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B PE3IOME

BeeneHue. Y B3pocibix 60mbHbIX reModuIMeEt MONOAOrO BO3PACTA, HECMOTPS HA YCMEXM TePANMM M obecneyeHHOCTb
KOHLEHTPATAMM GOAKTOPOB CBEPTHIBAHMS, BENMKA YOCTOTA PA3BUTUS naTtonornun cyctaeos. C yBennyeHnemM NpoaonXuTeb-
HOCTM XM3HU YBENMUYMBAETCS [0NS BONbHBIX FTeMODUNMEN C COMYTCTBYIOLMMM COMATUHECKMMM 30OONEBAHNUAMM, XAPAKTEP-
HbIMK Ans nuy, ctape 40 ner.

Llenb — aHanus pesynbTaToB neueHus B3pocnbix 6ombHbIX remopunmen, npoxmearowmx B ropoge Hosocnbupcke n Hoeo-
cnbupckon obnacty.

Martepuan n metogsl. B nccnepoeanme 6oinm srniodeHsl 93 6onbHbix (86 — remodunmen A u 7 — remodbunuen B). Ana-
N3 NPOBOAMM OTAENBHO B MOArPYNMNAX B 30BUCUMOCTH OT BO3pacTta bonbHbix: 18-24 net, 25-34 net, 45-44 v ctapuwe
45 net. AHanuanposanu TMN reModunmm, CTeENeHb TAKECTU 306ONEBAHMS, TPOBOAMUMYIO TEPANMIO, HANMYME UHTMOUTOPOB,
0COBEHHOCTU KOMOPOMAHOM NATONOTUM.

Pesynbratbl. Y 60nbHbIX reMOpHIMEN BbISIBIEHO BbICOKAS YOCTOTA CMOHTAOHHBIX KPOBOTEYEHMIA BO BCEX BO3PACTHBIX MOA-
rpynnax — 39,6 1 34,9% 3a 6 n 12 mec. cootBeTcTBeHHO. HacToTa KpPOBOTEYEHMIA B CYCTABBI COCTABMNA 4 reMapTpo3d
B rog Ha opHoro 6onbHoro crapuwe 18 netr. OtMedeHo 3HauMTENbHOE ObLLEE KOMMYECTBO MOPAXKEHHbIX CYCTABOB, COCTA-
BMBLIEe He meHee 2,8 fedekTHOro cycrtasa Ha ofHoro 6omnbHoro. Hanbonblas 4acToTa BOBNEYEHMUS B NATONOMMYECKMIA
npouecc Bbina NOKTEBbIX, KONEHHbIX U roneHocTomnHbiX cyctasos. Cpeau 6onbHbix ctapwe 18 net ¢ Taxenon u cpepHeTs-
xesnor GbopMoi reModpuaMmM NATONOMUIO ONOPHO-ABUIATENBHOTO ANMNAPATA C BOB/IEYEHUEM TOTO UMM MHOTO CYCTABA MMENM
Bce bonbHble. Konnuecteo 3a60neBanmi, NPUXOAMBLLKMXCS HO OfHOTO BonbHOro, Npeobnagano B rpynne 6oMbHbLIX CTapLUe
45 net — 4,12 conytcteytowero 3abonesanus Ha ogHoro bonbHoro. Hanbonee YacTbiMmu 3060NEBAHUAMM B CTPYKTYpE
CONYTCTBYIOLLEH NATONOMMK y B3pOCAbIX 6OonbHbIX remodunuen Goinm: xporuueckui supycHoiit renatut C (43,1 %), runep-
ToHuueckas bonesb |-l cragumn (27,9 %), natonorus xenyaka n gseHaguatnepctHon kuwku (33,3 %), xenuHoro nysbips
(26,9 %), MouekameHHas BonesHb M XPOHUYECKMI BTOPHYHBIM nenoHedbpur (21,5 %).

3aknioueHune. HecMoTps Ha UCNONb30BAHKME KOHLEHTPATOB PAKTOPOB CBEPTLIBAHMS, Y BOMbHBIX TIXENOM M CPefHeTsXe-
noi GopMaMM reMopHIUM H4aCTOTA KPOBOMIIIUSIHUIA B CYCTOBbI OCTAETCS BbICOKOM, HE3UBUCMMO OT TOTO, B KOKOM BO3pa-
CTe OHM HAYaNM NMPOPUIAKTUHECKYIO 3AMECTUTENBHYIO Tepanuio. HeobXoanMbl BOMONHUTENbHBIE MEpPbl, HAMPABIEHHbIE
HQ NpefynpexXaeH1e KpUTUYECKoro GpeHoTMNa 3a60MeBAHMS C YOCTBIMM CMOHTAHHBIMM KPOBOTEYEHUSMM.
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B ABSTRACT

Introduction. Despite the success of current therapeutic approaches and sufficient supply of clotting factor concentrates,
adult patients with hemophilia have a high frequency of developing joint pathologies. Furthermore, an increase in life ex-
pectancy has correlated with an increase in the share of patients with concomitant somatic diseases, which are characteristic
for this population over the age of 40 years.

Aim — to analyze the treatment results of adults with hemophilia living in the city of Novosibirsk and Novosibirsk region
and evaluate their orthopedic status, types, frequency of bleeding, and comorbidity structure.

Material and methods. A total of 93 patients were enrolled in the study (including 86 patients with hemophilia A and seven
patents with hemophilia B). The analysis was carried out separately in subgroups of patients according to age: 18-24, 25-
34, 45-44, and over 45 years old. Hemophilia type, severity of disease, strategy of therapy, inhibitor status, and features
of concomitant pathology were analyzed.

Results. A high frequency of spontaneous bleeding was found in all age groups of patients enrolled in the study (39.6
and 34.9 % during 6 and 12 months, respectively). The average frequency of joint bleeding was 4 cases per person per year
in the group of patients aged = 18 years.

In evaluation of orthopedic status, it was remarkable that there was a significant number of target joints (262, n = 93), which
amounted to 2.8 defected joints per patient (the elbow, knee, and ankle joints were the most frequently involved in pathologi-
cal process). All patients aged over 18 years with severe and moderate form of disease had a musculoskeletal complication
with involvement of one or more target joints.

The number of diseases per one patient prevailed in the age group over 45 years old and amounted to 4.12 comorbidities
per patient. The prevalent diseases in the structure of concomitant pathology in adult patients with hemophilia were chronic
viral hepatitis C (43.1 %, n = 42), stage |-l arterial hypertension (27.9 %, n = 26), stomach and duodenum diseases as well
as gallbladder pathology (33.3 %, n=31 and 26.9 %, n= 25, respectively), urolithiasis and chronic secondary pyelonephritis
(21.5 %, n=20).

Conclusion. Despite the use of clotting factor concentrates in patients with severe and moderate hemophilia, the frequency
of joint hemorrhages remains high, regardless of the age prophylactic replacement therapy was started. Additional measures
must be taken to prevent the appearance of critical disease phenotype with frequent spontaneous bleeding.
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Beenenue

