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Pesrome

Don. I'emopuana A — Bpo>KACGHHOE HAPYILICHIE CBEPTHIBAIOIIEI CHCTEMBI KPOBH, 00ycAOBACHHOE Aebur-
muroM pakropa ceeprbiBanys Kposu VIII. Borpock! BBIGOpa MeTOAA 3aMECTUTEABHOM IIOYUEYHON TEPAIINH,
obecrie4eHnsA COCyACTOrO AOCTYIIA M IIPUMEHEHN:A 6€30I1aCHOI AaHTUKOATYAAIIHI BO BPeM:A IIPOBEACHUA
reMOAMAAHN3A IIPHU Pa3BUTHU IIOYEYHOH HEAOCTATOYHOCTH y 00ABHBIX reMocuaneii A He usydensl. Ileap
HACTOAIIET0 KAMHIYECKOTO HAOAFOAEHNA ITOKA3ATh 0COOEHHOCTH IIPOBEAEHNA 3AMECTUTEABHOU IIOYEUHOMN
Tepanuu y 60ABHOTO ¢ TKeAoH popmoii remodpuanu A.

Habawdenue. TIpuBeAéH KAMHIUECKHI CAy4Yail GOABHOIO remoduaneii A, y KOTOPOIro BCAEACTBUE XPO-
HUYECKOM 60A€3HH II0YEK BO3HUKAA IOTPEOGHOCTD B IIPOBEACHHH IIPOIPAMMHOI0 reMoAnaAn3a. B kauecrse
COCYAHMCTOT'O AOCTYIIA IIEPBOHAYAABLHO ObIAA CpopMupoBaHa apTeproBeHo3HaA ducrysa. Ceancr remo-
AMAAW32 IIPOBOAMAMCE 0€3 IIPUMEHEHNsA aHTUKOATYAAHTOB, UCIIOAB3yA TOABKO €CT€CTBEHHYIO TMIIOKOA-
T'YAALNIO, 00YCAOBAECHHYIO reMo(pHANEl, OAHAKO IEPEA OKOHYAHHEM IIPOIIEAYPHI BBOAUACA KOHIIEHTPAT
daxropa VIII aaa popHAAKTUKE KPOBOTEYEHUN 13 MECT IIyHKIIUN apTePUOBEHO3HOU ucTyabl. Uepes
ABA TOAQ OT HAYAAA ACUYEHUA IPOIPAMMHBIM F€MOAHAAN3OM 0OABHOMY OBIAA BBIIIOAHEHA TPAHCIIAAHTALIAA
AAAOTE€HHOM TpyIIHOH mouku. M3-3a caMocTrosaTeAbHOM OTMEHBI GOABHBIM IMMYHOCYIIPECCUBHOI Tepa-
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OcobeHHOCTH NPOBEAEHHS 3AMECTUTENLHOX NOYEYHOI Tepanuu y GonbHoro remodunmeit A

LLkona Hedponor

MK Y HETO Pa3BHAOCH OTTOPYKEHUE TPAHCIIAAHTATA, B CBA3H C YEM YePe3 FOA TPAHCIIAAHTAT OBIA YAAAEH.
Bo300HOBAEHO A€UEHEE IPOIPAMMHBIM FE€MOAMAAU30OM. B KauecTBe COCyAHCTOro AOCTyIIA CTAA MCIIOAB-
30BATHCA MIEPMAHEHTHBIN TYHHEAHPYEMBIi KATETEP, YTO IIO3BOAMAO OCYIIECTBAATH CEAHCHI TEMOAMAAU32A
0e3 AaHTUKOATYAAINH, HCIIOAB3Y# TOABKO €CTECTBEHHYFO T'HIIOKOATYAAIUIO, U 0€3 IIOCAEAYIOIIETO BBEACHHA
KoHueHTpara ¢gaxropa FVIIIL.

3axaruenue. OnuCcaH BTOPOI CAyUYal TPAHCIAAHTAIIMH ITOYKH y 6oAbHOTrO remocduaneii 8 Poccum.
TaxkTHKa AHTUKOTYASHTHOM Tepanuy y 60ABHBIX reMO(PHAHEI IIPH IIPOBEACHUH IIPOIIEAYP TE€MOAUAAN3A
3aBHCHUT OT aKTHBHOCTHU Ae(pUITUTHOTO (paKTOPA B IMAA3ME KPOBU U BEIOPAHHOI'O COCYAMCTOIO AOCTYIIA.

Abstract

Background. Hemophilia A is a congenital coagulation disorder caused by a deficiency of blood
coagulation factor VIII. The method of choice for renal replacement therapy ensuring vascular access
and safe anticoagulant therapy during hemodialysis in patients with hemophilia A and developing renal
failure have not been studied. The aim of this clinical observation is to show the peculiarities of renal
replacement therapy in a patient with severe hemophilia A.

Observation. A clinical case of a patient with hemophilia A is presented. The patient needed programmed
hemodialysis due to chronic kidney disease. An arteriovenous fistula was originally formed as a vascular
access. Hemodialysis sessions were carried out without the use of anticoagulants, using only natural
hypocoagulation due to hemophilia. However, before the end of the procedure, the factor VIII concentrate
was administered to prevent bleeding from punctures of arteriovenous fistula. Two years after the start of
programmed hemodialysis, the patient underwent allogenic cadaveric kidney transplantation. Due to the
self-cancellation of an immunosuppressive therapy, graft rejection has developed, and therefore the graft
was removed a year later. Programmed dialysis was resumed. As a vascular access, a permanent tunneled
catheter was used that allowed one to performe hemodialysis sessions without anticoagulant therapy using
only natural hypocoagulation, and without a subsequent introduction of the factor FVIII concentrate.

Conclusion. A second case of kidney transplantation in a patient with hemophilia in Russia is described.
The tactics of anticoagulant therapy in hemophilia patients during hemodialysis procedures depends on
the activity of the deficient factor in the blood plasma and the selected vascular access.

