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AHHOTaums

O6ocHoBaHne. AocTatodHas 0ob6ecrneqyeHHOCTb rnpenapaTtamu hakTopoB CBEPTLIBAHUSI KPOBM MO3BOAMAQ CYLLECTBEHHO MOBBICUTbL KAa4ecTBO M
YBEAUUUTH MPOAOAKMUTEALHOCTb KM3HU MALMEHTOB C remouaneit. OAHAKO COXPAHSIIOTCSI OMPEAEAEHHbIE TPYAHOCTH B Ae4eHUM 3a60AeBaHMsI.
LleAb. [poaHaAm3npoBath TekyLMe TepaneBTUHECKUE MOAXOAbI U BbISIBUTb OCHOBHbIE HEPELLEHHbIE BOMPOCHI TEPAruu MaUMeHTOB C reMohrarent A.
Marepuannbi u MeToAbl. [1poBeaeH oHAaMH-0rpoc 100 B3POCAbIX MaLMEHTOB C reModuanent A.

Pesyabtarbi. boaee 1/2 (59%) onpolueHHOM BLIGOPKU — MauneHTbl B Bo3pacTte oT 19 Ao 40 AeT ¢ TsixeAoit hopmoit 3ab6oaeBaHus, 73% pecroH-
AEHTOB MOAYYAIOT 3aMECTUTEALHYIO TEPANUIO NMAA3MaTUYECKUMM (hakTopamu, 42% NauMeHTOB BBOASIT Mpenaparbl 3 pa3a B HeaeAlo 1 yaile. boaee
1/2 naureHToB C remodmaneit A BO BCEX BO3PACTHbIX IPYMrax OTMEHAlOT COXpaHeHue GOAeM M OrpaHuyeHmne NOABUXKHOCTU CycTaBoB, ¥ 70%
NMauUMeHTOB YacToTa KPOBOTEUEHUIT B CYCTaBbl — 4 pasa 1 HoAee 32 NOCAEAHUH 1oA, 47 % NauMeHTOB C reMoMAMEN A YaCTUUYHO YAOBAETBOPEHbI
MAM HE YAOBAETBOPEHbI CBOMM COCTOSIHMEM 3A0POBbSI, 92% MALMEHTOB XOTEAM Obl YAYULIMTH KQ4ecTBO Xu3Hu. [1pu atom okoro 1/3 naumeHtos
XOTeAU Obl YMEHbLIMTB YaCTOTY BBEAEHMs npernapatoB. boaee 40% OMNpoLeHHbIX He MOCEIaAM FreMATOAOra B TedeHue roAa, 85% He NpoBoOAST
peryAsipHbii AaGOPATOPHbBIA MOHUTOPUHT.

3akAloueHne. Pe3yAbTaTbl ONpPoCca AEMOHCTPUPYIOT HEOOXOAUMOCTb M3MEHEHMS MOAXOAOB B TEPANUM U BHEAPEHWM MHHOBALIMOHHBIX MPernapaTos
AASI A€YEHMSI NMALMEHTOB C reMOUAMEN.
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Unsolved issues of treatment of adult patients with hemophilia A

Nadezhda I. Zozulya™, Oksana S. Dimitrieva
National Research Center for Hematology, Moscow, Russia

Abstract

Background. Sufficient supply of coagulation factors products has significantly improved life quality and expectancy in patients with hemophilia.
Certain difficulties, however, persist when it comes to the treatment of the disease.

Aim. To analyze current therapeutic approaches and identify major unsolved issues in the treatment of patients with hemophilia A.

Materials and methods. An online survey of 100 adult patients with hemophilia A was held.

Results. More than a half of the surveyed sample (59%) are patients aged 19 to 40 with the severe form of the disease, 73% of respondents
receive a replacement therapy with plasmatic factors, 42% of patients inject drugs 3 times a week or more. More than a half of all age groups
with hemophilia have persistent pain and limited joint mobility, in 70% of the patients, bleeding into the joints occurred 4 or more times within
the past year, 47% of the patients with hemophilia A are partially satisfied or dissatisfied with their state of health, 92% of the patients would like
to improve their quality of life. At the same time, about 1/3 of the patients would like to reduce the frequency of drug administration. More than
40% of the respondents did not visit a hematologist during the year, 85% do not conduct regular laboratory monitoring.

Conclusion. The survey results demonstrate numerous areas of potential change pertaining to the approaches towards therapy and to the
innovative drugs for the treatment of patients with hemophilia.
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Beeaenue

Kuznp moznedl ¢ remoduiIueil 3HaUNTENBHO W3MEHUIIACH
3a [OCJIeJHUE HECKOIBbKO NEeCSATUNIeTHi. B mpomuiomM uactele
3MM301bl KPOBOTEUEHUH, MHBANIUAM3UPYIOIIUE apTPONATHU
CYIIECTBEHHO CHMJKQJIM Kaue€CTBO W MPONOIKHUTEIHHOCTh
KHU3HU NAlUeHTOB ¢ remopunneid. C NOsSBICHUEM 3aMECTH-
tenbHOU Tepanuu (3T) koHuLeHTparamu (aKTOpOB CBEPTHI-
BaHus KposH (PCK) y manueHToB MosiBUIACh BO3MOXHOCTh
M0JIy4yaTh MOJHOLEHHYI0 MEIUIMHCKYI0 omouls. JloctaTou-

Has 00eCNeueHHOCTh MmpernaparaMu (akTOPOB CBEPTHIBAHHS
KPOBH B paMKaxX TOCYAapCTBEHHOH MPOrpaMMbl BBICOKO3a-
TPATHBIX HO30JIOTUH 3HAYUTEIHHO MOBBICUIIA KAY€CTBO U MPO-
JOJDKUTENBHOCTD )KA3HU MAaleHTOB ¢ reModuineld B Poccun
3a mocienuue 15 met [1]. OgHako, HECMOTPS Ha OCTHUIKECHHS
B TC€panuu, OCTarOTCA HEPCIICHHBIMH BONIPOCHI JICUCHUA JaH-
HOMW KOTOPTHI MAIIHEHTOB.

