TEMATOJIOT'TA

KNIHIYHWIA BUNAQOK

Kniniunul sunagok wabymot 2emodpinii A
NiCNA NaHkpeamoqnyoneHexmomil
3 Npusoqy qucmanbHol Xonan2ioKapuuxomi

Hab6yTta remodinia A (HF'A) — piakicHe 3aXBOpPIOBAHHS, L0 BUHMKAE BHACIIAOK PO3BUTKY iHri6iTopiB npotu BnacHoro ¢pakropa
sropranHs kposi VIII (FVIII), aki cnpuunHsioTs nopyuweHHs Koarynsuii. B okpemux sunagkax iHriGiropm moxxyTs BUHMKHYTH nicns
iHBA3MBHMUX XipypriYHuX BTPyU4dHb. Y LibOMY KJiHIYHOMY BUNaaKy WaeTbea npo 68-piuHoro nauieHra, B ikoro possuHynaca HFA
nicns cy6ToTanbHOi NUHKPEATOAYOAEHEKTOMII 3i 36epeXXeHHSIM LUNYHKA 3 NPUBOAY AUCTANbHOI XONAHIIOKAPLMHOMM.

Jnst manienTiB 3 HIA xapakTepHe moJoBXeH-
H$ aKTUBOBAHOTO YaCTKOBOTO TPOMOOIIACTUHO-
Boro vacy (AYTY) Ha T/1i HOpMaJBHOTO TIPO-
tpoMbGiHoBoro vacy (ITTY) [1]. ¥V SnoHii 3apee-
ctpoBaHa yactora HIA cranoButs 0,8-1,83
Ha 1 MJTH HaceJieHHS Ha pik [2, 3]. OcTaHHiM
YacoM KiJIbKiCTb 3apeecTpoBaHuX Bunaakis HTA
3pocina [4]. BaxiauBo 3a3HaYUTH, 110 HEMAE TeH-
JIepHOI pi3HUL y yacToTi BUHMKHeHHsT HTA,
MpoTe 11€ 3aXBOPIOBAHHSI YACTillle BUSBISIOTh
B OCi0 JIiTHBOTO BiKY [5].

Kniniuno HIA xapaktepusy€eThcsl panToBOIO
MOSIBOIO MiAIIKIPHUX a00 BHYTPIllIHHOM I30BUX
KPOBOBWJIMBIB Y Malli€HTIB, SIKi HE MAIOTh B OCO-
OMCcTOMY YU CiMEHHOMY aHaMHe3i CXMJIbHOCTI
10 kposoted [6]. @enorun kposoteu rpu HIA €
BapiaOGeJbHUM — Bill 3arpO3JUBUX TSI XXKUTTS
IO JIETKUX YU BiICyTHiX KpoBoted [5]. [Lis maiti-
eHTiB 3 HI'A TakoX XapakTepHuii BUCOKMI pi-
BEHb PaHHbOI CMEPTHOCTi, OCHOBHUMU MPUYHU-
HaMU SIKOI € TSIKKi KpOBOTeUi Ta TSXKi iH(peKIIil
[7]. TToBimomuisiiocst TakoxX Tpo acouiauito HTA
3 ayTOIMYHHUMH 3aXBOPIOBAHHSIMMU, 3710SIKICHU-
MU TTyXJIMHAMHY, BaTiTHICTIO, TIOJIOTaMU Ta TIPU-
1HIOMOM MeBHUX JliKapchKUX 3aco0iB [8-10]. 3a ne-
kUMK naHumu, HIA Moxke po3BuBaTucs micist
xipypriunux BTpy4ansb [11, 12]. HaBegemo Kiti-
HiuHuit Bunagok HIA, 1o BuHMKIA miciast cyo-
TOTaJIbHOI MaHKpeaTOAYOJeHEKTOMil 3i 30epe-
SKEHHSIM IIUTYHKA TIPY TUCTATBHIN XOMaHTioKap-
LIMHOMI.