Key words: chronic kidney disease, hemodialysis, kidney transplantation, kidney biopsy, hemophilia A, coagulation factor 1111,

concentrate factor V11

F'emoduAms — BpOKACHHOE HAPYILICHNE CBEPTHIBA-
FOINEH CHCTEMBI KPOBH, CIIEIIACHHOE € X-XPOMOCOMOM
U IPOABASAIOIICECS HEAOCTATKOM (haKTOPA CBEPTHIBAHILA
kposu VIII (FVIII) (remoduansa A) uau cakropa IX
(FIX) (remoduans B). Koangectso 60ApHbBIX reModu-
Awvett B Mupe orerusaercs mpumMepro B 400 000 geaosex
[1]. Femoduansa A Bcrpeuaercs daine, yeM reModu-
Ans B u cocraBaser 80-85% obrmero dncaa caygacs.
B Poccuiickoit ®eaeparium, 110 AAHHBIM peructpa Bee-
poccuiickoro obiecta remoduanu, B 2017 r. 6e1a0
3aperucTpupoBaHo (6342 60apHBIX TeMOpuAmen A
u 1109 6oabHBIX remoduameit B.

Ao otkpsrtus kpuonperumnuTata B 1965 r. 60Ab-
IIHHCTBO DOABHBIX TeMO(UAHEH YMUPAAO B ACTCKOM
HAH FOHOIIIECKOM Bo3pacte. [locae BHeApeHus B KAH-
HUYECKYIO IIPAKTUKY KPUOIIPELIUIIHNTATA, KOHIICHTpPA-
TOB IIPOTPOMOMHOBOTO KOMITACKCA, ITAA3MATHICCKIX
U PEKOMOMHAHTHEIX (DAaKTOPOB CBEPTHIBAHHUS KPOBU
npobAeMa ACUEHHA IEMOPPATHICCKOTO CHHAPOMA
y DOABHBEIX reMopuAHEEl ObIAa BO MHOTOM perrieHa [2].
[Ipumenenue 3aMeCTUTEAPHON Tepamuu AcUITHT-
HBIME (DAKTOPAME CBEPTHIBAHUA KPOBU § OOABHBIX Ie-
MOMHAHEH ITO3BOAMAO, C OAHOH CTOPOHEI, ITOBBICHTD
KAYECTBO U YBEAUYUTD IIPOAOAKUTEABHOCTD UX JKU3HIL,
a ¢ Apyroii CTOPOHBI, IIPHBEAO K TOMY, YTO ¥ MHOTHX

13 HUX CTAAN BO3HHKATH OOAEG3HH, AO KOTOPHIX OHH
panee He AoKHBaAK [3, 4, 5, 6]. B wacTHOCTH, K TakuM
3200A€BAHUAM OTHOCATCA OOAE3HH ITOYECK, BKAIOYA-
JOIINE PEIUIAUBHPYIOIIEE ITOYETHOE KPOBOTCUCHHE,
HAITHAAAPHBINA HEKPO3, OOCTPYKTHBHEIE ITOPAKEHUA
MOUYEBBIX ITyTCH, KAHAABIIEBBIC HAPYIIIEHHSA, ITHEAOHED-
PHT, TAOMEPYAOIATHH IMMYHHOTO M HEMMMYHHOTO Xa-
paKTepa, apTEPHAABHYIO THIIEPTEH3HIO, KOTOPBIE MOTYT
IIPUBOAUTD K PA3BUTHIO XPOHHYCCKOH DOAC3HI ITOUEK
U ITOYEYHOH HEAOCTATOIHOCTH, TPEOYIOINEH IIPOBEAE-
HUSA 3aMECTHTEABHOMN IodedHon tepamud |7, 8, 9, 10].
B CLIA npu meTaanaanse, B KOTOPBIH OBIAO BKAIOYEHO
3422 60ABHBIX TeMOPHAHEH, TO HAM HHOE 3a00AeBaHIE
IOYEK OBIAO AHATHOCTHPOBAHO Y 2075 YeAOBEK, IpHIeM
y 52% U3 HUX BBIABUAN XPOHUYECKYIO DOAE3HD ITOUEK
(XBIT), y 48% — ocrpoe nmospexactane mmouek [11]. [Tpn
IIPOTPECCUH TTOYEUHON HEAOCTATOYHOCTH BO3HHKAFOT
BOIIPOCHI BEIOOPA METOAA 3aMECTHTCABHOMN ITOYCIHON
TEPAIH, ODECIIEUEH A COCYAUCTOTO AOCTYIIA, 4 TAKKE
TAKTHKH aHTHKOATYAAIHI.

Leap HacToOAIIEH PAOOTH — IIPEACTABUTH KAUHIYE-
CKOE HADAFOACHHE, OTPAKAFOIIEE OCODEHHOCTH OOeCITe-
YEHUA 3AMECTUTEABHOI IT0YEUHON TEePAITHH § OOABHOTO
¢ TaKeAol hopmoit remopuArn A.
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Kananugeckoe HabAr0A€HHE

Boasuomy b., 36 aet, amarnos TmxéAoil popmer re-
MouAEK A OBIA YCTAHOBACH B PAHHEM AETCKOM BO3-
pacre. ABa POAHBIX OpaTa DOABHOIO TAK/KE CTPAAAIOT
remocpraneii A. C A€TCTBA OTMEYAA PELIMAUBUPYIOIIIIE
KPOBOHM3AUAHIA B KPYITHBIE CYCTaBbl KOHEUHOCTEH. B aB-
rycre 2014 1. y Hero OBIA BEIBACH He(DPOTHICCKHI CHH-
ApoMm (0brmmit Geaok 54 /A, aasbymun 26 1/ A, mpoTe-
unypus 5 r/cyT, rurepxoaecrepureMust 8,2 MMOAB/ A,
OTEKU HIDKHUX KOHEYHOCTEH). OAHOBPEMEHHO OBIAL
BBIABACHBI IIOBBINIEHUE APTEPUAABHOIO AABACHUA
A0 170/100 mm pr.CT., CBIBOPOTOYHON KOHIEHTPALINH
kpearunuaa A0 200 MKMOAB/ A, YMEHBILIIEHUE CKOPO-
cru kayboukosoit puaprparmu (CK®) Ao 37 Ma/mum,
HA OCHOBAHHU Yero Amarsoctuposana XbII, craansa
C36A3 coraacuo kaaccuduxanuun KDIGO [12]. ITpo-
BOAMAACH HE(DPOIIPOTEKTUBHAS TCPAIIHS, BKAIOUABIIIAS
KETOAHAAOTH AMHHOKHUCAOT, HHITIOHTOPBI AHITHOTCH-
3MH-TIpEBpaIIaroIero gepmenta, OAOKa-
TOPHL KAABIIHEBEIX KAHAAOB, HO HECMOTPA
Ha 3TO, IIPH OYEPEAHOM OOCACAOBAHHH

polfd

AIO. Taepww, J1.C. bupiokoea, ['M. fancrst, A.B. Tonobokos, THO. Monstckas, B.IO. 3opetko, HM. Konswmna, J1.A. Topruase, E.C. Cronapesny

