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The progressive spread of the COVID-19 pandemic has required the urgent
development of temporary clinical recommendations for the treatment of patients,
as well as algorithms for hospitalization, and protocols for laboratory and clinical
examinations. In addition, the important health care tasks are to implement
organizational measures aimed at mitigating the spread of the infection, such

as the introduction of quarantine measures, a mask regime, vaccination, and

the standardization of testing methods for coronavirus infection. The purpose

of this review is to consider the existing methods and algorithms for the
implementation of the above measures. The paper considers the temporary
clinical recommendations of the Ministry of Health of Russia for the prevention,
containment, diagnosis, and treatment of the novel coronavirus infection, as well
as the published studies of testing methods for COVID-19, the results of clinical
trials of drugs used in its treatment, and independent reviews of some of the
currently presented vaccines. Based on the described methods and approaches,
conclusions are drawn about the inconsistency of the effectiveness of various
treatment approaches, hospitalization algorithms, and organizational measures.
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Hanbornee KnnHn4eckn 3Ha4uMbIMu U PACHPOCTPAHEHHbIMU TEHETUYECKN fe- \
TEPMUHNPOBAHHLIMUN HAPYLLUEHUAMU CBEPTHIBAHUS KDOBU SBJIAIOTCS reMogu-
s A = gecpuunt cpaxtopa (F) VI, u remogpunus B — pechuuynt FIX. uarHo-
CTUKA OCHOBaHa Ha aHaMHe3e, XapakTepe, JIOKa/Im3aumn u JInTesbHOCTH
KDOBOTEYEHUS, B OCHOBHOM — Ha 11a60PaTOPHbIX UCCNEA0BAHUAX. TUNNYHO
YBEJINYEHNE aKTUBUPOBAHHOIO YacTU4HOrO TPOMOOMIACTUHOBOrO BPEMEHM,
OTCYTCTBUE USIU CHIXKEHNE KOHLeHTpaumn FVIIl gna remogpunumn A u FIX — ans
remogpunum B. OntumarnbHbIM BbIGOPOM Tepanuu SIBASETCA MPUMEHEHUE pe-
KOMOUHAHTHBIX (DakTOPOB CBEPThIBAEMOCTU. OTEYECTBEHHbIE PEKOMOUHAHT-
Hble hakTopsl OkToghaktop (rFVIIl) u VIHHOHaghakTop (rFIX) He ycTynawr 3a-
DYOEXHbIM — aHanoram, XapakTepu3yloTcsi BbICOKOW —TepaneBTu4eckon
AP YEKTUBHOCTBIO U HU3KOI UMMYHOT@HHOCTbH).

Kniouesbie cnosa: remogounus, pacnpocTpaHeHHOCTb, KNUHUKA, AMArHOCTIKA,
Jle4eHue.

[ns untuposanua: Oenarud B.M. TeHeTu4ecku onpefeneHHblii geconunt dak-
TOPOB CBEPTbIBAHMSA 1 BO3MOXHOCTM COBPEMEHHON 3aMeCTUTENbHON Tepaniiu.
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reMOCTa3 — KJIaccHYecKasi CUCTeMa «CIEpXeK M MPOTUBOBE-
COB», obecTieurBaloIast KUIKOe COCTOSTHHE KPOBM 0e3 Kpo-
BOTOYMBOCTH, CIIOCOOHOCTh KPOBU JIOKAJLHO KOATyJIMpPOBaThCS
MPY TOBPEXICHUN CTEHOK COCYIOB 0€3 CUCTeMHOW peakIuu
C camo3aBeplIeHUEeM TIpollecca MPU OCTAHOBKE KPOBOTEUYCHMS
¢ nocaenyium GuOpUHOIN30M MPU pernapaluy MOBPEXACHUS.
CucreMa remocTasa MocTpoeHa 13 5 KOMITIOHEHTOB, BHYTPU KOTO-
PBIX €CTh MHOXKECTBO aHATOMOGYHKIIMOHATBHBIX CTPYKTYP:

* KPOBEHOCHBIE COCYJIBI;

* TPOMOOILIUTHI;

* TUTa3MeHHBIe (DaKTOPBI KOATYJISIIINHN;

* UHTUOUTOPHI IIa3MEHHBIX (DaKTOPOB;

* cucteMa (pubpuHonu3za [1].

leHeTnyeck neTepMUHUPOBAHHAsI CKIOHHOCTbH K KpPOBO-
TOYMBOCTU — TeTEPOT€HHAsl IPYIIIa COCTOSTHUM, XapaKTepU3ylo-
IIUXCST TIPOMAOJKUTEIEHBIMI KPOBOTEUEHHUSIMU, OOYCIOBICHHBIX
KOJIMYECTBEHHBIM MJIM Ka4eCTBEHHBIM Je(MUIIMTOM IJIa3MEHHBIX
uiu TpoMOonutapHbix haktopoB (F) cBepTeiBaHus. B aToii rpym-
e Hambosee KIMHUYSCKM 3HAYMMBIMU M PACIIPOCTPaHEHHBIMU
TSDKEJIBIMU TeMOPParndecKUMM 3a00IeBaHUSIMU SIBJISIIOTCSI TEMO-
bunug A («knaccuyeckasi», 1eUIIUT aHTUTEeMOMUIBLHOTO 100y~
nuHa, FVIII; kon mo MexayHapoaHo# Kiaccudukanuu 0oe3Hein
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10-ro nmepecmorpa — MKbB-10 — D66), remoduiaus B (medpuuur
FIX, xox mo MKB-10 — D67), remodunus C — HEAOCTAaTOYHOCTh
FXI [2].

