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I'NIABA 1
OBILUE ITOJIOXKEHUW A

I'emoduiust sIBASIETCS TEHETHMYECKH JIETEPMUHUPOBAHHBIM 3a00JIEBAaHHEM
CUCTEMBbl CBEPTBHIBAHUSI KPOBH C X-CIEIUICHHBIM PELECCUBHBIM HAcJe0BaHUEM,
XapaKTEPU3YIOMUMCS TeDUIIMTOM WM MOJICKYJISIPHBIMH aHOMalIusaMu (pakTopa
ceepreiBanus kposu (F) VI (remodmms A) wiu IX (remodumus B). T'en FVIII
(186 T.m1.H.) pacnonoxeH B jokyce X( 28, ren dakrtopa IX (34 T.m.H.) — B JIOKyCe
Xg 27 pnuHHOrO mieda X-XpoOMOCOMbI. Pa3inuuHble THUIBI  TEHETUYECKUX
aHOMaJuin 00yCJIaBIMBAIOT noJIMMophu3M 3a00yIeBaHUSI. YacroTta
pacripoctpaneHHocTH Temobuimuu A coctaBiasger 1:10000 HOBOpPOXIEHHBIX,
remopuinu B — 1:60000 HoBOpoxkAeHHBIX. ['eMopunus A sBisercs Hauboliee
pacrpocTpaHeHHbIM BUIOM remoduianu u coctaBiser 80-85% B momyssuuu
nanreHToB ¢ remodunuen. Okono 30% ciaydaeB remoduiauud 0OOYCIOBJICHO
CIIOHTAHHBIMU ~ MYTAIlUSIMM, BO3HHMKAIOIIMMHU  OOBIYHO TMPHU  OBO- WU
cnepmatorenese. Ilo nanueiMm Bcemupnoii ¢enepanuu reMopuianud B MHUPE
HacuuThiBaJIOCh 0K0JI0 400 000 60JBbHBIX TEMODUITUEH.

JAuarnocruka

[lepBuunasi mabopaTopHasi ITMArHOCTHKA IMPHU TMOJO3PEHUH Ha TeMO(MINIO
MPOBOJUTCA MO3TanmHO. Ha mepBoM 3Tame BBINOJHAETCS KOAryJoJIOTHYeCKUn
CKPUHUHT:

a. aKTUBUPOBAHHOE MaplHaibHOE (YACTUYHOE) TPOMOOIIIACTUHOBOE BpEMs
(AIITB);

b. mporpom6uHoBoe Bpems (I1B);

c. TpomOuHOBOE BpeMms (TB);

d. xonmmuectBo pubpuHOTreHa (o Kiaycy).

[Ipu BhIABICHNM U30IMpOBaHHOTO ymnHeHUss AUTB 0o mpu oTCyTCTBUH
U3MEHEHUN B pe3yJibTaTax CKPUHUHTA M HAJIWYUU KIUHUYECKUX TMPU3HAKOB
NErkoit hopmbl TeMODUIINY BBIMOTHSIOT TecT Koppekuuu (koppekius AUTB npu
CMENIMBAaHWM TUIa3Mbl TMAlMEHTa C HOpMaibHOW TIazMoi). [lpum Hanmuuum
OCHOBAHHMI BBIMOJHSIOT ompeaenenue ypoBHs aktuBHocth FVIII u FIX
JIMarHOCTUYECKUMH KPUTEPUSIMHU TeMO(DUIINU SBISIETCSI CHUKEHUE COJIEpKaHUS B
kpoBu marnuenta FVIII (remopumus A) wm FIX (remodpunms B) mmke 40%.
Crnenyer y4uuThIBaTh APYrHe BO3MOXHBIE MPUYMHBI HU3KOro coxaepxanus FVIII
(mamp. 6one3us Buinebpanga).

Crenenp TsDKECTH TeMO(QUIUU ONPECISIOT IO YPOBHIO JI€(PHUIIMTHOrO
dakTopa CBEepTHIBaHMS, KOTOPBIA COCTABISET COOTBETCTBEHHO JJISi TSKEION
dbopmbl Menee 1%, ¢opmbl cpennen Tsaxectd 1-5%, nerkoir dopmbr 5-40%.
AKTUBHOCTH (DaKTOPOB CBEpPTHIBAHUS B KPOBU H3MEPSIIOT B MEXIYHAPOIHBIX
(manee - ME) emunuinax aktuBHocTd. 3a ongHy ME aktuBnocTtr dakropa VIII (1X)
ycioBHo mpuHsata 100% aktuBHOCTH (aktopa VIII (IX) B 1 mi HOpmanbHOU
r1a3Msl (Iy1), CTAOMIM3MPOBAHHOM LIUTPATOM HATPUs B COOTHOLIEHUH 9:1.
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Kannuka