Leab uccenoBanusi — IPOAHATH3UPOBATH TEKYIINE TIOM-
XOIBI K TEPAINH B3POCIbIX MAIMEHTOB ¢ TeModuineil A, BbIi-
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BUTH UMCHOIINECS HCPCIICHHBIC l'lpO6J'lCM]>I 1 BO3MOXKHBIC ITYTH
UX pCIICHUA.

MarepnaAbl n MeToAbI

B uccnenosanue Bxiouensl 100 manueHToB ¢ reModuiu-
eil A pa3iMYHOU CTeneHH TSHKECTH crapiue 18 Jet, mpoxuBaro-
mux B MockBe 1 MOCKOBCKOM 00JIaCTH.

[ManmenTam OBUTO TIPEIOKEHO OHJIAMH OTBETUTh Ha
14 OCHOBHBIX ¥ 9 YTOUHSIOUIMX BOTMPOCOB OTHOCHTEIBHO HX
3a0oneBanus mo meromuke CAWI (Computer Assisted Web
Interviewing). Onpoc U cTatucTUveckas o0paboTKa MPOBOIH-
nucsk npu noanepskke kommnanuu IQVIA. Bonpocs! pecrionies-
TaM yka3aHbl B Ta0JI. 1.

Pe3yneraThl OTBETOB aHAIN3UPOBAINCH KaK B 00MIEH rpyI-
TIe MAIMEHTOB, TaK U B MOATPYIITaX B 3aBUCHMOCTH OT BO3pacTa
(19-30, 31-40, 41-50 nert, 51 rox u crapiie) U TsHKECTH 3a00-
neBaHus (TsDKenas, cpenss, jerkas). CpenHuii Bo3pacT mamu-
eHtoB coctaBmi 40 net. Bo3pacTHoe pacnpeneneHue OOIbHBIX
MPEICTaBICHO B Ta0. 2.

Y oGonbuierr yactu (70%) manueHTOB, BKIIOYCHHBIX B
orpoc, OblIa JUarHOCTHpPOBaHA reModuius A Tsxkenoi dop-
Mbl. CpenHsis hopMa TsDKeCTH oTMedanach y 21, nerkas ¢op-
Ma —Yy 9 manueHToB.

Pe3yAbtarhbl

Oowas ouenka cocmosnus 300pP06bs

B o6mieit rpymme narmenToB okoio 1/2 (47%) orMedanu He-
JOCTaTOYHYIO YIOBIETBOPEHHOCTH COCTOSIHHEM CBOETO 3710POBBSL:
5% ObLIM UM COBEPILIEHHO HE YJOBIETBOPEHBI, 7% — CKOpee He
YIIOBIIETBOPEHBL, 35% — yIOBIETBOPEHE! YacTHYHO. Hanmensmmast
VIOBIIETBOPEHHOCTh COCTOSTHUEM 3/I0pPOBBsSI OTMEUEHA B TpYIIIe
MALUEHTOB C TSDKEJIOoH (HOpMOit reMopHIni A: OTBETBI «COBEp-
IICHHO HE YAOBJICTBOPEH», KCKOPEE HE YAOBICTBOPEH», «4acTHY-
HO YIOBIICTBOpEH» OBUTH MONy4YeHBI Y 57% MAIlMeHTOB JaHHOW
rpymsl. Taxoke oTMedanach Oonee HU3Kas YHIOBIETBOPEHHOCTD
COCTOSIHMEM 3/I0pOBbs Y TIALIMEHTOB 00JIee CTApIIMX BO3PACTHBIX
TPYII HO CPaBHEHHUIO ¢ Oojiee MOJIOIBIMM MareHTamu. Ecin B
rpymmax 19-30 u 3140 sieT HENOIHYIO YAOBJIETBOPEHHOCTD CO-
CTOSIHHEM 310poBbsi oTMedanu 44 u 38% maieHToB, TO B TpyI-
nax 41-50 u crapuie 50 jet — 55 u 59% coorBercTBeHHO (pHC. 1).

3T npenapamamu gpaxmopa VIII

ITo nanHbIM ompoca, 97% nauuenrtos nomyvanu 3T npena-
paramu dakropa VIII. He mony4anu cnetmduyeckoii 3T Tosb-
K0 3% IanueHToB c jerkoi Gopmoii 3adoaeBaHus.

IIpu 5ToM 73% MAaMEHTOB MOMYYaiH TEPaNuIo Ma3MaTh-
yeckuMmu npenaparamu ¢akropa VIII, ocransHbele 27% — pe-
KOMOMHAHTHBIMHM Tpenaparamu. [Ipumepno 1/2 (52%) na-
[[MEHTOB, KOTOPHIM Ha3HAauYeHa Tepanus IUIa3MaTHYeCKUMU
(axropamu VIII, oTMeuanu cMeHy IOIy4aeMbIX [IPENapaTos.