IMarodpusuonorns remopummmn. FVIII n FIX dopmupyror
KoMILIeKC ¢ hochonunuaamMu 1 KaiablieM, akTuBupylomuii FX.
In vitro FX aktuupyercst kommiekcom FVIII n FIX wnm tKa-
HeBbIM (pakTopoMm u FVII. In vivo xommiekc TKaHeBoro ak-
Topa u FVII aktuBupytor FIX, 3amyckas mpouecc cBepTbiBa-
Hus. [emodpunus A u B (neduumr FVIII u FIX) Hacnenyorcs
X-cueruieHHo. Takum 06pa3om, BCce CBIHOBBSI OT MY>KUUHBI, CTpa-
Jaroiiero remoduaneid, OyayT 3M0pOBbI, a 1o4epu OyayT HOCUTE-
JISIMU TIpU3HaKa 6e3 KIMHUYEeCKON KapTUHBI. Y ChIHOBEl XeH-
LUHbI-HOCUTEJbHULIBI Tpu3HaKa B 50% ciyyaeB pa3BUBAcTCS
remodunus, a 50% novyepeit — HOCUTEJBHULIBI Ie(HEKTHOTO reHa
(Z14.01 — 6eccumnToMHble HocuTen reModuaun A). KoHleH-
Tpauus ¢pakTopa CBepThIBAaHUS Y TETEPO3UTOT KOJIEOIETCS OKOJIO
50% HOPMBI, B MOAABJISIIOLIEM OOJBIIMHCTBE CydyaeB KIMHUYE-
CKU 3HAYMMBIX KPOBOTEUEHUI Y HUX HET. 3HAYUTENbHBIN PUCK
KPOBOTEUEHUII MpUcyIl romo3uroraM. Ho 3To ympornieHHbIe Te-
opetnyeckue pacuetsl. [1pu mepunnre dakropos VIII mam IX
TMPOTHO3 Y TOMO3UTOT OTsATOIaeTcss (heHOMEHOM WHAKTUBAIINU
X-xpomocombl. CyTh AaHHOTO ()eHOMEHa B TOM, YTO y KEH-
LIWH, uMerLux Habop XX, TOAbKO ogHa X-XpOMOCOMa aKTUB-
Ha, Ipyrasi OKa3bIBaeTCsl B TOM UM UHOM CTeTIeHU HEaKTUBHOM.
B xaxmoli kiieTke BHIOOP aKTUBHOU U HEAKTUBHOM XPOMOCOMBI
(c medeKTHBIM TEeHOM WJIM HOPMalIbHBIM) ciaydaeH. [loaTomy
Y Pa3IMYHbBIX HOCUTENBHULL Ae(eKTHON X-XPOMOCOMBI KOHIIEH-
tpauud FVIII win FIX 3HauuTe1pHO BappupyeT B 3aBUCUMOCTHU
OT COOTHOUIEHUSI aKTUBHOM WJIN HEAKTUBHOM (C Ie(heKTHBIM 1IN
HOpPMAaJTbHBIM TEHOM) XPOMOCOMBEI. B pe3ynbraTe yacThb KeHIIUH,
Ka3aJochb Obl, TOTbKO HOCUTEIbHUI], HO HUKaK He MaHUbecTaH-
TOB 3a00JIeBaHUS, CTPANAIOT CKJIOHHOCTHIO K KPOBOTEUEHUSIM
[3]. PacctpoiicTBo uailie BBISBISIETCSI B MEPUON CTAHOBICHMUS
MEHCTpYaJbHOU (yHKINH, pexe — B ponax (Z14.02 — cuMrrToM-
HbIC HOCUTEIU TeMOGWINN A).

B HOpMe mocie TpaBMbI TPOMOOLIUTHI arperupyroTcs, Mmpo-
HU3BIBAIOTCS HUTAMM GubpuHa, 3aBepiiaercs (GhopMHUpOBaHUE
TpoM0ba, oOcTaHaBIMBaloOllee aanbHeiiliee KpoBoreueHue. [Ipu
remomiuu A nu B ¢dopmupoBanue TpomMba UAET C OMO3AAHUEM,
MEIJIEHHO, caM TPOMO PBIXJIbIN, HETJIOTHBIN 3a CYET HECIocoO-
HOCTH TPOMOMHA YIIJIOTHUTH KOHTJIOMEpAT TpoMOoLIUTOB. BMecTo
TpoMba hopMUpyeTCs PHIXJIbIN MSATKUI crycToK. [Ipn HEKOHTpO-
JIUPYeMOM KPOBOTEUEHUU B 3aKPHITYIO TIOJIOCTH (B CYCTaB) KPOBO-

TEeYEeHNE OCTAHABIMBAETCS IO MPUHITUITY TaMIToHaAbl. [Ipu Kpo-
BOTEUEHUU U3 MTOBEPXHOCTHBIX TKAHEI KPOBOTIOTEPSI MOXKET OBITh
OUYeHb 3HAYUTEIbHO, PEIIUANBUPYIOLIEH 32 CUET JTU3KCa HETUIOT-
HOTO TpOoMOa WY MPU MUHUMATBHOU OBITOBOI TpaBMe, KOTOpast
ObL1a OBl A0COTIOTHO HE3aMeTHA MPU HOPMATbHOM TeMOCTa3e.