Knuanueckn reMoQTHsI MIPOSIBIISIETCSI reMaTOMHBIM TUIIOM
KpOBOTOUMBOCTH. Tspkenas ¢opMa reMopuiIinu XapakTepU3yeTcs MPOSIBICHUEM
MOCJie HE3HAYUTENBHBIX TPaBM WU JAaxe 0e3 BUAUMBIX NPUYUH OOWIBHBIX U
JUTUTEIIbHBIX KPOBOTCUCHUN M KPOBOMBIUSHUN B TKAHU U MBIIIIIBI C BEIPAXKCHHBIM
0OJIEBBIM CHHJPOMOM, KOMIIPECCHEW HEPBHBIX CTBOJOB W JPYTUX >KU3HEHHO
BaXHBIX opraHoB. Hambonee xapakTepHBIM CHMITOMOM TeMOMDUINH SBISETCS
KPOBOMBIIUSHUASA B KpPyHHBIE  CyCTaBbl  (TOJICHOCTOTHBIC,  KOJICHHBIE,
Ta300€IpeHHbIC, IUICUeBbIC, JIOKTEBbIE) ¢ YacTtoToM BcTpedaemoctu 70-80%,
KpPOBOM3JIMSAHUA B MbIIbl BeTpedatrorcs B 10-20% caydaeB, okono 1%
COCTaBIISIIOT KPOBOM3ZJIMSIHHUS B IICHTPAIbHYIO HEPBHYIO CHUCTEMY, KOTOpPbBIE
MPEICTaBISAIOT HAauOOJBIIYIO YIpo3y MAJis KU3HU HalUeHToB. ['eModunnueckas
apTporaTtusi SBJSETCS CIEJCTBUEM MPOTPECCUPYIOMIETO TEUEHUS XPOHHUYECKOTO
CMHOBHMMTA M PELUAUBHPYIOIIUX KPOBOM3IUSHUI B cycTaBbl. | eModuinyeckas
apTpoIaTusi MPOSBISETCS OCTEONOPO30M, HapYLICHUEM CTPYKTYpPbl, HCTOHUEHHUEM
U TIOTEpEN CyCTaBHOIO Xpsllla, 00JIEBBIM CHHAPOMOM, KOHTPAKTYpaMHU, MBIILIEYHON
atpodueit, nedopmarueit cycrana.

Jleuenne

B ocHoBe neueHusi O0JbHBIX reMOMUINEN JIEKUT 3aMECTUTENbHAS TePaIHs
KOHLIEHTpaTaMu (akTopoB cBepTbiBaHus KpoBu VIII mpu remodpunmuu A wim X
npu remopuniuu B.

OcHOBHBIE (POPMBI 3AMECTUTENILHOM TEpanuu — Tepanus 1o TPEOOBAHUIO U
MPOPHUIAKTUYECKOE JICUEHUE.

Tepanus no TpeOOBaHUIO

Ilenbto 1aHHOTO BUAA JICYEHHS SABIAETCS OCTAaHOBKA HMEIOLIETOCs
KpoBoTeueHHs. /[0 HAcTOAIEro BpEMEHU HEKOTOpPbIE T€MaTOJOrd CYUTAKOT 3TOT
METOJ JICYEHHS] €IMHCTBEHHO MpaBWJIbHBIM U NpuMeHsAoT npenapar FVIII wm
FIX tonbko juist mpekpaiueHuss kpoBoteueHus. OJHAKO Aa)ke IMPU JOCTaTOYHOM
7103¢ BBOJMMOIO IpernapaTa TaKOW METOJ TepallMu HE CHUYKAET PUCK pa3BUTHUSA
TsKENOoN remodunuueckoi aptponatuu. /st nomyuenus 6osee nonHoro 3¢ dexra
OT TPUMEHEHHUS AaHTUIEeMO(UIBHOIO Ipernapara «I0 TpeOOBaHUIO»  ObLI
IpeI0KEH IPUHIUI KaK MOKHO 00Jiee paHHEro BBeJIeHUs (paKTOpa CBEPTHIBAHUS,
IIPY NEPBBIX IPU3HAKAX HAYMHAIOLIETOCS KPOBOMU3IUSHHUA: «ECIU €CTh COMHEHUE
— Je4nw». OTO BO3MOXKHO TOJIBKO IIPM HaJW4MM IIpenapara y NauueHTOB U
oOydyeHUHn camMuX OOJBHBIX WIM YIEHOB HUX CEMEH CaMOCTOATEIbHON
BHYTpUBEHHOHN nH(]y3un. Takoil MeToN Tepanuu MOJYYHJI HA3BAHHUE <«JIOMAIITHETO
JICUCHUS.