[eneTuueckue anomanuu, HauboJlee YACTO ClETNJIEHHbIE
C [OJIOM M MEPEJAIOIINECS C MATEPUHCKON X-XPOMOCOMOM,
O0yCJIOBAMBAIOT HEOCTATOYHOCTh MM  (PYHKIIMOHATb-
HyI0 HEMOJHOIIEHHOCTb KOATYJISIIUOHHBIX (aKTOPOB
ceeproiBanus kposu VIII u IX un asnsiorca npuumnoi
pPeuUANBUPYIOLINX KPOBOTEYEHUI Pa3HbIX JIOKAJM3al Ui,
9TO ONpEeAessieT XapPaKTEPHY KIMHUYECKYI0 KapTHUHY
remouanu A nau B [1]. Haubonee wacteimu nposisie-
HUSIMM HACJIEICTBEHHBIX KOATYJIONATUH SBJSIOTCS TeMa-
TOMBI U PELUAMBUPYIOLIME CyCTABHbIE KPOBOWBJIUSIHUS
[2], ¢ Teuenmem BpemeHM npuBOAsLIME K PA3BUTHIO WH-
BaJMANBHUPYOLIEH MATOJOTNH ONIOPHO-[BUTATEIBHOTO ATl-
napara. C 2005 r. 6oabHbIe remoduImneii Ha TeppuTOpUN
Poccuiickoit Denepanum MMeT BO3MOXKXHOCTD IIOJLY9aTh
KAueCTBEHHOE JleYeHMe KOHLEHTPATAMU KOAryJIsUOH-
ueix ¢axropos VIII u IX. OGecrneuenue pocrarounbim
KOJMYECTBOM IPENAapaToB [Jis NPOBEAEHUS 3aMECTH-
TeJbHON Tepanuu HeoCTalero pakTopa, BO3MOXHOCTD
JeyeHust amOysaTopHo (B JOMALIHUX yCJIOBHSIX), COOJIIO-
[A€HME NPAaBUJIBHOIO AO3UPOBAHUS U PEXXMMa BBEECHMS
KOHIIEHTPATOB (DaKTOPOB CBEPTBHIBAHMS, KOI/la PEXUM
NpoUIaKTUKY MpeBaJUpyeT HaJ PEXUMOM «I10 TPebo-
BaHUI0», CHUKAIOT PUCK GOPMUPOBaHUS TSKeabIX Aedop-
MUPYIOLUIMX OCTEOAPTPO30B, YLy YIIA0T Ka4eCTBO YKU3HU
6onbubix. ObecreueHHOCTh KOHLEHTpatamu ¢aKTOpPOB
ceeproiBanus kposu B PD neyksonno pacrer ¢ 2004 r.,
U B Hacrosiee Bpemsi o (aKTOPy CBEPTBIBAHUSI KPO-
Bu VIII ona cocrasnser 8,1 ME na nymy nacesnenus B rog
[3], uTo ouenusaercs Bcemupmnoii denepanueii remodu-
JINUM KaK KOJIMYEeCTBO, TIO3BOJISIONIee 6OTbHBIM MOJHOCTBIO
uHTerpuposarbes B obmectso [4]. Joctnskenue aydmero
Ka4ecTBa YKU3HU 00YCJIOBJIEHO He TOJIBKO BO3MOYKHOCTBIO
KOHTPOJISI Ha/l KPOBOTEYEHUSIMH, HO M U3BMEHEHUEM CTATH-
CTHUKM COLIMAJIBHO 3HAYMMBIX T'€MOTPAHCMUCCUBHBIX WH-
dbexuuit B rpynne Goabubix remodunueit. o nossaenus
NpPOrpammbl TOCYJAPCTBEHHOTO OOeCreveHust KOHIEHT-
patramu paKTOPOB CBEPTHIBAHUS B CTPYKType MPUYUH
3a00/IEBAEMOCTH W CMEPTHOCTH OOJBHBIX TeMOdUIH-
eil 3HauMTeSbHOE MeCTO 3aHMMasa MHOUIMPOBAHHOCTDH
supycamu renatuta B u C, a taxxxe nmmynonedunura
yenoseka (BMY) u, uro Gbuio cBAzaHO ¢ mpumeHeHUEM
Ha reppuropun PO no 2003 r. nekapaHTHHU3MPOBAHHOM
[AOHOPCKON muasmbl [6], 3HaumMTenbHON TpaHCcdysHOH-
HOU Harpyskod (KynupoBaHUe KPOBOTEUEHUH B peKUMe
«10 TpebOBaHMI0» KOMIOHEHTAMM JOHOPCKOU IJIA3MBI).
VcnonbszoBanne peKOMOMHAHTHBIX WJIM BBICOKOOYMIIEH-
HBIX KOHLIEHTPATOB PaKTOPOB CBEPTHIBAHMSI, Oy YeHHbBIX
us3 KapaHTUHU3UPOBAHHOM!/BUPYCUHAKTHBUPOBAHHOM
MJa3MBbl, a TaK)X€ COBEPLIEHCTBOBAHME KAavyeCTBA BBOAM-
MBIX JIEKAPCTBEHHBIX CPEACTB IMO3BOJIMJIN YMEHBIINUTD yT-
po3y pasBuTus MHQEKIIMOHHDBIX U aJIJIEPrUYeCKUX OCI0K-
HEHUI IPOBOAMMON Tepanuu 10 MuHumyma [6].

Hoctusxenus B obnactu Tepanuu remoduanu 3a mo-
CJIeAHUE TOABI TO3BOIMIN CPOPMHUPOBATH TPYIILy MOJIO-

ABIX BOTBHBIX €3 COILY TCTBYIOINX NH(PEK IMOHHBIX 3260~
JleBaHUH, 0Oy CIIOBIEHHBIX UCIOIb30BAHUEM KOMIIOHEHTOB
kposu [2]. Opnako y Bapocsbix 6oabHBIX remoduamei
MOJIOOTO BO3PACTa, HECMOTPSI HA YCIIEXU COBPEMEHHOM
TepanuM M JOCTATOYHYI0 ODOECIIEYeHHOCTh KOHLEHTpATA-
MU aKTOPOB CBEPTBIBAHUSL, O-TIPESKHEMY BEJIMKA 9aCTO-
Ta PasBUTHUS NATOJOIMU CyCTABOB, YTO MOYKET CBU/ETEb-
CTBOBaTb O HEAJE€KBATHOCTHM 3aMECTHUTEJBHOH Tepanuy,
CBSI3AHHOH C HEKOMILJIAEHTHOCTbIO OOJBHBIX, BbIOOpOM
pe>Xuma [03MpoBaHMs Mpenapara 0es3 yueta MHAMBUIY-
asnbHbIX PapMaKOKMHETHMYECKUX 0COOeHHOCTEH, MO3AHUM
CTapTOM 3aMeCTHUTEJbHON Tepanuu C IMoTepeld COXpPaHHO-
CTH PYHKLIMU CyCTABOB.

C pocrom ka4ecTBa M NPOAOIIKUTENTBHOCTH YKU3HU yBe-
Au4uBaeTcss Aoss 6oabHBIX remoduiMell ¢ COMyTCTBY-
IOLMMU COMATMYeCKUMMU NpobJjemaMM, XapaKTepHbIMU
nsst obweit nomyasiumm aun crapie 40 ger. lannas kare-
ropus GOJBHBIX K MOMEHTY HayaJla 3aMeCTHTEJbHON Tepa-
MUY KOHLEHTPATAMU KOATyJISLUOHHBIX (PaKTOPOB YaCTO
undunmrposana sBupycamu renarutos B u/man C, y nux
MMeeTCsl MAaTOJIOTHSI ONOPHO-ABUIATEJbHOrO AaIlfapara,
cdhopmupoBanHas ye K MOMEHTY NepeXofia BO B3POCIYIO
amOyJIaTOPHYI0 CeThb, YTO OOYCJIOBJIEHO AJIUTENbHBIM Ie-
PHOIOM 3aMECTUTEIBHON TEPANINM KOMIIOHEHTAMU JOHOP-
ckoit kposu 10 2005 r.