Kimmnanueckas kapruna. Yewm Gosee BoipaxeH aehuut FVIIL
u FIX, tem panbie manudectupyer remodpunusa. FVIIL u FIX
TpaHCIUTalleHTapHO He mepenaiotcs. KpoBoTeueHUsT BO3MOXKHBI
yXe Yy HOBOPOXIEHHOTO (OCOOEHHO TMPHU BaKyyM-dKCTPaKIUM),
B KpaifHe TSDKENbIX CIydasX — BHYTpUyTpoOHO [2]. ¥V 2% HoBO-
POXAEHHBIX ¢ TeMObUIneil PerucTpUPYIOTCS BHYTPUUEPETTHBIE
kpoBousnusinust ¢ 10% BeposSITHOCTBIO peluanBUpoBaHust. [1pu
TSDKENBIX BapuaHTax TreMopWInKM TaTOJIOTMYecKre KPOBOTeue-
HUS (BHYTPUMBIILIEYHBIE, TEMapPTPO3bI, MOSIBIISIIOTCS yKe Ha Tep-
BOM rojy xu3Hu), y 10% — Ha 2—3-M roay XXuU3HH MOCJIE BbIXOIA
pebeHKa W3-TOJ TUIOTHOW OMEKW U TEPBBIX OBITOBBIX TPaBMax
(BHYTPUMBILIEUHbIE, UIUTENbHBIE KPOBOTEUEHUS TOCHE LIMP-
KYMIIU3UU, pacCeUeHUs y3IeUKHU s13bIKa). [l reMopuiInm oueHb
XapaKTepHbI reMapTpo3bl. KpoBousnusiHue B CycTaB MOXET ObITh
TOCJie TPaBMbI, HEPEOKO CIOHTaHHOe, Oe3 mpoBokanuu. Cambie
TepBbIe KPOBOUBIUSHUS Yallle CIy4altoTCs B TTOJIOCTh FOJIEHOCTOTI-
HOTO CyCTaBa, y JleTeil Oojee cTapiiero Bo3pacta — B KOJEHHBIN
u okTeBoi. [1epBrIii MpU3HAK KPOBOUBIUSIHUS B TIOJIOCTh CyCTa-
Ba — MECTHOE TOBBIILIEHNE TEMIIEPATYPhI U OIIyILEHNE TOKATbIBA-
nust. [TosTomy y mereit muaaiero Bo3pacra reMapTpo3 hUuKcupy-
10T 110 06OJIM, OTTYXaHUIO CYCTaBa, OTPAHUICHUIO ABVXKEHUI, 1eTH
CTaplIero Bo3pacta, OpUeHTUPYSICh Ha JIOKAJTbHYIO TUTIEPTEPMUIO,
HEepeIKO KaJTyIOTCSl Ha TeMapTpo3 paHbllle, YeM I3TO MOXKET 3aMe-
TUTh Bpad. [1oBTOpHBIE KPOBOMBIUSHUS B CYCTaB YaCTO CIy4aloT-
Csl IMEHHO B TOT Xe€, YTO U MPeIbIIyIINii pa3 (CycTaB-MUILIEHb) —
TOpakeHne CIU3UCTOU TOCIe KPOBOUBIUSHUSI CO3IAeT YCTIOBUS
TSI TIOCTIEAYIOIINX TeMapTPO30B.

KnuHuveckn XOopouio IUarHOCTUPYIOTCS KPOBOMWBIUSTHUS
B ITOBEPXHOCTHBIE MBILIIIEI (00JTb, yBeTMUeHUE 00BEeMa); KPOBOM3-
JIUSTHUE B TIOAB3IOILIHO-TOSCHUYHYIO MBIIIIY COMPOBOXIAIOTCS
HEYeTKUMMMU OOJISIMU B 11aXoBoii 0obs1acTu. B To ke Bpemst 00blIoi
00beM MBIIIIBI TTO3BOJISIET NEMOHUPOBATLCS B HEUl OOJBIIOMY
00beMy KPOBU BIUIOTH IO TUTIOBOJIEMUU (OOMOPOK, TIOK). Tummya-
HO TOJIOXEeHWe BHYTPeHHel poTaluy corHyToro 6eapa. JnarHos
KpOBOTEUEeHUsT B m. iliopsoas ObICTPO TMOATBEPKAAETCS TPU IXO-
rpaduu MM KOMIbIOTEpHOU ToMorpaduu. dartanbHBIMU MOTYT
0Ka3aThCsl KPOBOTEUEHMSI B TIOJIOCTh Yeperna, BEPXHUE AbIXaTeTb-
HbIE ITyTU, HAPY>KHbIE KPOBOTEUECHUST TIPU TPABMaXx.

