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Beeaenue. CTpaTuduKalys NallMeHTOB B OJHY U3
IpynIn pUCKa IPU MOCTAaHOBKe JMarHosa siBJseTCs
Ba)KHOM 3ajlauell omnpejesieHUs MPOTHO3a U BbIGOpa
COOTBETCTBYIOILeH TepanuM y MallUeHTOB C GOJIIUKY-
aspHoitiuMpomoii (DJI). AHaMU3 IJIABHBIX KOMIIOHEHT
(PCA) — MeToZ MHOrOMEpPHOTO CTaTUCTUYECKOI0 aHa-
JIN3a, UCI0J1b3yeMbIH /51 COKpallleHUs pa3MepHOCTH
IPOCTPaHCTBA llepeMeHHbIX C MUHUMaJIbHOM NloTepe
noJie3Hou nHopMaIuu.

Leab. CTpaTudukanus nanueHToB ¢ @JI Ha rpynmsl
pHCKa C y4eTOM OLleHKH OCHOBHBIX JIabOpaTOPHBIX Na-
paMeTpoOB U BblJieJleHUe 3HAYUMbIX IPOTHOCTUYECKHUX
dakTopoB.

Martepuanbl U MeTOABIL. B rcciiejoBaHuEe BKIIOYEHO
184 manuenTta ¢ ®JI. MeguaHa Bo3pacTa cocTaBuIa
51 rog, MeauaHa nepuoja HabawAeHUs — 3,2 roja.
Bce uccnenyemble 1abopaTopHble MapaMeTpbl ObLIU
npeABapUTEbHO CTaHAAPTU30BaHbL. B0O3MOXKHOCTH

ncnosb3oBaHusd PCA oueHuBajsach MO KPUTEPHUIO
cdepuuHocTy bapseTTa, BpalieHue IJIOCKOCTH — 110
MeToAy BapuMakc. KosnmyecTBO KOMIOHEHT oIlpe-
Jle/I1IoCb Ha OCHOBe COGCTBEHHOIr'0 3HaueHus > 1
(MeTon kaMeHHUCTOW ocbhinu). Pasmep ¢akTopHOU
Harpysku Obl1 onpefeseH kak > 0,5. /laHHble aHa-
JIM3UPOBAJIUCH C UCIIOJIb30BaHKeM Jamovi 2.4.8.0 u R
studio 4.2.2.

PesysnbraThl. CTpaTudUKaLUsa NMallMeHTOB MeTOA0M
PCA mnpoBoju/iach Ha OCHOBeE aHaju3a 7 MNapame-
TPOB:  KOJHUYECTBO JIEWKOLMTOB, JIUMQOLUTOB,
TPOMOGOLMTOB, YypOBEHb IeMOIJIOOHUHA, JIaKTaTAeru-
Aporenasnsl (JIAT), [B2-mukporsobynuna (f2-MI),
Bo3pacTta. B Tecte BapJsieTTa 3HaueHHe ¢’ cOCTaBUJIO
422 (df = 21; p < 0,0001). Ananu3 PCA Bblgenus Tpu
KJII0UeBbIX KOMIIOHEHTBHI, onpezeasux 67,7 % co-
BOKYIHOU JHCIIepCUU UcCcaeyeMol BbIGOpKU. Mex-
KOMIIOHEHTHasl kKoppensuus coctaBusa 0 (puc. 1).
Janee KaxJasg KOMIIOHEHTa Oblla paHXMpOBaHa Ha
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Ta6nuua 1. Xapaktepuctnka naumeHToB U3 pasnyHbIX FPpynmn pucka

