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lemogpunus B OTHOCUTCA K HACTEACTBEHHbIM KOArynonatnam, CBA3aHHbIM
¢ gecpuyntom haktopa cepteiBanHus kposu IX. [lpn HeobxognmocTu one-
PATUBHOIO JIEYEHNUS NALNEHTbI MOMYYatOT 3aMECTUTENbHYIO Tepanuio npe-
naparamu, cogepxaiynmu IX ¢haktop cBepTbiBaHNa kposu. B Poccuiickoi
@epepaynn [JenicTByeT rocy[apcTBeHHas nporpamma «Passutune ¢apma-
LIEBTUYECKON U MEAULNHCKOA NPOMbILAEHHOCTU» Ha 2013-2020 rr., Ha-
NPaBJIEHHAs Ha yBENNYEHNE MPOU3BOACTBA N 06ECTEYEHHOCTN 0TEYECTBEH-
HbIMU  XU3HEHHO HEOOXOAUMBIMA 1 BaXHEALNMU 1eKapCTBEHHbIM
cpescTBamu, B TOM Yuce 4as nevexwus remoguamm A n B. Briepsbie onu-
CaH KIMHNYeCKnil npumep 3¢eKTMBHOr0 MPUMEHEHNS PEKOMOUHAHTHOIO
thakTopa cBepTbiBaHus kpoBu IX (MHHOHaghakTop, HOHakor anbha,
AO «[EHEPUYM>») npn onepatnBHOM 1e4eHUM 3aKPbITOro Nepesioma cpej-
Hevi TpeTu Npasovi N171e4eB0I KOCTH CO CMELLEHNEM OTIOMKOB y 60/1bHO0 ¢
TAXEN04 Ghopmoii remogpuanm B.

KntoyeBble cnoBa: remartonorusi, remogunus B, peKOMOMHAHTHbIA hakTop
CBepTbIBaHMS KPOBW |X, 3aKPbITbIi NEPenoM CpeaHeil TPeTi NPaBoi nieyeBon
KOCTW, OCTEOCUHTES NPABOW MJ1e4EBOI KOCTU.
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HUM BONLHOTO C Tshxenon dhopmoii remodounuu B // Bpad. — 2019; 30 (5): 62—
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l_‘eMO(bI/mmI B — HacnenctBeHHOe 3aboJieBaHUE, CBSI-
3aHHOE ¢ AeUUUTOM (aKTopa CBEPTHIBAHUSI KPOBU
IX. Temodunus B BcTpeuaercsa ¢ yactoToii 1 ciaydyaii Ha
30—50 ThIC. XUTeNel MyxKcKoro noja. ITauueHTsl ¢ naH-
HBIM 3a00JIeBaHUEM ITOKM3HEHHO ITOJIyYalOT 3aMeCTH-
TEJIbHYIO Tepallvio IpernapataMu (akTtopa CBepThIBaHUS
kpoBu IX B mpodunakTuyeckoM pexume WId MPU BO3-
HUKAIKUX KpoBoTeueHusx [1—4]. B Poccun npumens-
IOTCSI pa3IMYHbIe KOHIIEHTPATHI IJIa3MaTUYeCKUX (haKToO-
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POB cBepThIBaHUS KpoBU IX, B TOM 4mcie U Ijis olepa-
TUBHOIO JiedeHUsT OOJbHBIX reModwineii B [4—6].
B nenax crumynaupoBaHusl pa3pabOTKU M MPOU3BOJCTBA
OTEUYECTBEHHBIX MHHOBAIIMOHHBIX JIeKapCTBEHHBIX
cpenctB moctaHoBieHUeM IlpaBuTenbcTBa Poccmiickoit
®enepaunu (P®) or 15.04.14 Ne305 Gbuta yTBepXIeHa
rocynapcTBeHHas rporpamma P® «Passutue chapmaiieB-
TUYECKOU U MEAULIMHCKON MPOMBILILJIEHHOCTU» Ha 2013—
2020 rr. Peanu3auus mporpaMMbl B paMKax CTpaTeTuu
«®apma-2020» HampaBlieHa Ha YBEJIMYEHUE IPOU3BO/I-
CTBa U 00ECIICYCHHOCTH OTEYECTBEHHBIMHU XMU3HEHHO He-
00XOOUMBIMM ¥ BaXHEUIIMMHU JICKAPCTBEHHBIM CpEll-
CTBaMU, B TOM YHCJIe IJIsI JIeYeHUSI PeIKUX 3a00eBaHUI,
BKJto4as reMopunuio A u B [7, 8].

