapaTos,
conepxkamux paxrop Vlla

bazoserit yposens VI (1X) <2 %
Texymumii TuTp uaruOuTopa >0,6 BE/MI

AHaMHECTUYECKHUM TUTP
unruouropa >5,0 BE/mn

v

> IX =20-40 ME/kr L,

[TosTanHelii nepeBoa Ha
BTOPUYHYIO MPO(DUITAKTUKY
KpOBOTEYEHUH NIOCIIE ITPOLIEIYPBI
MHIYKIUA UMMYHOJIOTHYECKON
TOJIEPAHTHOCTH

v

Tepanust Mo GakTy KpOBOTEUCHUS
[IPH TOBBIIICHUH TUTPA HHTHOUTOpA
oouee 5,0 BE/Mi1 moka3aHo BBeAgeHNE
KOHIIEHTpaTa (pakTopoB MPOTPOMOUHOBOTO
KOMIUIEKCA JI0 OCTAHOBKH KPOBOTCUYCHHUSI:
» Temopumaus A
- (I1, Vlla, X u IX) 100 ME/kr % 2 pa3a
WITH
- (rV1la) 90 Mkr/kr Kaxmsie 3 4

» TI'emopuaus B
- (rV1la) 90 Mkr/kr Kaxmsie 3 4

[TarieHTaM MepBBIX JIET )KU3HU, Y KOTOPBIX HHTHOUTOpHAs opMa BpOXKAECHHOW reMO(HINN yCTAaHOBJIEHA B TeueHHe nepBbIX 50 qHel BBeJeHUS
KoHleHTpaTta ¢aktopa cBepThiBanus kpoBu VI wmm X, npouenypy MUT npoBoasT mocie CHUKEHUSI TUTpa UHTHMOUTOPOB JI0 YPOBHS MEHee
5,0 BE/mi1, HO He mo3Hee 2 JeT Mociie BhISABIECHUSI HHTHOUTOPOB B TUTpe O6oiee 5,0 be/mi (cMm. nanee anropuT™ MHIYKIUHA UMMYHOJIOTHYECKON

TOJIEPAHTHOCTH)

Pucynok 1. — Aaropurm JiedeHnust aereii ¢ HHTUOMTOPHOU (popmoii remoduiun




Ecnu xpoBoTeueHrEe HE OCTAHOBIIEHO, TO MOKA3aHO MPUMEHEHHUE JIEKAPCTBEHHBIX
CPEICTB, COAEpXKAIIUX KOHIIEHTpaT (pakTopoB mporpombunoBoro komiuiekca (I, Vla,
X u IX) unum KoHLEHTpaT akTuBUpoBaHHOTO (hakTopa VIla.

[Topsiiok mpuUMEHEHUs JIEKaPCTBEHHBIX FEMOCTAaTHUECKUX CPEICTB, COACPIKALIUX
akTUBUpOBaHHbIN (hakTop VIla:

- B KQUe€CTBE T€MOCTAaTUYECKOIO CPEJICTBA MEPBON JIMHUU JIETAM C UHTMOUTOPHOM
dbopmoii remopwimun A U B mokazaHo JekapCTBEHHOE CPEACTBO, COEpIKaliee
KOHIIEHTpaT pekoMOuHaHTHOTO (akTtopa rVIla (Dnrakor-anbsha — MeEXTyHAPOIHOE
HEIIATEHTOBAaHHOEC Ha3BaHue) B A03¢ 90 MKI/Kr Kaxkaple 3—4 49 10 OCTaHOBKHU
KkpoBoTedeHus. Jlyummii knuHn4deckuit 3pGeKT ToCTUraeTcs Mpyu MaKCUMaabHO paHHEM
UCIIOJIb30BaHUU JICKAPCTBEHHOTO CPECTBA;