Kniniynui sunagok

Y Bepechi 2019 poky 68-piunuit yonosik 3sep-
HYBCS A0 BiAAiNeHHs HEBiAKNAAHOI fOMNOMOrU
TokilcbKkOro CTONMYHOro MeaMYHOro LeHTpy Tama
(SnoHis) 3i ckapramu Ha 6inb y BepXHii YaCTUHI
xmeota. lNaujieHT BiB Manopyxnueuit cnocib xutrs,
MaB cuasyy poboTy i He MaB B OHAMHE3i BIOMMX
¢dbakTopis pu3nKy BNAMBY KaHueporeHis. 3a aa-
HUMM 3iBPAHOrO AHAMHE3Y, NALIEHT He MaB fe-
MeHuji, renatuty B abo C uun uykposoro giabery.
Mpu nepwomy eisuti Byno BCTAHOBNEHO AiarHo3
NAHKPEATUT HA TNi XOBYHOKAM'IHOI XBOPO6MU.
HacrynHoro gHs nposeaeHo eHpockoniuHy petpo-
rpagHy xonaHrionaHkpeatorpagito 3i CTeHTyBAH-
HSIM CRifbHOT XXOBYHOI NPOTOKM B FACTPOEHTEPO-
noriyHoMmy BinainenHi. Mpote npu enpockonivyHo-
My BMAANEHHI KOHKPEMEHTY 3i CMifbHOi XOBYHOI
NPOTOKM BMUSBIEHO CTEHO3 YHACNIAOK Heonnac-
TUYHOTO YPAXeHH$ ii AMcTanbHoro Bigainy, a pe-
3ynbTaTH Bioncii nigTBepaMnM AiarHos gucransHa
xonaxriokapuuHoma. Y nucronagi 2019 poky
naujeHT 6yB HaNPABNEHMI [0 XiPYPrivYHOTO BiAAi-
NeHHs.

Mauienty 6yno npoeseneHo sk nepe1HHE Xipyp-
riYHe BTPYYQHHS NAHKPEATOAYOAEHANbHY pe3ek-
uito 3i 36epexeHHsM WwnyHka. IHTpaonepauiiHy
eKcnpec-AiarHoCTMKY BUKOHYBQMM 3d CTAHAAPTHU-
MM NPOTOKONIAMM, BUSIBIEHO HASIBHICTb 3QUIMLLKY
TKOHMHM XONEeAOXd, WO 3YMOBMAO HeobXiaHicTb
[0AATKOBOI pe3ekuii. 3an1woK cninbHOi XOBYHOI
NPOTOKM BUSIBUBCS HEFATUBHMM HO HOSIBHICTb PAKy
TO MAB [4BA OTBOPM: iKY 304HbOTO CETMEHTY HU3b-
KOFO 3/IMTTS TA 3AranbHYy MEYiHKOBY MNPOTOKY, L0

YTBOPIOBA/M OTBIp ANl reNATOXONAHIOEIOHO-
aHactomo3sy. TpUBanicTb ONepPATUBHOrO BTPYUAHHS
craHosuna 608 xeunuH, 06’ eM iHTpaonepauinHoi
kpososTpatM — 1055 mn, nepenusaHHs kposi
He 3Hapobunocs.

MaroricronoriyHe gocnigxeHHs onepawinHoro
MarTepiany NpoBOAMAM 3Q CTAHAAPTHUMM METO-
OMKAMM, BUsSBNEHO nomipHo-gobpe andepeHuiito-
BaHy TyBynapHy ageHokapunHomy (pTTNTMO,
1A crapis). Ha 3-# nicnsonepauiitinii gexb
(NOQA) y naujeHta po3enHynacs nicnsonepauiiHa
iHdekuis panu, a Ha 5-1 MO[ 3 panu Buginsscs
KMLIKOBMM BMICT, LLLO 3yMOBMNIO HeobXigHicTb no-
BTOPHOrO ONEPATUBHOrO BTPYUAHHS A5 NikBigauii
HECMPOMOXHOCTI eHTepoaHacTtomosy 3a bpay-
Hom. Ha 6-11 MO/ cnocrepiranacs sHayHa kpo-
BOTEYA i3 WAYHKOBOrO 30HAA, A NPU AMHAMIYHIN
KOoMn'toTepHii Tomorpadii BUSBMAM KpoBOTEUY
y netni kny6osoi kuwku. byno nposegero atrio-
rpadito, npote nig yac obcrexeHHs Biabyscs
CMOHTAHHMMU remocTas (nepwa auriorpadis).
Ha 8-i MO/ peumpmeysana kposoteya y netni
Kny60BOI KMLLKM, LLLO 3yMOBMIO HeobXigHicTb Npsi-
Moi XipypriuHoi niraTypu cyauH (Tpete onepatms-
He BTpyuaHHs). Ha 14-i NOJ crascs peumane
KpoBoTeui y netni kny6oBoi kuwku, byno npose-
neHo axriorpadito 3 embonizauieio nepudepuy-
HOI AinsHKkM ppyroi kny6osoi apTepii (apyra aHrio-
rpadis).