BonpmmacTBO (78%) MaliieHTOB BBOAMIN MpenapaTsl (hax-
topa VIII camoctosrensHo, eme 11% mamueHToB B 3TOM IO-
MOTaJIH POJCTBEHHUKH, TOJIBKO 10% MaIMeHToB IS BBECHHS
npernapara o0pallajuch B MEIUIMHCKOE YUPESKACHHE WA K
MEANIIMHCKOM CecTpe.

PexxuM BBeACHHMS Mperapara o TpeOOBAaHUIO HCIIOIb30Ba-
1 22% NanyeHTOB, OCTAIbHBIC MOIYYAIH TEPAIHIO B PSKIME
npodunakTrku. MHTEpBaJIbl MeXIy BBEACHHAMH IIperapara B
pexxuMe Po(UITAKTHKH CYIIIECTBEHHO pa3invainck: ooiee 1/3
(38%) marueHTOB Moy4yasy mpenapar 3 pasa B Henento, 28%
MAIMEHTOB — 2 pa3a B Hezemno, 8% mnanueHToB — 1 pa3 B Heze-
0, 4% manueHToB — Oojee 3 pa3 B Hexemto (puc. 2).

W3 mpu4nH HEYIOBIETBOPEHHOCTH HOMyYaeMbIM JICYCHUEM
MMalMEHThI OTMECYaJIu GOHLLHOﬁ O61)€M BBCACHHUSA U CIHIIKOM
yacTbie HH(Y3Hu.
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Tabanua 1. ONPOCHNK AASl MALMEHTOB € reModnaneit A
Table 1. Questionnaire for patients with hemophilia A

1. Kak Bl orieHUBaeTe CBOE COCTOSTHHE 310POBbs (CBA3aHHOE
¢ 3aboneBanneM remodumuu A) o 5-6amibHoI mkane?
1.1. [Tomyuaere m Bl ciemuduaeckyro 3T
KOHILIEHTpaTaMu (h)akKTOPOB CBEPTHIBAHUSI KPOBH?

2. Tepanuro kakuM npenaparoM ¢axropa VIII Ber momydaere
B HACTOSIIIMH MOMEHT?

2.1. Bl oTMeTHIIH, YTO TIOJTyYaeTe Teparuo
a3MarnaeckuM akropom. Ckakute, Kakoii IMEHHO
npernapar mia3Marundeckoro ¢gakropa Ber npumensere?

2.2. Ykaxure, MoXamynucTa, kak Bl 00bI9HO BBOIUTE
npemnapar A JedeHus remoduanu A?

2.3. YkaxuTe, noxayyicra, 4acCTOTy BBEACHHUS Iperapara.

2.4. Vkaxure, 0XKaITyHCTa, YIOBIETBOPEHBI 11 Bl
MOTy9aeMbIM Ipenaparom?

2.4.1. Yxaxxute, NoXKaJIycTa, IPUUHUHbBI

HEYJOBJIETBOPEHHOCTH IIpenaparoM?

3. B Teuenue roga npuxoamiiock iu Bam npuHuMarh
00e300MMBaloIye Ipenaparsl B CBSI3H C OOJIEBEIMHI
OIYIICHUSIMU B 00JIaCTH CYCTaBOB?

4. B TeyeHue rojia UCTIBITHIBAIH JIX Bl OrpaHiYeHUsI
TOJIBUKHOCTH CyCTaBOB?

5. Ykaxxute yacToTy BOSHUKHOBEHHS AIIHU30[J0B KPOBOTEUCHUH
(B CyCTaBBI, MBIIIIIBI, MATKHE TKAaHU 1 T.JI.) B TEUCHUE
MOCIIETHETO TOJIa.

6. Yxaxure, Obutd 11 y Bac kpoBoTedeHuUs pu TpaBMax
3a nocneaHui ron?

7. Ykaxure, nomydanu o Bsl cnenuduaeckyio 3T
KOHIIEHTpaTaMH (h)aKTOPOB CBEPTHIBAHUS KPOBU NIPH TpaBMe?

8. Kakum oOpa3om Brl ocTaHaBmMBaIM KPOBOTEUEHHS
npu TpaBme?

9. IIpoBogumucs 11 Bam xupypruueckue BMemaTeIbCTBa
3a MocIeaHUH Toa?
9.1. Yxaxure, Obutn 11 y Bac kpoBoTeueHus
TIPU TIPOBEACHUHU XUPYPTrUIECKUX BMEIIATeIIHCTB
3a MoCIeaHUH roa’?
9.2. Yxaxwure, noinydanu a1 Bel cnenuduueckyio 3T
KOHIIEHTPATaMH (h)aKTOPOB CBEPTHIBAHUS KPOBH
IIPH IIPOBE/ICHUH XUPYPIUYECKUX BMEIIATEIbCTB?

10. YkaxuTe, noxanyiicra, pUIHHbI IOCEIIEHUS B TEUECHHUE
rofia Bpaya-reMarosora.

11. bem 1 y Bac rocniuranuzanyy B CTalloOHAp 3a
nocienuuit ron? Ecnu na, ykaxure, moxainyicTa, IpHYHHBI
TOCTIUTAIN3AINH.