- B Ka4e€CTBE I€MOCTATUYECKOTO CPEACTBA BTOPOW JMHHUM MPH HEIOCTATOYHOM
KInHn4YeckoM dddekte mocne BBeaeHuss 3-4 no3 rVilla wmm s npoposkeHus
reMOCTaTUYECKOW Tepanmuu y JeTedl ¢ remoduiveir A MOXET ObITh HCIOJIb30BaH
KOHIIEHTpaT aKTUBUPOBAHHBIX U HEAKTUBUPOBaHHBIX (akTopoB (dakrop I, daxTop
Vlla, dakrop IX, dakrop X) mporpomOuHOBOro Komiuiekca (activated Prothrombin
concentrate complex — anra. aPCCs) B mo3e 100 ME/kr ¢ MHTEpBAJIOM MEXIY
BBEICHUSIMU 12 49 70 OCTaHOBKM KpoBoTeueHHus. [IpenBapuTenbHO OMpeaesioT
comepkanue (QUOpMHOTEHA B KPOBU M PETUCTPUPYIOT AaKTUBHOCTH (HaKTOPOB
IPOTPOMOMHOBOTO KOMIUIEKCA JO M IIOCJI€ BBEJEHUS JIEKapCTBEHHOI'O CPE/CTBa,
coaieprKamiero paxkTopsl CBEPTHIBAHUS KPOBH,

- npu ormeHe rV1la u mepexoje Ha KOHIEHTpPAT (PaKTOPOB MPOTPOMOMHOBOTO
xomruiekca (dpaxtop I, dakrop Vlla, dakrop IX, dakrop X) wHTEpBaI MEXIy
Ha3HAYCHHEM JOJKEH COCTaBJIATH He MeHee 4 4. [Ipu oTMeHe KoHIeHTpaTa (akTopoB
pOTPOMOMHOBOIO KOMILIEKCa U nepexoae Ha rVIla y manueHToB B BO3pacTe MOJIOXKE
18 nmer pomyctumo BBeaeHue IVIla we panee uem uepes 3-4 4, mocie
npenamiecTBoBasiiero BBeaeHns aPCCS C yueTom 10361 Ipernapara;

- MallMeHTaM ¢ UWHTHOUTOpHOU (opmoit remopmwnnu B wuHCTpyKIMeH 110
MEAMIIMHCKOMY TPUMEHEHHUIO JIEKAPCTBEHHOIO CpEACTBA HE  PEKOMEHJIOBAaHO
NpPUMEHEHUE KOHIIGHTpaTa aKTUBUPOBAHHBIX M HEAKTUBUPOBAHHBIX (AKTOPOB
MPOTPOMOMHOBOTO KOMIIJIEKCA, B COCTAB KOTOPBHIX BXOJUT (haKTOP CBEPTHIBAHUS KPOBU
IX.

- mepen omnepauueit 3a 30 MUH 1O BBINOJTHEHHS pa3pe3a KOXKHU JIETSIM BBOIST
90 Mkr/kr  mpemapatra  aKTHBMPOBAHHOTO  pekomOuHantHOro  ¢akropa VI
B mocnenyromeM OCYIIECTBISIOT CHUCTEMaTHUYECKOE BBEICHHE IMpernapara B J03€
90 Mkr/kr kaxawble 4 4 Ha NPOTsHKEHUH 1-2-X CyT MociieornepalnruoHHOrO MEpHoIa.
Jomyctumo OomtocHoe BBeneHue 270 MKI/KT Kaxaple 9 4 WIM HEnpepbIBHOE
BHYTPHUBEHHOE BBEJICHNE COOTBETCTBYIOMIEH TO3BI C MOCTOSHHON CKOPOCTHIO B TCUCHHE
CYTOK,  TOCIIé  OIHOKPAaTHOTO  OONIOCHOTO  BBEJACHHWS  AKTHBHPOBAHHOTO
pexomOuHanTHOTO (hakTopa VIla B moze 90 mkr/kr maccel tena. C 3-ro mo 8- eHb
JOTyCTUMO  BBEJEHHE KOHLEHTpara (aKkTOpoB MNPOTPOMOMHOBOTO  KOMILIEKCA
(comepkamero daxrtop I, X, IX u akruBupoBannsiii pakrop VIla) B noze 100 ME/kr
yepe3 12 u. Ilepexn cHATHEM IIBOB JOMYyCTHMO MPEABAPUTENBHOE OJHOKPATHOE
BBEJICHUE OJHOTO U3 JIEKAPCTBEHHBIX CPEICTB, COACPKAIINX aKTUBUPOBAHHBIN (HaKTOP
Vlla B remocratnyeckoi no3e.



