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PE3IOME. JlerikemoinHa peakuis (JIP) — ue TpaH3UTOPHMIA reMaToNOriYHUI CUHAPOM peakTUBHOIO XapakTepy, 3a SIKOro
BiA3HAYa€eTbCs CTiMkuni nerkoumtos noHas 50 000 knitmH/MKA. JIP Moxe 6yTH 3yMOBNEHA pPi3HUMM NMPUYMHAMM, BKIHOYAKOUM
iHdeKLii, iIHTOKCMKaLi, 3N05KiCHi HOBOYTBOPEHHS, TSXKi KPOBOBMIMBM abO roCTpui remonis.

Hanuacriwot dopmoto JIP € mienoigHa peakuis, wo tpannsgersca y 80-90 % sunaakis. [diarHoctnka JIP rpyHTYETbHCA
Ha KNiHIYHOMY 0BCTeXeHHi Ta pe3ysbTaTax 1abopaTopHUX AOCiAXKEHb, BK/IOUAUM 3arafibHUIA aHani3 KpPoBi 3 pO3ropHYTO
NenKoUMTapHO GOPMYNO, BUSHAYEHHS PiBHS NeiKoLMTapHOI NyHOI dhocdaTasu, acnipauito Ta 6ioncito KiCTKOBOro MO3KY.

[ndepeHuirina giarHoctvka JIP 3 iHWK1MKM GopMamu Nerikosy € CKNafHUM 3aBAaHHAM. [Ing Lboro noTpibHO BUKOHATK pe-
TeNlbHe 0OCTEXEHHS, BKHOYAOUM LUTOrEHETUYHE LOCIIKEHHS Ta MONEKYNSPHUIA aHani3 rpaHynoumTiB nepudepryHoi KpoBi
M KiCTKOBOro Mo3Ky. He3Baxatuu Ha MeBHi AOCArHEHHS Woao AudepeHUiiHoi aiarHocTuku J1IP, piBeHb CMepTHOCTI XBOPUX
Yy CBiTi 3a/IMLIAETLCS BUCOKMM, O NOTpebye yBaru nikapis pisHoro npodinto.

TlikyBaHHs JIP 3anexuTb Bif, OCHOBHOI NPUYMHM, KA iT CNIPpUYMHUMAAG. Y CTaTTi 3aNpONOHOBAHO AiarHOCTUYHMIA | NiKYBaNbHWUIA
anropuT™ 3a JIP y pasi ii iHPeKLiHHO-TOKCMYHOTO MOXOOXKEHHS.

K/TIOYO0BI CJIOBA: neiikeMoigHa peakLis, XpOHiYHMIA MIENONENKO3, XPOHIYHMIA HENTPODINbHUIA NeKos.
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ABSTRACT. Leukemoid reaction (LR) is a transient hematological syndrome of reactive nature characterized by persistent
leukocytosis of more than 50,000 cells/pL. LR can be caused by a variety of factors, including infections, intoxications,
malignant neoplasms, severe hemorrhages, or acute hemolysis.

The most common form of LR is neutrophilic myeloid reaction, which occurs in 80-90 % of cases. The diagnosis of LR
is based on clinical examination and laboratory test results, including complete blood count with differential leukocyte
formula, determination of leukocyte alkaline phosphatase level, aspiration and biopsy of bone marrow.

Differential diagnosis of LR from other forms of leukemia is a challenging task. For this, it is necessary to conduct
a thorough examination, including cytogenetic and molecular analysis of peripheral blood and bone marrow granulocytes.
Despite certain advances in the differential diagnosis of LR, the mortality rate of patients in the world remains high, which
requires the attention of doctors of various profiles.

Treatment of LR depends on the underlying cause that caused it. The article proposes a diagnostic and treatment
algorithm for LR in the case of its toxico-infectious origin.

KEY WORDS: leukemoid reaction, chronic myelogenous leukemia, chronic neutrophilic leukemia.
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JlevikemoinHa peakuig (JIP) - Lue TpaH3UTOPHUIA reMaTono-
FiYHUIM CUHAPOM, IKMIM XapaKTepU3YETbCS HASIBHICTIO B nepude-
PWYHIN KpOBI CTirikoro nerkoumto3y noHag 50 000 knitnH/Mkn,
Lo He € HacnigkoM remobnactosy [1]. 3anexHo Big, eTionoriy-
HOrO YMHHMWKA, PEaKTUBHOCTI FreMOMOETUYHOI Ta iIMYHHOI CUCTEM
OpraHi3My y BiANOBiAb HAa NPOBOKYBaNbHWUI HAaKTOP BUOKPEM-
NO0Tb pi3Hi TMRKM JIP: MienoigHui (eo3nHodinbHI, HelTpo-
dinbHi, 6a3odinbHi, MeTaMieno-, Mieno-, NpoMienoumTapHi)
Ta NiMdoigHMI (niMdoumTapHi, NNa3MoLUTapHi, iIMyHOBNACTHI,
nimbomMoHoumuTapHi) [3].