IIPOAOAKEHA 3AMECTHTEABHASA TEPAITUA KOHIIEHTPATOM
FVIII (2000-4000 ME/cyTkn), maa3MeHHAs aKTHBHOCTD
FVIII moaaepxmBarace B mpeaesax 50%o, akTHBIpOBaH-
HOe JacTHIHOEe TpombomaacTiHOBOE Bpemsa (AUTB) —
45-50 c. 'eMopparmgeckix OCAOKHEHUE He OBIAO, paHa
3axKnAa repBuaHbM HaTmkeHHeM. Uepes 10 meaeasn
LIBK GBIA yAaA€H, IPOIIEAYPBI TEMOAHAAH32 ITPOBOAH-
Anch geped AB® B tegenue 2 aet (0k0A0 300 myHKruii)
Oe3 IIPUMEHEHIA AHTUKOATYASHTOB, T.€. TCIIAPHHI3AIIII
KOHTYypa He TPeOOBAAOCH 32 CIET ECTECTBEHHO IUITOKO-
aryasinun, o0ycaoBaeHHOI aedpurtarom FVIIL y 60Ap-
Horo remocpuaneit. Hu B oAHOM cAyUae He 0TME9aAOCH
TPOMONPOBAHHA 3KCTPAKOPIIOPAABHOIO KOHTYPA HAN
kposoTreueHns us mect myHknuii AB®. Bo Bpems re-
MOAHMAAH32 Y DOABHOTO COXPAHAAACH TUIIOKOATY AALIHA:
AYTB 60-70 cek, mporpombun o Keuky 101%, dbu-
Opunoren 1o Kaaycey 3 1/ A, IAa3MeHHAS aKTHBHOCTD
FVIII 1%, 1o aanmbiM Tpomboaaactorpadpuu (TOI) —
R 50-52 mun, K 20-22 mun (Puc. 1).

Citrated native

BEIABAGHO ITOBBIINIECHHE KOHIIEHTPAIIHH
kpeaTHHuHA CEBOPOTKU A0 400 MKMOAB /A
(CK® 16 ma/mun), anarnoctuposana XBIT,
C4A3 [12]. Ilpu yABTPa3BYKOBOM HCCACAO-
BAHNU IIOYEK BBIABACHO YMECHBIIICHHE HX

pasmepos (mpasasg 73X38 MM, TOAIINHA
mapeaxuMsl 10 Mu; AeBasg 85X46 My, TOA-
rmuHa napeaxuMel 11 M), B cBA3n ¢ gem
OT OHOIICHH IOYKU OBIAO PEIIEHO BO3ACP-

xartbed. [IpoaoAkena KOHcepBaTUBHAA Te-
paIus oYevHONH HEAOCTATOYHOCTH. B HO-

R K Angle  MA PMA G EPL A a LY30
a0pe 2015 r. BoraBAeHa nporpeccus XbI1 e w9 00 oS 83 00
(CBIBOPOTOYHASA KOHIICHTPAITHA KPEATHHIHA 92 29 2-38 44-44 36-85 0-15 3-3  0°8
700 mxmoab/ A, CK® 5 ma/mun, XBIT, C5, }

HOBBIIICHIE CbIBOpOTO‘IHOﬁ KOHIICHTpAITHN Puc. 1. T3I 6onbHoro b. nepea npolenypon remogvansa

KaAuA AO 6,8 MMOAB/ A, TIOBBIIIICHUE APTEPH- Fig. 1. TEG of patient B. before hemodialysis

aabHOTO AaBAeHms A0 210/100 mm pr.cr.),

B CBA3U C YeM OOABHOMN TOCITHTAAH3HPO-

BaH B peaHUMAHOHHOE oTAeAcHHe PI'BY  mocne daktopa Citrated native

"HMUII rematorornn" M3 PO, rae emy
OBIA YCTAHOBAEGH IEHTPAABHBIH BEHO3HBIIN
karerep (LIBK) arst okcTpenHOrO Havasa 3a-
MECTUTEABHON ITOYECIHOMN TEPAITHH. AKTHB-
HocTb B 1aasme kposu FVIII 34% (Hakamyne

CAMOCTOATEABHO BBOAMA KOHIIeHTpaT FVIII
2000 ME), B cBA3H ¢ geM AAf ITPODUAAKTAKI
TeMOPPATHYECKIX OCAOKHEHHUI IIEPEA Ma-

Hunyasueit 0s1a0 Beeacto 4000 ME kon-
nenrpara FVIII (Oxrokor aabda, ABcrpus).
AAf IPOAOAKEHUSA ACUCHUSA IIPOIPAMMHBIM
rEMOAHAAM30M BBIITOAHEHO (POPMHIPOBAHIE

K Angle MA PMA G EPL A cl LY30
min deg mm d/sc % mm %
9,5 25,5 55,3 *1,0% 6,2 1,7 48,9 29 1,7
2-9 22-58  44-64 36-85 0-15 -3-3 0-8

paanoreaAbHON apTEPUOBEHO3HON u-
cryasl (AB®), mepea omeparueii BBEACHO
4000 ME xommenTparta FVIII ¢ meanro
PO UAAKTUKI TEMOPPATTIECKIX OCAOK-
HeHuil. B Teuenue mocaeayromux 5 AHert
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Puc. 2. T3l 6onbHoro b. nocne remognannsa
1 nHy3un KoHueHTpata FVIII 1000 ME