CaMapcKuii TOCymapCTBEHHBIM MEOWIIMHCKUI YHU-
Bepcutet (CamI'MY) Munsapasa Poccuu B kauecTBe mc-
CJIeI0OBATEJIbCKOTO 1IEHTpa MPUHUMaJ aKTUBHOE ydacTue
B KJIMHWYECKUX MCCICHOBAHUSIX POCCUICKMX PEKOMOM-
HaHTHBIX IpenapaToB ¢akTopa cBepThiBaHusl KpoBu VIII
[9—11], a Takxke dakTopa cBepThiBaHMUS KpoBu IX [12—
16]. KnnmHudeckue uccaenoBaHUs POCCUMCKHUX OMOMpe-
mapaToB JUISL JICUCHUST TeMOMIINKA TTPOBOAMIINCH U OBUTH
MPeICTaBICHBI B COOTBETCTBUU C periaMeHTUPOBAaHHBIMU
HOpMaTUBaMU M OOILIENIPUHITHIMU TpaBuiaamu [17—19].
C 2018 . B cOOTBETCTBUU C MporpaMmoil «12 BBICOKO-
3aTpaTHBIX HO30JIOTWifl» B Poccun mocTyrieH mipemapaT
peKoMOMHAHTHOIrO (pakTopa cBepThiBaHUS KpoBu [X
MuHoHadakTop (MEXIyHAPOAHOE HEMaTeHTOBAaHHOE Ha-
3BaHne — HOHaKoT anbda) (AO «TEHEPUYM»). lanHbII
mmpernapar sBJsSIeTCS MEPBbIM PEKOMOMHAHTHBIM (haKTO-
poM cBepThIBaHUsI KpoBU X, KOTOpBI CTajd MCIOIb30-
BaThCsl B TeMarojiornieckoit mpaktuke B Poccuu. B xome
ero KJIMHUYECKUX UCCeI0BaHUI HE OLIEHUBAJIUCH ero 3~
(eKTUBHOCTb U 0E30MaCHOCTb MPU XUPYPTUUECKUX BME-
IIaTeJbcTBax. B mureparype nHbopMany o MpuMeHeHUHT
IpeTiapaTa HOHAKOT aibda B OIepalliOHHOM M ITOCJIeOoIIe-
palMOHHOM Iepuoaax HemoctatouyHo. Ero mpumeHeHue
MpU XUPYPTUIECKOM JICYCHUHM OOJIBHBIX C KOCTHO-MBI-
IIEYHON TpaBMOIl SIBIISIETCS HOBBIM IJISI TeMaTOJIOTHYE-
cKoii ciryxx0b61 CaMapcKoit 001acTu.

Lenplo HabMOaeHUS OBLIO TMOKa3aTh BO3MOXHOCTH
3(p(HEKTUBHOIO MPUMEHEHHUS IIpeliapata peKOMOWHAHT-
Horo ¢axrtopa cBepThiBaHus KpoBu IX MHHOHadakTOp
(AO «'EHEPUYM») nipu onepaTUBHOM JIeYEHUU OOJIb-
HOTO ¢ KOCTHOI TpaBMoil B kinuHukax CamI'MY MuH-
3apaBa Poccun.

IIpuBoIMM KIMHHYECKHIA IIPHEMeE]

boavnoii E., 25 rem, Obin ecocnumanu3uposat 6
mpasmamonoeo-opmonedureckoe omdeneHue Nol

Kaunuku CamI'MY 11.03.19 ¢ xscarobamu Ha 601b,

omek u deghopmayuro cpedHeil mpemu npagozo nie-

ua, oepamuyeHue 08UdCeHUl 8 NPagoM NaAe4e6oM U

JNOKMesoM Cycmasax.