[iarHo3 JIP FpyHTYETbCS Ha BUK/IHOYEHHI XPOHIYHOIO Mi€no-
nerikosy (XMJ1) i xpoHiuHoro HeiTpodinbHoro nerikosy (XH/).
BifCyTHiCTb HE3pINMX KNiTUH, 6a30dinii abo MOHOLMTO3Y,
TpaHcoKauii ber/abl i niaBuLeHHS piBHA NneikouuTapHOI
NyxHoi @ocdatazum (JI/1®) sigpizHatoTe JIP Big XMJI. XHIT €
PiAKICHUM, BUHATKOBO MienonponipepaTMBHUM CUHAPOMOM
i3 HeCnpuATAIMBMM NporHo3om. indepeHuirtHa AiarHocTnka
Mix JIP i XHJ1 Moxxe 6yTv cknagHoto abo HaBiTb HEMOX/IMBOIO,
0CKiNnbkM 06MBa 3aXBOPKOBAHHS MaloTb ifeHTUYHI Mopdono-
riyHi 0cobAMBOCTI, BKIOYAOUM NiABULWEHUK NoKasHUK JI1D
i BiACYTHICTb TpaHcnokauii ber/abl (Tak 3BaHoi dinanenbdin-
CbKOi XxpomMocomMm) [2]. Ha cborogHi HaruacTiwoto dopmoto J1P,
3 KO A0BOAMTLCS CTMKATMUCA NiKapto 3arafbHOi NPaKTUKK
Ta NpOBOAMTU AudepeHLiiHy aiarHocTuky 3 XMJ1, € HeitTpo-
dinbHa mienoigHa J1P.

Erionoria

OcHoBHUMM NpuymHamMm JTP € TaXKi iHPeKLii, iIHTOKCMKauii,
3/109KiCHi HOBOYTBOPEHHS, TSKKi KpOBOBMIMBM abo rocTpuit
remonis (tabn. 1) [18]. Pi3Hi iHdekuii, IK-OT KONiT, CNpUYMHEHUI
Clostridium difficile, suceMiHOBaHWM TY6EPKYNbO3 i THKKUI LN-
renbos, MoXyTb cynpoBoaxyBatucs J1P. 3 ornaay Ha pesynbratu
KOrOPTHUX AOC/IIXKEHb YCTAHOBNEHO, L0 3HAYHO BULLMI PiBEHD
cMepTHocTi (~50 %) y pa3i JIP noB’a3aHuii i3 HasBHICTIO KONITY,
cnpuynHeHoro C. difficile [4]. Y xoni pocnipkenHs 111 pitei
3 iHdekuieto Shigella dysenteriae 1 Tuny BuasneHo 25 xgo-
pux, y aknx 6yno giarHoctosaHo J1P. Ii HasBHicTb CBiguUMTL Npo
HeCnpuSTIMBUIA NMPOTHO3, OCKINIbKM BOHA MOXEe CYrnpOBOXY-
BaTW reMoJiTMKO-ypeMidyHUii cMHApPOM abo nepeayBaTu MOMY.
JIP TakoX MOXe BMHUKHYTW MicNS NpUMMaHHA LeaKkuX fikap-
CbKMX 3ac06iB (KOPTUKOCTEPOIAiB, MiHOLMKITIHY, PEKOMOIHAHT-
HUX reMonoeTUYHUX GakTopiB pocTy) abo TOKCUHIB (Hanpu-
KNag, eTUNEHrNiKo). IHWKMMM PiaKICHUMK CTaHaMu, Wwo Bynu
onucaHi gk npuunHu JIP, € 3ananeHHs Bpuxi (MeseHTepuT),
Me3eHTepiasbHa NCeBAOMYX/IMHA, aNKOTONbHUI CTeaTorenatuT
i 3304epeBMHHMI KpOBOBMAKB [9].

[paHynouMTO3 i3 NOMipHMM MiABULLEHHAM KiNbKOCTI Nen-
kouwmTiB >15 000 kniTMH/MKA 3a BiacyTHOCTI iHdeKLii Ym nei-
KeMii B aHaMHe3i € XxapaKTepHUM A/11 3105KiCHUX HOBOYTBO-
peHb i BOAHOYAC MOXe CMOCTepiraTucs nNpu iHWMUX CTaHax
3a BiACyTHOCTI opraHiyHoi natonorii. PisHi >50 000 kniTMH/MKn
abo HagiTb >100 000 KAiTUH/MKN TPaNAAKTLCA pPifKo, nepe-
BaXXHO NMpU NapaHeonnacTMYHoMy cMHAPOMI. JIP MoXyTb npo-
ABNATUCS OQHOYACHO 3i 3M105KICHMM HOBOYTBOPEHHSIM, Ha Mi3-
HiX CTafifX 3aXBOPIOBAHHS, afne 34aTHi pO3BMBATUCS 3a40BroO
[l0 BCTAHOBJ/IEHHSI OCHOBHOTO AiarHo3y.