2. UHayK1usi HMMYHHO TOJIEPAHTHOCTH

BoccranoBnenue KOAryJIsIIUOHHBIX CBOWCTB KpOBH PELUINNEHTA,
a cieloBaTeIbHO, U OciablieHne MMMYHOJIOTMYECKOTO OTBETa Ha BBeACHHE (akTopa
VIII unu IX (mpu coXpaHEHUHM MUMMYHOPEAKTHBHOCTH KO BCEM IIPOYHMM aHTHUICHaM)
UCCIIEI0BATENN PACCMATPUBAIOT KaK IMPOSBICHUE UMMYHOJIOTHYECKON TOJIEPAHTHOCTHU
(ot nat. tolerantia — repniumocTh). MHAYKIIMM HMMYHOJIOTUYECKON TOJCPAHTHOCTH HJIH
COCTOSIHUA TOJIEPAHTHOCTU JIOCTUTAIOT JUOO BBeAeHUWEM Oonbiiux 103 (200—
300 El/xr/cyT) KoaryiamuoHHBIX (akTopoB (BOHHCKUI IPOTOKOI), THOO0 HAa3HAYCHHEM
UMMYHOCYTIDECCUBHOM  Tepamuu, Bimodaoomed mukinopochamun  (IlBegckuit
IPOTOKON).

Pemienne o nposeneHnu npouenypsl «HIyKIHS MMMYHHOM TOJIEPAHTHOCTH
IMPUHUMAIOT KOJUIETHAJIbHO HA OCHOBAHUU PEIICHHS] KOHCHIIMYMA.

[Tpouenypy OpoBOIAT JETAM C UHTUOUTOpPHOU (Popmoii remodunuu: 0a30BIi
ypoBeHb (aktopa cBeptbiBanus kpoBu VI (IX) menee 2 %, Tekyuiwii ypoBeHb
UHrHOUTOPOB K (pakTopam cBepThiBanus kposu VIII (1X) 6onee 0,6 BE/mu.

[Mepen nayamom mporeaypbl MUT (pucyHok 2) y aeteii ¢ HHTHOUTOPHOH opMoii
BpOXKIAeHHOM remopminun A u B odopmisitor umH(pOpMHUpPOBaHHOE COTJIaCHEe HX
ponutenei (g nered B Bo3pacte g0 18 ner), a mpu HEOOXOJUMOCTH U CaMOro
nanuenTa (A AeTel B Bozpacte crapiie 12 ner).

ITepen wHawamom mponeaypsl WMUT HeoOXOAMMO  OIEHHTH  COCTOSIHHUE
nepudpepruueckux BeH y peOeHka. KoHueHTpar (akTopoB CBEpTHIBAaHUS KpOBH,
NpeIHA3HAYEHHBIH IS BHYTPUBEHHOTO BBEJICHUS, MPEANOYTUTENBHO BBOJIUTH MyTEM
NYHKUUKA Tepupepruueckux BeH. B OTHENbHBIX Ciy4yasx s CUCTEMaTHYECKOTO
BBEJICHHUSI KOHIIEHTpaTa (aKTOPOB CBEPTHIBAHUS KPOBU MpPU OTCYTCTBUM AOCTYyNa
K NepupepruueckuM BE€HaM [0 PEHIeHHI0 KOHCHIMyMa JONMYyCTHMa MOCTaHOBKa
IIEHTPaJIbLHOI0 BEHO3HOTo KaTeTepa Tuma Port-A-Cath.

[Tepen nauanom npoenenus MU T nanueHTt nqoimkeH ObITh BAKIIMHUPOBAH MPOTUB
renatuta B. OO0s3aTenpbHa MNpUBHUBKA TMPOTHUB CE30HHOTO TPUIINA JJs  JIHII,
KOHTaKTUPYIOUIMX C PEOEHKOM M OCYUIECTBIISIOIIMX YXOJ, BKJIOYas BBIMOJIHEHHE
Je4eOHbIX U JUarHocTuueckux Manumyssiinui. Bo Bpemst nmpoBenenus MUT pebenky
MPOTUBOINOKAa3aHa UMMYHHU3AIUSI.