11.1. Ykaxwure, moxanyicra, odmiee KOIHIeCcTBO
roCIUTaIN3aui (HE3aBUCUMO OT NIPUYHHBI)
3a TIOCIIETHUH TOJI.

12. Ykaxwure CpE€AHIOIO MPOAOJKUTEIIbHOCTE I'OCIIUTAIN3allun
B TCUCHHC rojJa.

13. VkaxuTe, KAKUMH U3 IIEPEUUCICHHBIX HH3MIECKUX
aKTUBHOCTEH BbI 3aHMMacTeCh.

14. YkaxxuTe, 9TO MOTIIO OBI OBITH YIYYIIEHO AJIS TOBBIIICHHS
kayecTBa Bamel sxu3znn?

TEPATIEBTUYECKMM APXMB. 2022; 94 (1): 77-82.
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Ta6A. 2. XapakTepucTMKa naluMeHToB ¢ reMoguanent A
No BO3PaCTHLIM rpynnam

Table 2. Characteristics of patient with hemophilia A
by age groups

Bospacr, jer Yuco nanuenTos, %

19-30 25
3140 34
41-50 22
>51 19

Kax BeI orieHuBaeTe cBoe COCTOSIHUE 310POBbS
(cBsi3aHHOE ¢ 3a0oneBaHreM reModuiieit A) 1o 5-6aubHOI mKkane?

Bcero % pecnonnientos | TspkecTh 3a00/1eBaHHs % PECIIOHIEHTOB
b Tmkenas popma, n=70 I 7 43 33 10
© [ c Cpennsist popma, n=9* 1111 44 33
35 d Jlerkas popma, n=21*% 519 33 43

34

Bo3pacTHble rpynmsi

= CoBEpIICHHO He YIOBIETBOPEH — 5%
Cxopee He ynosnerBopeH — 7%
YacTHIHO y10BIETBOPEH — 35% h
Cxopee ynoBieTBoper —34%
ABcomoTHO yroBieTBopeH — 19% i

g 19-30 net, n=25* IS 32 40 16
31-40 net, n=34 3 35 32 29

41-s0mer, =22+ §o 41 36 9

j >50 se, n=19% .11 32 26 16

Puc. 1. OueHka cOCTOSHMS 3A0POBbS MALIMEHTOB
c remodpuanen A.
*Mautble BbIOOpKH marueHToB (1<30).

Fig. 1. Health status in patients with hemophilia A.
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Puc. 2. Pexum BBeAeHus npenapara.
Fig. 2. Regimen of drug administration.

Cocmosanue onopHo-08uzamenbHoz0 annapama

Bonee 1/2 manueHToB B 0011l rpyIne B TEUSHUE TTOCIE-
HETo rofa HCIBITHIBAIN 00N B CyCTaBax yMepeHHOH (26%)
w1 BeIpaxkeHHOH (47%) Tsokectu. Ilpu aHanu3e pe3yabTaToB
B MOATPYIINAaX B 3aBUCUMOCTHU OT TSDKECTH 3a00JI€BaHUS BBISIB-
JIEHO, YTO OOJM YMEPEHHOH HJIH BHIPKEHHOH TSDKECTH B TPYII-
T MAIUEHTOB C THKEIOH POopMoii reMOpUIK A MCIIBITHIBAIN
82% mnauueHToB, co cpenHeTsKeNnon (GopMoi 3aboseBaHus —

TEPATTEBTUYECKMM APXMB. 2022; 94 (1): 77-82.

B Teuenue roga npuxoaunocs a1 Bam npunnmars
00e300/IMBaIOIINE TIPeTIapaThl B CBA3U ¢ OOJICBHIMHU OLTYICHUSIMHI
B 00nacTu cycraBoB?

Bcero % pecnonnentos | TszkecTh 3a60/1eBaHns % PECTIOHICHTOB

b Takenas popma, n=70 - 29 .
c Cpenusist popma, n=9* - 44

BospacTabie rpynnbl
25 16

&)

= Jla, HCTILITBIBAT CHITbHYIO GO, g 19-30 ner, n=25*
TPeOYIOIIYI0 IPHMEHEHHS
obe36onuBatomux, — 47% h 31-40 ner, n=33 - 29 -

HcnbiTsiBan 6oi1b cpeHeit TSHKECTH,
He TPeOyIOLLyI0 IPHMEHEHHS i
obe3bomnBalomux, — 26%
= Her, He HCTIBITBIBAN GONEBBIX j
ourymenuit — 27%

a1-50 1t =22+ [ SN 27 8
>50 sier, n=17* - 16 -

Puc. 3. OueHka 60AeBbIX OlyIEHHUIA B 00AACTH CYCTaBOB.
*Mausle BEIOOPKH manueHToB (1<30).

Fig. 3. Patients experiencing joint pain.

B Teuenue rona ucnsIThIBaIM 1 Bl
OTPaHNYCHUS MOJIBYKHOCTH CYCTAaBOB?

TszkecTb 32001 BaHHS

b Tsxenas popma, n=70 _ 19 I
¢ Cpennss popma, n=9* _ 22
17 d Jlerkas ¢popma, n=33* -10-

Bo3pacrHble rpynnsi

g 19-30 net, n=25* - 24 -
31-40 net, n=33 _ 12-
41-50 ner, n=22* - 32 I
>50 ner, n=17* _

Puc. 4. OueHka AMana3oHa NOABMXKHOCTH CYCTaBOB.
*Mauble BRIOOpKH manueHToB (1<30).