Mokasartenb Huskwii puck (n = 67) Bbicokuin puck (n = 117) P
MeawuaHa (nnana3oH) Bo3pacTa, net 42,0 (35,5-52,0) 56,0 (47,0-67,0) <0,0001*
Mon, %
My>XUmHbI 791 57,3 0,0028*
JKeHLLMHbI 20,9 42,7
GELF-kputepum, %
«Bulky» 38,8 43,6 0,5268
>3 04aroB pa3mMepoMm = 3 cMm 67,2 76,9 0,1496
CnneHomeranus 29,9 35,9 0,4037
Lintonenus 4,5 2,6 0,6698
OnyxoneBble Knetku > 5 x 10%/n 3,0 14,5 0,0122*
MneBput/acumt 1,9 14,5 0,6218
B-cumnTombl 44,6 38,5 0,4016
CreneHb, %
1-2 91,0 95,7 0,219
3A 9,0 43
JKcTpaHoaanbHble nopaxeHus, % 25,4 29,9 0,5103
[MopaxeHue KoCTHOro Mo3ra, % 444 56,4 0,1285
Cragusa no Ann Arbor, %
1=l 13,4 6,0 0,0844
-V 86,6 94,0
KnuHuueckuii aHann3 KpoBm, MEANAHA (BnanasoH)
NeiikoumTsl, x10%/n 5,9 (4,6-7,1) 6,3 (4,9-8,6) 0,1673
Jiumcbountel, x10%/n 1,20 (0,87-1,75) 1,43 (1,03-2,32) 0,0017*
TpomGouuTbl, x10%/n 276 (221-335) 191 (155-235) <0,0007
Femorno6uH, r/n 126 (113-133) 138 (127-145) <0,0007
MegawmaHa (anana3soH) B2-Mr, mr/mn 2,32 (1,79-3,59) 4,48 (2,60-7,45) <0,0001*
MeguaHa (ananasoH) JIAT, eq./n 190 (156-229) 227 (186-332) 0,0004*
BCL2/18q21 [FISH], % 42,1 45,0 0,7673
FLIPI-2, %
Hu3kuii puck 44,8 26,5 0,0045*
[TpoMeXyTouHbIA pUcK 38,8 359
Boicokuii puck 16,4 37,6
Yacrorta 00, %: 98,5 86,3 0,0065*
Bpems o 00, mec. 4,2 (3,4-5,5) 4,4 (3,2-5,9) 0,3723
MopnepxwuBatowan Tepanus, % 82,3 56,4 0,0006*
POD24, % 17,9 29,1 0,0928

B2-MI' — B2-mukporno6ynun; FISH — chntoopecueHTHas rubpuansaums in situ; POD24 — nporpeccupoBaHne 601e3HU B nepBble 24 Mec. 0T Havana

Tepanuu; IAI — naktatgerngporeHasa; 00 — 06bEKTUBHbIN OTBET.
* Paznuunsa mexay rpynnamu Ctatuctuyeckn 3Haumml (p < 0,05).

TPU paBHBbIX UHTEpBaJa, OllpeJiesisajach CyMMa Tpex
KOMIIOHEHT (OlLleHMBajJaCcb TOYHOCTb C IOMOLUIbIO
ROC-aHasnn3a) ¥, B 3aBUCUMOCTH OT 3HAUYEHUS, BCE Ha-
6J110/leHus] paclpe/ie/IslINCh Ha JiBe TPyMbl (HU3KOT0o
Y BBICOKOTO pPUCKa).

O6e rpynnbl 3HAYUMO pa3JHUYaJUCh 1O YPOBHIO
remomio6uHa (p < 0,0001), JIAT (p = 0,0004), B2-MT
(p<0,0001), numdonuTtos (p =0,0017), TpoMGOLIIUTOB
(p<0,0001),B03pacty (p<0,0001), BpeMeHH 10 Ha4a1a
Tepanuu (p = 0,0093) 1 BpeMeHU [0 IOJIHOT'O OTBETA
(p = 0,017). Kpome Toro, o6e rpynibl pasjdyanauch
10 HOMUHAJIbHBIM NepeMeHHbIM: noay (p = 0,0028),
ctaguu (p = 0,0461), ucnosb30BaHUIO NOAJEPKUBA-
touieit Tepanuu (p = 0,0007), yacToTe 06111ero OTBETA
(p < 0,0065), unpexcy FLIPI-2 (p < 0,0045), PRIMA-PI
(p <0,0001) (Tab.. 1).