Y opeit ¢ KOHLEHTpauuei

s

FVIII umn FIX >5%, xak mpaBuJo,

Ta6m4ua 1 HET CIIOHTaHHbIX KpOBOTe‘-ICHHﬁ.

TAXECTb remMothunun U KNMHUYECKas KapTuna [4] 3aboznepanue MaHUGECTUPYET 1K~

Table 1 TE€JbHBIM KPOBOTCYCHMEM  IIOCJIC

. e . o s . MUHUMAaJIbHON TpaBMbl, CTOMATOJIO-

The severity of hemophilia and its clinical presentation [4] I'M9eCKOTo BMemaTebersa. Boapact

XapakTepucTuku npo- Taxenas thopma CpenHeii CTENEHN TAXECTH Nerkas MaHubecTauun reMopuIun, MecTo

Lecca (50-70% Bcex cny4aes) (10% Bcex cnyyaes) (30-40% Bcex cny4aes) U BbIPAXKEHHOCTb KPOBOTEYCHMUS

AktusrocTb FVII nm FIX <1 1-5 >5 BO MHOTOM OTIPSACIIIOTCH KOHLIEH-

(Hopma — 50-150%), % Tpauueil (akTopoB CBEPTbIBAHUS
(Tabu. 1).

Bospact maHudpectaymm  OT poxpeHus [o 2 net [letn, nogpocTku MogpocTku, B3pochble JuaruocTuka u aubdepeHmas-

HacToTa KpoBOTEYEeHUIA Pa3 B 2-4 mec 4-6 B rog Penko Hasg JHATHOCTHKA CTPOUTCS Ha aHaM-

Knuudeckue [emMapTposbl, BHYTOU-  [eMapTpo3bl, BHYTPUMbILEY-  [10CTTpaBMaTHyecKme HE3C, Xapakrepe, JIoKalsalln n
nposBNEHNS MbILLEYHbIE KDOBOTEYE-  Hble KPOBOTEYEHMS, NOCNeE KpOBOTEYEHUS JUTMTELHOCTU KpoBoTeueHus. B 30—
HUS, LiEHTPasbHas MUHWUMANbHbIX TPABM, KPO- (B TOM YiCIle CTOMATO- 50% cnydaeB HET yKaszaHWii Ha ce-
HepBHas cuctema, BOTEYEHMS NOC/Ne CTOMATo- noruyeckme) MEifHbIIf BapHaHT KPOBOTOYMBOCTH.
KEMYNOYHO-KNLLEYHbIA  NOTMYECKUX BMELLATENbCTB. OMHAKO B CTpaHax, Iie MpH 3aKITI0-

TPaKT, remarypus CnoHTaHHble — peaiko N
N\ _/ 4eHuM GPaKOB HEKOTOPHIE CEMEMHBIE
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CBSI3U HE SIBJISIFOTCSI TIPETISITCTBUEM MM Jaxke mootpsitorest, 70%
JeTell ¢ HapyIIEHWSIMU CBEPTHIBAEMOCTH KPOBHM POXAAIOTCS OT
OIM3KOPOACTBEHHBIX OpakoB (Tadi. 2) [5, 6].

Kinauueckast kKaptuHa remodwinu A unu B, oco6eHHo mipu
HEeTSDKENbIX BapuaHTaX, pa3lnyaeTcsl HEeCYIIeCTBEHHO, MOATOMY
OCHOBHOE 3HaYeHUE B AMATHOCTUKE NMEIOT JJabopaTOpHBIE UCCIe-
noBaHus (ta6i. 3) [4, 6].

Jist reMobUINU TUMTUYHO YBEJTUYEHNE AKTUBHPOBAHHOTO
YaCTUYHOTO TPOMOOIIIACTUHOBOTO BPEMEHM, COOTBETCTBEHHO,
OTCYTCTBUE WM CHIDKeHUe KoHneHTpauu FVIII — s remodu-
muu A, FIX — mist remopunuu B.

Jleuenne odmee. [emoduaus — MOXM3HEHHOE WHBAIUIU-
3upyloliee 3a0ojieBaHUE, TMOITOMY HEOOXOMUMO KOMILIEKC-
HOE JIeYeHUE, XeTaTeJbHO — B CMEUNAIU3UPOBAHHOM LIEHTpE
¢ MEXIUCUUIUIMHAPHBIM W MeXMpoGheCcCUOHATbHBIM B3alMO-
nerictBueM. B ycToiumBYyI0 KOMaHIy JOKHBI OBITH BKITIOUEHBI
crieniuduyecky TMOATOTOBJICHHBIE TeAMATp W (WJIM) TepamesnT,

CTOMATOJIOT, aKyIlIep-TUHEKOJIOT, TeHETUK, TICUXOJIOT, COLIUaIb-
HBII paboTHUK. B pa3BUTHIX cTpaHax, rae akKkTUBHO MPUMEHSIOT-
cs TedyeOHbIe U PO UIaKTUYECKUE BBEIEHNSI PEKOMOMHAHTHBIX
¢dakTOpoB CBepThIBaHUS KpoBU (Hampumep, OKTodakTop WiIn
HWuHonadakTop), reMaToNoT pexe MpUBIeKaeT B KOMAHIY XU-
pypra-opromena.