Bceero % PECTOH/ICHTOB % pecrionieHToB

= JIa, 4aCTO MCIBITHIBAT OTPAHUUCHUS
MOJBIKHOCTH CYCTaBOB — 64% h
Pe/Iko HCTIBITBIBAIT OTPAHHYCHHS
HOZBIKHOCTH CyCTaBoB — 17% i
= Her, He ucnbIThIBAN OrpaHHYEHUs
MOABIKHOCTH CycTaBoB — 19% j

Fig. 4. Patients reporting joint range of motion.

100% mnanueHToB, a B rpymnme c Jerkoid ¢opmoii 3abonesa-
HUsl — TodbKo 34% mauuenTtos (puc. 3).

Taxoke BBISIBIICHA BBICOKAs YACTOTa OTPAHUUCHUH TTOIBHK-
HOCTH CYCTaBOB: B 0OIeil rpymme oHun oTMedanuch y 64%
nanueHToB. [y 9Toro mapaMmerpa Takke OTMeYanach 3aBHCH-
MOCTB OT TSDKECTH 3a00JIeBaHUS: HAHOOJNBIINE OTPaHUICHHS
MTOABMYKHOCTH OTMedasd 71% ManueHToB ¢ TshKenod (hopMoit
remo¢unnn, 78% — co cpenHeTsKeN0i U Tonbko 33% maruen-
TOB C JIeTKoW Gopmoii (puc. 4).

Yacmoma Inu30006 KposomeyeHuii

CpeHsisi 4acToTa SMU3010B KPOBOTEUEHHI B OOIIEH rpyr-
nie cocraBuia 1,4 paza B mecsu. B oOrielt rpymnme yacrora Bo3-
HUKHOBEHUSI KPOBOTEUEHHI, 10 OLIEHKaM IalueHTOB, pacipe-
JIENTWIIACh CIIEAYIOIUM o0pa3oM: exeHenenbHo — 20%, 1 pas
B 2 "Henenn — 12%, 1 pa3 B mecsn — 26%, 4 paza B rox — 12%,
1 pa3 B monroza — 12%, <1 pa3a B rox — 18%.

BonpmuHCcTBO (62%) mManueHToB HE OTMEYalld KpOBO-
TEUSHUI TpHU TpaBMax 3a MOCIEIHUU TOMA, OIHAKO B TO XKe
BpeMs y 29% ONpPOLICHHBIX KPOBOTEUEHUS CIy4aluch IpU
KXo TpaBMme. Yale Bcero pecrnoHAEHTHl OCTaHABIMBAIN
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KpPOBOTEUEHHE NIPHU TPaBME CAMOCTOATENILHO — B 76% ciyda-
€B, 32 IIOMOIIBI0 B MEAUIMHCKHE yUPEIKACHHS IPU TPaBME
oOpamanucs Tonsko 24% manueHToB. B rpynme manueHToB
¢ Tspkesoi popmoit remodunum 13% 1 OCTAaHOBKH TpaB-
MaTHYEeCKOr0 KPOBOTEUCHHUS 00PAIIaIICh B MEUIITHCKOE Y-
pexeHue.

Xupypeuueckue emewiamenscmea

3a nocneaHui rox XUpyprudeckrue BMENIaTenbCTBa BBINON-
HSUTHCH 15 ONpOLICHHBIM MaleHTaM. B rpymmne namueHToB ¢
TSDKENON (popMOi reMOGHIIHH BMEIIATEIBCTBA POBOIMINCE Y
8 manmeHToB, B TO BpeMs KaK y MAIlEHTOB CO CPEAHETSDKEION U
nerkoil popmaMu —y 2 ¥ 5 NallMEHTOB COOTBETCTBEHHO. Yare
XUPYPrUYeCKUe BMEIIATENHCTBA BHINOIHSIACH B TPyIIax Ma-
renToB B Bo3pacte 19-30 (20%) u crapme 50 ger (32%) no
CPaBHEHHMIO C MalMeHTaMH cpeiHero Bo3pacra (31-40 ner —y
6%, 41-50 net — y 9% nanuenToB). Bce manueHThl, KOTOPBIM
BBIMIOJHSUTUCh  XMUPYPIHYECKUE BMEIIATENBCTBA, ITONYyYaln
3T npenaparom dakropa VIII, Tem He MeHee y OONBIINHCTBA
(93%) manmeHToB XUPYPrUUECKUE BMELIATEIbCTBA COPOBOXK-
JIAJIACh KPOBOTCUCHUSIMHL.

Bpauebnoe naonrooenue

3a nocneauuit rox 41% NanMeHTOB HE MOCEUIAIN reMaro-
nora. Cpenu Tex NMAlMEHTOB, KTO IOCEIIal JIeYallero Bpaua,
OCHOBHBIMH MPUYMHAMH OOpalICHNs ObUTH: BBIMKCKA PELENTa
UL TIONTydeHus mpenapara — 33%, KOHCYIbTalus 10 TEICHHIO
3a00JIeBaHuS U HEOOXOIUMOCTh KOPPEKIIMH JICYESHUS B CBSI3H C
kpoBoteueHussMu — 30%, mabopatopHoe oOcienoBanue — 15%,
YTOYHCHHE TAKTUKH BEACHHS B CBS3U C APYTUMH 3a00JICBAHU-
ssvu — 11%.

bonpumucTBY (81%) mammeHToB He TpeboBanach IOCIH-
Talu3alys B TeYEHHE MOCIEIHEro roja. M3 Tex NalUeHTOB,
KOTOPBIM TPeOOBaIaCh FOCIUTAIM3ALHS, TOJIBKO B 4% CilydaeB
oHa ObLTa CBsSI3aHA CO CIIOHTAHHBIM KpoBoTeueHueM. Y 9% ma-
OUECHTOB IOCIHTAJIN3alMA BBIIIOJIHAIACH B CBA3U C IUIAaHOBOM
omneparyet, y 8% ManueHToB — o ApyruM MpUYUHAM, HE CBs-
3aHHBIM ¢ TeModumei. [Ipu 3TOM JTUTENFHOCTD TOCITHTAH-
3anuil B 42% ciy4aeB coctaBnsia MeHee 7 nHeit, B 37% — ot
7 no 14 gueii, 26% — 6onee 14 nuei.