[Ipodunaktuyeckoe reyeHE
B konie 50-x ronioB mBeackue yuenoie npodeccop Mura Mapu HunbcoH u
npodeccop Maprapura biombak, B3sSB Ha OCHOBY METOJl 3aMECTUTEIIbLHOU
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Tepanuu JuabeTa, NPEIJIOKUIN PETYJSIPHOE BBEACHUE aAHTUTEMO(PHIHHOTO
npenapara sl NpeJoTBpallleHs BO3HUKHOBEHUsSI KpoBoTeueHuil. Takas Tepanus
MOJIyYlJia Ha3BaHUE «IpoduiiakTHdeckoe JieueHuey. lccienoBaTenu H3y4uin
OCOOEHHOCTH TPOSBICHUS TE€MOPPArMYecKOro CHUHJIpOMAa Yy TMAIMEHTOB C
reMoQuiIrel pa3au4yHOM CTENEeHM TSHKECTH W CHEeJald BBIBOJ, YTO MPHU YpOBHE
neduuutHoro ¢akropa Bailie 1-2% OTCYTCTBYIOT TsDKEIbIE MOPAXKEHHUsS! CYyCTaBOB,
U TPEUIOKWIA IMMYTeM PETyJSIPHOTO BBEACHUS AaHTHUTEMO(UIBLHOIO Ipernapara
HMCKYCCTBEHHO  TMOJJIEPKUBATh €r0  KOHLEHTPALMIO  BBIIIE  MUHUMAJIBHO
0e30macHOr0  ypOBHHI. boslee uyeM MOJIyBEKOBOM ONBIT MPUMEHECHUS
MPOQPIIAKTHIECKOTO JICUCHHS TIOKa3all, YTO MAIMEHTHI MOIY4YaloT BO3MOXKHOCTH
HOPMAJIbHO YYHUTBCS, B II€JIOM CBOOOJHO BBIOMpaTh Mpodeccuro, OTCYTCTBYET
HEOOXOJAMMOCTh B OPTONEANYECKUX OMEPAIHIX, JOTOTHUTEIHPHOM MIEPCOHAIIE IS
obciyxuBaHusl HHBATUAOB. OCOOCHHO BakHA MpOQIIIaKTUKA JUIS JASTeH, TaK Kak
MO3BOJISIET COXPAHATh OMOPHO-ABUTATEIBHBIN alllapar B €ro Mepuoji ero pocra u
dbopmMHupoBaHHUSL.

Paznuyator ciemyromue BuAbl npoduiaakTuky. [lepBuunas npoduiakTuka,
KOTOpasi MpeAnojaraeT peryysipHoe BBeICHUE npemnapara (akTopa CBEpThIBAHUS U
HAYMHAETCS B OTCYTCTBUE JOKYMEHTHPOBAHHBIX AHHBIX MOPAXKEHUSI CYyCTaBOB
MocJjie TEPBOTO AMK30/1a KPOBOU3IUSHUS B KPYITHBIN CycTaB B Bo3pacTe A0 2 JeT.
Bce npyrue Buabl NpoPuIaKTUKKA OTHOCAT KO BTOPUYHBIM, KOTJa MPOU3BOIUTCS
peryJiipHOE BBEJICHHE Npenapara ¢ LEJIbl0 MPEIOTBPALLECHUS IPOSIBICHUS
reMopparuueckoro cuuapoma. llepBuunasi mpoduiiakTiKa MPOBOAUTCS C PAHHETO
JeTCTBa 10 (OPMUPOBAHUS OIOPHO-IBUTATEIHLHOTO armapara MalueHTa, Kak
npaBuio 1o 18-20 ner. 3aTeM, npu HEOOXOAUMOCTH, MPOPUIAKTUYECKUN PEKUM
BBEJCHUS F€MOCTATHYECKHUX MPENAPATOB NPOJOJHKAIOT C TOU K€ NEPUOAUIHOCTHEO
WIM MEHSIOT PEKUM BBEICHUS, HAIPUMED, MPUMEHSIOT TOJIBKO TOCIIE MPOBEACHUS
OTICPAaTUBHBIX BMEMIATEIBCTB, TPABM WM BHICOKOUW (PM3MUECKONW aKTHBHOCTH.

[Ipu Hanmuuu mokazaHuil (PEUUAVBUPYIOMINE KPOBOUBIUSHUS B CYCTaBbI,
JIPYTUE YrpOXKarollue KPOBOTEUECHHMsI, MPEJCTOSIIEEe WHBA3WBHOE JICUCHUE U JP.)
npoQrIaKTHYECKask Tepamnus I0JKHA MPOBOAUTHCS MAUEHTaM CO CPEIHETKEION
1 Jerkoi hopmamu 3a00JI€BaHUS.

I'JIABA 2
METOIbI ITPOONJIAKTUYECKOI'O JIEHEHU A

[TpodmrakTika cuuTaeTcs ONTHMAIBHBIM CIIOCOOOM JICUCHHUS TAI[UCHTOB C
reMouIMel, HampaBJICHHBIM HAa TMPEAOTBpPAIIEHNE KPOBOTCUCHWA W Ha
coxpaHeHue GyHKImH cycTaBoB. OCHOBHOU HJEeH SBISIETCS TO, YTO MOAACPKAHUE
ypoBHEW ¢aktopa Beime 1 % mpeoOpasyer TokEMyr0 reMopuianio B (GeHOTHIT
YMEPEHHOUW TSDKECTH, MPU KOTOPOM CIHOHTAHHBIC KPOBOW3ZIHUSHUS B CYCTaBBI U
XpOHUYECKass apTpomnaTusi BBIABISIIOTCA pexke. B IlIBeruu, rae mpodrrakTuka
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npaktukyercs ¢ 1960-x TOm0B, OBUIO TOATBEPXKIACHO, YTO HEMpPEphIBHAS
npoduiiakTHKa, HauMHAeMash B paHHEM BO3pacre, MNPEJOTBPAIAET CHUKEHUE
ypoBHel ¢akTopa Hmwke 1 %, coxpaHseT (YHKIHMIO CYCTaBOB M I0O3BOJISIET
MalyeHTaM BECTU HOPMallbHBIM 00pa3 >ku3HU. [IpeBOCXOJICTBO TMEpPBUUHOU
MPOPUIAKTUKU 1O CPABHEHUIO C AMU30/IMYECKUM JIEYEHUEM OOJIbIIIE HE CTABUTCSA
MOJ COMHEHUE, YYUThIBas pe3yJbTaTbl 0a30BbIX  PaHIOMHU3UPOBAHHBIX
KOHTPOJIUpYEeMbIX HcchefoBanuil. MccnegoBaHusi BTOPUYHOM TPOPHUIAKTUKUA Y
IIOAPOCTKOB M B3POCIBIX TAKXKE YKA3aJIM HA IOJb3Y, YTO KACaeTCs YMEHBIICHUS
€XKEroJHOM YacTOThl KPOBOTEYEHUM, YAaCTOTHl IIOBPEKIECHHUS CYCTaBOB U
KOJIMYECTBA THEH OTCYTCTBHS B IIKOJIE WM HAa paboTe 1O CPAaBHEHUIO C JICUCHUEM
no tpeboBanuto. [Ipu Takux HEONMPOBEPKUMBIX J0Ka3aTeNbCTBAX MpOdUIaKTHUKA
JOJKHA OBITh CTAHIaPTOM JICUEHUS BCEX MALMEHTOB € TSHKENOM reModuiineit.