Fig. 2. TEG of patient B after hemodialysis
and FVIII 1000 IU concentrate infusion
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Tpom603 pucTynbl Citrated native

HOCYIIPECCHH €I'0 COCTOSHUE PE3KO YXYA-
IIIIAOCD: YMEHBIITHACH AHYPE3, TOABHAICH
nepudepuyueckne oreku, Tomuora. [pu
obcaeaoBarnu B HoaOpe 2018 r. BeIABACHO
IIOBBIITIEHUE CEIBOPOTOYHON KOHIIEHTPAITIH
kpearurnna A0 1700 MKMOAB/ A, MOYEBHHEL
A0 50 MMOAB/ A, 1 6OABHOIT BHOBb TOCTY-
muA B PI'BY "HMMUILI rematororun" M3
P®. ITo AaHHBIM YABTPA3BYKOBOTO HCCAC-
AOBAHHA OTMEUEHO YBEAMYECHUE PA3MEPOB
TpaHCIAQHTaTA A0 128X74 MM, TOAIIMHEL

1OMM+

R K Angle MA  PMA G ERL A a o
i i 0 0

- T O . HAPEHXUMBI AO 29 MM, CHIKEHHE CKOPOCTH

9-27 279 2758 44-e4 36-85  0-15 353 o's

KPOBOTOKA AO 15 MA/C, HHACKC PE3HCTEHT-

Puc. 3. T3l 6onbHoro b. npu passutum Tpom6o3a ABO

Fig. 3. TEG of patient B during AVF thrombosis

AAf IPEAOTBPAINIEHNA KPOBOTEUEHHUA U3 MECT ITyHK-
i AB® mocae yaasenms nra kaauopom 15 G mepea
OKOHYAHHEM ITPOIIeAYpEl 6oAbHOMY BBoAHAK 1000 ME
kourerTpara FVIIL aro mpubamkaso mapameTpsl reMo-
crasa k Hopmoxkoaryadrm: AUTB 40 cek, mporpomOua
no Ksuky 90-100%, ¢ubpunoren o Kaayccey 3 r/a,
mAasmennas aktuBHocTh FVIII moBeimmasacs Ao 13%,
ma TOI'R 27 v, K 8-10 muu (Puc. 2).

ADBCOAIOTHBIX ITPOTHBOIOKA3AHUI K BBHIIIOAHECHHIO
TPAHCIIAAHTAIINN ITOYKH HE OBIAO, B OOABHOM OBIA
BKAIOYEH B AHUCT OKHAAHUA ITOUYEYHOTO TPAHCIIAAH-
tara. B aexaOpe 2017 r. emy OpA2 BBIITOAHEHA TPAHC-
IIAQHTAINA AAAOTeHHOM TpymHOI rmouku. [lepea orre-
panuel BeIIOAHAAACH HH(DY3Ua KoHIeHTpata FVIII,
us pacaera 60 ME/kr maccor Teaa, akrusHocts FVIII
B ITAA3ME B IIEPBBIE 3 AHA ITOCAE OIIEPAIINU ITOAAEP-
xuBasack Ha yposue 100%, Aanee B TedEHIE HEACAH —
80%, satem — 50%. B mmepsrre Tpm AHA ocAe omeparnum
OTMEUYEHO CHU/KEHUE CBIBOPOTOYHOM KOHIIEHTPAIIHH
kpearnauHa ¢ 740 Ao 380 MKMOAB /A, BOCCTAHOBAEHIIE
amypesa Ao 2500 ma. VIMMyHOCYIIpeccnBHAA TepaIus
BKAIOYAAA TAKPOAUMYC 15 mMr/cyTkm, Mukodenoaara
moetna 2 r/cyr, npearn3oaon 30 Mr/cyT, AOIIOAHH-
TEABHAA ITPOPHAAKTHKA OCTPOIO OTTOPAKEHHUS ITOUeY-
HOTO TPAHCIIAAHTATA OOECIICIHBAAACH METHAIIPEAHN3O-
AroHoM 11o 1000 mMr B cyTKH B TeueHHE TEPBEIX 3 AHEI
IIOCAE OIIepaluy. ['eMopparnyecknx OCAOKHEHHUI
ne Ob1r0. Ha 21-e cyrku mocae omeparin ¢ yAOBACT-
BOPHUTEABHOH (DYHKIIMEN TPAHCIIAAHTATA (110 AAHHBIM
VABTPa3BYKOBOIO HCCACAOBAHHSA PA3MEPBI TPAHCIIAAH-
tata 116X47 MM, TOAIIIMHA TTapeHXUMEL 16 MM, CBIBO-
POTOYHAS KOHLICHTPALMS KPeaTHHIHA 120 MKMOAB/ A,
CYTOYHBII AHYPE3 AACKBATHBIN HH(Y3UOHHOI HATPY3KE)
OOABHOI OBIA BBIIIHCAH HOA HADAIOAEHHE HepOoAOTa
IO MECTY KHTEABCTBA.

B AaapHelinem OOABHOM OTKAa3aACS OT OOCAEAO-
BAHUA, M B TEYECHUE 3 MECAIIECB KOHIICHTPAITHA TAKPO-
AMMYyCa B KPOBH U ITOKA3aTEAH a30TEMHH HE OICHU-
BAAHCH, KPOME TOIO, OH CAMOCTOATEABHO IIPEKPATHA
IPHEM HMMYHOCYIIPECCHBHEIX IIperapatoB. B oktaope
2018 1. gepes 2 HEACAH ITOCAE ITPEKPAIIEHUA UMMY-

mocrr — 0,9 (Hopma 0,5-0,7), aro KocBeHHO
CBHAETEABCTBOBAAO OO OTTOP/KEHHHU TPAHC-
naanTata. [IpoBoAmAace myabc-repanus
MeTrAnpeAruzoronoM 1o 1000 mr B cyTku
B TeueHHe 3 AHEH, BO30OHOBAEH ITPOIPAMMHEII T€MO-
Amaams depes ABD ¢ mpeikHert TaKTHKOM aHTHKOAryAf-
ITHI, OAHAKO Ha TPETHI ACHb TOCITHTAAN3AITIN PA3BHACA
TpoM603 ABD, 1ipu 9TOM 110 AAHHBIM KOAIyAOTPAMMBI
coxpansiaace rumokoaryasiua (AYTB 45 ¢, mporpom-
6un o Ksuky 94%, pudpunoren o Kaaycey 3,1 r/a),
axrusaOCTb FVIII 47,5%, HO 110 AarHEIM TOI"— HOpMO-
koaryadnus (R 14,5 mun, K 3,2 mun) (Puc. 3).