[lepeuenp u xapaxTep npobJem, Tpebyromux aHaausa
Y pellIeHUs], UMEET OCOOEHHOCTH B KaXKJ0H N3 BO3PACTHBIX
Kareropuii 60osnpHbIX remodusueii. BonbmmuucrBo Uccae-
NOBaHUI aHaiMaupyer Bodpact 18 ser B kauecTBe HIKHE-
ro BO3PAaCTHOTO AMAINAa30Ha, B TO BPEMSI KaK BEPXHHUU BO3-
pacTHOi quanason 6osbHbIx moxkeT gocturarsb 60—-80 ser,
a cpegunit — 30-40 ner [7, 8]. o nacroswmero Bpemenu
TOJIBKO B IBYX KPYIHBIX MCCJIEJOBAHUSAX OLEHUJIU CBS3b
MeK 1y BO3PacTOM OOJIBHBIX, cneumbmqecxoﬁ maToJioruen
CyCTaBOB M Ka4e€CTBOM >XM3HMU, CBSI3aHHBIM CO 3[J0POBbEM,
a Tak)Ke BAMsSHUEM OOJIM U APYTHUX COILYy TCTBY IOLIMX 3200-
JIeBaHUI Ha cOLMaIbHOE (PYHKIMOHMPOBAHHE U KAYeCTBO
>KM3HU Cpe/iM TPy B3POCJbIX OOJNbHBIX B BogpacTte 18—
24, 256-34 n 35—-44 ner [2, 8]. Takoe nenenue npexacras-
JSIeTCS 11eJ16CO00PA3HBIM BBULY PA3HOPOAHOCTU IPYIIIIbI
B3POCJIBIX OOJBHBIX reModuinei, 06beIMHEHHbIX BHY TPU
HNOATPYIII BPEMEHEM HAdaJa TEPANUU KOHLUEHTPATaMU
(aKTOpOB CBepTHIBaHMS, 0OBEMOM HAKOIJIEHHON CyCTaB-
HOH M KOMOPOMAHON MaTOJOrMH, COLUATBHBIM CTATYCOM.

Ilennro HacTosIEedl pabOTHI IBUJICS AaHATU3 PE3YJIbTATOB
JedeHUs] B3POCJBIX OOJBHBIX reModuIneii, MTPO’KUBAIO-
mux B ropoae Hosocubupcke u Hosocubupckoii obnacru.

Marepuanx u meronmnt

Boiin obcnenoBanbl GosbHBIE € YCTAHOBJIEHHBIM AMAT-
Hozom remodusauu A u B, naxonusimmecs nox nabmone-
HUEM U TOJIy4aBIIMe Tepanuio B IOPOJACKOM IeMaToJIo-
ruueckom nentpe r. Hosocubupceka na 6ase 'BY3 HCO

«[oponckas kamamnueckass Gonpauna Ne 2> u KoHCyJIb-
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TaTUBHO-mUarHoctuueckoir moaumkamuuke | bY3 HCO
«[ocynapcreennas Hosocubupckas obnactHast kianHuM-
4eckast boapHMua». luarnos remopunun A niaun By Beex
GOBHBIX OBLT yCTAHOBJIEH HA OCHOBAHMM KJIMHUYECKON
KapTHUHBI F€MAaTOMHOIO THIAa KPOBOTOYMBOCTH, Yy MEHBIIIE-
HUS MJIA3MEHHOM aKTUBHOCTU KOATYJSIIMOHHOTO (baKTo-
pa VIII (FVIII) nnu IX (FIX) menee 50 %, uckarouenns
6onesnu Bunnebpanna u penkux xoaryJonaTtuii, OTCyT-
CTBUS JAHHBIX O NMPUOOPETEHHOM IeMOPpParuyecKOM CO-
cTosiHuM, oOycJsoBiaeHHOM passutumem antutes k FVIII
nnu FIX. Bcero B ananus 6b1au Brarogersr 93 6onbHBIX
C yCTaHOBJIEHHBIM AuarHosom remoduius (86 — remodu-
ausa A u7 — remodunus B) B Bospacre 18 ner u crapuue.
B ananus Obliy BKJIIOYEHBI GOJIbHBIE C HEMHTMOUTOPHOMR
u UHTUOUTOPHOH Ppopmamu remoduamnn.

[annbie Oblin cobpaHbI ¢ MOMOLLBIO aHAIM3a amOyJa-
TOPHBIX KapT, UHTEPBbIOMPOBAHUsI OOJBHBIX MPU IIIAHO-
BOM aMOyJIaTOpHOM NpHeMe U Mpu Tese(pOHHOM KOHTAKTe
Y BKJIIOYAJM BO3PACT, HAJMYHUE COIMYTCTBYIOIUX 3aboJe-
BaHUM, OLIEHKY oOpTorneanveckoro craryca. Ha ocHosa-
HUUY aHAIM3a amOyIaTOPHBIX KAPT CyMMUPOBAJIN JaHHbIE
o Tune remoUINY, CTENEHU TSA>KeCTU 3ab0IeBaHUsl, CTPa-
TErny NpPOBOAMMOMI TEPANINU U CTAaTyCe MHIrMbUTOpa, 0co-
GeHHOCTSIX KOMOPOM/IHOM NATOJIOTUH.

Cmamucemuueckui anaaus. Craructuyeckass obpaborka
[pOBeeHa C UCIOJb30BaHMEM nporpammsl Statistica 13.3
(StatSoft Inc, CIIIA). 3nauenus nokasareseii mpeacTas-
nensl B Buge cpennero (J/) = cranpapTHOE OTKJIOHEHUE
(CO), menuannt (Me) 1 MUHMMAIBLHOIO U MAKCHMAJIBHOTO
aHavyeHuit. Marepuasbl uccie0BaHUST OBLIN MOJBEPTHY-
Tl CTATUCTUYECKOI 00paboTKe C MCMOIb30BAHUEM METO-
[I0B NapameTPUYECKOr0 U HeNapamMeTPUYECKOro aHAJIMU3a.
KonuuecTBennble mnokasarenu OLEHMBAJU Ha TPeIMET
COOTBETCTBUSI HOPMAJIBHOMY PACIpPENEJEHUIO, IS 9TOrO
ucnoasaosascs kpurepuit lllanupo — Yunka (npu uncse
uccnenyemorx menee 50) nnun kpurepuit Koamoroposa —
Cmupnosa (npu uncie uccnenyempix 6osee 50). B ciyuae
aHAJIN3a YeThIPeXIOJIbHBIX TAOIUI IPU OXKU/AEMOM SIB-
JeHUun xoTs Obl B ofHOM siueiike menee 10 paccumTeiBaan
Kpurtepuii X’ ¢ HONpPaBKOi Heiitca, nosBonsomeii YMEHb-
IIUTH BEPOSITHOCTH OLIMOKM MEPBOrO THUIA, T.€. ObHApY-
JKEHMS Pasianvuii Tam, rae ux Het. [losyuennoe snauenue
rounoro kpurepust Oumepa p > 0,05 cBuperenscroBa-
70 06 OTCYTCTBUM CTATUCTUYECKU 3HAYMMBIX Pa3IUIUi.
3navenue p < 0,05 — 06 ux Hanuuun.

Peayabprars:

B()SID[ICI?ZH(Z}Z cmpyKkmypa epyinst

B cBsiau ¢ mas104MCIEHHOCTBIO TOArPY MBI OOJBHBIX Te-
modunueit B ananus nposonuau B 0bmeit rpynne 60s1b-
HbIX remodunueit (6onbHbIX remoduueii A u remodpunn-
eit B) Ges yuera HaumeHnoBanus aepuumuTHOro (paxropa
M 0COOEHHOCTEH KJIMHUYECKOro TedeHUs 3aboJieBaHUs.
Mepnana Bospacra GoabHbix cocraBuna 37 ner (pas-
6poc or 18 ner no 71 ropa). Beuny snaunrensubix otiau-
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YU B JUTUTENBHOCTU TEPaNUU KOHLleHTpatamu GpaKkTopos
CBEpTHIBaHUS, 0ObemMa CyCTaBHOH M KOMOPOMAHOHN maro-
JIOrMM OBLIO BBIMOJIHEHO [esleHHe O0C/IeAyeMbIX Ha IOJ-
rpynnei: GosabHble B Bospacte 18-24 roma cocraBmin
19,3% (n = 18), B BOspacre 256-34-26,9% (n = 25), u nonun
auw B Bozpacte 45—44 u crapuie 45 net 6b11M paBHBI U CO-
craBuan 26,9% (n =25) u 26,9 % (2 = 25) coorsercTBeHHO.
AHaJuM3 NPOBOAMIICH OTAEIBHO B KaXKAOU M3 BBIJETEHHBIX
noarpynn GoapHbix. Mennana JaBHOCTH yCTaHOBJIEHMS
AMAarHosa remouIMKM Ha MOMEHT IIPOBEIEH MU S UCCIIe10BA~
Hus y 6onbubix 18 ner u crapuie cocrasuna 35 ner (pas-

6poc — 9-70 ner).