Tem He MeHee, TMpaKTHUYECKUE TMPOOJIEMbI, CBS3aHHBIE C IICHOU
NpOoPWIAKTAKA, BMECTE€ C  OOIIENPU3HAHHOM  TE€TEPOreHHOCThIO  PHUCKa
KpOBOTEUECHHSI W (DapMaKOKMHETHYECKUX TapaMeTpoOB KOHIIEHTpaTa Qakropa,
MOJHSUITM BOTIPOC, KAKOM JOJKHA OBITh HACaIbHAs cXema MPO(MIAKTHKUA MpU
TSOKENON reMOpUITHH.

Tabnuia. Cxembl IEPBUYHON MPOPUITAKTUKH

Jo3a

Bricokas/monnast nosa Ot 25 no 40 ME krt 3 pasa B HEACNIO MM Yepe3 IeHb, HaunHas B Bo3pacte 1—2 JieT, He3aBHCUMO OT

(ManbMo/mBeAcKast) HaJIMYKs B aHaMHE3€ KPOBOTEUEHM I
IpomexxyTouHast 103a (TOJLUIAHACKAS) Or 15 110 25 ME kr'* 2-3 pasa B He/e/0, 00bIYHO HAYMHAETCA Mocie >1 reMapTposa
C noBBbIIICHHEM J03bI (KaHAJICKas ) 50 ME xr omun pa3 B HeZeNo, ¢ NoBbIlIeHHEM 10361 10 30 ME krt gsa pasa B Hezeno, 3aTeM 25

ME kr' yepes eHb, B OTBET HA YACTOTY KPOBOTCUCHHIA

WuauBuayanu3anusi TpOoQWIAKTHKH, KOTOpas MNpPUMEHMMa KO  BCEM
BO3pDACTHBIM TpYyIIaMm, JOJDKHA NPUHUMATh BO BHHUMAaHUE JOTOJIHHUTEIbHBIC
(bakToOpbl, KOTOpPbIE TMOBBIMNAIOT PHUCK KPOBOTEUEHHUS, TaKUE KakK YpPOBEHb
(GU3UYECKON aKTHBHOCTH/OOpa3 JKW3HHU, CYIICCTBYIOIIAS apTPOIMATHS CyCTaBa,
HaJIMYUEe XPOHUYECKOIO0 CHHOBUUTA U JUTUTEILHOCTD MEproia C YpPOBHEM (akTopa
HUKE MPUEMIIEMOI0 MHUHUMAJIbHOIO, a TaKKe MPHUEMIIEMOCTb HJis MaIlUeHTa,
OpeMsi yacThIX BEHEMYHKIHUN U MPOOIeMbl BEHO3HOTO JI0CTYIa, OCOOCHHO Y JIETEH,
a TaKKe CIIOCOOHOCTh CaMOCTOSITENILHO MMPOBOIUTH JICUCHHE.

WcTuHHBIN TIepHoJ] TONYBBIBEJICHUS KOHIICHTpaTa (akTtopa U KoyieOaHUs
dapmakokuHeTnyeckux (PK) mapamMeTpoB manMeHTOB OKa3bIBAIOT BO3/ICHCTBHE Ha
CTpaTeruu UHAWBHIyann3anuu npodunaktuku. 3Hanne OK mpodwns namuenta
MO3BOJISIET aJaTUPOBATh CXeMY NMPOGUIAKTUKH O J03€ U UHTEpBaJlaM BBEJCHUS,
KOTOpbIE  OOECMEYMBAIOT MPEABAPUTEIBLHO  YCTAHOBJICHHBIM  ONTUMAJIbHBIN
MHUHUMAaJIbHBIA YPOBEHb, KOTOPHIH MO3BOJIUT MUHUMHU3UPOBATh KPOBOTCUCHUS U
MaKCHUMAJIbHO YBEJIUUUTh PEHTA0CIBHOCTD JIJIsI 3TOr0 KOHKPETHOTO MAIlMEHTA.