Ockinbku y nauiexta 36epiran1cs remopariyxi
TeHpeHuii, 3 2-ro MO/ cnocrepiranocs nogosxeH-
Hs AYTY (44,5 c) Ha Tni Maixe HOPMANbHUX 3HA-
YeHb LbOro NOKA3HMKa fo onepauii (22,9 c; pe-
depeHTHi 3HavenHs 24,3-36,0 c). Mpu Hopmane-
HoMmy nicnsonepauinHomy MNTY Ha 12-n NOL
AYTY gocar 91,5 c. Ha 14-i1 MO[ 6yno sanigos-
peHo HIA, ToMy napanenbHo 3 BU3HOYEHHIM
OKTUBHOCTI HOKTOPIB 3ropTAHHSI KPOBI PO3N0O4ATO
BBEAE€HHS AKTMBOBAHOrO KOHLIEHTPATY NPOTPOM-
6iHosoro komnnekcy (AKMK; FEIBA®; 100 OL,/r
Macw Tina yepes koxHi 12 roauu, 4 nosu). Takox
3 15-ro NMNO[, po3nouaro npuiom npeaHisonoHy
B fo3i 1 mr/kr Ha poby. MpoTe BMHMKNG Hecnpo-
MOXHICTb rACTPOEIOHOAHACTOMO3Y 3 POPMYBAH-
HSIM 30BHILUHBOT NAHKPEATHYHOI dicTynu.

Ha 18-1 MON piarHos HTA 6yno nigreepaxeHo
3HmxkeHHsm aktueHocTi FVIII (<1%; Hopma 60-
150%), noseoto iribitopa go FVIII (18 BO/mn;
HOPMA — He BMSBNSETCS) TA BIACYTHICTIO O3HAK
aHtMdocdoninigHoro cuHppomy. Pesynbraty iH-
Wwmnx KoarynorpadiyHUX TECTiB: AKTUBHICTb ¢pakTo-
pa IX = 73% (Hopma 70-130%), iHribitopa
no ¢akropa IX He BusiBneHo (HOpMa — He BusBAS-
etbes); aktmHicts dpaktopa Xl = 37% (Hopma
70-140%), piseHb dpakropa ¢poH Binnebpanga —
294% (Hopma 60-170%); aHtuTting go kapaioni-
niHy/ B,-rnikonporeiny | — <1,2 Ofl/mn (BepxHs
mexa Hopmu 3,5 O/ mn). MpuunHoto 3HUXKEHHS
aktusHocTi FVIIl seaxanu kposoeTpary.

Ha 21-# MOJ notpeba 8 remotpaHcdysiax
3HMKNQ, CNOCTEPIrascs reMocTas, Lo [O3BONMIO
pO3MoYaTH eHTepanbHe XAPYYBAHHS Yepes3 30B-
HILLHIO NAHKPeaTH4Hy ¢icTyny i3 BBEAESHHSIM CyMi-
Wi ANs @HTEPANbHOro XApYyBAHHS HO OCHOBI FTy-
TAMiHY, KNiTKOBMHM M onirocaxapuais. MpoTe
Ha 22-i NOJ y nauienta 3’'sBuBCcs Menewq,
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Puc. Kypc nikysaHHs y BipaineHHi inteHcuBHOI Tepanii
T4 6ys crabinsHo B Mexax Hopmu go i nicns onepauii, ane AYTY noyas nogosxysarmcs nicns onepauii i gocsr 91,5 ¢ va 12-4 MOJ. HIA 6yna sanigospe-
Ha Ha 14-# [1O]] i npusnavero AKIK. Bseaens koptukoctepoiais posnoyaro Ha 15-# MO/, MMig wac nepebysanHs y sinaineni intencusroi tepanii AKITK

sBoaunu npotsrom 10 aHis, 3aranom Gyno seeaero 102 opuHuui epurpounuTis.

3H0RQBL YKpaiHN

PeuMaMBYBANA AHEMIs, TOMY MPUMHSTO PillieHHs
NPU3YNUHUTK eHTepasbHe XApYyYBAHHS | NPU3HAa-
yntn AKIMNK Ha 2 pobmu.

Ha 26-1 NO/] nosTopHO BUHMKNG MeNeHa, TOMY
3HoBy 6yna nposepena tepanis AKMK npotsrom
2 pi6. Ha 29-i MO[ entepansbHe xapuyBaHHs Yepes
30BHILHIO NAHKpeaTHuHy dictyny 6yno sigHoBNEHO
i3 30CTOCYBAHHSM BULLE3A3HAYEHOI CyMiLli, npoTe
Ha 31-i NO/J] yepes peunans meneHn XapuyBaHHs
3HOBY A0BENOCh NPU3YNuHMTM Ta NpuaHaunT AKMNK
Ha 3 pobu. Y 38's3ky 3i sHmxeHHam aktueHocti FVIII
y naujeHta npotsrom 3 ai6 gopaTkoso 3acrocoey-
ganu nioginizosanui kovueutpar FVIIl y posi
1440 O/ poby. [o 36-ro MO[ cran naujienta
cTabinizysascs, BiH 6yB nepesefeHMit 3 BigAineHHs
iHTeHcueHoi Tepanii nicna otpumatts AKIMK npota-
rom 10 gi6 Ta 102 oguHuup eputpoumTie (puc.).
Temocras 6yno gocarnyto Ha 41-i1 [IO[], entepans-
He Xap4yBAHHS BiAHOBAEHO.