U3 anamuesa 3a60n1e8aHUs YCMAHOBACHO, 4MO
0K0.10 3 Hed HA3a0 nayuewm ynai Ha yauue u no-
ayuun mpaemy npaegoii pyku. Ilayuenm c poycde-



Hus 0oneem msadcenoil popmoil eemogpuruu B. Am-
bynamopHo noayuaem npenapam HOHAKO2 anbvgha
(Unnonagpaxmop, AO «I'EHEPUYM») 6 pexcume
npogunraxkmuku. Ilocnre mpaemvr doma e6een cebe
6000 EJl npenapama pekomOuHaunmuo2o Gaxmopa
ceepmoleanus kposu IX. 3a meduyurckoi nomoubo
06pamuacs camocmosmenbHo N0 Mecmy Jcumenb-
cmea. bwina npouszsedena euncosas ummodurusa-
yus u nayueum 6via Hanpaeaet 6 Knunuxy CamIMY
Munszopasa P®D. Tocnumanusupoeéan 6 omoeseHue
mpaeémamonoeuu u opmoneduu Nol 6 naanosom no-
padke. llo eocnumanuzayuu 6 omoenerue nayueHm
amoyaamopHo noay4an HOHaKoe anvgha 6 pejicume
npogurakmuku no 3000 EJ/l 2—3 paza 6 Hedenio.
Ilpu nocmynaenuu obwee cocmosmue y0081emeo-
pumensroe. Ilonoxcenue axmuenoe. Tenocnrodxnce-
Hue HopMocmeHuveckoe. BHympenuue opeanvr — 6e3
namonoeuu. Macca mena nauuenma — 85 ke. Ilpu
ocmompe 8epxXHAs Npasas KOHEYHOCMb UMMOOU-
Au3Uposana euncoeoii aoneemoil. Ilocae cHamus
JNIOHEeMbl OMMeUeH OmeK 6epxHell cpedHell mpemu
npasoeo naeua u niewegoeo cycmasa. Ilasrvnayus
dauHoil obnacmu pesko 6onesnenHas. Cumnmom
0cesoll Haepy3Kku noaoxcumenvholii. Onpedeasromces
Kpenumauus KOCMHbIX OMAOMKO08, NamoA02U4ecKas
KocmHuas nodeuxcHocms. OQbseM aKMUBHbIX U NAC-
CUBHbIX 08UICEHULl 8 NPAGOM NAe4e80M U NPABOM
JNOKMe8oM Cycmagax pe3Ko CHUMICeH, 08UNCEHUS CO-
npogoxcoaromes ycunenuem o6oau. Ilyasvcauus ne-
pugeputeckux cocydoe coOXpaHeHd, CUMMEmMPUYHA.
llepughepuueckas uyscmeumenbHoCms COXpaHeHa.
Ha penmeenoepamme npasoco nieuegoco cycmasa
om 04.03.19: napywenue kocmuoii yer0cmHocmu
6 cpedHell mpemu npasoil naeuesol Kocmu co cme-
weHueM oOmaoMKo8.

Muaenos: eemogurus B, msaxcenoe meuenue; 3a-
Kpblmblil 3acmapensiii nepeaom cpeoHeil mpemu npa-
8011 nA1e4ue8oll KOCMU CO CMeleHUeM OMAOMKO8.

Ilpu obcaedosanuu cucmemvl KpogU BbIsABAEHO:
Hb — 131e/n, 3p. — 4,89+ 10%/n, 2. — 8,61 10°/a,
mp. — 271+ 10°/a, aumep. — 32,7%, mon. — 10,2%,
Hetimpoguavhbie epanysouyumosl — 57,1%. B ee-
Mocmasuoepamme:  AGKMUBUPOBAHHOE — YACMUY-
Hoe mpombonaacmunosoe epemsa (A4TB) — 88,4 ¢
(Hopma — 28—40 c), npompombuHo8blil UHOEKC —
98% (nopma — 70—120%), dubpunocen — 3,8 e/x.
Yposenv gpakmopa IX — <1%, uneubumopul k pax-
mopy IX ne @viséneHbl.