[leneBoit MUHUMABHBIM YpPOBEHBL (hakTOpa BCE emIE SBISETCS MPEAMETOM
nebatoB. SBisieTcs 0OIIENpPU3HAHHBIM, YTO MOJJIEpKaHNUE YPOBHS (DaKTOpa BBIIIEC
1 % 1omKHO OBITh MUHUMYMOM, TTOCKOJIBKY TIPU YPOBHE BBIIIE 3TOTO COXPAHSIETCS
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BEPOSATHOCTh T'€MapTPO30B. DMUJIEMHUOJIOIMYECKAs] OLIEHKA TOJUIAHACKON TPYIIbI
yKkaszana Ha To, 4to ypoBeHb OVIII 1 % accoumupyercss ¢ 5 KpOBOU3IUSAHUN B
CycTaB B roji, B To Bpems kak ypoBHH > 10-12 % dakTtuyecku cBOIAT KOJIUYECTBO
KPOBOM3JIMSIHUM B CYCTaB K HYJIFO. [ake 0OTHO KpOBOU3IIUSIHUE B 310POBbIN CyCTaB
pactyiiero pebéHka siBisiercs onacHbiM. Kpome Toro, mccienoBaHHe HCXOJIOB B
OTHOLIEHUU CycTaBoB, npoBenéHHoe B CIIA, nokaszano, 4To oOHapyKMBaeMbIe C
noMornpto MPT moBpexaeHuss CycTaBOB HMMEIOTCS Y JHUIl 0€3 KIMHUYECKU
OYEBUJIHBIX KPOBOU3JIUSHUM B CycCTaB. [IpearnonoxurenbHo, 3TO SBISIETCA
PE3YyNHTATOM CYOKIMHUYECKUX KPOBOUBJIMSHUI B CyCTaB, KOTOPhIE TEOPETUUECKU
MOXHO TPEAOTBPATUTH IMOCPEACTBOM MPOPUIAKTUKH, KOTOpash 00eCleuynBaeT
BBICOKHE€ MUHHUMAJIbHBIE YPOBHU.

B HenaBHO npoBeAa¢HHOM aHanu3e ontuMuzanuu npoduiaktuku Oldenburg
MPEIOKIIT 3 OCHOBHBIX TMapameTpa Il HHAUBUAYATU3alUKi NPOPUITAKTUKH (CM.
pucyHok 1): (1) meneBoii MUHUMAJIbHBIA YPOBEHb (haKTOpa, ONMPEaesIeMbIi 1030
¥ MHTEpBAJIOM NpuMeHeHus: Ha ocHoBaHUU DK ocobeHHOCTEl manuenTa, a TakKe
JIOCTYITHOCTBIO U IICHOW KOHIleHTpaTa (akrtopa, (2) ¢akTopbl, HHUIIMUPYIOIINE
KPOBOTEUYECHHE, KOTOpHIE BKJIIOYAIOT CTENEeHb (U3NYECKON aKTHUBHOCTH/00pa3
KU3HU, HAJIMYUE U TSHKECTh apTPOIaTUU CYCTaBOB M XPOHHUYECKOIO CHHOBHMUTA,
(3) KoIMYECTBO KPOBOTEYEHHI, KOTOPOE CUUTAETCS MpUeMiieMbIM. DT 3 (pakTopa
00pa3yroT AMHAMHYECKHN TPEYTOJBbHUK IS WHANBUAYATH3ANH MPO(QUIAKTUKH.
[Ipu u3menenuu 1 nerepmuHanTa apyrue 2 OyayT ckoppektupoBaHbl. Hanpumep,
IIPY HAJIMYMHA HEOTPAHWYEHHBIX PECYPCOB “HYJIEBOM ypPOBEHb KPOBOTEUCHHHN U
HOpMaJjbHasl WIM JaXe HWHTCHCHBHas (u3NUYecKas AaKTHBHOCTb MOTYT OBITh
JOCTUTHYTBI MTOCPEJCTBOM HCIOJB30BAaHUS BBICOKHX 703, YacCTHIX BBEACHUU IS
MOJIyYCHHS IICJICBBIX O0Jiee BBICOKMX MHHHUMAJBbHBIX ypoBHeH daxtopa (5-10 %
WM BBIIIIE).

MUHMManbHbINA ypoBeHb

[lo3a/vHTepBan neveHus
(ueHa, LocTynHOCTB)

®dakTopbl,
MHULMMpYOWMe
KpoBOTeueHue

Mpuemnemoe
KONN4ecTso
KPOBOM3NMAHWIA (B

- ApTponatua cycras)

- dusnyeckan

aKTUBHOCTb/06pa3
KU3HM

Pucynok 1. [TapameTpsl HHAUBUyTU3AUN TPOPUIIAKTHKY.

B crpanax, rae J0CTynmHOCTh (hakTopa HE SABISAETCS  OCHOBHBIM
orpanuyeHueM, mnapamerp (1) sBisercss BeaymMM, IMOCKOJIBKY MHHHUMAIIbHBIH
ypOBeHb (haKkTOopa SBiIseTCS HanboJiee KOHTpoJIUpyeMbIiM. UTo Kacaetcs (hakTopoB,
MHULMUPYIOUINE KPOBOTEYEHHE, TAKUX KaK CTElNEeHb AapTpONaTHH, HaJIU4He
XPOHUYECKOTO CHHOBUTA, TO OHH HE MOTYT OBITh C JIETKOCTHIO U3MEHEHBI. TeM He
MeHee, (pu3nyecKasi akTUBHOCTH/00pa3 )KM3HU MOTYT OBITh TOJKOPPEKTUPOBAHBI B
3aBHCHUMOCTH OT CTENEHH apTPONaTHH, a CMEIIEHHE B CTOPOHY MHTEHCU(DUKAIUU