Pacnpedenenue 6ononeix eemounued
6 3ABUCUMOCIUL O CINENEHIL INANCECILL
3ab0ne6aHUA U HALULLUA UHILOUMOPOS

paxmopos ceepmotéanus VIII/IX

Pacnpenenenue 6onbubix remodunneir B saBucumoctu
OT CTENEeHU TSXKECTH 3a00JIeBAaHUST OBLIO CJIEYIOLIMM:
GosbHBIE TSKEN0i Popmoii remodpunuu (AaKTUBHOCTD fe-
dunurHoro dakropa < 1%) cocrasuau 38,8% (n = 36)
or obuero yucaa, ¢ reMO(i)I/IJH/IeI‘/’I cpeaHel CcTeneHu Tsi-
sxectu (akTuBHOCTD fAeduuurHoro paxropa — 1-5%) —
50,4% (n = 47), ¢ remodunueii nerxoii crenenu (aKTUB-
Hocte aedunuraoro daxrtopa > 5%) — 10,8% (z = 10).
Bo Bcex nmoarpynnax B3pocJsibix GOIBHBIX pacrpeseaeHne
[0 CTEMeHHU TSXKeCTH 3ab0JeBaAHMSI OBbLJIO COMOCTABUMBIM,
Hpe06nanann GoJbHBIE reMOCbI/IJII/IeI‘/’I TSIXKEJION U CpeaHei
crenenu Tsxectu (taba. 1).

B rpynny Tsskenoro TeueHus ObLIM BKJIIOYEHBI TaK-
>ke bonbHble ¢ MHrMbUTOpHON dopmoit 3abonesanus [9].
Boiau seisasaenst 4 (4,3 %) 6oapabix remodunueit A ¢ au-
arHoctuuecku sHauumbim Tutpom (> 0,6 enunnn Bereana)

I/IHI‘I/I6I/ITOpa FVIIIL

Xapaxmepuemura kaunuueckozo jbeﬁommm
3ab0ae6aUA: NOKAIUIAUUA U Cpedre20dob0e
KoJiuwecrnéo Kp(760/71€‘l€fldlz, ¢)()le1,006(1/‘[[15
CIMOLLKILX (Z/)/71p0/l(l/7lbllz

Ilpu ouenke soKkanM3anMM KPOBOTEYEHUN B TEUEHUE
nocaeaHux 12 mec. He OTMEYEHO CyLIECTBEHHBIX OTIMYMN
B noarpynnax 6oapHbix B Bogpacte 26—34 u 356—44 ner.
C naubosblueil 4acTOTOH PErMCTPUPOBAJINUCH FEMATOMBI
MSITKMX TKaHel pas/IMYHBIX JIOKAJM3alUui, reMapTpO3bl
KpynHbIX cyctaBoB. B noarpynnax 18-24 ner u crapue
45 ner ormedasoch JOCTOBEPHO MEHbLIEE KOJUYECTBO
GOJBHBIX C KPOBOTEUEHUSIMM OMNpPE/EJEHHBIX JOKAJIU3a-
uMil (KPOBOMBIMSHUS B JIOKTEBbIE, TJIEYEBbIE, KOJEHHBIE
CyCTaBbl) B CPABHEHUM C Pe3yJIbTATAMM, IOJIyYE€HHBIMU
s GonbabIx 256—34 1 35—44 ner) (taba. 2).

N3 240 kpoBonanusiHuii B cycTaBbl y OOJBHBIX CTapLIe
18 ner B Teuenue 6 mec. 145 (60,4 %) Gvlu nocrrpaBmaTH-
yeckumu u 95 (39,6 %) — cnouranusimu. Vs 456 remap-
Tpo3oB B Teuenue 12 mec. 297 (65,1 %) xpoBousnusuuit
B cycTas Obutn nocrrpasmatudeckumu u 159 (34,9 %) —
cnontanHbIMM (Tabs. 3). Vimena mecro Goabmas gacrora
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Tabnauua 1. Pacnpenenenne 6onbHbix remodunmert no cteneqm TaxecT1 3a601eBaHua B 3aBUCUMOCTM OT BospacTa (n = 93)
Table 1. Distribution of patients with hemophilia according to the severity of the disease, depending on age (n = 93]

Taxenas cteneHn

Jlerkas cteneHb TXECTH

CpepHsis cTeneHb TAXeCTH

Severe Medium severity Mild severity
B°A3P°CT (< 1%) (1-5%) (>5%)
e
- abc. abc. abc.
abs. abs. abs.

18-24 ner
18-24y.0. 10 108 6 6,4 2 2,2
25-34 ner
25-34y.0. 10 10,8 12 129 3 3,2
35-44 ner
35 44y.0 10 108 14 150 | 1
45+ net
45+ y. O. é 6,4 ]5 ]é,] 4 4,3
Bcero (18-45+ ner)
Total (18-45+y.0.) 36 38,8 47 50,4 10 10,8

Tabnuua 2. Jlokanusaums KposoTeueHnit y GonbHbix remopunmert 18-45+ net sa nepuon 12 mecsues (n = 93)
Table 2. localization of bleeding in patients with hemophilia 18-45+y.o. over a period of 12 months (n = 93]

18-24 ner 25-34 ner 35-44 ner 45+ nert 18—45+
18-24y.0. | 25-34y.0.(n | 35-44y.0.(n 45+y.o. A Aet
Jlokanuzaums (n=18) =25) (n=25) a0
KpoBoTeueHus/cycTasbl () 2) (4) (n=93)
Localization of bleeding/joints
abe. abc. abc. o abe. o
abs. abs. abs. ° abs. y
fonexocTonkele cycraskl 13 | 722 14 | 56 16| 64 12 | 48 1 55 | 59
Ankle joints
KoneHHbie cycTasbi p,, <005
Knee joints 4 22,2 17 68 15 60 7 28 b, . <0,05 43 46,2
TazobeppeHHble cycTaBbI
Hips - - ] 4 4 16 - - 2 5 54
JlyuesanscTHble cycrasbl
Wiist joints - - 1 4 1 4 3 4 5 2 2.2
JlokTeBble cycTaBbl p,, <005
Elbow joints 7 389 18 72 16 64 % 36 b, <005 50 53,8
Mneuvesbie cycTassl p,,>005
Shoulder joinfs 2 11,1 11 44 Q 36 4 16 b, <005 26 28
Hocosoe kposoreuenme 3 16,7 1 4 2 8 3 12 6 9 07
Epistaxis
D,ecuesoeAKpOBO'requue 1 56 1 4 5 8 9 8 7 6 6.5
Gum bleeding
MoyeyHoe kpoBoTEUEHME
Kidney bleeding ] 2.0 2 8 B B 4 16 8 7 75
Femqroma MSArKUX TKAHEn - 380 1 A4 14 56 12 48 0 44 473
Soft tissue hematoma

KpoBOTeueHU# — GoJiee 4 reMapTpo30B B TOj| HA OJHOrO
6osnbHoro. Haunbosnbuiee cpenHeronosoe KoJn4ecTBO Tre-
MapTpo30B oTMeueHo cpeau Goabubix 25—44 ner (p < 0,05)
(taba. 3).