J1P, acouioBaHi 3i 310KiCHUMW HOBOYTBOPEHHSIMM, 333BU-
Yal CcnocTepiralTbCs MpU KapuuHOMax, 0cobanBo nNpu paky
NereHb i HUPOK. Y AOCNIAXEHHI 227 Naui€HTIB i3 KApUMHOMOLO
nereHb y 33 oci6 (14,5 %) 6yno LiarHOCTOBaHO NeMKOLMTO3,
noB3aHuWit i3 NyxauHoto, a B 6 (2,6 %) — JIP [19]. Jlnwe iHogi
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Ta6auusa 1. OcHoBHI NpuunHm JIP

1. leHepanizoBaHi a6o TaXKi iHpeKuii (HaBeAeHO AeKinbka
OCHOBHUX YUHHMUKIB)

« KoniT, cnpuunnenuii C. difficile
« [luceMiHoBaHui Ty6epKynbo3
e Taxka dopma wnrenbosy

2. 3n0AKiCHi HOBOYTBOPEHHS

¢ KapuuHOMMU (nereHb, pOTOrNOTKM, LNYHKOBO-KMULLKOBOTO
TPaKTY, CE4OCTaTeBOi CUCTEMM)

¢ JlimpomMa XomxkiHa

e MenaHoma

» Capkoma

3. MeaukaMeHTH

« Koptukoctepoian

o MiHOUMKNIH (@HTMBIOTUK psay TETPALMKIIHY)
¢ PekoMObiHaHTHI reMonoeTuyHi hakTopu pocty
4. IHTOKCHKaLifa

¢ ETuneHrnikons

* Ypemisi

* OTpy€eHHs YagHuMm rasom (CO)

5. CunbHMit KpOBOBUAUB a6O roCTpUiA remonis
* 3204epeBUHHUI KPOBOBUIUB
6. IHwe

¢ Me3eHTepianbHa 3ananbHa NCeBAONYXAnHA
o ANIKOTONbHWUI CTeaTorenaTut

JIP cnocTtepira€eTbCs y 383Ky 3 iHLWWMMKM HEOMIACTUYHUMM 3a-
XBOPKOBaAHHAMM, 9K-0T NiMPOMa XOLKKiHa, MenaHoma Ta cap-
KkoMa. Y HM3Li BUNagKiB onucaHo JIP, moBM3aHi 3 MenaHoMolo,
MyX/JIMHAMK POTOFNOTKM, LUNYHKOBO-KMULIKOBOIO TPAKTy 1 ce-
yocTtaTeBoi cuMcTeMu. TOUHMIN MexaHi3M po3BuTKy JIP y 3B'a3Ky
3 HOBOYTBOPEHHSAM MOBHICTIO He 3'9coBaHmi [5]. IMOBipHO,
WO Pi3Hi UMTOKIHK, SKi HEperynsapHo BMpobnSTbC MyXAuH-
HUMW KNITUHAMK, BKHOYAKOYM TPAHYNOLMTAPHUIA KONOHIECTH-
MyntoBanbHuid aktop (G-CSF), rpaHynoumTapHo-Makpodarans-
HWI KoNoHiecTuMyntoBanbHuii daktop (GM-CSF) Ta iHTepneii-
KiH-6 (IL-6), MOXYTb NnexaTtu B 0CHOBI natoreHesy JIP y Takux
yMoBax. Pi3Hi cneuundiyHi MeToam nikyBaHHS 3109KiCHOTO
HOBOYTBOPEHHS, SIK-OT XipypriuHe BUAaneHHs, XiMiotepanis Ta
npoMeHeBa Teparisi, 4acTo NPU3BOAATb A0 3HMKEHHS KiNlbKO-
cTi nerikounTiB. O4HAK Y TAaKMX NALIEHTIB, K NMOBILOMSETHCS,
JIP Kopentoe 3 arpeCcMBHUM KNiHIYHUM nepebiroM i 3HMKEeHHIM
TPYBANoCTi XutTa [6].

JAiarHocTMYHA OUiHKa

[o JIP BigHOCATL eTan «BMXOAy» 3 arpaHynouutosy. Kap-
TUHA KiCTKOBOrO MO3KY B LMX BUMAAKaX iMIiTyE rOCTPMIM NenKos.
Y KpOBi CNOCTEPIraETbCa MaKe NOBHA BiACYTHICTb 3piNNX rpaHy-
nouuTie. 3a3BMYal BiL3HAYAETLCA NOBS3aHa 3 arpaHyNoLMUTO30M
iHdekuig. Y CyMHIBHMX BUMaAKax noTpibHO nmoyekaTy AeKinbka
[OHIB N9 GOPMYNOBaHHS OCTaTOYHOrO AiarHo3y: nif, Yac Bu-
X0y 3 arpaHynoumMTo3y CKNafL KpoBi HOPMani3yeTbcs 11 noTpedbu
B MOBTOPHIM MYHKLii KICTKOBOrO MO3Ky He 6yae, npu roctpoMy
NenKo3i B KpOBi 36epexeTbCst rpaHynouMTONEHIa i Ans yTou-
HeHH$ i xapakTepy HeobxigHa MyHKLis KiICTKOBOTrO MO3KY.