(GU3UYECKOW aKTHBHOCTH OOYCIIOBIIGHO MHHHMAIbHBIM ypOBHEM ¢akTtopa u
KOJINYE€CTBOM/MHTEHCUBHOCTBIO ITMKOB, KOTOPBIE MOXKET BblIepkaTh mapametp (1).
CrnenoBatenbHo, mapameTp (3), KOJIMYECTBO KPOBOTCUCHUH, SBISETCS MPSIMBIM
CJICICTBUEM BO3MOXXHOW cTereHu u3MeHeHus napamerpa (1). CiemoBarenbHO,
cxemMa TPOQUIAKTUKKA JOJDKHA OBITh CKOPPEKTHpOBaHA [Isl  TOCTHIKEHUS
HAUMEHBIIIETO BO3MOXKHOTO KOJIMYeCTBa KpoBoTeueHUH. [IprHNMast BO BHUMaHHE,
YTO KOHCYHBIN TMEPHO]I MOTYBBIBEICHHUS OKa3bIBaeT HaWOOJIbIIIEe BO3JICHCTBUE HA
MUHUMAJIBHBI  YPOBEHb (aKTOpa, MPOCTOE YMEHBIIEHHWE HWHTEpBAIA MEXIY
uHDy3usiMu, dake Ha 24 daca, TO3BOJISET YBEIWYUTh MUHHUMAJIBHBIA ypPOBEHb
daktopa. HemaBHo HauaTtoe BHeApeHHE (DAKTOPHBIX  KOHIIEHTPATOB C
YBEJIMYCHHBIM TIEPUOJIOM TOJYBBIBEJACHHUS TO3BOJIAET JOCTUYL IKEJIAeMOTO
MUHHUMAJILHOTO YPOBHS (paKTOpa MPU MEHBIIEH YacToTe NHPY3UIA.

B xome deThipéx mmoTHBIX uccienoBanni B Tawnanne, Kutae m Mnaun
MPOJIEMOHCTPUPOBAHO 3HAYMMOE CHUKEHHUE YaCTOThl KPOBOTCYCHHWH, MEHBIIIEE
KOJIMYECTBO JHEHM IPOITYCKA IIKOJIbI U YIYUYIIEHUE KauyeCTBA KU3HU, HECMOTPS Ha
TO, 4TO TOJIBKO Y 37 % netell B Xo04€ UHAMNUCKOTO MCCIIEIOBaHUSI MUHUMAJIbHBIE
ypoBHH (hakTopa coctanisiu >1%.

Jnst  momnepkanust J1I0OOTO  OMPENEeNEHHOTO MHUHUMAIBHOTO  YPOBHS
(manpumep, 1,33 ME/nn) norpebnenue daktopa cBEPTHIBAHUS KPOBU B HEJEIIO
CHUXKAeTCs B ~2,5 pa3a npu eXKETHEBHOM BBEJCHUHU U yBEJIMYUBAETCS B ~2,8 pas3a
MpU BBEICHHM KaXIbli 3-Wid J€Hb [0 CPaBHEHUIO CO ‘‘CTaHIApTHOW
NpoPMIAKTUKON depe3 JeHb. YToObl mnpodunakthka Obuia d(PpekTuBHON
HEO0OXOUMO Hajduuue TeMO(QUIMYECKOTO IICHTpa, TAC BBIMOJIHSAIOTCS BBEICHUS
(aKTOpHOTO KOHIIGHTpAaTa H TAIMEHThI OOYYarOTCS BBIMOJIHATH BBEICHUS
CaMOCTOATENbHO (AoMamiHee JiedeHue). KiumHudeckas moAAepKKa Takke
HeoOxoauma Juisi o0ydeHHUsl MAIMEeHTOB MOAXOAAIEeH (PU3NUecKol aKTUBHOCTH U
KOPPEKTUPOBKE 00pa3a >KMU3HHU, T.€. KOHTPOIUPYEMBIX (aKTOPOB, HHUITUUPYIOIIIX
KpoBoTeueHus. [ Haanexamero oOydenus npopuiakTuke MOBPEXICHUH (B TOM
YUCJIE€ C HCIOJb30BAHUEM 3alIUTHOM ONEXKIbl) M (U3UYECKOM aKTHUBHOCTH,
KOTOpas SIBJISICTCS MOAXO/SIICH Il cTaTyca UX CyCTaBOB M CTEIIEHU apTpOIaTUH,
TpeOyeTcst npodeccuoHanbHasi MOMOIb 00yYEeHHBIX (U3HOTEPANIEBTOB U BpayeH.
VYropaxkHeHuss g YIYYIICHUS MBIIIEYHOM CHJIBI M PaBHOBECHS IIOMOTaroT
CTaOMJIU3UPOBATH CYCTaBbl U MOTYT IPENOTBPATUTh KPOBOUZIUSHHUSA B CYCTaB y
NAlMEHTOB, KOTOpPbIE MEHEE 3allUIIEeHbl WM MPOBOJAT HHU3KOJO3HYIO
npodunakTuky. Croenuaiu3upoBaHHas KIMHUKA MO JICYEHUI0 TeMO(DWINU C
KOMIUIEKCHBIM, BCECTOPOHHUM MEIUIIMHCKUM OOCITYKMBAaHUEM SIBIISIETCS OCHOBOM
ig Tpo(UIAKTUKHA, HE3aBUCUMO OT SKOHOMHYECKOTO TMOTEHIMAaNa U TaKkKe
J0JHKHA OBITH IPUOPUTETOM BO BCEX PA3BHBAIOIIMXCS CTPaHaX.