Obpamano Ha cebs BHUMaHMe 3HAYNUTEIbHOE 0Oblee KO-
JIMYECTBO NMOPa’keHHbIX cycTaBos: 262 cycrasay 93 6oub-
HBIX, uTO cocTaBuwio 2,8 cycraBa Ha OJHOro GOJBHOrO.
Y Gonbubix B Bozpacte 18-24 ner (2 = 18) obuee xonu-
4eCTBO apTponaTuii coctaBuyo 32, 4To OBLIO AOCTOBEp-

HO MEHbIEe B CPABHEHMHU C KOJIMYECTBOM HM3MEHEHHBIX
CycTaBoB B Apyrux BospactHbix noarpynmnax (p < 0,05).
HaubGonee uacto Habmoganuch nopaskeHUs TOJIEHO-
cronubix (14 cycraBos — y 77,8 % GosnbHBIX), KOJTEHHBIX
(10 cycraBoB — y 55,6 % 60abHBIX) M JOKTEBBIX CyCTABOB
(6 cycraBos — y 33,3% Gosnbubix). B nogrpynne Gosb-
HbIX B Bodpacre 25—34 yeT 0TMEUEHO MOYTH JBYKPATHOE
YBEJIMYEHNE KOJIMYECTBA UBMEHEHHBIX CYCTABOB 110 CPaB-
Henuto ¢ 6onbubimu 18-24 ner (62 cayuas aprponaruii).
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Tabnuua 3. Snusons cycTasHbX KpoBOTeUEHMM y GonbHbIX remodununert 18-45+ net 3a nepuoas 6 u 12 mec. (n=93)
Table 3. Episodes of joint bleeding in patients with hemophilia 18-45+ y. 0. for periods of 6 and 12 months (n = 93)

CnoHTaHHbIE KpoBoTeuyeHus

MocTTpaBmaTryeckmne KpOBOTEUEHMS

Bospacr nepMOH, Mec. Spontaneous bleeding Post-traumatic bleeding
Age Period, months % %
() n ()

18-24 net/18-24 y.0. ) 6 12 35,3 22 64,7 34
(n=18) 12 23 36,5 40 63,5 63
25-34 net/25- 6 29 439 37 56,1 66
34y.o. (2)
(n=25) 12 48 36,4 84 63,6 132
35-44 net/35- 6 37 44,6 46 55,4 83
44 y.o. (3)
(n=25) 12 57 35 106 65 163
45+ net/45+y.o. () 6 17 208 40 70,2 57
(n=25) 12 31 31,6 67 68,4 08
18-45+ net/18-45+y.o0. 6 Q5 39,6 145 60,4 240
(n=93) 12 159 349 207 651 456
P 1 Pisa)- 1o < 003 Psa)- 1o < 003 Pzsar- (1o < 003

B aroit noarpymnmne 6u11a BhIcOKast 4acTOTa HOPaXKEHU sl TO-
aeHocronHbix cycraBos (16 cycraBos — 64 % GonbHbIX),
kosnennbrx (22 cycraBa — 88% 6o0abHBIX), JOKTEBBIX
(no 14 cycraBos — 56 % GonbHbBIX) M Bo3pacTasa 4acTora
BOBJIEYEHHOCTH IJIeYeBbIX cycraBos (6 cycraBoB — 24 %
6onbubix). Cpenu GonbHbix B BO3pacte 35-44 ner 06-
€€ KOJMYECTBO MATOJOIMYECKH M3MEHEHHBIX CYCTaBOB
cocraBuiio 68, cpeay KOTOPBIX apTPONATHUU FOJEHOCTOI-
ueix (12 cycrasos — 48% GonbHbix), kKoneHHbIX (23 Cy-
craBa — 92 % GonbHbIX), Tazobeapennbix (6 cycTtaBoB —
24 % GoabHubIX), NOKTEBBIX cycTaBoB (24 cycraBa — 96 %
6onbHbIX). Hanbosbiiee konmuecTBo nopaskeHHbIX CycTa-
BOB HabJ/110a10Ch y GosbHBIX cTapuie 45 et u coctaBuIIO

40

101 (p < 0,05): remodunmnueckas aprponaTus rojaeHOCTON-
ueix cycrasos (19 cycraBos — 76 % GosnbHBIX), KOJTEHHBIX
(34 cycraBa — 100 % GonbHbIx), Tazobenpennsix (8 cycra-
BoB — 32 % Gonbubix), mokTesbix (30 cycraBos — 100%
GosnbHbIX) M muedeBbix cycrtaBos (8 cycraBos — 32 %
GOJILHBIX).

VY Bcex 6osbHBIX, BHE 3aBUCMMOCTH OT BO3PACTHOTO A~
NasoHa, COXPaHAIaCh OOJblIAsE YACTOTA BOBJIEYEHUS B Ma-
TOJIOTMYECKUH MPOLECC JIOKTEBBIX, KOJEHHBIX M TOJIEHO-
cromHbIX cycTaBoB. B rpynmne crapue 18 ser BoBneuenue
B IIATOJIOrMYECKUH MPOLECC TOrO UM MHOTO CYyCTaBa UMe-
AU Bce GOJIbHBIE C TSIYKEJIOH U cpeHeTs>keaol dopmamu
remodunuu (taba. 4, puc. 2).

34 I [oneHocTonHble cyctasbl/Ankle joints

30

20

I Konennbie cyctassl /Knee joints

[ Tasobeanpentble cyctassl /Hips

10

18-24

PucyHok 2. [NaTonorueckyie nameHerus cyctasos y 60mbHbix remodunueit 18-45+ net (n = 93)

net 25-34 et 35-44  qer

I JokTesbie cyctassl /Flbow joints

I Mneyessie cyctaesl / Shoulder joints

e T Tuneitnuit (Konerwsie cyctassl/Knee joints)
+

Figure 2. Pathological changes in the joints in patients with hemophilia 18-45+y.0. [n = 93)
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Tabnuua 4. MNatonornyeckre uamereHns cyctasos y 6onbHbix remodbunuent 18-45+ net (n = 93)
Table 4. Pathological changes in the joints in patients with hemophilia 18-45+y.o. (n = 93)

25-34 ner
25-34y.o0.
(n=25)

18-24 net
18-24 y.o.
(n=18)

MNopaxeHHble cycTaBbl

Affected joints (1) (2)
abc. abc.
abs. abs.

35-44 net
35-44y.o. 45+ y.o0.
(n=25) (n=25)
() (4)
abc. abe. abc.
abs. abs. abs.

45+ net 18-45+ ner

18-45+y.o0.
(n=93)

FoneﬂoFTongle CyCTaBbI 14 16 12 19 1 61

Ankle joints

KOﬂeHHble CyCTABBI 10 29 3 34 5 80

Knee joints

quo6en.peHHb|e cycTasbl 5 5 6 8 3 18

Hips

JlyuyesanscTHbie cycTasb

Wrist joints - - - 2 4 2

ﬂox're.sl_,le CyCTaBbI 6 14 24 30 5 74
Elbow joints

Mneuessie cycrassl

Shoulder joints - 6 3 8 6 V7

Opyrue cycrassl 1 7 1
Other joints - - -

B p, ,<005

Tce/’° 32 61 68 101 p, , <005 262
ofa p, , <005

ucer / M 1/[/ HbLX MOSHILIL
Yacmoma u cmpyxkmypa komopbudunsix cocmo
y bonbrorx eemopuauei cmapue 18 em

Xpounveckuit BupycHbiii remarur C, saperucrpupo-
BaHHbl y 42 (43,1 %) GosnbHBIX, 3aHMMAJ EpPBOE MECTO
B CTPYKType COIyTCTBYyIOLIeH narosoruu. Bosee mnoso-
BUHBI caydaeB BupycHoro renatuta C saduxcuposa-
HO B rpynne GoabHbix crapue 45 ner — y 23 (64,8 %)
13 42 GOJBHBIX C YCTAHOBJEHHBIM BHPYCHBIM TelaTH-
tom C) (p < 0,05). Cpenn 6GoabHBIX B BO3PAaCTHBIX IPyII-
nax 26—34 u 36—44 ner Bupycusiit renarur C Berpeuasics
¢ mensiueit yacroroit (y 5 (11,9%) u 14 (33,3 %) Gonbubix
COOTBETCTBEHHO).