Du3uueckas akMuUeHOCHIb

Kaxkas-mn6o ¢usnueckas akTHBHOCTD, 110 TAaHHBIM OIIPOCa,
orcyTcTBOBasNa y 28% marueHToB. M3 Tex, KTo nonaep:kuBa-
eT (Gu3nYecKylo aKTUBHOCTb, 25% MPEANOYUTAIOT IPOTYIKH,
24% — niaBanue, 15% — 3aHATUS B TpEeHaXEepHOM 3aiie, 13% —
3aHATHS JIOMa WK JiedeOHyro (Gu3kymstypy, 10% — 3aHaTHA
Ha BEJIOCHIIe[le WIN caMoKaTe, 1o 2% — mpodeccuoHaaIbHbIH
CIOPT, CKaHJMHABCKYI0 XOIb0y, 3aHATHS Ha JbDKax, mo 1% —
Oer, 3aHATHS C 3CIAHICPOM.

Bosmoosicnvie nymu nosvluieHua Kauecmea Heu3nu,

nO MHEHUI0 NAUUEHM 08

B kauecTBe BO3MOXHBIX CIOCOOOB YJIy4YIIEHHS KayecTBa
JKU3HU 27% ONPOIICHHBIX MAlWEHTOB OTMETHIN M3MEHEHHE
4acTOTEHI, CII0c00a BBENICHNUS MIIH JO3UPOBKH IIpenaparta; 24% —
YKpPEIUICHUE ONOPHO-ABUIaTENILHOTO anlapara U pacilupeHue
¢usnueckorr aktuBHOCTH; 11% — MOBBIIEHHE TOCTYIHOCTU
MIOCEIIEHNS TeMATOJIOTMIEeCKOTO IEHTPa M KOHCYJIBTalllid Bpa-
ya; 7% — ynpouieHue npouesypsl MoMyUYeHUs Mpenapara Uin
€ro JIOCTYIHOCTH; 6% — BO3MOXXHOCTb IIOJIydEHUs peaOuiiu-
TaIMOHHBIX MEpOoIpuATHi; 5% — yIydllleHHe COLMaIbHOU
aganTanuy; 1mo 4% — MOBBIINIEHUE OCBEIOMIIEHHOCTH Bpadeit
JIPYTHX CIEHHUANbHOCTEH O JICYEHHH MAIlEeHTOB C reMOMIIH-
eil; o0y4eHne caMoCTOSATEIFHOMY BBEIICHHIO NPEnapaTroB WK
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MpoBeicHHE 00pa30BaTENIbHBIX CEMUHAPOB /ISl TMAI[HEHTOB.
Tonbko 8% MAaMEHTOB OTMETHIIH, YTO HX BCE YCTPAHMBAET B Jie-
YEeHHUN WX 3a00JIeBaHus.

OO6cyxaeHne

ITouru Bce nanueHTs! ¢ remodpunueit A B Mockse u Moc-
KOBCKOHW 00NacTH B HAcTOsIIEe BPEMs HMEIOT BO3MOXXHOCTH
nony4ath peryisipayro 3T W reMocTaTHuecKyro Tepamnuto Oma-
rogaps AOCTYHNHOCTH KOHLCHTPATOB IUIa3MAaTHYCCKHUX U PEC-
KOMOUHAHTHBIX (hakTOpoB cBepThiBaHus kpoBu VIII. MHorue
WCCIIEIOBAHUS TOKA3aIl MPEHNMYIIecTBa MPODUIAKTHIECKOTO
JICUCHHS O CPAaBHEHHIO C Tepanued nmo TpeboBaHuioo [2—4].
IMpodunakTuka NpeROTBpaIlacT BO3HUKHOBEHHE KPOBOTEUE-
HUi, pa3BUTHE TeMOPUIMYCCKON apTPONaTHH W HHBAIHIHO-
cti. OmHAaKO KOHTPOJIb KPOBOTEUCHHI OCTAETCS HEJOCTATOY-
HBIM, LIeJIb TPOMUIAKTUYECKOTO JIEUCHUS B BUJIE OTCYTCTBHS
reMOpparuyeckoro CUHIPOMa JI0 HacTOSILETO BPEMEHH HE J0-
cturayTa. [1o JaHHBIM POBEIEHHOTO ONpoca, Y OOIBIINHCTBA
OOJILHBIX COXPAHSIOTCS MPOOIEMbI PHU3UUECKOTO U COLUAIBHO-
ro (yHKIMOHHPOBaHUs. BOJBIIMHCTBO MALMEHTOB, HECMOTPS
Ha perynspHyio 3T, HCIBITBIBAIOT 0O0JIb U OrPAaHUUYECHUE MOJ-
BIKHOCTH B cycTaBax. CpeiHss 4acToTa BOSHUKHOBEHHS SITH-
30/10B KPOBOTEUYEHUH B T€UEHHE MOCIeaHero roga — 1,4 pasza B
MecslIl, TO ecTh Oosiee 12 3MU3070B B TOJ, YTO HEIOMYCTUMO.
[IpumeuarenbHO, 4TO Y OONBIIMHCTBA MAIUEHTOB IPU XUPYP-
IHYECKUX BMEIIATENbCTBAaX PAa3BUBAIHCH KPOBOTECUECHHS, XOTS
BCE TONMYYaJH reMOCTaTHYeCKyIo Tepamnuio. [lonoBuHa manu-
C€HTOB YaCTUYHO YAOBJICTBOPCHBI NI HE YIOBJICTBOPCHBI CBO-
UM COCTOSIHUEM 3710POBbsI B CBsA3U ¢ 3a00eBaHueM. OCHOBHBIE
MIPUYMHBI HEYIOBIETBOPEHHOCTH MAIJHEHTOB — HEOOXOIUMOCTh
CIIMIIKOM YacThIX HH(QY3Hi IpenapaToB U MpoOIEMBI ¢ BEHO3-
HBIM TOCTYIIOM.