Pacyer pno3el mpemapara FVIII wm FIX s nposenenus
NPOPUIAKTHYECKOI0 PeKUMa

Beenenne mnpenapara FVIII wmm  FIX  ocymecTBiasitor Ha  OCHOBe
WHIMBUyAIbBHOIO pacyeTa J03bl W KPAaTHOCTH BBEIEHUS JIEKaPCTBEHHOI'O
cpeactBa. llepen mepBbim BBeaenuem mpenapata FVIII wmu FIX Bemonsstor
UCXOJHOE HCCIIEIOBAaHUE TMOKa3aTeJell reMocrasa ¢ ONpeeIeHUEM AKTUBHOCTHU
FVIII (IX), yporus uarudutropos k FVIII (IX) e panee 7 aHei mocie nocieIHEro
BBeaeHus npenapata FVIII wim FIX. Tlocne 3abopa KpoBU i BBITIOJHEHUS
UCXOJHOM  KOaryjaorpaMMbl —OJHOKpPaTHO BHYTPUBEHHO OOJIOCHO  BBOJST
craptoByto no3y npemnapara FVIII B xomumuecrse 50 ME/kr maccer tena (100
ME/kr npenapata FIX).

KoarynsimuoHHbI OTBET PETUCTPUPYIOT IMYTEM OIPEIEICHUS] aKTHBHOCTHU
FVIII (IX) B kpoBM manueHTa mnociie BBEAEHUs CTapToBOM 103kl npenaparta FVIII
nn FIX uepe3 30 munyrt, 1 gac, 2 yaca, 6 yacos, 12 yacos, 24 yaca, 48 yacoB u 72
gaca (96 gacos - mist remomin B).

OCHOBHO MPUHIIUII TOAOOPA 1036l TIO TAOOPATOPHBIM TTOKA3ATEISAM

HNurepBan BBenenusi npemnapara FVIII uwnu FIX paBen BpeMeHHOMY
MPOMEXYTKY, B TEUYEHHWE KOTOPOTO MHUHHMAalbHAsg OCTAaTO4YHAsi AKTUBHOCTH
"nedunutHOro" akropa npesbimaet 2%.

JlanpHEeUIIMi MOHUTOPUHI HMHAWUBUYATBLHOIO KOAryJSIIUOHHOTO OTBETA
BBIMIOJIHSIIOT ~ KaXKJple 6  MecslueB Ha  MPOTSHKEHUU  MEpBOTO  roja
MPO(PHUIAKTUYECKOTO BBEJICHHUS, a B MOCIEAYIOLIEM - Kaxble 12 MecsIeB.

Knunnueckue kpurepuu 3()pQPEKTUBHOCTH NOCTOSHHOM MNPO(UIAKTHUYECKOU
3aMECTUTENIbHOM Tepanuu: OTCYTCTBUE KPOBOM3IMSIHUI B CYCTaBbl; OTCYTCTBHE
MPU3HAKOB CHHOBUUTA; OTCYTCTBHE YacCThIX 3HAUYUMBIX TI'€MOPPAruyeCcKux
MPOSIBJICHUM, TPEOYIOMMX JIOMOJHUTEILHON CIeu(UUIEeCKON 3aMeCTUTEIbHON
TEparuu.

Pemienne o  HemocrtarouHod — 3((PEKTUBHOCTH  MPOPHIAKTUUECKOU
3aMECTUTENIbHON Tepanuu MpUHUMAeTcs B CIHEAYIOIIMX ciay4asx: Ooziee 2
ANU30J0B CIIOHTAHHBIX TE€MAapTPO30B B TOJ; IpPHU IMOSABICHUU INPU3HAKOB
XPOHUYECKOTO CHHOBUMTA; IPH CIIOHTAHHBIX I'€MOPPArMYECKHX IPOSBICHUAX
OPYrou JJOKaIU3aluu.

[Iprunaamu HEJIOCTaTOYHOU s¢dexTuBHOCTH 3aMECTUTEIBHON
npo(UIAKTUYECKOW Tepanuu MOTYT OBITh TOSIBJIEHHE MHrUOUTOpa (akTopa
CBEPTHIBAHUS KPOBH, HENOCTATOYHOCTh J03bl U (WJIM) KPAaTHOCTH BBEJEHUS,
HECOOIIO/ICHHE peXuMa BBEACHUS U JO3UPOBOK NAIMEHTOM U POIUTEISIMH,
MHAMBHUIyaJIbHbIE OCOOCHHOCTM TMallMeHTa, TpeOyrolue NpuMeHeHus Ooiiee
BBICOKMX J103 WJIM 0oJiee 4acTOro BBEAECHMs IpernapaTa. PerieHue o MoBbIILIEHUN
7036l WJIM KpPAaTHOCTU BBEJIEHUS Ipenapara HOpu NpoQHUIAKTUYECKON Tepanuu
JOJHKHO OBITh MPHUHSTO, €CITU UMEIOTCS KIIMHUYECKUE WU JTaOOpaTOpHbBIE TaHHBIC
0 ee Hed(PPEKTUBHOCTH. YUMTBHIBAs, YTO OCHOBHAs 3aJada MPOPUIAKTHIECKON
3aMECTUTENIBHON TEepanny — COXpaHEHUE KauecTBa JKM3HU MAlMeHTa, y TAI[UCHTOB