[MpunnunuanbHO BaXHBI 00IIME MPOGUTAKTUIECKIE MEPO-
TIPUATHUSI, CHUXKAIOIIE PUCK KpoBoTeueHuil. Ha mepBom mecte —
npodutakTuka TpaBM. [JLOKHBI OBITh UCKITIOUEHBI BCE KOHTAKT-
HbIe 1 00eBbIe BUIBI criopTa (00KC, yTOOII, XOKKEl, peroun), He-
JKeJlaTeJIbHbI — BOJIei00J1, 6ackeT00 U T.A. OTHOCUTEILHO 0e3-
OMACHBIMU MOXHO TIPU3HATH OET, BEJIOCUTIE, JIBIKU (TOJIBKO MPHU
HaJIM4YWY 3aIIUTHOTO IJIeMa), TuiaBanue. HeogHo3HauHo Bocipu-
HMMAEeTCsl HOIIEHHE 3alllMTHOTO IIeMa BHE 3aHSITUI CIIOPTOM.
Cy1ecTByeT MHEHUE, YTO TIOCTOSTHHOE HOIIIEHUE IijiemMa (Kpome
CHa) MOKa3aHOo JeTSIM B Bo3pacTe 1—3 JieT ¢ TsoKesoit hopmoit
remodwiun. B aToM Bo3pacTe meTu ydarcs XOOUTh, HEYCTONUM-

( )
Tabnuua 2
OCHOBHbIE XapaKTEPUCTUKN BPOXAEHHbIX CUHAPOMOB KpoBoTo4MBOCTH (no C. Hayward [7] ¢ usm.)
Table 2
The main characteristics of congenital bleeding syndromes (according to C. Hayward [7] with changes)
Hapywenus [IpuHUMNUaNbHbIE XapaKTEPUCTUKK

[Lednumnt nnn HapylieHue
yHKLUMM oMOPUHOTEHa

Bapmaumn 0T MUHUMANbHOI 1 YMEPEHHOW rnoduOpPUHOreHeMIU A0 THKEN0A addnbPUHOreHeMmMN.
OncdubpuHoreHemus, HapyLLeHue yHKLUMM PUOPUHOreHa, MOXET NPOTeKaTb C KPOBOTEYEHNUAMN
1 (1n) Tpom603ami. BeposaTHbI coYeTaHus ¢ runouopUHoOreHemmen

X-CLennexHble Koarynonatuu
(remocpunuu)

KnuHuyeckas kapTuHa onpegensetcs creneHbto aecpuumta. Oedpuunt FVIII BcTpeyaeTcs 3Ha4MTENbHO Yalle,
yem geconumt FIX. Huskas koHueHTpaums FVIII TpebyeT nckntoveHus 60ne3Hn Bunnebpanga

Peakue BapmaHTbl gedpnuynta
(haKTOPOB CBEPTHIBAEMOCTY

BoamoxeH gecpuunt chaktopos ceeptbisaemoctu II, V, VII, X, XI. TaxxecTb 3a60feBaHNs 0npeaensieTcs CTeneHbo
neduumta. FTeHeTUHeck onpeaenieHHbIn AenunT HeCKONbKUX (hakTopOB 04HOBpeMeHHO (Hanpumep, V u VIII,
Unn JeduumT HeCKONbKNX K-3aBUCUMBIX (DaKTOPOB C HAapYLLEHWEM Y-KapOOKCUIMPOBAHUS) 04EHb PeSOK.
VcknioyaeTcs nccnefosaHmem komnnekca hakTopos CBEPTLIBAEMOCTY

bonesHb Bunnebpanaa

Bo3MOXHbI AetheKTbl (akTopa KONM4eCTBEHHbIE (TUR 1 1nu TSKeNbIA TMR 3), Ka4ecTBeHHbIe (TUnbl 2A 1 2B)

[edekTbl (hnbprHONN3a

Hapywienns oyHkumm (AeoULMT o,,-aHTUNNA3MUHa unn PAL-1), TpomGoLMTapHbIE HapyLIEHUs
(136bITOYHAS 3KCMPECCUs NNAa3MUHOreHHOM0 aKTMBATOPA YPOKMNHA3bl B MerakapuouuTax)

HapyLeHus Tpom6ouuTOB

HapyLeHns konuyectsa u (Mnn) YHKLUMN — AeDeKT MeEMOPaHHbIX PELIeNnTOPOB afare3nn NpoTenHoB (TPOMBACTEHMS
ImaHumaxa) unu aroHncTos (aedpuunt P2Y ). [lecheKTbl CEKPELMN N CUTHANbHbIX NYTEN (04eHb 4acTo).
Hapywwenns uutockeneta. HeLocTaTOMHOCTb NyNna XpaHeHNs (CUHAPOM CepbIX TPOMOOLMTOB, LeULNT NNOTHBIX FPaHyn).
Hapywenue dyHKLu npokoarynaunm (cungpom CkoTTa)

HapyLueHus cocymucToii CTeHKN
(KonnareHoBble COCYAUCTbIE
\ paccTpoiicTaa)