OnHMM U3 CYIIECTBEHHBIX HEIOCTATKOB KOHIIEHTPAaTOB
(akTopa cBepThiBanus KpoBu VIII sBiseTcst KOpOTKUi epro
MoJTypacnajia, B CpeAHeM OKoJIO 12 4, XOTs CyIIecTByeT MHIU-
BUJlyaJlbHas BapHaOeNnbHOCTh (hapMaKOKMHETUYECKUX I0Ka3a-
tenelt ot 6 1o 29 u [5]. [Tostomy 1enecooOpa3HO y Kax10ro
MaIMeHTa PU HEAOCTaTOYHOM 3()(HEKTHBHOCTH TEpAITUH MPO-
BOAUTH (hapMAKOKMHETHYECKOE HCCIIENOBAHHE C MOCIEAYIo-
11ell KOPPEKTUPOBKON 103 U KPaTHOCTH BBEJICHHUS IIperapara ¢
YYETOM 3THX JIaHHBIX.

IIpu remopmwinu A ONTUMANILHBIA PEKUM HTO3UPOBAHUS
1 4acToThl MHQY3uil cocTtaBnseT ot 25 no 40 ME/kr daxropa
cBepreiBanus kKpoBH VIII 3 pasa B Henento [6]. HeoOxoaumocTth
YacThIX BHYTPUBEHHBIX MH(Y3UH M 3aTPYJHEHHBI BEHO3HBIN
JOCTYII TIPEACTABILSIFOT OCHOBHBIE MPEMATCTBUS ISl COOMoze-
HUS poQuiIaKTHYecKoro JieueHus [ 7, 8]. BHeapenue npenapa-
TOB C HOJKOXHBIM ITyT€M BBEJCHHUS U JUIUTEIBHBIM IIEPHOIOM
moiypacriazia MOXXET 3HAUYUTENbHO YIYYIINTh IPHBEPKEH-
HOCTh MAMEeHTA JEYEHHIO.