OnrtumansHoe Havaso tepanuu UAT:

- npu TUTpe uHruOuTopa Menee S5 BE/mMn (cmemats mepepbiB Ha 6-12 wmec.
B 3aMecTuTeNnbHOW Tepanmuu KoHieHtpatom OVIIL (IX) — ang  uckimodeHus
TPaH3UTOPHOI'O UHTUOUTOPA);

- TIAI[MEHTaM MEePBbIX JIET )KU3HU, Y KOTOPhIX UHTHOUTOpPHAsI (hOopMa BPOKIECHHOM
remouinu oOHapyxeHa B TeueHue nepBbix 50 qHel BBeleHUs KOHIEHTparta (hakTopa
ceepthiBanus kpoBu VI unu IX, npouenypy MUT npoBoasT nmocie CHUKEHUS TUTpa
MHTUOUTOPOB 10 ypoBHS MeHee 5,0 be/miu, HO He mo3aHee 2 JieT MOCHe BBISIBICHUS
UHTHOUTOPOB B TUTpE Oosee 5,0 be/mu.

[Ipornoctuueckue kputepun 3pdpexruBHocT Tepanuu UNUT:

- cTaHAapTHBIE (AKTOPHI pUCKa HEOIAronpHUsITHOIO MPOTHO3a: TUTP MHTHOUTOpA
nepen HayasnoMm Tepanuu Oonee 10 BE/mn; anamHecTHueckuil MUK TUTpa WHTUOUTOpa
6om1ee 200 BE/mi;



- JIOTIOJTHUTENbHBIE (DAaKTOPBI PUCKa HEOIArompusITHOrO MporHosa: Havano UUT
B Bo3pacte ctapiue 7 ser; Hauano MUT uepe3 2 rona mocsie mosiBICHUS HHTUOUTOPA;
HaJIM4ME MaTOJOTUYECKUX HMHTUOMTOPOB K JAPYruM (aKTopaM CBEpPTHIBAHUS KPOBH;
oesycnemnoe mnpoBeaeHne WMUT oaHuM Y3 HW3BECTHBIX CHOCOOOB, BKIHOYAs
m1azMadepes ¢ 3aMelIeHueM yIansieMoH M1a3Mbl K30TOHHUYECKUMU TIIFOKO30-COJIEBBIMU
pacTBOpaMM WM JOHOPCKON KPUOTLIIa3MOM.

dakTopbl pUCKa HEOJATONPUATHOTO MPOTHO3a HE SIBIISIOTCS MPOTUBOMOKA3aHUEM
s npoBeaennss UUT — nHanuuue QaxTopoB pricka HEOIArompHITHOIO MPOTHO3a
orpejenseT BeIoop craproBoii cyrouHol 10361 KOCK daxropa VIII (1X).

Kpurepuu, onpenenstonme BbiOOp craproBod J036l KOCK y  gereit
c reMouueit A:

- BBICOKOpPEArupymoleMy MalueHTy, UMEoIIeMy HE MEHee TpeX (paKTOpOB pHCKa
HEOJAronpusTHOrO MPOTrHO3a, €XKEIHEBHO BBOJAT KoOHIEHTpar ¢akrtopa VIII
B craproBoi no3e 150 ME/kr 2 pa3za/cyT Ha MPOTSHKECHHH CPOKa, HEOOXOIUMOTO JIJIs
JOCTUXKEHUST Ja0OPaTOPHO JOKA3aHHOTO MOJIOKUTEIBHOTO pe3yjbTaTa, HO He Oojee
1418 mec;

- BBICOKOpEArupymoIleMy MaiueHTy, IMEILEeMy Ba U3 HIeCTH (PaKTOPOB pUCKa
HEOJIaronpusiTHOr0 MPOrHO3a, €KETHEBHO BBOAAT KoHieHTpaT (axtopa VIII B moze
100 ME/kr 2 pa3a/cyT Ha TNPOTSIKCHHH CpPOKa, HEOOXOAMMOTO JUIsl JOCTHXKCHUS
71a00paTOPHO JI0KA3aHHOTO MOJIOKUTEJIBHOTO pe3yibTara, Ho He 6osee 14—18 mec.;