B rpynne BbICOKOro pucka 3-JeTHAs 6eccobbl-
TUIMHasA BbDKMUBaeMOCTb cocTaBuaa 46,5 % (95%-i

JloBepuTeJbHbIH HUHTepBan [95% [JU] 37,4-57,8),
B IpyIlle HU3KOTOo pucka — 76,6 % (95% AU 66,0-
88,9; p = 0,001). OTMeyanuCh TaKXe CTATUCTUYECKU
3HaUMMble pa3Iu4yus [0 MOKas3aTeJsM 3-JeTHUX
BbIXKMBaeMoCTH 6e3 nporpeccupoBanus (p = 0,0015),
6es3peuuauBHON BbDKUBaemoctu (p = 0,015) wu
5-netHeit o6wmed BbDRKUBaemoctu (p = 0,0024).
CtpaTtudukanua Ha TCpyINNnbl pUcKa C HUCNOJb30Ba-
nueM HHJekcoB FLIPI-2 u PRIMA-PI 6nl1a MeHee
JIOCTOBEPHON: OTCYTCTBOBAJM pPa3JUUUA MeXIy
rpylnnamu Ju60 Mexay rpyninaMy NpoMexxXyTO4HOro
Y BBICOKOTO pHUCKa (puc. 2).

3akiaodyeHne. TakvM o00pa3oM, aHa/lM3 T[JIABHBIX
koMmnoHeHT (PCA) sBiseTcd MOLIHBIM MeTOAOM
cTpaTudUKaLUKU NAllMeHTOB Ha IPYINIbl PUCKA, OCHO-
BaHHBIM HCKJIIOYMTEIbHO Ha J1abopaTOPHbIX JaHHBIX.
B cOBOKyNnHOCTH YpOBeHb JIEMKOLMTOB, TUMQOLUTOB,
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Puc. 1. AHanun3 rnaBHbIX KOMNOHeHT (PCA):
A — KOMMOHEHTbI Harpy3sku; b — rpatrk KaMeHUCTON ocbinu; B — NWHENHbIN PperpecCcuoHHbI aHanns, 3aBucuMasn NnepeMeHHas — anu-
TenbHocTb BCB3; I — kKoppenauna komnoHeHTbl 1 ¢ BCB3; [ — koppenaums koMnoHeHTbl 2 ¢ BCB3; E — ROC-aHanu3 no pesynbratam
PCA; XK — oTceuka (4yBCTBUTENBHOCTL 64,2 %, cneumdunyHocTb 59,8 %)
95% AN — 95%-i poBeputenbHbli nHTepBan; b2-MIN — B2-mukpornobynuH; SE — ctaHgapTHas ownbka; BCB3 — 3-neTHaa 6eccobbi-
TUMHaa BbxnBaemocTb; JIAI — naktatgerngporeHasa.
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Puc. 2. (A) 3-neTHsAsa 6eccobbiTuitHan BbxxneaemocTb (BCB) B 3aBMCcMMOCTH OT rpynnbl pyucka no pesynstatam PCA.
(Bb) CoBokynHble cobbITUA B aHanuze 3-netHen BCB. (B) 3-neTHAS BbXMBaeMocCTb 6e3 nporpeccuposanus (BbI) B 3aBncnmocTtu
OT rpynnbl pucka no pesynetatam PCA. () 3-neTtHasa BBl B 3aBMcmMmMocTn ot rpynnbl pyucka no FLIPI-2

TPOMOOLUTOB, reMornobuHa, JIL, f2-MI'u Bo3pact KnioueBble cnosa: donnmkynapHaa numdgoma,
C/Iy>KaT 3HAaYMMBIMU NpeJUKTOpaMy MPOrHo3a y ma- (haKTOPHbI aHanu3, aHasn3 rnaBHbIX KOMMO-
uueHToB ¢ OJI. HEHT, NPOrHO3, BblXXMBaeMocCTb, FLIPI-2.