Y pasi noegHanHs JIP i cynyTHbOI noniumtemii abo Tpomb0-
LUMTO3Y NOTPiBHO AiarHOCTyBaTK 3aranbHi Mienonponidepa-
TUBHI 3axBOptoBaHHA. OfHaK 0CHOBHA npuuunHa JIP 3a3Buyan
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ouyeBMHa.Jlikap Ma€e peTenbHo 3ibpaTM aHaMHe3, KU pa3oMm
i3 'PYHTOBHUM (i3MKaNbHUM OrNSLOM i npoueaypamu Bi-
3yanisauii MoXe [aTW CYTTEBI NiAKA3KM OJ1S BCTAHOBNEHHS
[iiarHo3y 37109KiCHOro HOBOYTBOPEHHS YM reHepanisoBaHoi
iHpeKLUii. 3a BiACYTHOCTI LMX CTAHIB BaXXNMBO He 3abyBaTu
OMNMUTYBATK NALIEHTA NPO NOTEHLIMHO MOX/MBUI BNAMUB NiKiB
ab0o TOKCuHiB [7].

YTiM, € BUNAAKK, KONK NiKap-KNIHILUCT HE MOXE BUKIIO-
YUTU iHWI CcyTTEBI NpuumHM JIP 6e3 cneuianbHOro 06CTeXEHHS.
[iarHoctuka JIP cknafa€eTbCs 3 BUKIOYUEHHS KNOHANbHUX
HecneundiyHUX LUTOreHeTUYHUX NOopYLWeHb i cnewianb-
HUX aHani3iB Ans BUABNEHHS iHWMWX NPUYUH. BU3HaUeHHs
abCoNOTHOI KiNbKOCTI NEeMKOLMUTIB i nerMkounTapHoi dop-
Mynu, pisHis JIIO, sitaminy B, y cuposaTui kposi, 6ioncis
M acnipawis KicTKOBOro MO3KY, LMTOr€HEeTUYHI AOCNIIXKEHHS
1 iMyHOdeHOTMNYBaHHS nepudepmnyHoi KpoBi Ta KiCTKOBOIO
MO3KY, a TaKOXX CMPOBATKOBI pPiBHi reMONoOeTUYHUX PaKTopiB
pOCTy MOXYTb A,0MOMOrTH Biapi3HuTK JIP Big XMJ1. Ockinbku

Tabamua 2. IndepeHuiina giarHoctuka JIP, XMJT i XHJT [2]

[NepeBaxatoTb 3piNi NenkounTy,
3CyB NefKoumMTapHoi hopmynu BniBo

lMepugepuyHa kpos

PiseHb J1/10 Bucokuit
Cuposamkosuti . .

uposa BapiabenbHuii
8imamiH B,

MienoigHa rinepnnasis, BnopsiakoBaHe

Kicmkosuli Mo30k . .
[103piBaHHs, HOpManbHa Mopdosoris

[NepeBaxatoTb He3pini KNiTUHMU,
6a3odinu i eo3nHodinm (6asodinbHo-
eo3nHodinbHa acouiauis)

Huzbkui
Bucokuit

bazodinis, eo3nHodinis, MOHOLMTO3,
HeBenuke 36inblleHHs bnacTis
i peTukyniHoBoro di6po3sy

XHN i IP matoTb igeHTMYHI MopdonoriyHi ocobamnBocCTi,
LOCNIIKEHHS KNOHANbHOCTI HeMTpPOdiniB KpOBi MOXYTb 40-
NOMOTITU NPOLEMOHCTPYBATU MOHOKNOHANBHICTb HEMTPOdIiNiB
y XHJ1 Ha BigMiHy Bia noniknoHanbHux JIP (Tabn. 2). Moxe
3Hafo6MTUCSA NoJanbLIA AMHAMIYHA KNiHIYHA OLHKA, @ TAaKOX
nabopaTopHi Ta BizyanisauiliiHi TeCTM ansa AiarHOCTUKKM OCHOB-
Hoi iHdekuii abo npuxoBaHoi NyxauHu [9].