- BBICOKOpEArupyrouemMy naueHTy, UMEIoIIeMy OJUH U3 IecTH (PaKTOPOB pHUCKa
HEOJIaronmpusITHOTO MPOTHO3a, €KETHEBHO BBOAAT KoHIIeHTpaT gakropa VIII B mo3e 50—
75 ME/kr 2 pasalcyT Ha TpOTSHKCGHHH CpPOKa, HEOOXOJUMOTO JJIs JOCTHXKCHHUS
71a00paTOPHO JTOKA3aHHOTO TOJIOKUTEIILHOTO pe3yJibTaTa, HO He Oosee 14—18 mec.;

- HU3KOpPEAarupymoIlleMy MaiueHTy ¢ UCXOIHBIM YPOBHEM UHTMOUTOpPOB OoT 1,0 10
5,0 BE/Mn, nmeromiemy He MeHee ABYX (DaKTOpPOB pHCKa HEOJArompUsATHOTO MPOTHO3a,
eKEIHEBHO BBOIAT KoHIeHTpaT ¢aktopa VIII B moze 100 ME/kr 1 pas/cyt Ha
OPOTSUKEHUH CpPOKa, HEOOXOAMMOIO JUIsl JOCTHXKEHMs JIabOpaTOpHO JOKa3aHHOTO
YaCTUYHOTO WJIU TIOJTHOTO TIOJIOKUTENBHOTO pe3yibTara, HO He Oonee 12—-14 mec.;

- HU3KOpearupymoIieMy TMaiueHTy, uMeIleMy oOoJuH  (akTtop  pucka
HeOJIaronpusITHOTO IIPOTHO3a, €KETHEBHO BBOIAT KOHIIEHTpaT (aktopa VIII B mo3e 50—
75 ME/kr 1 pas/lcyr Ha NOPOTSKEHHH CPOKA, HEOOXOAMMOTO I JOCTHIKCHUS
71a060paTOPHO JOKA3aHHOTO YaCTHYHOTO WJIU TOJTHOTO MOJOXKUTEIHHOTO PE3yibTaTa, HO
He O6onee 12—14 mec.

[Ipu mnoBblllIeHUN YpPOBHS MHTHOUTOpPOB Oosiee 5 BE/Mi Huzkopearmpyroiero
NalyeHTa CleIyeT TMEepEeBeCTH Ha CXeMy JI€UYEeHHMs I BBICOKOPEATUPYIOIINX
MaIKUeHTOB.

OnuvuHainus —uHruoutopa (ypoBenb MeHee 0,6 BE/mi), goctmxenue
BOCCTaHOBJIeHUsT KoaryiasiunoHHOM aktuBHocTH DVIII Ha doue BBenenuss KOCK ne
menee 1,5-1,6 % /MEekr?! B Teuenue 4 Helenb ONPENENSAIOT MOKA3aHMs IS HAadaja
camkenus 103el npenapata O VIIIL. Jlozy nmpenapara camxkaroT Ha 10—20 % kaxnpie 2—4
Henenu. Eciy cyTodHast 103a CHMKEHA HAIOJIOBHHY OT IepBOHadanbHOU 10361 MUT,
oO1ast 103a MOKeT BBoIUThCs 1 pas/cyT, a B mocneaytomem — 1 pa3 B 2-e cyT. Bpews,
HEOOXOMMOe JIJIsl Hayana CHIKeHUs BBoaAuMoil cyrounor no3sl KOCK VIII, ctporo
WHIUBUTyaJIbHO U MOKET COCTaBJIATh OT 6 10 12 mec. u Goee.



B 3aBucumoctu ot curyauuu 3a 12 4 (24 unu 48 4) g0 AHS NPEANOIaracMoro
BU3UTA TALUHUEHTY BBOAAT pekomeHAoBaHHYr 103y K®CK, mocine udero BO Bpems
OYEpPEHOTO BHU3HWTA OLICHUBAIOT OCTAaTOYHBIA YPOBEHb H  BOCCTAaHOBJICHUE
KOAryJSIMMOHHOM aKTUBHOCTH 4epe3 15 MHUH mociie MOBTOPHOTO  BBEICHUS
PEKOMEHIOBAHHON J03bl. AHAIW3UPYs MNOJYYEHHBIE AAHHBIC, MPUHUMAIOT PEUICHUE
0 11eJ1ecO00Pa3HOCTU COXPAHEHUS WIIM U3MEHEHUs 103bl U KpaTHOCTH BBeleHns KOCK
VIII. Kpurepuem anekBaTHOCTH BBOJUMOM J03bl SIBJISETCS OCTaTOYHBIM YpOBEHb
daktopa VIII B kpoBu maruenTa, npeBbimaBmui 2 % u MoKa3aTellb BOCCTAHOBIICHUS
He menee 1,5-1,6 % / ME kr.