KpOBOI/ISJ'll/IﬂHI/Iﬂ B CYCTaBbl SABJIAIOTCA Hal/I60.]'ICC HacCTbhIM
MIposiBIeHHEM 3a00J1eBaHUs Y MAMEHTOB ¢ reModuinei u npu-
BoIAT K aprpomnaruu [9]. [Ipodunakridaeckas Tepanus He ycTpa-
HSET YK€ Pa3BUBIICECS IMOBPEKACHHWE CYCTaBOB, HO MOXKET
YMEHBIIUTh YacTOTY I€MapTPO30B U 3aMEIUTh IIPOrPECCHPO-
BaHue aprpornaruu. [Ipodunakriuyeckyro Tepanuio cieayer Ha-
YHHATH NPH OTCYTCTBHUH MPU3HAKOB MOBPEKICHUS CYCTaBOB, JI0
3-7eTHEro Bo3pacTa MK XOTsI OBl 10 BTOPOT'O SMU30/1a FeMapTpo-
3a, B 9TOM CIIy4ae OHa ONpefelsieTcs Kak nepBU4Has. Bropuu-
Has POQUIIAKTUKA HAYMHACTCS TOclie 2 1 Oojee TeMapTpo30B
10 TIOSIBJICHUS TIPU3HAKOB MOBPEKICHHUS CYCTaBOB. TpeTHYHON
CUHUTAIOT NPOGUITAKTUKY, KOTOpask HAYMHAETCSI TPU TIOATBEPIKIe-
HHH NOBPEXAEHUS CycTaBoB. [leproauueckas mpoduIakTuka —
BBEICHHE KOHIIEHTPATOB (haKTOPOB C LENBIO IPEIOTBPAIICHHUS
KpoBoTeueHHii He Oosee 45 nen B rox [10].
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Hecmotps Ha mpoBenenue perynspHoit 3T, marueHTs ¢
TSOKENION M cpentHeil popMamMu reMO(HINN UCTIBITHIBAIOT OOJIb
U OTpaHMYCHHE TTOIBUKHOCTH B CYCTaBax Pa3INYHOMN CTETICHN
BBIPAKEHHOCTH. DTO HEYAMBUTEIBHO, TAK KaK OOJIBIIMHCTBO
MAIMEHTOB MOJIy4al0T BTOPUYHYIO WIIH TPETUYHYIO PO UIIaK-
THKY, a OONBIIMHCTBY MALMEHTOB CO cpenHel Gpopmoil remo-
(bwmu TpOBOIUTCS HEMONHOLEHHAs poduakTuka. [Tpume-
HEHHE TePBUYHON NMPOMMIAKTHKH KaK «30JI0TOTO CTaHAApTa»
JIeYeHUs NallUeHTOB ¢ reMo(uIneil MOXKET CyIeCTBEHHO CHU-
3UTh pa3BUTHE HMHBAJIUAW3UpYIOUIEH aprpomaruu. B Hacro-
stmee BpeMst B Poccuiickoit denepanmm 3aperncTprUpOBaHEI
[penaparsl POJIOHTUPOBAHHOIO IEHCTBHS U C HMOAKOKHBIM
ITyTEeM BBEJIEHUS, KOTOPBIE Ceiyac y»Ke JOCTYIHBI i TpoQHu-
JAKTUAKU: IMUIM3YMa0, PyPUOKTOKOT alb(a maroi, 3)MopoK-
TOKOT anb(a, JOHOKTOKOT anbda. s yBenudeHus nepruona
MONY>KU3HH 3THX TIPENapaTroB pa3paboTaHbl METOABI yale-
Hust B-nomena monexynst FVIII muist moBeimenus ee ctabuib-
HOCTH M Oonee mpovyHOTo CBs3bIBaHUs ¢ VWF (JloHOKTOKOT
anbda); nerwnupoBanus Monekynbl FVIII nns yBenuvenus
MOJIEKYJIIPHOM Macchl Oellka U 3a CYeT 3TOTO 3aJepsKKU Ipe-
rnapara B opraHusme (pypHOKTOKOT ajbda I3roi); Co3AaHus
cuTHBIX O6enkoB — monekynsl FVIIIL (¢ ymanenasim B-mome-
HOM) ¢ Fe-pparmentom nmmynornoOynuua G (3¢MOpPOKTOKOT
anb¢a) [11]. UcnonszoBanue npenaparo FVIII ¢ npononru-
POBaHHBIM JEWCTBUEM I0O3BOJISIET COKPATUTh YacTOTy BHY-
TPUBEHHBIX MHOY3Uil 10 1-2 pa3 B HEHENIO, TOMHUMO 3TOTO
npodHIaKTHIECKOe BBEICHUE MPOJOHTUPOBAHHOTO Mpernapa-
Ta MO3BOJISIET NOAAEPKUBATh OCTATOYHYI0 akKTUBHOCTH FVIII
He MeHee 2—4% [12]. HoBblil HedakTOpHBI penapar Ha OC-
HOBE MOHOKJIOHAJIbHBIX aHTUTEN C IOAKOKHBIM ITyTEM BBEJIe-
HUS, SMULIU3YMa0, B cpaBHeHHH ¢ nipenaparamu FVIII umeer
6oJiee POJOIKUTENBHBIN EPUOA MONYBbIBECHUS (IpUMEp-
HO 4-5 Hex), 00IBIIYIO CIEU(UIHOCTD U HE BBI3BIBAET BHIpa-
6otku uaruouTopa k FVIII [13]. B HacTosee Bpemst JIeucHHe
sMHUIIM3YyMaOoM monyyaroT Oosiee 10 ThIC. MaleHTOB B Ooee
yem 100 cTpanax mupa [14]. Kak noka3siBaeT MUPOBOIi OITBIT
MIPUMEHEHUs, SMUIIM3yMad obecreunBaeT HaJAEKHYIO 3aIUTy
OT KpOBOTEUEHHH: HE UMEJIHN HU OJHOTO KpoBoTeueHus 8§9%
[AIMeHTOB, MEeJHaHa CPEJHEr0J0BOH YaCTOThI reMapTPO30B
cocraBuia 0 [15].

WudpopMupoBanne u oOydeHHE Bpadedl Ipyrux CIelu-
aNbHOCTEH NIWArHOCTHUKE M JIEYEHUIO TeMOQIINH CMOTYT
VAYYIINTh CHUTyanuto. Heocrmopuma ponb W MallMEHTCKUX
OpraHM3alMid, KOTOPbIE ITOMOTal0T MalUeHTaM M HX CEMbSIM
0oOMeHHUBaThCsl HHPOPMAIHEH, MOTy4aTh MCHXOCOMUATBHYIO
HOJIIEPIKKY.

3akAloueHmne

B Hacrosimee BpeMst Iporpecc B Je4eHUU TreMO(UINy CBs-
3aH C NOSABJICHUEM NIPENapaToB IPOJOHTUPOBAHHOTO AEHCTBUS,
00eceYnBaroIIiX CTa0MIbHYIO aKTHBHOCTh (DaKTOpa CBEPTHI-
Banus kpou VIII mpu Gonee peaxoM MX BBEICHHH, a TaKKe
IpenapaToB ¢ MOAKOXKHBIM IIyTeM BBeleHus. Bce 310 MoxeT
3HAYUTENILHO U3MEHUTD JKU3Hb IALUEHTOB ¢ reModuiInei.

PackpbiTHe HHTepecoB. ABTOPHI [ICKIAPUPYIOT OTCYT-
CTBHUE SIBHBIX M MOTEHIUATBHBIX KOH(OIUKTOB HHTEPECOB, CBSI-
3aHHBIX C MyOIMKalel HaCTOSIICH CTaThU.
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Cnncok cokpaueHmi

3T — 3amecTuTEIbHAS TEPAIHs

FVIII — dakrop cBepreiBanus kposu VIII
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