CvHapom dnepca-[laHnoca, HacneAcTBEHHas reMopparuyeckas TeNeaHrnoaKTasus.
[INS HUX Ke UMEeT 3Ha4eHue TPOMGOLMTAPHBIA 11, B MeHbLLEA CTENEHN, NNa3MeHHbIA MeXaHu3Mm

J

~

OcHoBHbIE npaKkTU4ecKu 3Hayumble guddepeHunanbHo-qUarHocTUIecKue NPU3Hak1 Pa3nnuyHbIX reMopparuyeckux COCTOSHUA

The main practically significant differential diagnostic signs of various hemorrhagic conditions

Tabnnua 3

Table 3

Bup remopparuyeckoro Bo3amoxHas

Konuyectso TpombouuToB

InuTenbHOCTb KPOBOTEYEHU  Bpems cBepTbIBaHUA KPOBM

COCTOSAHUA Ho30n0ru4eckas opma
Koarynonatuu lemodpunus Hopma HE n3meHeHa VBennyeHo
TpomboumToneHnn «/lanonatnyeckas TpomooLM- CHIKEHO YBenn4erHa HE n3meHeHo
TONeHuyecKas nypnypa» 3HAYUTENLHO
TpombouuTonatum HekoTopble hopMmbl Hopma unn He3Ha4YUTeNbHO MoxeT 6bITb yBENM4eHa MoxeT 6bITb YANNHEHO
TpombouuTOnaTui CHVKEHO, U3MEHEHa (DYHKLINS
Basonartun [emopparunyecknii Backynut Hopma unu nosblIweHo HE n3meHeHa HE n3meHeHo

lpumeyanmne. KypcuBoM yKa3aHbl MapKupytoLLme NpusHaku.
Note. The marking signs are italicized.

N\
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BBl M YacTO ManaioT. TeM He MeHee clelyeT MOOUIPSTh pasyMHOE
cTpeMJieHHe K TOABMXHOCTU, dusmdeckum Harpy3kam. Crpax
TpaBM U COIMPOBOXIAIONIASI €r0 TUTMIOKWHE3UsI BbUIMBAIOTCS
B OXMpPEeHUE U ocTeonopos [7—9].

HeobxonuMo npuyduTh pedeHka co0JioaTh TUTMEHY T0JI0-
CTHU pTa, YTO YMEHbBIIIAET BEPOSITHOCTh CTOMATOJIOTUIECKUX BME-
IIATEebCTB.

Temodunust He compoBoXmaeTcsi HapylIEHUSIMU WMMYHU-
TeTa, MO3TOMY JIOJKEH BBITIONHATHCS KaleHIapb BaKLIMHAIUU,
B TOM YHUCJIe ¥ BaKIIMHALIMS OT TernaTuta A. AOCOJIOTHO ToKa3a-
Ha BakIIMHA OT rernaruta B, Tak Kak BO3MOXHBIE KPOBOTECUECHUSI
U OTlepaluy ¢ 3aMEeCTUTEIbHON TeMOTeparueil COmpoBOKIAIOTCS
prckoM MHGULIMPOBAHUS TEMIATUTOM.

Hubexuny npeanoyTuTebHEN BBIMOMHSTh MTOAKOXHO, a He
BHYTPUMBIIIIEYHO (CHMXKAETCSI PUCK KPOBOTEUEHUI), UTION KaIK-
6pa o mkane Gauge <25—27 (BHemrHuit qtuametp — 0,5—0,4 mm).
IMocne ymaneHuss WIIBI MECTO MHBEKUMM CIEIyeT MPUXaTh
Ha 4—5 MuH. UMMYHOT€HHOCTb BAaKLIMHBI TIPU TIOAKOXHOM BBEJIE-
HUU TaKas Xe, KaK 1 TTpU BHYTpUMBIIIeaHoM [10].

B cBsI3U CO CKJIIOHHOCTBIO K KPOBOTOUMBOCTHU CIIEAYET MC-
KJTIOYUTH alleTUICATULIIUIOBYIO KUCIOTY. B MeHblell cremeHu
Ha (QYHKIUIO TPOMOOLIMTOB BIUSIOT U30MpaTeIbHbIe OJI0KATOPHI
LIMKJIOOKCUTEHA3bI-2, HO U UX CJIeAyeT MIPUHUMATH C OCTOPOKHO-
CTBIO.

Jleuenne kpoBoTeueHuii cnenuduyeckoe — BBeAeHUE (HaKTO-
pPOB CBEpTBHIBAHUS 10 JOCTMXEHMSI KOHILIEHTPAIUW, OCTAHABIIM-
Baroleil kpoBoTeueHue (Tadn. 4). OnTuManbHOI ObUTa OBl BO3-
MOXHOCTb TIOANEPKUBaTh YPOBEHb (hakTopa CBEPTHIBAHUS, HE
TO3BOJISIIONIETO Pa3BUTHCS KPOBOTEUEHUIO (MPOdMIaKTUUECKOoe
nevenue) [11, 12].