Tepanusa chonnukynsapHon numcombl B peanbHON K/IMHNYECKON NPaKTUKe
(onbIT ogHOroO LIEHTPA)

O.11. Magzspa*, 10.b. YepHbix, TA. MutnHa
I'bY3 MO «<MOHWUKWN nm. M.®. Bnagumupckoro», yn. LenkuHa, a. 61/2, Mocksa, Poccuiickas ®epepauus, 129110

* KontakTbl: Onbra lNaBnosHa Maa3sspa, madzyara@mail.ru

Follicular Lymphoma Treatment in Real Clinical Practice: A Single-Center Experience
O.P. Madzyara*, Yu.B. Chernykh, T.A. Mitina

MF Vladimirskii Moscow Regional Research Clinical Institute, 61/2 Shchepkina ul., Moscow, Russian Federation, 129110

* Correspondence: Olga Pavlovna Madzyara, madzyara@mail.ru
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BBegenue. QosnukynsapHas aumpoma (PJI) — pac-
npocTpaHeHHoe JuMbonposrdepaTuBHOe  3a60-
JleBaHMe, 3aHUMamllee 2-e MeCTO CpeJd JUMGOM.
TepaneBTHuYeckue onLUU A5 JJedeHUs: PJI BKIOYAIOT
KypCbl UMMYHOXUMHOTEpANUU C MOHOKJIOHAJbHBIMHU
aHTU-CD20-aHTUTEe1aMu. 3a60/1eBaHMeE, KaK MTPABUIIO,
XapaKTepu3yeTcsl O6JIArONPUATHBIM I[POrHO30M H
XOpOIIKMM OTBETOM Ha JiedeHHe, OJHAaKO peLiIUBHbIe
U pedpaktepubie ¢opmbl PJI ocTarTcs 3HAYUMOM
KJIMHUYeCcKO# npo6JieMoit.

Henpb. U3yuyuTh KJIMHUYECKHUE MOAXOAbI K JIEUEHHUIO
nanueHToB ¢ JI B MOCKOBCKOU 06J1aCTH.

Martepuanbl U MeToAbl. I[lpoBeleH peTpocHek-
TUBHBIM aHa/MW3 95 aMOy/IaTOPHBIX KapT MallUeHTOB
¢ auarnoszom ®JI, o6paTtuBmuxca B KL MOHUKU B
nepuog c 01.06.2021 no 01.06.2023 r. B uccnenoBanue
BKJIIOYEHbI NAI[MEeHThI C IEPUO/IOM HAbJ/II0AeHUS 6ojiee
6 mMec. luarqo3 ®JI U OTBET Ha TEPAINUIO OLIEHUBATUCH
COTJIACHO OOIIEeNpPUHATBHIM KpuTepusM. B aHanuze
HCIO0Jb30BAJIUCh METO/bI ONIMCATEJNbHON CTATUCTUKH.

Pe3ysibraThl. B aHanu3 Bk/IW4YeHO 76 NalUeHTOB,
3 Hux 23 (30,3 %) MyX4MUHBI, MeJiMaHa BO3pacTa
55 ner (muamaszon 33-78 jet). MeauaHa Hab6Jito-
JleHus: coctaBusa 40 Mec. (guanmaszoH 7-191 mec.).
XapaKTepHUCTUKU NTAaLlMEHTOB IIpe/icTaBJeHa B Tab.1. 1.
Y 77,6 % nanueHTOB 3a60/1eBaHUe JUAaTHOCTUPOBAHO
B III-1V ctraguu. «Bulky»-nnopaxxeHrue uMeso MeCTo y
5 (6,6 %) 60/bHBIX. JKCTPAHOAAJbHbIE OYark BKJIIO-
YyaJd KOCTHBIM MO3I, MATKUE TKaHH, JIerKoe, KOXY,
JIBEHAILIAaTUIIEPCTHYIO0 KUILIKY, KOHBIOHKTHUBY IJia3a.
Tpancdopmanus B fuddy3Hyo B-KpynHOKJIETOUHYIO
auméomy ([ABKJI) oTMeyeHa y 2 nallueHTOB yepes 3 U
126 Mec. COOTBETCTBEHHO.