AAfL TTOATBEPKACHHA AHATHO32 OCTPOTO OTTOP-
KEHHA TPAHCIAAHTATA BRIIOAHEHA OMOIICHSA TpaHC-
IIAQHTATA, IIEPEA IIPOIIEAYPOit Opia0 BBeaerno 1000 ME
xounenTpara FVIIL TI'emopparmueckux ocAoxHEHII
He Ob1A0. 10 AAHHBIM THCTOAOTHYECKOTO HCCAEAOBA-

HUA BEIABAGHO OCTPOE OTTOP/KEHHE TPAHCIIAAHTATA
110 CMeNIaHHOMY TuIy (KAetognoe 1a-0 m rymopass-
HOE), DOPMHUPYIOIIAACA TPAHCITAAHTAIIMOHHAA BACKY-
Aromarua. Mopdoaoruaeckas kapTuHa OHOIITATa I0-
YEYHOTO TPAHCIIAAHTATA DOABHOTO b. mpeacraBaena
Ha Pucynkax 4 u 5, aannsre dparoopecriennny — Ha Pu-

Puc. 4. ApTepua manoro Kanunbpa, NPoCBeT KOTOPOI PE3KO Cy>KeH
3a cyeT HabyxaHuA 1 nponudepaLny SHAOTENNANIbHBIX KNETOK
(cTpenka). Knybouek c aBneHusmu rmomepynuta. PAS x200.

Fig. 4. Artery of small caliber, the lumen of which is sharply narrowed
due to swelling and proliferation of endothelial cells (arrow). The
glomerulus has manifestations of glomerulitis. PAS x200.
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Puc. 5. BoipaxkeHHbi oTek nHTtepctnyma. AnddysHo-ovarosas
VHGUABLTPALIMA MHTEPCTULIMA MOHOHYKIeapaMm C ABJIEHUAMMU
TybynuTa Ao 10 KNeTok Ha ceueHun KaHanbua. PAS x200.

Fig. 5. Severe interstitial edema. Diffuse-focal infiltration of
interstitium by mononuclear cells with tubulitis up to 10 cells per

tubule section. PAS x200.

Puc. 6. CBeueHne C4d Ha NepuTyOYyNnApHbIX Kanunnapax

Fig. 6. Glow C4d on peritubular capillaries

Citrated native

cyHke 0. AAfl A€9EHUA TYMOPAABHOTO OTTOPIKEHUA
IIPOBOAHANCH €KEAHEBHBIEC IIPOIIEAYPHI ITAA3MO00-
MCHA C 3aMCII[CHIECM AOHOPCKOH IIAa3MOI B 00BbeMe
1000-1500 ma. (Ne 7).

B cBasu ¢ tpombozom AB®D B kauecrBe cocyAncToro
AOCTYIIa AASL IIPOBEACHUSA 3aMECTUTEAPHON ITOUEUHON
TEPAIINU B ACBYIO BHYTPEHHIOIO APEMHYIO BEHY OBIA
HMIIAQHTHPOBAH IIEPMAHCHTHBIH TYHHCAHPYEMBIH Ka-
terep. Ilepea ManumyAsnuest mpoBoAnAack HHQY3UA
konrenrpara FVIII 3000 ME (AYTB-54 ¢, mporpom-
6un o Keuky 120%, dpubpuuoren o Kaayceey 2,6 1/,
aktusHOCTH FVIII 17%). MIMmaamTanms karetepa oc-
AOKHIAACH KPOBOTCUCHIEM U3 KAHAAA, B KOTOPOM OBIA
VCTAHOBACH KATETEP, IIPH ITOAACPKUBAEMON HOPMOKO2-
IYAAITIH ITO AAaHHBIM KoaryAorpammsl (AYTB 38 ¢, mpo-
tpomoun o Ksuxy 117%, dudpunoren mo Kaaycey
3,0 /A, aktmBrocts FVIIT-62%) u TOT' (R 10,8 mumn,
K 1,9 mun) (Puc. 7). IIpoBoansacs mady3ns KOHICH-
tpata FVIII, akrusrocts FVIII B maasme kposu moasep-
#uparach B mpeaesax 90-100%. B ceasm ¢ mpoaoaxa-
IOIIUMCS B TeYCHHUE 3 AHEH KPOBOTCUCHIIEM U3 KAHAAA
YCTAHOBAEGHHOTO KATETEPA, BEIIIOAHEHA €0 XHPYPrude-
CKasf PEBU3MNA, IIPU KOTOPOU BBIABACHO ITOBPEKACHIE
aprepuu MeAKOro kaan0Opa. [Tocae aurnposarms cocyaa
KPOBOTEYEHIE OBIAO OCTAHOBAEHO.