BBenenune koHueHTpata (aKTOpOB MPOTPOMOMHOBOTO  KOMIUIEKCA ISt
NpEAyNpPeXKICHUsT  reMopparuii  Ha  3Tane  MHAYKIUA  UMMYHOJOTHYECKOU
TOJEPAHTHOCTH MOXET ObITh HayaTo N0 (AKTy BO3HUKHOBEHHUSI CIIOHTAHHBIX
reMopparndeckux ocioxkaHeHuil. [Ipu ocrarounom yposue ¢akropa VIII Gonee 2 %
BEPOSITHOCTh ~ CIIOHTAHHBIX  KPOBOTEYEHHM  MHHMMalbHa, 4YTO HE  Tpedyer
PO HIAKTUYECKOTO BBEJICHUS KOHIIEHTpaTa (GakKTOpOB MPOTPOMOMHOBOTO KOMILIEKCA
WM KOHIIEHTpaTa pekoMOnHaHTHOTO (hakTopa VIla st mpenynpeskieHus ClioHTaHHBIX
reMopparumu.

Ouenka otBera Ha MUT:

- kputepusMu nosiHoro otBeta Ha MUT sBnstorcs: HopmanbHbiid TecT Bethesda
(mBaxknbl) — ypoBeHb uHrnoutopo 0—0,6 BE/Mi; HOpManbHBINM TECT BOCCTAHOBIICHUS
ypoBHst OVIII (1X) (6onee 60-80 %) ¢ ydgerom BenmmuuHbl 10361 BBOgUMOro KOCK
(4TO COOTBETCTBYET IIOKA3aTENII0 BOCCTAHOBIEHMs He MmeHee 1,5-1,6 % / ME krl);
HOpMasIbHBIN niepuoa noayseiBeaeHust OVIII (Gonee 7-8 u);

- TIOJIOKUTEJIBHBIA PEe3yNbTaT JOCTUTHYT MOJHOCTHIO, €CJIM BBHITIOJHEHBI BCE 3
ycinoBusl. [I0M0XUTENbHBIN pE3yiabTaT IOCTUTHYT YACTUYHO, €CIW BBINOJIHEHBI 2
mto0bie U3 3 ycnoBud. MUHUMAaNbHBIN MOJOXKUTEIbHBIA PE3YNbTAT TOCTUTHYT, €CIH
BBITIOJIHEHO | m1000€ 13 chOpMYITUPOBAHHBIX YCIOBUH;

- IOJIOKUTENBHBIN  pe3yJabTaT HE JAOCTUTHYT, €CIM [0 ucTedeHuu 24 Mec.
MPOBEJEHUS MPOLETYPbl HE BBIMIOJHEHO HA OJHO U3 3 YCIIOBHIA.

Cpennss npopomxuteabHocth MAT no moctwkeHus moiaHoro orBera — 18—
24 mec., a B OTHENbHBIX ciydasx mponospkurensHocth UUT y nerert mo 36 wmec.
Koncraranus neapdpexruaoctu UUT npu oTCyTCTBHM OTBETA JIsE B3POCIBIX B TCUCHUE
18 mec. (y meteit yepes 24 mec.).

[Tocne pmoctmxkenus momHoro orBera Ha HWUWT nmamuenty  mokasaHo
npodmiakruieckoe Beegenne KOCK VI (1X).