14.03. 19 nauuenmy 6vinoaHena onepauus 0cmeo-
CUHMe3a Npasoeo naeva NAACMUHOU, UHMamu. 3a
30 mun 0o onepauuu 8HYMpUGEHHO CMPYUHO OblA
86eden HoHakoe aavgpa 6 doze 10 000 EJI. Jlosza
npenapama pacc4umana no gopmyne 04s nosvluie-
HUs ypoeHs Oepuuyumuozo paxkmopa do §0—100%
y 00abHO2O ¢ eemo@uaueil B npu nHeobxodumocmu
onepamusnoeo emeuiamenavcmea. Ilo gopmynre
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maccy mena nauueHma YMHONCAIOM HA HeoOX00u-

Mblil YPOBeHb (aKmopa ceepmvl8aHus Kposu U Ko-

agguyuenm 1,2. Onucanue onepayuu: npou3eedeH

AUHEIHbLI pa3pe3 Kodcu no nepeoHeHapyyicHoi no-

8epxHocmu npasoeo nieua. Maekue mKanu myno u

ocmpo pazsedunersvl 00 nae4esoil kocmu. Ommeua-

emcs nonepexHblil 0CKoAbHamblil nepeaom cpedHei
mpemu npagozo naeua co cmeujeHuem. B nucnei
mpemu nae4a évi0eneH Ay4e6oll Hepa, 835m Ha pe3u-

Hosyto depacanrky. C mexHuuecKuUMu CAOICHOCMAMU

8bINOAHEHA peno3uyus omaomxos. Ilracmuna om-

Mmodeauposana no kocmu. Ilpouszeeden ocmeocun-

me3 naacmunoi, eunmamu. Ocmeocunmes cmaobu-

AeH. JIyuesoii Hepe omoeneH om naacmutbl MAKUMU

mxauamu. Ilpouzsedeno nocaoiinoe ywusanue, Ha-

A0JCeHa acenmuyeckas noeszxka. Bo epems onepa-

YuU 8bIPANCEHHOCMb KPOBOMeEUeHUs He OMAUYANACD

om mMakogvlx y 00biMHbIX nayueHmos (6e3 conym-

cmeyroueil eemopuauu).

B daavHeliwem nayuenm noayuans HOHaKoez anb-
¢a 6 doze 10000 E/l 1 pa3 ¢ 184 ewje 2 0us, danree —
no 6000 EJ[ 1 pas 6 184 do cnamus weog 27.03.19.
Joza 6000 EJl paccuumana 0 noddepicanus ax-
mueHocmu ¢hakmopa ceepmoiganus kposu IX Ha
yposue 0o 60%. Bo epems nepeeszox nosvluieHHOU
Kposomouusocmu He ommeyanrocs. Ha ¢hone gede-
HUs npenapama HoHakoe anvga nokazamens AYTB
cocmaenan 37,1—45,8 c. AYTB onpedensau neno-
cpedcmeeHHo neped esedeHueM npenapama HOHAKo0?2
ansvgha.

28.03.19 60abHOU OblA 8bINUCAH 6 YO08AEMBO-
PUMENbHOM COCMOAHUU 00 HAOAOeHUe 2emMamo-
1024 U MPAeMamonoea no Mecmy JICUMeNbCmed.
Pexomendosanvi: neuebnas guskysomypa no lpe-
sune—lopunesckoil; penmeeHoN02UHECKUI  KOH-
mpoab npasoeo naeva 6 2 npoexuyusx yepes 10 ved
¢ KOHCyabmayueil mpasmamonoea; npuem npe-
napamog kanvyus u eumamuna D enympo. Janw
peKomenoauuu no npoPuUAAGKMUHECKOMY 86e0eHUI0
npenapama HoHakoe aavgha 6 doze 3000 EJl eny-
mpuseHno cmpyiino 2—3 pasza é Hedenio.