Hecmorpsa ma mpoBoamMoe Aedenue, OyHKIIHA
TPAHCIIAAHTATA HE BOCCTAHABAHBAAACH B TEUCHUE
25 cyrok. AAf OIPEACAECHHA AKU3HECIOCOOHOCTH
TPAHCIIAAHTATA U PEIICHHA BOIIPOCA O AAAbHEHIIICH
3CKAAAIINN UMMYHOCYIIPECCUBHON TEPAIINU BBIITOA-
HEHA IIOBTOPHAS OUOIICHA TPAHCIIAAHTATA (IIEPEA Ma-
HUIYAAIIIEH IPOBOAUAACH HH(Y3HUA KOHIIEHTPATA
FVIII 1000 ME (AYTB 42 ¢, mporpombun 1o Keuxy
101%, ¢pubpunoren mo Kaaycey 2,6 r/A, akruBHOCTH
FVIII 47%)). I1o AAHHBIM I'ECTOAOTHYECKOIO HCCAEAO-
BAHUSA BEIIBACHO OCTPOE H XPOHHUYECKOE (TPAHCIIAAH-
TAI[HOHHAS BACKYAOIIATHA) I'YMOPAABHOE OTTOP/KCHIE
TPAHCIIAAHTATA, XPOHHYECKasA TPAHCIIAAHTAIIMOHHAA
medponarua 2-3 cr. Mopdoarorudeckas xapruHa
OMoInTaTa IMOYEYHOTO TPAHCIIAAHTATA IIPEACTABACHA
Ha Pucynkax 8 u 9.

buorcus 0CAOKHHAACH PEHAABHBIM
KPOBOTEYEHHEM M TAMIIOHAAOH MOYEBOIO

HYSBIPH. briaa yCTaHOBAEHA ITOCTOSAHHAA

10 Mm
+ HpOMbIBHaﬁ CHUCTEMA, HPOBOAI/IAaCb Tpch—

(py3us SpUTPOLUTHOI B3BECH LIPH CHIIKE-
HHUM KOHIICHTPAIIMH T€MOTAOONHA KPOBU
AO 066 1/ A, 1 nadysun kounentpara FVIII
2000 ME/cyrkn, akrusaocts FVIII moaaep-
xuBasach Ha yposHe 50%, AUTB 38-45 c.

———————— Hecmorpsa Ha mpoBOAEMOE AeveHIE, KPO-

R K Angle MA PMA G EPL
min min deg mm d/sc %
10,8 19 62,9 61,0 *0* 78 *3,6%

9-27 2-9 22-58  44-64 36-85 0-15

________ BOTCUYCHMEC HpOAOA)KaAOCL, B CBA3M C YEM

Ha 5 CyTKH ITOCA€ IIOBTOPHOI OMOIICHH
2 OBIAQ BEIIOAHCHA TPAHCIIAAHTATIKTOMEIL
08 I[epea omeparineii BHITOAHAAACH HHDY3UA

LY30

Puc. 7. T3 6onbHoro b. npu KpoBoTeUeHUN 13 MecTa YCTaHOBKM KaTeTepa

Fig. 7. TEG patient B. when bleeding from the installation site of the catheter
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konuenrpara FVIIL u3 pacaera 60 ME/xr
maccel TeAa, aktusroctb FVIIL B maasme
B IIEpBBIE 3 AHA TIOCAE OIIEPAITHH TIOAAEP-
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Puc. 8. ApTepun cpegHero Kanmbpa, NpocBeT KOTOPbIX PE3KO CyKeH
3a CYET MUOUHTUMANBbHOW NponiMdepaLny 1 CKiepo3a UHTUMbI.
PAS x100.

Fig. 8. Medium-caliber arteries, the lumen of which is sharply
narrowed due to myointimal proliferation and intimal sclerosis.
PAS x100.

Puc. 9. Inddy3Ho-04aroBbIit CKNepos UHTEPCTULMSA 1 aTpodurs
KaHanbLeB. Taxenoe NoBpexAeHe KaHanbLeBoro anuTtenwvs. Pegkas
VHTEpCTULManbHaa MHGUNBTPALUA C HE3HAUYNTENIbHBIMUI ABNEHUAMY

Ty6ynuTa (4o 2-3 numdounTOB Ha Cpes) NPerMyLLeCTBEHHO
aTpodunyHbIX KaHanbLax. PAS x100.

Fig. 9. Diffuse-focal sclerosis interstitium and tubular atrophy. Severe
damage to the tubular epithelium. Rare interstitial infiltration with
minor signs of tubulitis (up to 2-3 lymphocytes per section) of
predominantly atrophic tubules. PAS x100.

aKuBarack Ha yposHe 80%, pAasce B TEUCHUE HEACAH
60%, 3atem B Teuenue 14 aneit 40%, reMmopparmdaecknx
OCAOKHEHHI HE OBIAO.

BoapHOMY TPOAOAKEH TIPOTPAMMHBII TEMOAHAANS3
yepes TYHHEAHPYEMBII KaTeTep, BBEACHNE KOHIIEHTPATA
FVIII mocae mmporieAypsr He IIPOBOAHTCHL.

OGcyxaeHue
3amectureAbHad Tepanud konnenTparom FVIII

y OOABHBIX FeMO(HANEEH ITO3BOAAET BHIIOAHSATD ITOAOCT-
HBIC HAH OPTOIIEAHHCECKIE OTIEPAIINH, (DOPMEPOBAHIE
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IIOCTOAHHOTO COCYAHCTOTO AOCTYIIA AASl TEMOAMAAH32
[13, 14], rpancriranTaruro mouku uAu nevenu |15, 16],
OMOIICHIO IIOYKH.