Jlist pacyeta CyTOYHOW JO3bl M ONpEAENeHUs KPAaTHOCTU NPO(HUIAKTHYECKOTO
BBezicHnss KOCK VI (IX) BeimonHsOT apMakoKUHETHYECKOE HCCeIoBaHue. B3sTue
kpoBu U omnpenenenue aktuBHocTH (akropa VI (1X) uwepes 15 mun, 1; 2; 6; 8; 24
u 48 4 mocne BBEICHMS] HArpy304YHOM J03bl KOHIIEHTpAaTa HEOOXOAMMO ISl OLIEHKHU
KOAryJOJOTHYE€CKOr0 OTBETA Ha CTAaHJAPTHYIO /103y MpernapaTta. PaccCunThIBalOT CTENEHb
BOCCTAHOBJICHUSI KOAryJIOJOTHUYECKOTO OTBETAa M IMEpPUOJ MOJypacnaga BBEICHHOTO
dakropa. B nepssiit rog nocne 3aBepienus MUT dpapmakoknHeTHueckoe ucciae10oBaHue
BBINIOJIHAIOT KaxKJple 6 Mec., a B mociuenytomeM — 1 pa3 B roa. KoHtposb ypoBHs
MHTUOUTOpa MPOBOAAT B TeueHue | roma xaxuaele 6 Mec., a B mociueayomeM — 1 pa3
B IOJ.



CymiecTByeT BEpOATHOCTh PELUAMBA NOCIIE JOCTHKEHHS TIOJIHOI'O OTBETA.

VY naunuenToB 1o 18 ner nmoBTopHbIi npoBeaeHue kypc MUT Bo3MokeH HE paHee
geM yepes 12-24 mec. mocie 6e3yCrentHoro JeueHus.

B 3aBucumocTu ot cutyanum nposeaeHue npoueaypbl UUT y nereit MoXeT ObITh
YCWJICHO JIOTIOJIHUTENbHBIM BBEJIEHUEM JIEKAPCTBEHHOTO CPEJCTBA PUTYKCHUMAO
B COOTBETCTBUM C MHCTPYKLIHEW MO €ro MEAULUMHCKOMY mpuMmeHeHuwo. llpu
WHTUOUTOPHOU (QopMe BPOXKICHHOM TeMOPWIMHM TMOKa3aHUEeM [UJIi HCIOJIb30BaHUS
JIEKapCTBEHHOIO  cpeAcTBa  Purykcumad — sBiseTcs  moTepst  JAOCTUTHYTOIO
KOAryJsIIHOHHOTO OTBETa Ha TOBBIIIEHHE 103kl BBoguMmoro ¢akrtopa VIII Ha done
YBEJIMYCHUS] TUTPA HMMYHHBIX HMHTHOUTOPOB. B OTHENBHBIX cClydasx IOMYCTUMO
ITIOBTOPHOE BBEJICHUE IIpenapara.

[Iposenenue npoueaypst MUT y naruenToB ¢ remopunueit B:

TakTuKy JIeueHHs NauueHTa ¢ UHrHOUuTopHOU opmoii remodpunuu B koHCcHInym
OIpeneNsieT UHIMBUIYAIbHO MO KaXXJIOMYy KOHKPETHOMY MauueHTy. BbiOop cyTouHoit
no3pl KOCK |X u nexkapcTBEHHOTO CpeAcTBa HOCHT HWHAWBUAYAJIbHBIN XapakTep
B 3aBUCUMOCTH OT KOHKPETHOW cuTyauuu. Ilo naHHBIM JIMTEpaTyphl, CYLIECTBYET
BBICOKUHN PHUCK OCIOKHEHHM (aHadunakcus, HeppoTtudeckuit cuaapom). [lomHelil oTBET
MOJKET OBITh IOCTUTHYT MEHee ueM B 25 % cirydaes.

NEPEYEHb BO3MOXHBIX OCJOXHEHWUH WJIH OHNIMBOK IIPH
BBIIIOJITHEHUU U TTYTU UX YCTPAHEHUS

[locTaHOBKa LIEHTPAJIBLHOTO BEHO3HOIO KaTeTepa y MalMEeHTa C MHTMOMTOPHOM
dbopmoii remoduiiMKM  BCerJa CBA3aHA C  BBICOKMM PHCKOM  KPOBOMBIIUSIHUS
B IUIEBPAJIbHYIO TOJIOCTh, CPEIOCTEHHE, NMEpPUKapiA, YTO MPEACTABISET yrpo3y s
KU3HM peOeHka. B ciywyae HapylleHHMsT TpaBUJ HUCIOJIB30BAaHUS LIEHTPAJIbLHOTO
BEHO3HOI'0 KaTeTepa BO3MOXHBI: TpoMm003, 00pa3oBaHHE TIeMaTOMbl, MH(PEKIIMOHHbIE
OCJIO)KHEHUS! WJIM HarHO€HUE MSATKUX TKaHeW B 00JlacTH CTOsIHMS Karerepa. Moxker
MMETh MECTO CpAILlEHHE KAaTeTepa CO CTEHKOM BEHBI, YTO MOXKET CO3[aTh NPEANOCHIIKY
JUIsL TPOMOUPOBAHUS OJKIFOUNYHON BEHBI.