KonuuectBo 3aboseBaHUii, NPUXOAMBIIMXCS HA OAHO-
ro 601bHOTO, Npeob1aaIo B BO3PACTHOM IPyIINE CTaplie
45 ner. KonnyecTBO padanuHbix cOMyTCTBY IOIIUX 3a001e-
BaHWH{, NPUXOAUBLIMXCS HA OfHOro GosbHoro 18-24 ner,
cocrasuio 0,5, 256-34 ner — 1,12, 35—44 ner — 2,4 u crap-
ure 45 mer — 4,12.

I'mnepronunveckas 6onesus I-111 craguu Geia ycranos-
nena y 26 (27,9%) Gonbubix remoduiueii, ona npeoba-
nanay 6oabHbix crapue 45 seT, cpean KOTOPhIX OHA ObLIa
y 64 %, uro snaunresnsno vawe (p < 0,05), uem B ocrann-
HBIX BO3PACTHBIX IPyINax.

TpeTbe MecTO MO 4YaCTOTE BCTPEYAEMOCTH 3aHUMAJHU
3abosieBaHUs JKeJIyAKa U ABEHAALATUIEPCTHON KUIIKH,
a tax>ke >keaqHoro myssips. emuHokamennas 6osesHb
(26,9%), nanbonee wacro permcrpupyemasi y OOJBHBIX
B Boapacre crapue 45 ser, Ovia BoisiBaena y 14 (56 %)
60sbHBIX, 3a60/IeBAHUS HKENTYAKA U ABEHAALATUIIEPCTHOM
kumku 6puin y 33,3% 6GonbHBIX, M3 HUX: B MOATPYIIe

6onbubix 18-24 ner — y 16,7 % (n = 3), B noarpynmne 6016~
ueix 256—34 ner — y 20% (n = 5), B noarpynne 6osbHbIX
35-44 ner — y 48% (n = 12) u cpenu GonbHbIX cTapuie
45 ner — y44% (n = 11).

YeTBepToe MeCTO MO 4aCTOTE BCTPEYAEMOCTH 3aHMMAJA
MOYeKaMeHHasi OOJIe3Hb M XPOHMYECKUH BTOPWUYHBIA Mu-
enonedput, kotopbie 6buH BoisiBiensl y 21,5 % Bapocabix
6onbHbIx remoduaueit (2 = 20), B Tom uncne y 2 (11,1 %)
6onbubix 18-24 ner, y 1 (4%) Goabuoro 25-34 ner ny 8
(32%) Gonbubix 35-44 ner, a cpeau GONBHBIX CTaplue
45 ner — y 9 (36 %) wenosek. OTamums no wacrore BCTpe-
4aeMOCTM COMATUYECKOH MAaTOJOTMM B CPaBHUBAEMBIX
rpynnax BbIsIBJEHbl B OTHOLIEHUM TUNEPTOHUYECKOH 6o-
nesuu (p < 0,05) n sxkenunoxkamennoit Goaesuu (p < 0,05),
KOTOpblE Yallle PerMcTPUPOBAJIUCH Yy OOJIBHBIX CTaplie

45 ner (tabm. 5).

OGcy>xnenune

[Ipeo6nananue 6onbHbIx remoduIneis TSKETOH U cpen-
HeTs>keJA0H dopmamu B TpyIIe UCCJIeJOBaHUs MOK-
HO OOBSCHUTD KJIMHMYECKUM (eHOTHHOM 3aboseBaHMs
npu aktusHoctu FVIII < 5%. Ilpu tsaxenoit ¢popme re-
modunnu 3abosieBaHye JUATHOCTUPYIOT B pAaHHEM BO3pa-
CTe Ha OCHOBaHUM HE COOTBETCTBYIOLIUX CTENEHU TPABMBI
KPOBOTEYEHUH U KPOBOUBJIMSIHUIM, BOHUKAIOIUX B HEO-
HATAJbHOM MEPUO/IE U NOCJIE TOrO, KAK pebeHOK HauMHaeT
nonsars [10, 11]. Y Goabubix nerkoit popmoit sabonebanns
CUMIITOMBI KPOBOTOUMBOCTH YacCTO OCJOXHSIOT TOJIBKO
XUPypPruyecKre MaHUILYISLUM WM TPABMBI, U IUATHO3
reMoUINN MOKET OBITH YCTAHOBJIEH CJLy9aifHO y 6OIBHO-
ro soboro Bozpacta, B TOM uucJe u crapue 18 ser.
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Ta6nuua 5. HacToTa v cTpykTypa Komopbuarsix 3a6onesaruit y 6ombHbix remodbunmneit 18-45+ net (n = 93)
Table 5. The frequency and structure of comorbid diseases in patients with hemophilia 18-45+ y.o. (n = 93)

18-24 ner 25-34 ner 35-44 ner 45+ net

18-24 y.o. . 0. 35-44y.0. 45+ y.o.
3aboneeanue (n=18) = (n=25) (n=25)

18—-45+ ner
18—45+y.o.
(n=93)

Disease (1) ) (4)
abc. . abc. abc. abec.

% %

abs. . abs.

abs. abs.

BupycHbii renatut C
Viral hepatitis C
BupycHbiit renatut B
Viral hepatitis B

nbC

Cardiac ischemia
MMnepToHnueckas 6onesHsb 4
Hyperfonic disease

16 6 24 | 16 | 64 | p,, <005 26 | 279

XpoHuuyeckuii onuctopxos
Chronic opisthorchiasis

XKB/xpoHunueckuii
KONbKYNE3HbIN XONeLmcTuT
Cholelithiasis /chronic calculous
cholecystitis

- - 4 16 7 28 14 56 Pys <005 25 | 269

XpoHuueckui
ractput/ractpoayoneHut 3 16,7 5 20 12 48 11 44 4 31 33,3
Chronic gastritis/gastroduodenitis

ABX 1 12-nepcTHoi kuwiku
Peptic ulcer of the stomach and - - - - - - 2 8 5 2 2,2

duodenum

XpoHuyeckuii naHkpeaTut
Chronic pancreatitis

XpoHuueckunin 6poHxuT 5 8 4
Chronical bronchitis

16 5 20 7 11 11,8

XpoHUYECKUiA NAPUHTUT
Chronic laryngitis

BpoHxuaneHas actma
Bronchial asthma

MKB/xpoHuuecknii
BTOPUYHBIN NUenoHedpUT
Urolithiasis/chronic secondary
pyelonephritis

XpoHuueckum
rnomepynoHedppur 1 55 - - - - - - 10 1 1,1
Chronic glomerulonephritis
CaxapHsii guaber 2-ro Tuna
Type 2 diabetes mellitus
BapukosHas 6onesns, XBH
Varicose disease, chronic venous - - 3 12 5 20 6 24 12 14 15,1
insufficiency

>0,05 20 21,5

Pr23-4 :

MNpumeuanns. UBC — nwemnueckas 6onesus cepaua, XXKb — xenuHokamenHas 6onesns, 16X — aseeHHas 6onesHb xenyaka, MKB — mouekameHnHas 60-
nesHb, XBH — xpoHuyeckas BeHO3HAs HEA,OCTATOYHOCTD.