Upeckozkmas IIouedHas OHOIICHSA camTaeTcs be3orac-
HOI ITPOIIEAYPOIL, OAHAKO OAHHM U3 PEAKHX OCAOKHE-
HHI ABASIETCA KpoBOTEUeHne. B GOABIIIOM MHOTOIIEH-
TPOBOM HCCACAOBaHUH U3 2563 6oAbHBIX § 56 (2,2%0)
pasBuAOCh cepbesHoe kposoTedenue [17]. B amrepa-
Type OIMCAHBI CAYYIAH YCIIEINHO BBIITOAHECHHEIX Ype-
CKOJKHBIX IIYHKITHOHHBIX OHOIICHN IIOYKK ¥ OOABHBIX
remocpuaueii A.I. Kobayashi u coasr. [18] cooOrunan
0 47-aetaem GoabHOM remoduaneit A ¢ HedpoTHUe-
CKHM CHHAPOMOM, reratutoM C 1 KpHorAoOyAHMHEMHEH.
[lepeA BBITOAHEHHEM OHOICHH HOYKH €My OBIAO BBe-
Aero 4000 ME xonmentpara FVIIL I'emopparmaecknx
ocAoKHEeHHI He ObIAO. BermoAnenne Guomcun moukm
II03BOAHAO BBIABHTH KPUOTAOOYAMHEMIYECKHIT MEMOpa-
HOIIPOAUMDEPATUBHBIN I'AOMEPYAOHE(DPHT U IIPOBECTH
AACKBATHYIO IIPOTUBOBUPYCHYIO Tepartiio. M.M. Althaf
n coasr. [19] Habaroaaan 6oapHOTO remoduAmeit A,
caxapHpIM Amaberom 1 tuma, rematurom C 1 ocTphiM
IIOYEUHBIM ITOBPEKACHAEM Ha (DOHE OCTPOI 3aACPHKKHI
MOuH (HEHPOTEHHBIH MOYEBOH 1my3bIph). Aad Andpdpe-
PEHIIMAABHOTO AHATHO32 MEKAY ITOPAKEHIEM IOYCK
na doune remaruta C man aAmaberudeckoir nHedpo-
maTueii eMy ObIAA BBIITOAHEHA ITYHKIIHOHHAA OHOIICHA
nogky. [lepeA MaHHUIIYASITHIEH BEITOAHAAACH HHPY3HA
konuenrpara FVIIL, us pacaera 50-60 ME/kr maccer
teAa. Mopdoaornmaeckn AOKa3aH IIPOTpeCcCHpYIOIIHIT
AMAOETHYECKHH TAOMEPYAOCKAEPO3 € XPOHHUYECKIM
HMHTEPCTUIIHAABHBIM BOCITAACHHUEM.

[Ipu mporpeccnn MOYEIHON HEAOCTATOYHOCTH
y 60ABHBIX reModrANEll BOSHUKAET ITPOOAEMA BBIOOPA
METOAA 3AMECTHTEABHON ITOYEUHOI TePaInu, IIPUMe-
HeHnA OE301TaCHON AHTUKOATYASHTHOMN TEPAIIHH, He-
OOXOAMMOCTH 1 BPEMEHH BBEACHHS 1 AO3 KOHIICHTPATA
FVIIL V 60AbHBIX reMO(HANEI MOTYT OBITH HCIIOAB30-
BAHBI PA3HBIC BAPUAHTHI 3AMEIIEHIA (DYHKIINU ITOYEK:
HIEPUTOHEAABHBIN AMAAN3, IPOIPAMMHBIH TEMOANAAU3
nAn nx komOuaanus [20], TpaHcrAanTanus moukn |15,
21, 22]. KaxABIT METOA HMEET CBOHM IIPEUMYIIECTBA
u HeAOCTaTKH. ITpH IIepuToHeaAbHOM AHAAH3€ HE Tpe-
oyerca Beeaennd kornenTpata FVIII (toasko mpu nm-
IIAAHTAIIAE KaTeTepa B OPIOIIHYIO IIOAOCTB), HET HeO0-
XOAHMOCTH B IIPUMEHEHUH aHTUKOATYAAHTOB, OOABHOI
moAyuaer Aedenne aooma. OAHAKO IIpH 3TOM COXpa-
HAETCA PUCK PA3BUTHA IEPUTOHUTA U BHYTPUOPIOILI-
HOro kpoBoredernnus. VImerorcs coobmeHns o cAygIanx
KPOBOTEUECHNUSA U3 MECTA YCTAHOBKH IIEPHTOHEAABHOTO
kateTepa [23] m AByX anm30A0B remorrepuroreyma [20]
y G0ABHBEIX reMouAaneii A.