[Io nmaHHBIM  JUTEpaTyphbl, CYLIIECTBYET BBICOKMM PHUCK  OCJIOKHEHUU
(anadunakcus, HEPPOTUUECKUN CUHIIPOM), CBSI3AHHBIX C BHYTPHUBEHHBIM BBEIACHUEM
HAIMEeHTY Y4y>KepOJHOTO OerKa.



ANTOpUTM UHAYKIIMA UMMYHOJIOTHYECKON TOJIEPAHTHOCTH Y €T ¢ MHTMOUTOPHON (HOopMOIt reMobuiInu

teparuu KOCK VIII (1X).

HecooTBercTBue remocraruueckoro 3ddexra pac-
YETHOMY KoJinuecTBYy BBeIeHHOTO KDCK.
Iokazarens Bocctanonenus <1,0 (0,5) % / ME kr 1

Knunuka: HeapeKTUBHOCTh FeMOCTaTHYECKOM AHamHe3

\ 4

WHTUOUTOPHBIN cTaxk >1 roma

|

Basossrii yposens VI (1X) <2 %
Tekyuwmii Tutp naruourtopa >0,6 BE/mn

AHaMHECTUYECKHI TUTP UHTHOUTOPA
0,6<BE/mn<5,0

l

Craproas no3a KOCK VIII Ha 6-12 mec
2 (akropa pucka - 100 ME/kr cyTku
1 dakrop pucka - 50 ME/kr cyTku

Ha BBenenne KOCK VIII
Boccranosienue <0,5% / ME xrt
poct uarudurona >0.6 BE/mn

i «

Purykcumab 375 Mr/m? x

Pemenne koncuimyma o nposegenuun MUT

v

<+— | UudopmuposanHoe cornacue va MUT

AHAMHECTUYECKHUM TUTP HHTHOUTOPA
>5.0 BE/mn

@akTopsI pUCKa
1.B anamuese Tutp nuruduropa >200 BE/mn
2. Texkymuii TuTp uarudéuropa >10 BE/ma
3.MlHruOUTOPHBIN cTax >2 JIeT
4. Boszpact na vauano UUT >7 ner
5. Uarubutopsl K 1pyrum Gaxropam
CBEPTHIBaAHUS

6. besycnemnas npouenypa UUT B anamHe3e

!

CraproBas no3a KOCK VIII va 14-18 mec.
3 (akropa pucka — 300 ME/xr/cyt
2 daxropa prcka — 200 ME/kr/cyt
1 dakrop pucka — 100—150 ME/kr/cyt

4 BBenenus 3a 4 Henenu

v

\4

[Toarannoe cumkenue Ha 15-20 % cyrounoit no3st KOCK
n nepeso Ha BBeeHue KOCK uepes 24 winn 48 4, ecnn

- tutp uaruouropa <0,6 BE/mMn
- okazarenb BoccTanoienus >1,6 % / ME krt
- mepuoj nonypacnana T 2 >7-8 u

[IporHo3 curyanuu
yTEeM PETUCTPAIUN
ucxoanoro yposHs VI
M OTBETA Ha BBEICHUE
pPENYyIUPOBAHHOM TO3BI

\

- Bemonneno 1 (maruburop <0,6 BE/Min) u3 3 ycnoBuit
- He BrimomnHeHs! Bee 3 ycioBus B TeueHue 24-36 mec.
reMocTaTuyeckasi Tepanusi no GaxkTy KpoBoTeYeHUsl

[TonoxuTenpHbIN pe3yiabTaT — BBIITOJIHEHBI 3 YCIOBUS
[TonoxurenpHbIN pe3yabTaT, YaCTUUHBIM — BBINIOJIHEHBI 2 U3 3 yCIOBUM
IHo3TanHbIii NepeBo HAa BTOPUYHYIO NPOPUIAKTHKY

Pucynok 2. — Aaroputm UUT y nereii ¢ uHruOuTOpHOI opMoii remopuaiun