Ha6unwoaenve pexkomenpoBaHo 4 (5,3 %) manu-
eHTaM. Y 2 60JibHbIX Uepe3 5 1 12 Mec. COOTBETCTBEHHO
HayaTa IPOTUBOOMNYX0JieBasi JIeKapCTBeHHasl Tepamnus,
y 1 — 3adukcupoBaHa TpaHcdopmauuss B /JIBKJI,
y 1 — mnpojomxeHo HabJwofeHUe (AJUTESbHOCTh
58 mec.). BosbuinHcTBY nanueHToB (94,7 %) B epBoOi
JINHUY NIPOBOJMJIAC JIeKapCTBeHHasl Tepanusl. CxeMbl
JleyeHUs IepBOM JIMHUMU IIpeJiCTaBJIeHbl B Ta6.1. 2.

YacToTa 0611iero oTBeTa Ha NPOTHBOOIYX0JIEBOE
JleueHUe nepBoi JMHUU cocTtaBuaa 87,8 %. llonnep-
JKMBamwllasg Tepanus PUTYKCMMaboM NPOBOJUIACH
y 56 (86,1 %) nanuenTtoB. U3 18 mauueHTOB C ya-
CTUYHBIM OTBETOM 7 JOCTUIJIM IOJIHOIO OTBeTa B
TedyeHUe NOJJepXKUBalollell Tepaluu U HabJoeHus
1oCJie Hee.

PeuuguB 3abosieBaHus BepuduuupoBaH y 16
(24,6 %) nauueHToB. MeauaHa JJIUTENbHOCTH
nepBoil pemuccuu cocraBuia 21,5 mec. Peppakrep-
HOCTb K NepBOM JIMHUM Tepaluu oTMevasach y 9 na-
1MeHTOB. CXeMbl JleueHHs] BTOPOM JIMHUU BKJIIOYaJIU
BbIcoKoi03HbIe pexxuMbl (RBAC, RDHAP, RICE), o6u-
HyTy3yMab-cojep:kaluide Kypchbl (Tab6u. 3). O6uuit
OTBET Ha Tepanuio BTOPOW JIMHUM YCTAHOBJIEH Y
16 nanyMeHTOB.

Ta6nuua 1. Xapakrepuctuka nauneHToB

Lutotun Yucno naymeHTos, n (%)

1-2 48 (63,2)
3 14 (18,4)
HA 14 (18,4)
Crapus
I 6(7,9)
I 11(14,5)
11} 45 (59,2)
IV 14 (18,4)
«Bulky» 5 (6,6)

HJl — HeT aaHHbIX.

Ta6nuua 2. Cxembl neyeHuns ®J1 nepeoii NMHUK

Yucno naymeHToB

CxeMa neueHus abc. %
RCHOP 48 64,9
RB 9 12,2
RCOP 5 6,8
CHOP 4 54
R-mono 4 5,4
R-mono + 1T 1 1,4
RB + NT 1 1,4
RFC 1 1,4
cv 1 1,4

CHOP — umknodocthamma, [OKCOPYOULIMH, BUHKPUCTUH, MPEAHW30/I0H;
CV — umknodhocamma, BUHKPUCTMH; R-mono — MOHOTepanus
putykcumabom; RB — putykcnuma6, 6eHpamyctid; RCOP — putykcumab,
umknogocdamua, BUHKPUCTUH, NpeHn30noH; RCHOP — putykcumab,
unknogocdamua, LOKCOPYOULMH, BUHKPUCTUH, NpeaHn300oH; RFC —
putyKCumao, dnynapabuH, umknodocdamug; JIT — nyyesas Tepanus.