[ins BUKAOUEHHS MienonponidhepaTMBHOrO CUHAPOMY Mo-
TPiOHWIA ekcnepTHMI aHani3 nepudepuyHoro Maska. lNpu XMJ1
€ b6inblue He3pinux KNiTMH, 6azodinis i eo3nHodINiB (Tak 3BaHa
6asodinbHO-eo3nMHodiINbHA acouiauis). Mpu XHJ1 cnocTepira-
€TbCS BUPAXKEHUIM HENTPOodinbo3 6e3 He3pinux KNiTUH i Ha BiA-
MiHy Big JIP Mi€nounTn, METaMieNoLMTU Ta AOEPHI €pUTPOLUTH
TPanngTbCs pifko. KpiM Toro, npu fOCNiAXEHHI Ma3ka nepu-
dhepunyHoi KpoBi y xBoporo 3 JIP fyxe 4acto MOXHa BUSIBUTH
pereHepatuBHi GOpPMUM NEMKOLMUTIB: TOKCMYHA 3€PHUCTICTb
(puc. 1), Tinbus Oene (puc. 2), 3epHa AMaTo, LMTONNA3MaTUYHI
Ta aaepHi Bakyoni (puc. 3) B Hentpodinax [11].

Hespini kniTMHM BiACyTHI,
nepeBakatTb 3pini HelTpodinm

Bucokuit
Bucokuit

Mopi6Ha mopdonorisa ao J1P,
YLLINbHEHWI KiCTKOBUI MO30K,
HEeBEe/MKe NiABULLEHHS PETUKYIHY

LumoeeHemuyHuli - . LiutoreHeTnuHi aHomanii
X HeMae umMToreHeTMYHMX aHoManin TpaHcnokauis ber/abl o .
aHania B 37 % BMNaakiB
b CD13 (+++),CD15 (+++),CD34 (), CD13 (+++),CD15 (+++),CD34 (-), CD13 (+++),CD15 (+++), CD34 (-),
Y 4 HLA-DR (-) HLA-DR (+) HLA-DR (+)
Cuposamkosuli G-CSF Bucokui Huzbkui Huzbkuit
KnoHansHe .
. MoniknoHanbHe MoHoKknoHanbHe MoHOKnOHanbHe
00C/1iOHEHHS

MpumiTtka: (+++) — BUCOKA €KCMpecis MOBEPXHEBOro aHTUreHa.

«HopManbHui» HelTpodin (cTpinka

=

Puc. 1. TokcnyHa 3epHUCTICTb

DOI:10.32902/2663-0338-2024-1-44-50

46 | 1-2024

HeWiTpodin i3 TOKCMYHOK 3EPHUCTICTIO

INFUSION & CHEMOTHERAPY



I ornApoBA CTATTA

JI®-HeraTMBHA peakui

Puc. 4. Ouinka 11O

NN® - ue depMeHT, NPUCYTHIN Y LUTONNA3MAaTUYHUX
MiKpoCOMax HelTpodinis, NPOMIENOLMTIB, METAMIENOLMTIB
i MienouuTiB, ane BiACYTHIM y niMdoumTax i MOHoLMTaxX (pUc. 4).
Hespini HewTpodinu npu XMJ1 € PyHKULiOHaNbHO fedeKTuB-
HMMM, MAOTb 3HMXKEHI nokasHuku JI1D. CtuMynboBaHi HelTpo-
dinv NP MatoTb niaBumLeHi nokasHuku JIID. Y pasi XHJ1 Hu3bKi
nokasHuku JIJIO € BUHATKOM.

CupoBaTtkoBuit BiTaMiH B,, i 3aaTHiCTb A0 HOro 38'a3yBaHHA

PigHi BiTaminy B, , 3a3Bu4ait nigsuweni npu XMJ1 i XHI.
PaHiwe ekcneptu BiA3Havanu, WwWo nauieHTtn 3 JIP MatoTb nepe-
BaXHO HOPMabHi 3HaY€HHs BiTaMiHy B, ,, ane HewonaBHE
CNOCTEPEXEHHS 33 XBOpMMM 3 JIP 3 04HOYACHMM LOCNIOXKEH-
HaMm piBHiB G-CSF nokasano, wo pieHi BiTamiHy B, Bynu Tex
Bucokumm [17].

Acnipauia Ta 6ioncia KicTkoBoro Mosky

36iNnbLleHHs KNITMHHOCTI (33 paxyHOK HOPManbHUX KNiTWH,
WO He MalTb 03HaK KNITUHHOT aTunii) 3 MienoigHow rinep-
nnasiel € oCHOBHOW kaptuHoto JIP. Ha BiaMiHy Big roctporo
NenKo3y, KoMK CnocTepiraloTbCa BUpaXeHa nponidepadia
Ta BNOpPSAKOBAHE [03PiBaHHA BCiX HOPMasbHUX Mi€NOiAHUX
eneMeHTIB i3 HopManbHot Mopdonorietn. Mibpo3y HeMae.
Mogni6bHi MopdonoriyHi o3Haku HasBHi npu XHJ1, ane 6io-
ncis KicTKOBOro MO3Ky MOKa3y€e HeBeNUKe MOCUNIEHHS pPeTu-
kyniHoBoro ¢ibpo3y 1 gonomarae gudepeHuitoBaTu oro
Bif peakTMBHOro npouecy. [ins XMJT xapakTepHMMM 03HaKamu
€ 6azoodinis, eo3nHodinis, MOHOLMTO3 a60 HABITb MiHIMaNbHUI
BifcoToK 6nacTis i peTukyniHoBui §ibpos [16].
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NIN®-no3nT1BHA peakuis