Ha 58-it NO[ piseHs inribitopis go FVIII 3pic
(54 BO/mn), wo 3yMoBmno no4yatok KOMBIHOBAHOT
Tepanii umknodochaminom (15 Mr/kr koxHi 3 Tx-
Hi) Ta npepHizonoHoM. Ha 79-i1 NMO[ posnouaro
NiKyBOHHS| POH 3 BUKOPMCTOHHSIM HEFQTMBHOTO THC-
ky. Ha 98-i1 [MO[, pisens inribitopis ao FVIII sHosy
3pic (35 BO/mn), wo npuseeno go no4aTky KoMm-
6iHoBaHOI Tepanii putykcumabom (375 mr/m2
nnoLi NoBepPXHi TiNa WOTUXHEBO) TA NpeaHisono-
HoM. Ha Tni nikysaHHs piseb iHribitopie go FVIII
Ta AYTY noctynoBo 3HMXyBANMCS, AKTUBHICTb
koarynsuii FVIIl 36inbwysanack. 3rogom po3sy
NPeAHi300HY NOCTYNOBO 3HUXYBAMM.

Micna 12 kypcis putykenmaby Ha 219-i MO[,
iHri6iropu po FVIII He BU3Hauanucs, npoTe akTUBHICTb
FVIII 3sanmwanacs Husbkoto (20-30% Hopmm).
MaujeHT 6ys TMMYacoBo Bunucanuit Ha 245-1 O[T,

i3 30BHILUHBOIO NAHKPEATH4HOI icTynoto Ta npo-
AOBXEHHSIM eHTepanbHoro xapyysaHHs. byno sanna-
HOBGHO ONEPATMBHE BTPYUAHHS Mif 3aranbHOIO aHe-
cTesielo Ans ycyHeHHs ¢icTynu, ske BUPILLMAK Npo-
BECTM i3 CynposigHoio 3amicHoto Tepanieto FVIII.
Ha 289-# MO[ 6yna sukoHaHa yeTBepTa one-
pauis — BUCIYEHHS TO YLIMBAHHS nepdOpPOBAHOI
AiNSHKW FrACTPOEIOHOAHACTOMO3Y WBoM AnbbepTa —
Jlembepa. MavjeHT 3mir BigHOBUTH nepopanbHui
npuitoM ixi Ha 322-1 MO[ ta 6ys BUnMcaHmii 3i cTa-
uioHapy Ha 342-i NOA. Mpote Ha 765-u NO[,
NALEHT NOMep BHACMIAOK PELMAMBY METACTA3YBAH-
HS| BUCTANBHOI XONAHIIOKAPLMHOMM B NEYiHKY.

BucHoBKu

OTtxe, y npeacTaBlIeHOMY KIiHIYHOMY BUNIAJIKY
3actocyBanns AKIIK y rocrpiii pa3i HI'A npo-
JIEMOHCTPYBAJIO BUCOKY e(heKTHBHICTD LIS 3y~
NIMHEHHs] PelMANBYIOYNX KPOBOTEY, SKi He Mil-
JaBajauch inmum Metonam Tepamii. Ilpenapar
BBoauiM 4 pasu B 103i 100 MO/Kr yepe3 KoxKHi
12 romuH, 1o 3a0e3ne4nio cTadiizaiio reMo-
cta3y micas 10 aniB JiKyBaHHS y MOEAHAHHI
i3 Tpancdysiero epurponutis. Hespaxkaroun
HA emi30/M PenuIMBYIOUMX KPOBOTEY y PaHHii
nicasionepauiiiHuii mepion, CBO€YacHe 3aCTOCY-
anHg AKIIK no3Bosmio ycnimHo KymipyBaTu
reMopariqHuii CHHIPOM Ta YHUKHYTH PO3BUTKY
TSKKUX reMopariynnx ycknamaens Ha i HIA.
OtpumaHni AaHi y3ro/mKy0ThCA i3 Cy4aCHUMHU
peKoMeHIauisMu 10710 edeKTUBHOCTI Ta Oe3ne-
ku 3acrocyBanns AKTIK s rikyBanns roctpoi
KpoBOTeyi npu HaOyTiii reModimii.

Cnucok nitepatypu 3HAXOAMTLCS B pesakuii.

Pedepatuenmin ornsag Takahashi M., Morita Y.,
Hayashi T. et al. A case of acquired hemophilia A
after pancreaticoduodenectomy for distal cholangio-
carcinoma. Biomed Rep. 2023 Aug 1; 19(3): 61.
DOI: 10.3892/br.2023.
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