[Mpu remodunum mopaxeHne OMOPHO-ABUTATEITHLHO-
ro armapara MOXKeT OBITh CBSI3aHO KaK ¢ IIPOTpeccupoBa-
HUeM 00JIe3HU, TaK 1 C TPaBMaTUIYECKUM MOBPEXICHUEM
pa3HbBIX €T0 OTAeI0B. MOXHO BBIIEINUTH 3 TUITA XUPYPIH-
YeCKUX BMEIIATEIbCTB Y OOJBHBIX TeMODUINCii: PEKOH-
CTPYKTMBHO-BOCCTaHOBUTEJIbHBIC, cOeperatelbHbBIC U
amnyTtauuu [20]. PEeKOHCTPpYKTUBHO-BOCCTAHOBUTEIbHBIE
orepaluu, BKIIIOYaoIIe B ce0si OCTEOCUHTE3 TPyOUaThIX
KocTelt (IIpOM3BOISITCS IIPEUMYIISCTBEHHO B IJTAHOBOM
MOpsiAKe); UX lieJIb — BOCCTAHOBJEHUE OIHON WU He-
CKOJIbKMX (DYHKIIMIA TTOpakeHHOW KOHEYHOCTH, Mpodu-
JIAKTUKA Pa3BUTUSI TOBTOPHBIX TeMapTPO30B, TSKEIIBIX
apTpomnaTtuii, a B pSAOE CIyd4aeB — U IMCEBIOOMNYXOJECH.
B HacTosiliee Bpemsi JOCTAaTOUHBII YpOBEHb obOecrieue-
HUSl TIALlMeHTOB C¢ remodwuiaueidr B mpemnaparamu ¢ak-
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TOPOB CBepThIBaHUS KpoBU X TMO3BOJISIET MPOU3BOIUTH
OoTepaTUBHbBIC BMEIIATEIbCTBA PA3HOUM CTETIEHU CJIOXKHO-
ctu. JJlaHHOe HaOI0AeHNEe AEMOHCTPUPYET BOZMOXHOCTh
0e30MacHOT0 MPUMEHEHUs peKOMOMHAHTHOro GhakTopa
cBepThIBaHMS KpoBu IX (HoHakor ambda) y IalmeHTa
¢ remodunueii B mpu onepaTuBHOM JIeYEHUM KOCTHOM
TpaBMbl. [IprMeHeHre yKazaHHOTO MpernapaTa B He00X0-
JUMBIX 103aX 00eCITeunBaeT aIcKBATHBII FeMOCTa3 B XOe
OTEPATUBHOTO JICUEHUS U CITOCOOCTBYET CBOEBPEMEHHOM
BBIMUCKE MalUEHTA.
* % %
Asmopol 3as6a310m 06 omcymemeuu
KOH@auKma unmepecos.
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USE OF RECOMBINANT COAGULATION FACTOR IX IN THE SURGICAL
TREATMENT OF A PATIENT WITH SEVERE HEMOPHILIA B

Professor I. Davydkin, MD1; I. Kurtov, Candidate of Medical Sciences’; S. Ardatov,
Candidate of Medical Sciences’; Yu. Kim', A. Shuster, Candidate of Biological
Sciences?; Professor D. Kudlay, MD2; A. Borozinets, Candidate of Medical Sciences?
'Samara State Medical University

2A0 «GENERIUM>, Moscow

Hemophilia B is one of the inherited coagulopathies associated with coagulation
factor IX deficiency. If there is a need for surgical treatment, patients receive
replacement therapy with drugs containing IX coagulation factor. In the Russian
Federation, there is a state program «Development of the Pharmaceutical and
Medical Industry» for 2013-2020, aimed at increasing the production and
availability of Russian vital and essential medicines, including those for the
treatment of hemophilia A and B. A clinical example of the effective use of
recombinant coagulation factor IX (Innonafactor, nonacog alfa, AO «GENERIUM»)
is described for the first time in the surgical treatment of closed right humeral
mid-shaft fracture with displaced fragments in a patient with severe hemophilia B.
Key words: hematology, hemophilia B, recombinant coagulation factor IX, closed
right humeral mid-shaft fracture, osteosynthesis of the right humerus.
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