LiuToreHeTMYHe [OCNIAKEHHS Ta MOJIEKYISIPHUIA aHani3
rpaHynoumnTie nepudepryHoOi KpoBi i1 KiCTKOBOrO MO3KY

BusBnenHs «dinapenbdiicbkoi XxpoMOCOMU» B KapioTuni
abo BuaABNeHHS TpaHcokauii t (9;22) (CTBOpeHHS OHKOreHa
bcr/abl) 3a ponomoroto MonekynspHUX METOAIB € 03HAKOI
XMJ1i sukntodae XHJ1. Mpote mMeHw Hixk 10 % BMNaaKiB cTaHOB-
NATb aTMNOBI MienonponipepaTnBHi 3aXBOPIOBaHHS. Y TakoMy
pasi MOXyTb OYTM 3aAifHi epuUTpoiaHMIA | MerakapioumTap-
HUM paan. JoCnigHUKKM BUSBASAM LUTOTEHETUYHI aHoManii
B 37 % Bunaakis XHJ1, HauyacTiWwmM 3 9KMX BUSBUNOCS ypa-
xeHHs 20-i xpomMocomu, Toai K y BinbwocTi BUNaakis 3adik-
COBaHO HOpMasnbHUIA Kapiotun. Y xBopux i3 JIP He BUsBASAOTb
aHomanii kapiotuny [12].

IMyHO(eHOTMNYBaHHSA NepudepUyHOi KpoBi
Ta KiCTKOBOTrO MO3KY

IMyHOhEHOTUNYBAaHHA [AE MOXIMBICTb BUKIOYUTU Ha-
SABHICTb rOCTpPOi Mi€NnoigHoi neikeMii abo nporpecyBaHHs
XMJ1 o nossu «6nacTtHoro Kpusy». IMyHodeHoTUN AEMOH-
CTPYE XapaKTepHi «3HaXiZKu» npu nerkemisax. (paHynountu
Ha FS/SS-ckateporpamax nepudepuyHoi KpoBi Ta rpaHyno-
unTh Ha SS/CD45-ckateporpamax KiCTKOBOro MO3Ky BM3Haua-
H0Tb MO3UTUBHUI pe3ynbTaT AOCAIIKEHHS. 3pini HelTpodinm
ekcnpecytoTb noBepxHeBi aHTUreHn CD13 i CD15 Ha piBHi
>95 %, ToAi AK BOHM abconoTHO HeraTueHi ana CD34
Ta HLA-DR. Excnpecis CD34 mMoxe BKa3yBaTh Ha HasIBHiCTb
roctporo nerko3sy abo Mi€noAMCNNACTUYHOTO CUHLPOMY.
Knitnam npu XMJ1 MoxyTb 6yTM no3utuBHumMu Ha HLA-DR,
o He cnocTepiraeTbcsa npu JIP [15].
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CupoBaTKOBi piBHi reMonoeTM4Hux aKkTopiB pocTy

G-CSF, GM-CSF Ta IL-6 He BKNKOYEHi B 3BMYAMHY AiarHoC-
TUYHY pobOTY, iX BU3HAYEHHS 33 A0MNOMOrok TBepAoda3HOro
iMmyHodepMeHTHOro aHanisy (ELISA) 6yno BukopuctaHo daxis-
LUAMKW ONS OEeMOHCTpaLii 3B'93Ky MiX LMTOKIHONPOAYKYBanb-
HUMKU NyxanHamu Ta po3suTkoMm JIP [13]. LLi rnikonpoTeinu
3a3BMYaN CEKPETYHTHCS MOHOLMTaMU, Makpodaramu, eHao-
TenianbHUMK KNiTUHaMK Ta dibpobnactamu. [lo iXHiX PyHKLIN
HanexaTb perynsuia pocty Ta audepeHuialii reMonoeTMYHMX
KNITUH-NONepeaHuKiB i GYHKLIOHANbHA aKTUBALLIS 3pinnX Hel-
TpodiniB i Makpodaris. JIP yepe3 nyxinHy, Wwo npoaykye GM-
CSF, xapakTepun3yeTbCst BUpaxeHo eo3nHodinieto. MavuieHTn
3 XMJ1 i XHJ1 matoTb HM3bKi piBHi G-CSF; ue cBigumTb npo Te,
O HEOMMACTUYHUI FPaHYION0e3 MOXE YUHWUTU CYynpecopHuit
edexT Ha cuHTe3 G-CSF [8].