[Ipeobnananue GOMBHBIX C TSAXKENIONH U CPEAHETS’)KEJOH  MATHM U YJLydIIeHUs] MOOMJIBHOCTH CYCTaBOB BCEM B3PO-
dbopmamu remodpuanu AUKTYyeT HEOOXOANMOCTD IPOBEie-  CJBIM OOJBHBIM B TpyIIINe UCCIEAOBAHUS, yrKe UMEBLIMM
HUS 3aMeCTUTENbHOU Tepanuu B pexkxume npoduaakTuku.  cOpMUPOBaHHbIE TNPU3HAKU TIOBPEXIAEHUs CyCTaBOB,
Llearsto npodunaxkruku npenaparamu FVIII man FIX — 6Geuia pekomenpoBana tepanus B pexxume npodpuaaKkTH-
SBJISIETCS] JOCTHIKEHME OTCYTCTBUS exerogubix onusonos  ku: B 100% npu remodunnn tsxenoit crenenn (36 601b-

KPOBOTEYEHHUH M OCTATOYHOM aKTUBHOCTU dakTopa cBep-  HbIX), B 98% ciyuaes npu remodunnu cpenneii tsxectn
teiBanus He menee 1 % [11]. C uenvio ymenbiuenus pucka (46 6onbubix). Kpome Toro, npodunakruueckoe BBenenmne
KpOBOTeYeHUH, nporpeccun remoduIMYeckoil apTpo-  npenapara ObuIo pexkomeHnpoBaHo 1 GoabHomy remodu-
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aueil A Jlerkoil cTerneHu BBUAY aKTMBHOIO 00Opasa >KM3HU
U TSKeCTU KianHuveckoro dpenoruna sabonesanusi.

Hecmorpst Ha nocraTouHyo 06ecredeHHOCTh mpenapa-
tamu paKTOPOB CBEPTHIBAHUS, BJINB0CTH TEPAIMU K OOJIb-
HOMy («OMalIHEe» JIeUeHNE), PEKOMEHAALUY ITPOBEAECHUS
3aMeCTUTEbHOM Tepanuu B pexkxume npoduaakKTUKH, CO-
XpaHsJIach BbICOKasi 4aCTOTa KpoBOoTeueHuii (B Tom umcJe
BHYTPHCYCTaBHBIX) BO BCEX BO3PACTHBIX IPynnax. ¥ MHO-
rux OOJIbHBIX CTAHAAPTHBIN MOAXO0/| He MO3BOJIUII IOCTUYb
LIEJIEBOr0 KOJMYECTBA BHYTPHUCYCTABHBIX KPOBOTEYEHUH
B roa (meHee 4 aNMM30710B), YTO MOIJIO OBITH OOYCJIOBIEHO
psanom dhakTOpoB: BO3pacT GOJNBHOrO, 00pas »KU3HH, YPO-
BeHb (PUBMYECKON AKTUBHOCTH, COCTOSIHUE CYCTABOB, Mbl-
LIEYHBIH TOHYC, MHAMBUAYaJbHBIH (apMaKoKMHeTHYe-
ckuit orBet Ha BBenenue FVIII [11, 12, 13].

Haubonbuiee kosMuYecTBO BHYTPHUCYCTABHBIX KPOBO-
TeyeHMH B TeueHue |2 mec. ObUIO 3aperucTpPUPOBAHO
y GONIBHBIX AKTUBHOrO TPyAOCHocobHoro sBospacra 25—
44 ner, B cpaBuenuu c 6onbubiMu 18-24 u crapue 45 ner,
q4TO 06yCJIOBJIeHo BbICOKOU d)lxlsuqecxof/i U COLMAJIbHOMN
AKTUBHOCTBIO JHUI paboTOCIIOCOOHOrO BO3pacTa, TPYRO-
BOHM 3aHSATOCTBIO, YTO NPUBOAUT K HAPYLIEHUSM PEXKU-
ma npodunakruueckoii Tepanuu. MeHnbiiee konruecTBoO
reMOpparuyecKux SMHU300B U JIOKALMN KPOBOTEYEHUH
B rpyrrne mosoabix B3pocibix 18-24 ner moxer o6Obsic-
HSATbCSI HECKOJIbKO JIydluei d)yHKLu/Ief/i CyCTaBOB BBUAY
Gosiee paHHero Hayaja aJeKBaTHON 3aMeCTUTEJbHOM Te-
panuu, Toraa Kak B rpynmne GosabHbix crapie 45 ser co-
KpallleHHe JIOKALMH FreMOPParnyecKnx 3MMU30/0B, BEPOSIT-
HO, 06yCJIOBJ'IeH0 BBICOKOM [10JIeM 9HIONPOTE3UPOBAHHBIX
CyCTaBOB U [IMTEJIbHO CyLIECTBYIOLUIMMU apTPONATH MU,
IPU KOTOPBIX XPOHUYECKYIO CYCTaBHYI0 Oosb obecrnedn-
BaeT He KPOBOTEUYEHME, & HAPYLIEHNE AHATOMUHM CyCTaBa.

Ha pesynbrarsl sedenus B3pocsbix OOIBHBIX remodu-
JIVeH BJMSIIOT CTa’X 3a00JeBaHUS W JJIMTEJBHOCTH 3aMe-
CTUTENbHOU Tepanuu, NpOBOAMMONI B pexxnme npoduaak-
tuku. C yueTom TOro, u4To JOCTYM K Je4eHUIo y GONbHbIX
remoduimeil 3ameTHO yJLydmuics 3a nocuennue 15 ser,
MOYKHO OYKM/IaTh, YTO PA3JUYMs B IOKA3ATENSAX 3A0POBbS
Me Ay OOJBHBIMM C TSIKEJIOH U C Jerkoit popmoit remo-
dbunun co BpemeHem cokpaTsTCsl. XOTS OCOOEHHOCTH Te-
JyeHus 3abosieBaHUs, 0OyC/IOB/IEHHbIE CTAPEHUEM M «Ha-
KOMNJIEHHBIMM» KOMOPOMAHBIMU COCTOSIHUSIMU, JIOJIYKHBI
OAMHAKOBO 3aTparuBaThb OOJIBHBIX C JIEFKOU U TSKEJION
dbopmamu 3aboseBaHMs1, YACTOTA T€MOPPArUUYECKUX OMU-
30/10B y OOJIBHBIX € TSIXKeJI0i reMopHINe OKHA YMEHb-
waTbcs Npu boJsiee paHHeM M OoJiee LIMPOKOM MpPUMEHe-
HUM COBPEMEHHBIX METO/OB JIEYEHUSI.

OpHako, HECMOTpPsl Ha OTJIMYMSI BHYTPU BO3PACTHBIX
noarpynn (B CpeaHErofoBOM KOJIMYECTBE KPOBOUBJIMSI-
HUI B CyCTaBbl M UX JOKAJIM3ALMMN), CPEAHSIS 4ACTOTA BHY-
TPUCYCTABHBIX KPOBOTEYEHHMI B IO B IpyIIe OOJIBHBIX
crapure 18 set 6pu1a BhIcOKOH (Gostee 4 anM3onOB B rox),
4TO CBHU/IETENBbCTBYET 00 OTCYTCTBMM a/eKBATHOIO I'eéMO-
CTATMYECKOro KOHTPOJsl cpeau GosbHbIX crapue 18 ser

u popmMUpOBAHUYN XPOHUUECKOH reModUINIecKol apTpo-
NaTMy HE3aBUCHMO OT TOTrO, B KAKOM BO3pacTe OoJibHBbIE
HOJLy YMJIM BO3MOYKHOCTh Ha4aTh NPOPUIAKTUYECKY IO 3a-
MECTUTEJbHY 0 TEPAIIHIO.

Hecmotps Ha cBoboaHOE McnoIb30BaHNE GONBHBIMU KOH-
LeHTPaToB PaKTOPOB CBEPTHIBAHMS, O YACTHIX KPOBOM3JIH-
AHUAX B cycTasbl (2 5 remapTposos B Teuenue 6 mec.) coo6-
wmiu 6osee 40 % G6onbubIx B Bogpacte 256—45+ ner u 35,5 %
GosbHbIX B BodpacTe 18—24 net. Takum obpasom, u y moso-
abix GosbHbIx 18—24 e, MMeBIINX BO3MO’KHOCTb paHHe-
ro HavaJia 3aMeCTHUTEJTbHOU npoci)nnaKaneCKoﬁ Tepanuu
KOHLIeHTpaTamMu (PaKTOPOB CBEPTHIBAHUS, CTPYKTypa MHa-
TOJIOTMM OIOPHO-BUTATEIbHOIO anmnapara 1 4acToTa Kpo-
BOUBJIMSIHUI MOYKET COOTBETCTBOBATH TAKOBOW y OOIBHBIX
u3 GoJiee cTapiueil BO3PACTHOM IPY B, €CJIU He OyayT pea-
JIM30BaHbI MEPBHI 110 MOBbILEHNI0 3¢ PEKTUBHOCTH Tepanuu.