C BBICOKHUM YPOBHEM CI)HSH‘ICCKOﬁ AKTHUBHOCTH 501041 KIIMHN4YCCKUMN
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reMopparnd4cCKuMun IMpoOABJICHUAMU HCO6XOI[I/IMO IMOBBIIICHUC CTAHAAPTHBLIX 103
HJIM YBCIIMYCHHUE KPATHOCTU BBCACHUA IIpCIiapara.

3AKJIIOYEHHUE.

['maBHOW 1eNbI0 NPOPUIAKTUUECKOTO JICYEHHUS SIBISIETCA IOBBILICHHUE
KauyecTBa >KU3HU U COIMAJIbHOM aJanTHPOBAHHOCTU MAIMEHTOB C TeModuinen
TPYAOCIIOCOOHOTO BO3pacTa B pe3yJibTaTe KapAHMHAIBHOTO YMEHBIIEHUS YacTOTHI
reMOpparuueckux  MpOsBICHUM  3a00yieBaHUSA, HUCKIIOYEHHUS  CIIOHTAHHBIX
KPOBOTEUYECHHI, YMEHbILICHUS TAKECTH NOCTTPaBMaTHUECKUX u
MOCJICOTEPAIITOHHBIX KPOBOTEUECHHUI, CHIDKEHUS BBIPAKEHHOCTHU U
NPEeIyNpPeXACHAS Pa3BUTHS BTOPUYHBIX HW3MEHEHUH OMOPHO-ABUTATEIHLHOTO
ammapara ¥ CBS3aHHOHN C HUIMH MHBAJIMIN3AIUHN TAIIMEHTOB, YMEHBIIECHUS 9aCTOTHI
oOpallleHHs] TAIUEHTOB 3a aMOyJaTOPHOM U CTallMOHAPHOMW MEIUIIMHCKON
MOMOIIBIO, YMEHBIIICHHSI TOTPEOHOCTH B OPTOMEANUECKOM JICUCHUH, UCKITIOUCHHE
HEO0OXOAMMOCTH MPOTE3UPOBAHUS KPYIHBIX CYycTaBOB. JlOMOMHUTENbHBIN 3DPeKT
npo(QUIAKTUYECKOTO JICUEHHUsS 3aKII0YaeTcss B CHIDKCHMHM HAarpy3Kd Ha
OpraHu3alliy 3/IPaBOOXPAHEHUs, CBA3AHHOW C OKa3aHWEM IOMOILIM MAlUEHTaM C
remopunueil. [IpodunakTrka siBiseTcs CTaHAAPTOM JIEUEHUS B Pa3BUTHIX CTpaHaX.
[Ipodunaktuka MOXKET OBbITH JONOJHUTENBHO WHAUBUAYAIU3UPOBAHA IS
NOBBIIEHUS YPPEKTUBHOCTH U peHTa0eabHOCTH. MHauBHUTyanu3anys HanayyIum
0o0pa3oM JOCTUTAaeTCs Ha OCHOBE OIICHKM YacTOThl KPOBOTEUEHUM, (PU3NUECKON
aKTUBHOCTH/00pa3a >KM3HU MaIlUeHTa, CTaTyca CYCTaBOB U (papMaKOKMHETUYECKHX
JaHHBIX KOHIEHTPATOB (PAKTOPOB CBEPTHIBAHUS KPOBHU y KOHKPETHBIX MAIlUCHTOB.
Taxxe MOMKHA YYUTHIBATHCS MPUEMIIEMOCTh MPO(PHUIAKTUKMA 711 TAI[MEHTOB.
Pa3pabGotansl ~ MHCTpYMEHTHI  OIICHKM  (HampuMmep,  BU3yalW3aluss U
(YHKIIMOHAJIBHOM OILIEHKH CTaTyca CyCTaBOB, OIICHKAa KAa4yeCTBAa JKU3HW) IS
OTIpe/ieNieHUs] 1 MOHUTOPHUHTA (PAKTOPOB MPOTHO3a U KpUTEpPUEB (P (HEKTUBHOCTH
PO UITAKTUKH.

KitoueBbiM ycroBueM ycrnexa NpopUIAKTHKU SIBISETCA HAJIWYUE HEHTPOB
BCECTOPOHHETO MEAMUIMHCKOIO OOCIYKMBaHHUs, KOTOPbIE MMEKT HEOOXOAUMBIC
npoecCUOHANbHBIE 3HAHUS W HABBIKM, OOECHEYMBAIOT TOILACPKKY U
KOHCYJIbTUPOBAHUE JJI1 00pa30BaHUsl MAllMEHTOB, CEMEW U JPYrMX paOOTHUKOB
cepbl 3ApaBOOXpPAHEHMsI, a TaKXKE IMPOBOJAT HCCIEAOBAHUSA Ul YIIyYIIEHUS
JIe4YeHUs reMopUInm.
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