Hctopuueckn B KadyecTBe J€UEHUS] W3HAYATBHO BBOAWIU
T1a3My KpoOBHU, 3aTeM — IUJIa3MEHHBIM KOHUEeHTparT. [1pu nerkmx
dopmax remodpunrm A ompaBIaHO MPUMEHEHUE IeCMOIpPecCcH-
Ha (HeahdekTuBeH npu remodmmu B). Co BpemMeHeM KauecTBO
mazmatudeckux (akropos (pdF) 3HauMTETbHO MOBBICWIIOCH 3a
CYET COBEPILEHCTBOBaHUS OTOOpa JOHOPOB, METONOB OYMCTKHU
TJIa3Mbl U ee KOHIIEHTPATOB. TeM He MeHee COXpaHseTCsl omac-
HOCTb Tepeaadyud MPUOHOB W Jpyrux maroreHoB. [lma3maruye-

ckue (HakTophl 3aMEHSIIOTCSI PeKOMOMHAHTHBIMU. PexoMOuHaHT-
Hble (haKTOPBI CBEPTHIBAHUSI CBOOOTHBI OT BUPYCOB, OaKTepWii,
>KMBOTHBIX WJIM YeJOBEUECKUX OETKOB, IMO3BOJSIIOT MPOBOAUTH
npoduIakTUieckoe BBemeHue mpemnapara. Jlo3a, KpaTHOCTb
U JUIUTEIbHOCTD BBEICHUS OTIPEAEIISIOTCSI MacCOl Tesia, JTOKaIu-
3amueil 1 0o6beMoM KpoBoTeueHus. [Ipy coHTaHHBIX TeMapTpo-
3ax MIa3MeHHYI0 KOHIIEHTpauIo (hakTopa CBEPThIBAHUS TOBOIST
110 30% (30 ME/m1) oT HOpMaJIbHO#, TpK GOJIBILINX TPABMaXx, OIe-
pPaTUBHBIX BMEIIATEIbCTBAX, BHYTPUUEPEITHBIX KPOBOTEUCHUSIX
MJ1a3MEHHbBIN YPOBEeHb (DaKTOpa CBEpThIBAaHUS TOBOAAT 10 >100%
(100 ME/m).

[Tpumenenue coBpemeHHbIX pekomMOMHaHTHBIX FVIII u FIX
(OkTodakTop 1 MHHaHOMAKTOP) HE TOJBKO JJII SKCTPEHHOTO, HO
U T TPOOUIAKTUYECKOTO JISUeHUST TPUHIINITUAIBHO U3MEHUIIO
MporHo3. Takoil TUTI JIeYeHNUs TO3BOJISIET COXPAHUTD XKU3Hb, TIpe-
MOTBPATUTh WHBAIUIHOCTb, CYIIECTBEHHO TOBBICUTH KaueCTBO
KU3HU.

Jnsa nedenust remopunuu A >10 JeT TpUMEHSIETCS oTede-
CTBEHHBII peKOMOMHAHTHBIM (hakTop cBepThiBaHUs KpoBu FVIII
(OkTodakTop) ¢ ymaneHHBIM B-momeHom (B-domain deleted
rFVIII-BDDrFVIII, MopoKTOKOT), 4TO TO3BOJIICT CHU3UTDH BE-
POSITHOCTb TIOSIBJIEHUSI MHTMOUTOPOB. Ha mpoTsskeHnn MHOTUX
JIET TI0 pe3y/IbTaTaM MHOTOLIEHTPOBBIX MCCIENOBAHUN JOKa3aHa
BbIcOKast 2(PEeKTUBHOCTb M 0€30MacHOCTh mpuMeHeHus: OK-
ToakTOpa, COMOCTAaBUMAasi C TaKOBOW 3apyOe’KHBIX aHAaJOTOB
[13, 14]. Y manueHTOB ¢ TsKeI0il opMoii reMouanu A 4uciio
CIIOHTAaHHBIX KPOBOTEUEHUI NP MPOdOUIAKTUYECKOM JIEYeHUU
coctaBuwio 1,4+2.9 B rom, 4TO COOTBETCTBYET KPUTEPUSIM JieT-
koit ¢opmbl remodmivu. He oTMeueHO 3HAYMMOTO TTOBBIIIIEHUS
koHUeHTpauuu D-mumepos. [IpyHIMNHMATBEHO BaXXHO, YTO TUTP
MHruouTopa Obul JIMOO HYJIEBOM, TMO0 MUHUMAJIbHBIN, HETTOCTO-
SIHHBI U y eAMHUYHBIX MAallMeHTOB. Bricokasi TepareBTuieckast
addekTuBHOCTh mpernapata OKTohaKTop, HU3Kass UMMYHOTEH-
HOCTb U aJJIEPTeHHOCTb, HETSIKENbIe U PeIKUe MOOOUYHbBIE SIBIe-
HUSI TIO3BOJISIIOT C YBEPEHHOCTHIO PEKOMEHIOBATh Mpernapar st
IIAPOKOI MpakTuku [15—17].