CoBmecTHble ycuaus Bpada u 60JIbHOrO, HAPaBJIEHHbIE
Ha mpeayIpexaeHre KpuTuueckoro penoruna sabosesa-
HUS C YaCTBIMU CIHOHTAHHBIMU KPOBOTEUYEHUSIMHU, LOJI%K-
Hbl OBITH HANpaBJeHbl Ha TMOBBbILIEHUE KOMIJIAEHTHOCTHU
GOIBHOrO M MHAMBU/YAIN3ALUIO TEPAIIMY B 3aBUCHMOCTH
orT papMaKOKMHETUYECKOrO OTBeTa Ha BBejeHue PaKTo-
pa cBepThiBaHUs. Y4YeT MHAMBUYAJbHBIX OCOOEHHOCTEM
6osbHOrO, ero obpasa >KM3HU, MOOUJIBHOCTU U uU3HUYe-
CKOI AKTUBHOCTH MO3BOJUT 00ECNEeUnTh OCTATOUHY IO aK-
tuBHOCTh FVIII mnu FIX, nocrarounyro nast mpemymnpe-
>K/IEHMS CIIOHTAHHBIX KPOBOTEYEHUIA B CyCTABBI.

B coBpemeHHBIX yCI0BUAX yBeanUueHNE TPOLOIKUTEb-
HOCTH >KU3HU O0sIbHBIX remoduineil, npubansKaromencs
K TAKOBOM B 00LIeli MOMyJIsiliMY, He TOJIBKO TpebyeT npose-
[leHUs Tepanuu, coxpaHnsiomiei GpyHKIMIO ONopHO-1BUTa-
TEJIBHOTO aImnapara, Ho obpalaeT BHUMaHue Ha Tpobyemy
XPOHUYECKOrO TEYEHMS] COILyTCTBYIOIIMX 3aboseBaHM,
TUIIMYHBIX [JI8 JIUI] CTaplieil BO3PaCTHOI KaTeropuu.

Yacrora Bcrpeuaemoctu BupycHoro renaruta Cy 6osb-
HbIX remoduaneil B rpymnmne MCCaeOBAHUSI 3HAYUTETBHO
npeBbllIaJa YaCTOTY BCTPEYAeMOCTH AAHHOro 3abosieBa-
HHUS B POCCMHCKOMN NOMyISUHN. Ilo nanaBIM CDe/:Lepaanof/i
caLy>k0bl 10 HaA30py B cepe 3alUTHI MPaB NOTpeduTe-
aAeii m Guaronosnyums uenoseka [l4], sabosneBaemocTsb
xpoHnveckum BupycHbsim renatrutrom C Ha Teppuropun
Poccuiickoit @enepanun B 2018 r. cocraBuna 42,16 cayuan
na 100000 nacenenus (0,04 %), sabonesaemocts Ha TeppH-
topun Hosocubupckoit obnactu — 83,44 na 100000 na-
cenenust (0,08%). Ormeuanoce ymeHblIeHME YACTOTHI
BBISIBJIEHUSI OOJIbBHBIX-HOCHTEsIeH BupycHoro renarura C
cpenu Gonbubix remodunneit Hosocubupckoit obnacru
B cpaBHeHuu ¢ aanubimu 2009 r. [156] (coorBercrBenHo,
43,1 u 89,9%). ObbsacHeHreM MOXKET CIYKUTb yBeauye-
Hue OOLell YMCIEHHOCTU TIPYIIbl B3POCJBIX OOJBHBIX
(93 uenoseka B cpaBHeHuu 74 GONBHBIMMU), AHAJIUS, TPOBE-
JAEHHBI! C y4eTOM GOJIBHBIX reMO(anHef/’I JIETKOM CTEIleH!,
a Tak’>ke MPUPOCT YMCJIEHHOCTH MOJOABIX OobHBIX 18—
24 net, cpean KOTOPBIX HE BBISIBJIEHO HM OHOTO CJLy4asi
supychnoro renaruta B u C, BBuny Gosee pannero Hava-
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Jla 3aMeCTUTEJbHON Tepanuu KOHLeHTpaTamu (aKTOpOB
CBEPTBIBAHUSI.

OnHoit M3 akTyasbHBIX NpobJaemM st GOTBHBIX IemMO-
dbusmeii siBIsIeTCA apTepUaJIbHas TUIIEPTEH3HSI, 3HATMMO
MOBBIILAOIIAS] PUCK PA3BUTHS YKUBHEY POXKAIOLINUX KPO-
BoTeueHUU. B ocHoBe pasBuTus aprepuasbHOI rumnep-
TeH3UU y GOJBHBIX reModUINe, NO-BUAMMOMY, JEXKHUT
MEXaHU3M, B KOTOPOM 3HAaYMMYI0 POJIb UTPAIOT BOCIA-
JIMTEJIbHBIE IPOLECCH B MOYKAX, HAPYLIEHUE MOYEeTHON
reMOAMHAMUKY, UILNEMUS [OYEK, MOBBIIIEHUE AKTHUBHO-
ctu penunna [15]. Kpome Toro, y 6onbubix nccienyemoit
rpyMNnbl ObLIM BbISIBJIEHBI 3a00JeBaHUs YKeTyAKa U JIBe-
HAALATUIIEPCTHON KHUIIKU, >KEJIYHOrO ILy3bIps, & TaKKe
MouekamMeHHast 6OJIe3Hb U XPOHUYECKHUIT BTOPUYHBIHA MH-
enoHedpuUT, MpeobiafasIIre B IpyIine OOJbHBIX CTaplie
45 ner.

Takum o00Opasom, HEOOXOAMMO yAeJaATb BHUMAaHHE
He TOJIbKO KOPPEKIUU Tepanuu remoduavu, HO U Mpa-
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BUJIBHOMY BbIOOpPY Tepanuu [AJis JiedeHus COMYTCTBYIO-
mux 3abosieBaHuii, n3beras MpU 3TOM MOJIUNPATMAZUU.
Henoonenka BaxHOCTM mnpaBUIbHON ¢apmakoTepanuu
U JIEKAPCTBEHHBIX B3aMMOAEUCTBUM MOXKET NPUBECTHU
K TIOBBILIEHUIO PUCKa KPOBOTevyeHUi. AjexkBaTHasl 3ame-
CTUTesbHASI Tepanusl npernapatramu (akTOpOB CBEpThI-
BaHUsl GOnbHBIX remoduanedl Npusesa K yBeJUYEHUIO
NPOROJKUTENBHOCTH UX >KU3HM, YMEHBLIEHUIO WHBAJIM-
nusauuu. Bmecre ¢ Tem mmeercs MHOXeCTBO HepelleH-
HBIX MPO0JIEM, 3aTPYAHSIOINX (PUSUIECKOE U COLUAJIb-
Hoe dyHKIMOHUPOBaHue GONbHBIX remoduIne.

[lpoBenennblii aHanua B fajbHeHIIEM MOCIY>KUT OC-
HOBOH 0oJsiee [ETanbHOrO HU3Yy4YeHUS] MPUBEPHKEHHOCTU
GONBHBIX K Tepanuu, HeoDXOAUMOCTH ee KOPPeKLMH
B 3aBUCMMOCTU OT HaJM4MUsl KOMOPOUAHOI mnaTojoruu
B MOATPyNIax GOJBHBIX Pa3JMYHOrO BO3PACTA, MIO3BOJIUT
OLIEHUTH BJMSIHUE HA KAYECTBO >KM3HU U COLMAJIbHY IO aK-
TUBHOCTb OOJILHBIX remodumeii.
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