Aas 60ABHBEIX reModuAHEl OOAEEe TPUEMAEMBIM
METOAOM 3aMECTUTEABHOM ITOYEYHON TECPAIINN ABAf-
ercsA IPOrpaMMHEII reMoAnaAns. B kauectse cocyan-
CTOTO AOCTYIIA BO3MOKHO HCIIOAB3OBaHHEe AB®D mAam
COCYAHCTOTIO IIPOTE32, YTO IO3BOAAET CBOEBPEMEHHO
BBIABUTH KpOBOTEUeHNE 13 MecTa IyHKImu ABD man
CHHTETHYECKOTO IIPOTe3a i 00ecednTs reMoctas. ABO
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TAKKE HCIIOAB3YETCA ¥ OOABHBIX reMOPUAHCH B Kade-
CTBE COCYAHUCTOTO AOCTYIIA AAfl €KEAHEBHBIX IIPOdH-
AakTrdeckux nH@y3ui AedpurutHex hakropos [24, 25]
€ UCIOAB30BaHUEeM HrA kaauopa 20-22 G, oaHako 1pu
IIPOBEACHHE ITEMOAHAAN3A HCIIOAB3YFOTCA HIABI KPYII-
Horo kaauOpa 15 G. D. Amberker u coasr. omucasn
CAYYAIl HCIIOAB30BAHNISA TPEXCAOMHOTIO CAMOTECPMETH3H-
PYFOIIIETO CHAMKOHOBOIO COCYAHCTOIO IIPOTE3a Y DOAB-
HOTO reModuAneil A, IpH IPUMEHECHHH KOTOPOIO
ne TpeboBaroch BBeAeHne koHmeHTpara FVIII mocae
IIPOIIEAYPHEI TEMOANAAM32 U HE HAOAIOAAAOCH TEMOP-
parugeckux ocaokHeHHH [26]. B psaae caygaes MoxHO
HCITOAB30BATh TYHHEAUPYEMBIN KaTeTep AAA AMAAH32
[27], HO KaK BpeMEHHBIH AOCTYIL, T.K. €I0 AAUTEABHOE
HCITOAB30BAHHE MOKET YBEAHHYUTH PUCK HH(EKITHH,
cMepru [28], a Taxxe TpoMbO3a, HECMOTPS HA TO, YTO
GoAbHBIE € reMOMHUANEH 3AIMUIIEHE OT TPOMOO30B
€CTECTBEHHOM THIOKoaryAanuei. B mpocmexkrusrom
KAHAACKOM HCCACAOBAHUH, BKAIOUABIIEM 16 OOABHBIX
reMO(PHAHEH, NCIIOAB30BAAH B KAYECTBE COCYAUCTOTO
AOCTYIIa AAf TTPOPHAAKTHYECKNX HHY3HIT AepuImT-
nbix daxropos LIBK, y 11 (69%) umeancs pentreno-
AOTHYECKOE ITOATBEPKACHHE TPOMOO3a IIPU IIEPBOI
ouenke u y 13 (81%) mpu OBTOPHOM HCCACAOBAHUU
2 roaa crycrs [29]. C.R. Cost and J.M. Journeycake [30]
coobrmaan o 36 6oapHBIX remocduaneii ¢ LIBK, y 14
(47%) m3 HUX TIPU KOHTPACTHOM BEHOTPAUH M AOII-
nAeporpadun TakiKe BRIABUAU BEHO3HBIE TPOMOO3HI.
B rakThmke HCIOAB30OBAHWA AHTHKOATYASHTOB
Ha IIPOIIEAYPAX TEMOAHAAN3A ¥ DOABHBIX TeMOMDHAHEH
M3BECTHO HECKOABKO IOAXOAOB. OIIMCaHBI CAyYAN
HCITOAB30BAHUA PETHOHAPHOMN AHTUKOATYAAIINH C IIPH-
MEHEHHUEM IellapuHa U BBeAeHreM kKoHIeHTpaTa FVIII
1000 ME A0 1 mocAe IpOLIEAYPEL. DTa CTPATETHS IIOA-
Pa3yMeBaeT, YTO TeIaPUH, BBEACHHBIH B ADTEPHAABHYIO
AVHHIO, HEHTPAAU3YETCA IIPOTAMHUHA CYAB(ATOM, BBE-
ACHHBIM B BEHO3HYIO AHHUIO, IIPEKAC YEM KPOBb BO3-
Bpartaerca boabHOMY [31]. ApyruM oAXoAOM ABAAETCA
IIPOBEACHHE TIPOIEAYP TEMOAMAAH3A O€3 NCITOAB30BA-
HUA AHTHKOATYASIHTOB, OITUPAACh Ha €CTECTBEHHYIO TH-
HTOKOATyAAIINIO 1 BBeAeHMe koHmeHTpara FVII dax-
TOpa IIepeA OKOHYAHMEM IIPOoIeAypsl B co3e 1000 ME
[32], uTo OobecrreunBaro yAareHNE (PUCTYABHBIX HTA
0e3 reMOPPAruIecKiX OCAOKHEHHIH. TaKke H3BECTHO
O IIPHMEHEHHUH TEIAPUHA BO BPEMA IT€MOAHAAN3A, €TI0
BBOAHAH O0ArocHO B A0o3e 5000 eA. 0OAHOBpeMEHHO
¢ xornerrparom FVIII 2000 ME [33].
AABTEPHATHBHBIM ITOAXOAOM 3aMECTUTEABHOMH IT0-
YECYHOM TEPAITHH ABAACTCH TPAHCIIAAHTAIINA AAAOTCH-
HOH TPYIHOW IOYKH. KI3BecTHBI eAnMHIYIHBIE CAydIan
TPAHCIIAAHTAIINY IIOYKH y OOABHEIX remModuameit A
u B [15, 16, 21]. Ilepsas 8 Poccuu rpancmaanTaius
AAAOTE€HHOH OYKH OOABHOMY remoduaneii B, 6p1aa
somioAHeHa B PI'BY "HMMUII remarosorun" M3 PO
B 2013 1. 3amecturespnas Tepanus kounerTparom FIX
II03BOAMAQ H30€KaTh TEMOPPATMIECKIX OCAOKHEHUIL.
Tpancraaarar yHKIIHOHIPYET A0 cux 1op [22]. He-
KOMITAA@EHTHOCTb OOABHOTO, OTCYTCTBHE MOHUTOPUHIA
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HMMYHOCYIPECCUBHON TEPAIINU SBHAUCH TAABHOM
OPUIHMHON OTTOPKEHHUSA ITOYEUHOTO TPAHCIIAAHTATA
B IIPHBCACHHOM KAHMHIYCCKOM HAaOAIOACHHH, HO CaMa
TPAHCIIAQHTAIIHA ABASETCA METOAOM BBIOOPA U HE IIPO-
THBOIIOKa3aHa DOABHBIM reMOUAHEI.

Takum 00pasoM, B AAHHOM KAHMHHUYECKOM HADATO-
ACHIH ITOKa32HA BO3MOKHOCTD ODECIIEIEHHA 3aMECTH-
TEABHOMH IIOYCYHOH Teparnuu y OOABHBIX TeMOMUANCH.
EcrectBeHnas THIIOKOAIYASIUSA ITIO3BOAACT IIPOBOAUTD
IIPOIPAMMHBIH TEMOAMAAH3 O€3 aHTUKOATYAAHTOB. B Ka-
YeCTBE COCYAHCTOIO AOCTYIIA BO3MOMKHO HUCIIOAB30BATD
AB® 11 BEIIOAHATH €€ IYHKIIMH HIAAMI KPYITHOTO KAAH-
Opa, a BBeAcrue kourerTpara FVIII mepea oxordarmem
IIPOIICAYPBI IIO3BOAACT H30€KATh IEMOPPATHIECCKUX OC-
AOxHEHHI. VIcIIoAB30BaHIE B KAYECTBE COCYAUCTOIO
AOCTYIIA IEHTPAABHOIO BEHO3HOIO KATETEPA IIO3BOAACT
6e3011aCHO TIPOBOAHTH IIPOIIEAYPHI TEMOANAAH3A O€3
ncroassosanus konuneutpara FVIIL Iemoduana A
HE ABAACTCS IIPOTHBOIIOKA3AHUEM AAfl 3AMECTUTEAD-
HOM TTOYEYHOH Teparnnu (IIPOrPaMMHBIN I'eMOANAAHS3,
TPAHCIIAAHTAIIHA AAAOTCHHOH IIOYKU) IIPH HAAUYHI
XPOHMYECKOI ITOYECIHON HEAOCTATOYHOCTH, 4 IIpHMe-
nerne kounenTpara FVIII mossoaser mpeaypeAnTs
BO3MOKHBIC TEMOPPATHYECKHE OCAOKHECHUA.

Huxmo us asmopos ne umeem xongpauxmos un-
mepecos
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