Jnsa nedenust remopunuu B pekomennyercst rFIX MHHOHA-
dakTop (HoHakor anbdha, AO «TEHEPUYM», Poccust) — mepBbiit

npenapar, CHHTe3UpOBaHHEIN B Poc-
CHU, HE YCTYMAIONIMIl MO KavyecTBY

-

Lienesble noka3aTenu 3amecTUTENbHON Tepanun hakTopamu cBepTbiBaHus [8]

Targets of clotting factor replacement therapy [8]

N\ #  3(pOEKTUBHOCTU  3apyOEXHBIM
Ta6nuua 4 aHajioraMm. [JIUTEbHBINA OMBIT MPU-
MeHeHus1 HHOHadakTopa y nanm-

Table 4

C€HTOB C TSIXKEJIOW U CPEOHETSIKEION
dopmamu  remodpunumn B ybemm-

Lienesbie noka-
3aTeNu KOHLEH-
Tpauuu thakropa
CBepTbIBaHUA, %

Jlokanusauus KpoBOTEYEeHUs

Ilo3a pekombu-
HaHTHoro FVIII,
ME/kr

TEJILHO TOKAa3ajl XOpOILYK TMepeHO-
CUMOCTb, OTCYTCTBHE TOKCHUYECKO-
ro spdekTa U yrpo3sl TPOMOO30B.
B xome WHCIOMb30BaHMSI HE BBISIB-

[lo3a pekombu-
HaHTHoro FIX,
ME/kr

Cnusunctas nonocTtu pra >30 20 40 JICHO mu“MyHHHX 1 ajIepritecKkix
peakumii. WMHHOHadaKTOp OBICTPO
HocoBoe kpoBoTe4eHne >30 20 40 HaKarJIMBaeTCsl B KPOBU C MOCTENEH-
KpoBoTe4eHne B NoN0OCTb CycTaBa Uim B MbILLILLY >50 30 50 HbIM BbiBeeHMEeM. B niepsbie 15 MuH
Tocjie BBEAECHUS HOPMAIM3YIOTCS
2Kenyao4yHo-KNLWeyHoe KpoBOTeYEHNEe >50 30 50 . P Y
aktuBHOCTh FIX u axktuBuMpoBaH-
KpOBOTe‘-IBHVIB 113 MOYEMNO0JOBbIX NyTen >50 50 75 HOE YaCTUYHOE TpOMGOHJIaCTI/IHOBOC
KpoBOTeYeHe B LiGHTPabHY0 HEPBHYIO cucTemy™ >100 75 125 Bpems. Mcrnonbsopanue Tmpernapara
HMuHoHadakTop mo TpeOGOBaHUIO I
TpaBma, Xnpypru4eckoe BMeLIaTenbCTBO >100 75 125

OCTAaHOBKM KPOBOTEUEHUU Y OOTb-

NEHHO, 10 NPOBELEHUS PEHTTEHOBCKNX UCCNEL0BAHUA.

Q(-ray examinations.

Mpumeyanme. * — Mpu NOJO3PEHNM HA BHYTPUYEPENHOE KPOBOTEYEHNE PEKOMOUHAHTHBIN (DaKTOp BBOANTCA HEMe[-

Note. * if intracranial bleeding is suspected, recombinant blood clotting factor is immediately administered before

HBIX C TSDKEJIOW M CPEOHETSIKEION
dopmamu remopwinu B 6e3omacHo
U HE COMPOBOXIAETCSI TOOOYHBIMU
_J peakuusamu [18—20].
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3AKJNHOYEHUE

B Hacrosiiiee Bpemsi ONTUMAJIbHBIM B JICUEHUM IMALMEHTOB
¢ reMopumineir A u B sgBiasgeTcss mpuMeHeHUEe OTeYeCTBEHHbBIX
PEKOMOMHAHTHBIX (DaKTOPOB CBEPThIBaHUsSI, B 4yacTHOCTH, OK-
TodakTtopa u MuHoHadakTopa. IlpemapaTtbl 3¢ (hEeKTUBHBI Kak
B YCJIOBUSIX IIPUMEHEHUSI MO TPeOOBAHUIO IPU KPOBOTECUYECHMH,
TaK U 11 npoduiakTuyeckoro jgeyeHusi. Mcnonb3oBanue rFVIIL
(Oktodaktop) u rFIX (MHHOHa(haKTOp) CyLIECTBEHHO YJIy4IliaeT

MPOTHO3 3a00JIeBaHUSI.

Kk sk ok

Aemop 3as6asem 06 omcymcmeuu
KOH@AuKmMa unmepecos.
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GENETICALLY DETERMINED DEFICIENCY OF CLOTTING FACTORS

AND OPPORTUNITIES OF MODERN SUBSTITUTIONAL THERAPY
Professor V. Delyagin, MD

Dmitry Rogachev National Medical Research Center for Pediatric Hematology,
Oncology and Immunology, Moscow

Hemophilia A - deficiency of factor (F) VIll, hemophilia B — deficiency of FIX are
the most clinically significant and common genetically determined disorders of
blood coagulation. Diagnosis is based on the history, nature, location and duration
of bleeding and, mainly, on laboratory studies. Typical lengthening of the activated
partial thromboplastin time, absence or decrease in the concentration of FVIIl for
hemophilia A and FIX for hemophilia B. The optimal choice of therapy is the use of
recombinant coagulation factors. Domestic recombinant factors Octofactor (rFVIll)
and Innonafactor (rfIX) are not inferior to foreign analogues, are characterized by
high therapeutic efficacy and low immunogenicity.
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