AHanis reHa peuenTtopa aHaporeHa nioauim (HUMARA)

Ananiz HUMARA ponomarae focnigutm 3aKkOHOMipHOCTI
iHaKTVBALii reHa peLenTopa aHApPOreHa NANHU B X-XPOMOCOMI.
Mpu mienonponidepaTBHUX CUHAPOMaX, BKAOYatoum XMJ1
i XHJ1, HelTpodinu BUABNAOTL MOHOKNOHANbHICTb, TOAI
K y pa3i peakTUBHMX NPOLECiB BiA3HAYAETHCA NONMIKNOHANbHA
kapTuHa [13].

BakTepionoriuHuii (KyNnbTypanbHui1) METOA, AOC/IAXKEHHS

Mowyk iHdekuinHoro 36yaHMKa BKAKOYAE B3STTS NOCi-
BiB Ki/IbKOX PiAMH i TKAHWH, 0COBAMBO KPOBi, MOKPOTUHHS
M KiCTKOBOrO MO3Ky, Ha bakTepii Ta MikobakTepii. 34iNCHIOTbL
TaKoX MOCIB Kany, OCKifibKK KOAIT, cnpuunHenunin Shigella spp.
abo C. difficile, € 0ogHWMM i3 KNAaCMYHUX NPUKNALAIB iHDEKLiIMHO-
acouiosaHoi JIP [14].

BisyanisauiiiHi gocnipxeHHs Ta 6ioncia
o6 BuaBuTH npuxoBaHy iHdeKkLito abo 3nosKicHe Ho-

BOYTBOPEHHS, NOTPiOHO BMKOHATKU yNbTpa3ByKOBe AOCAI-

mxeHHs (Y3M) i kommiotepHy TomMorpadito (KT) abo marHiTHo-

pe3oHaHcHy ToMorpadito (MPT) rpynHoi KniTkM Ta YepeBHOI
nopoxHuHu [10]. LLloliHO AiarHOCTOBAHO CONiAHY MyXJIMHY,
6ioncia Mae cynpoBOAXKYBaTUCS CheLiafbHUM iMYyHOTiCTOXI-

MiYHMM apbyBaHHSM AN9 BUSABNEHHS MOXIMBOI ekcnpecii

peuenTtopis G-CSF abo GM-CSF, wo niaTBepaxye HasBHICTb

LUMTOKIHONPOAYKYBANbHOI MyXIUHW.
3BaXakum Ha CKNAAHICTb AMdepeHLiMHOI AiarHOCTUKMK

JIP 3 iHwuMKn dopMamMu nenkosy, NOTpibHUIA CTPYKTYpOBaHMM

i peTenbHuii nigxia. Ha cborofHi Benuke AiarHOCTUYHE 3Ha-

YyeHHs MatoTb: 6ioncis 3i cnewuianbHUM IMYHOTICTOXIMiYHUM

hapbyBaHHAM, MONeKynspHe Ta LUTOreHeTUYHe OOCTiAKEHHS

KICTKOBOro MO3KY, IMyHODEHOTUNYBAHHA KiCTKOBOMO MO3KY,

aHani3 reHa peuenTopa aHAPOreHa NIAUHM.

[ns nigTBepmxeHHs aiarHo3y JIP noTpibHO BUMKOHATK:

e 3arasibHWI aHani3 KpoBi 3 PO3rOpPHYTOK NENKOLMUTAPHO
dbopmynoto;

e BM3HA4eHHs piBHa JI/1D;

e acnipauito Ta 6ioncito 3i cnewjiaNbHUM iIMYHOTICTOXIMIYHUM
(apbyBaHHAM Ans BUSABNEHHS MOXIMBOI eKcnpecii pewen-
TopiB G-CSF a6o GM-CSF KicTKoBOro Mo3ky;

* LMTOTeHeTMYHe A0CNIOXEHHS Ta MONEKYNSAPHUI aHa-
Nni3 rpaHynouuTiB nepudepuyHOi KPOBi M KiCTKOBOTO
MO3KY;

e iMyHObEHOTUNYBaHHA NepUGEPUYHOT KPOBI Ta KiCTKOBOrO
MO3KY;
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e BM3HAYEHHS CMPOBATKOBMX PiBHIB reMOMOETUYHUX PaKTO-
pis;

e aHani3 reHa peuenTtopa aHaporeHa noauHu (HUMARA)
019 NOCNIOXKEHHS KTIOHAaNbHOCTI;

e Bi3yanisauinni gocnioxerns (Y34, KT, MPT) rpyaHoi knitku
Ta YepeBHOI NMOPOXKHUHMU.

HalBaXKMBIlIMM iHCTPYMEHTOM Yy po3pi3HeHHI XM/
i JIP € MonekynsipHa giarHoCTMKa Ta BiACYTHICTb TpaHCIOKa-
Lii t (9;22) (BUHWKHEHHS OHKOreHa bcr/abl). liarHocTuyHa
OLLiHKa 33aBepLUYETbCS BMSIBNIEHHSIM OCHOBHOTO 3aXBOPIOBAHHS,
O AOMOMOXe B MAaHyBaHHI Hadani ONTMManbHOI Tepanes-
TUYHOI cTpaTerii.

Anroputm piarHocTMKM Ta Tepanii

1HeKWiHHO-TOKCMYHMX CTaHiB, AKi cynpoBoaKyloTbea JIP
1. lneHTdikauis eTionoriyHoro YNHHUKA.

e OuiHKa BMPAXEHOCTI KNiHIYHMX NposBiB iHPeKLii abo iH-
TOKCUKaLLiT.

e 36ip aHamHe3y (B TOMY YMCi aHaMHe3y iHDeKLiMHMX 3a-
XBOPIOBAHb, anepriyHnx peakuiin, NpuiomMy nikapCbKnx
3acobiB).

¢ PetenbHe di3nkanbHe 06CTEXEHHS.

e JlabopaTopHi M iHCTPYMEeHTanbHi AOCNILXKEHHS.

2. 3acTocyBaHHS aHTMbBakTepianbHUX, NPOTUBIPYCHUX
ab0 NpoTUrpubKOBMX Npenaparis BiANOBIAHO A0 €TIONOrYHOrO
YMHHMKA.

e Bubip npenapariB 3 ypaxyBaHHAM YyTAUBOCTI 36yAHMKA.

e [Ipu3HayeHHsa npenapaTiB y peKOMEHAOBAHUX A03aX
i pexxumax.

3. 3acToCyBaHHS KOPTUMKOCTEPOIAiB (NpeaHizonoH 1 mr/kr/
no6y) B pasi 3HayHoro nerikoumto3y (>100 000/mkn) abo pos-
BUTKY cencucy. Tpuanictb Tepanii — L0 3MEHLIEHHS KiNbKOCTi
nerikoumtis (<100 000/mkn).

4. 3acTocyBaHHS aHTaroHicTiB peuenTopis IL-6 (Toumnisy-
Mab 8 mr/kr 1 pa3 Ha TwxkaeHb) y pasi HeedEKTUBHOCTI KOp-
TUKOCTEpOiaiB abo po3BUTKY CEpPMO3HUX NOBIYHMX edeKTiB
Bif, X 3aCTOCYBaHHS.

e [lovyaTkoBa Ao03a Toumnisymaby — 8 Mr/kr 1 pas Ha TUXKAEHb.

e TpuBanictb Tepanii — 4O HOPMani3auii KiflbKOCTi NTefKoUUTIB
(<100 000/mkn).

5. [lesiHTOoKCKKaLiHa/iHdy3itHa Tepania (po3unH Peocop-
6inakTty, PiHrepa, PiHrep-naktaTHuid, Tpuconb Ta iH.).

BucHoBkM

HiarHoctuka JIP Moxe ByTu CknagHow yepes ii CXOXiCTb
3 iHWMMM 3aXBOPOBAHHSAMU. 1N nigTBEpAXKeHHS aiarHo3y JIP
noTpibHO BUKOHATU KOMMEKCHE 06CTEXEHHS, BKIOYAUM 3a-
rafibHUIM aHani3 KPOBi 3 PO3ropHYTO JIEMKOLMTAPHOK GopMy-
Noto, BU3HAYeHHs piBHs JIJ1MD, Gioncito i acnipauito KicTkoBoro
MO3KY, LUTOTeHETUYHE LOCTIIKEHHS Ta MONEKYNAPHUIA aHaNi3
rpaHynoumTie nepubepuyHOi KPoBi i KiCTKOBOTO MO3KY, iMyHO-
dbeHoTUnyBaHHA nepudepuyHOi KpPOBi Ta KiCTKOBOrO MO3KY,
BM3HAYEHHS CMPOBATKOBMUX PiBHIB reMONoeTMYHUX HakTopis
i aHani3 reHa peuenTopa aHApOreHa NIOANHY.

HalBaxnuBilWMM iHCTPYMEHTOM y AndepeHLinHin aiar-
Hoctuui JIP i XMJ1 € monekynsipHa aiarHocTuka Ta BiACyTHICTb
TpaHcnokauii t (9;22) (BUHMKHEHHS OHKOreHa bcr/abl).

NikyBaHHg JIP, cnpuunHeHoi iHdekuieto, noTpebye ineHTu-
dikauii 36yaHMKa 1 BU3HAYEHHS YYTIMBOCTI MiKPOOpPraHi3mis
[0 aHTMBaKTepianbHUX Npenaparis, a TaKOX afeKBaTHOI NPOTU-
3ananbHOi Ta Ae3iHTOKCMKALIMHOT Tepanii.
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