Ta6nuua 3. Tepanusa ®J1 BTOPOA NNHUK

Cxema Yucno naymeHToB

RB 9
RCHOP
RBAC
RDHAP
RICE
RCOEP
RFC
R-mono
G-mono
G-Len
FC

cv 1

_ A A A A aNNW

CV — umknodocdamua, BUHKpUCTUH; FC — dhnynapabuH, umknodoc-
thamug; G-Len — 06uHyTy3ymMab, neHanupomug; G-mono — MoHoTe-
panus 06uHyTy3ymabom; R-mono — MoHOTEpanus putykcumabom;

RB — putykcuma6, 6eHaamyctH; RBAC — putykcumab, 6eHAaMyCTuH,
umntapabuH; RCHOP — putykcumab, umknodocthamng, AOKCOPYOULIMH,
BUHKPUCTUH, NnpefHn3010H; RCOEP — putykcnmad, unknodochamug,
BMHKPUCTWH, 3TON03WA, NpeaHn30n0H; RDHAP — putykcumab, Aekca-
MeTa30H, LMcnnaTuH, umtapabu; RFC — putykcumab, dnynapabuH,
unknogocdamug; RICE — putykcumab, ndochamng, kapbonnatuH,
3TOMNO3MA.



Tepanusi TpeTbel U Gojiee JIMHUN MPOBOJUIACH
9 manueHTaM, y 6 U3 HUX 3apUKCUPOBaHbI IEPBUYHASA
pedpakTepHOCTb 3a60/1€BaHNA UJIU PAaHHUH pelUIuB.
B kauecTBe Tepanuu npuMeHsiiucb RCHOP-no06Hb1e
Kypcbl (n = 2), 6GeHAaMyCTHH-cOAepKallue KypChbl
(n=2),06uHyTYy3yMab (n = 3), METpOHOMHas Tepanus,
aysesucu6b (n = 2).

3ak/iroueHue. HOJ’[y‘IEHHbIe pe3ysbTaTbl COIOCTA-
BHUMbI C JaHHBIMHU pOCCHﬁCKHX U 3apY6e)KHbIX LEHTPOB.
Y Go/bIIMHCTBA NNalfMeHTOB 33(1)I/IKCI/IpOBaH OTBET Ha

Tesucbl paboT v 10K1a[0B 1

NepBYyI0 JUHUIO Tepanuy, ogHako B 30 % cay4yaeB OT-
MeYaJIMCh PENUAUB WM IepBUYHAsT peppaKTEPHOCTE.
Y 10 % 60/1bHBIX NOTPe60BAIOCH TPOBEleHHUE Tepalru
TpeTbel/4yeTBepTol IMHUM. JleueHUe pedpaKkTepHOIt/
peunauBupyoeit ®JI B HacTosillee BpeMsi OCTAETCs
aKTyaJbHbIM BONpOCOM. Pa3paGoTka HOBBIX Npena-
paToB jus Tepanuu PJI sABAseTCS NepCreKTHBHBIM
HanpaBJIeHHeM B COBPEMEHHOM reMaToJ/IOrUH.

KnroueBble cnosa: honnvkynapHas numdgoma, pu-
TyKCMMab, 0OVHYTy3yMal, UMMYyHOXUMUOTEPAnUS.

MyrtauuoHHbI npocunb audcdysHom B-kpynHokneTouHon numdombl
CO BTOPUYHbIM BOB/IEYEHMEM LIEHTPaSIbHON HEPBHON CUCTEMDI

E.H. Boponaesa'?*, B.C. Kapnosa? B.H. Makcumos™?, T.W. Mocnenosa?
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2 ®OIbOY BO «HoBOCMGMPCKUIA rOCYAapCTBEHHBIA MeANLMHCKIUA yHuBEpcuTeT» MuHaapasa Poccuu,
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Mutational Profile of Diffuse Large B-Cell Lymphoma
with Secondary Central Nervous System Involvement

E.N. Voropaeva'?* V.S. Karpova?®, V.N. Maksimov'?, T.I. Pospelova®
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BBepgenue. Crnenuduyeckue reHeTHYECKHE CUTHa-
TYPbl MOTYT ObITh CBSI3aHbI C peluAuBoM AudPy3HO
B-kpynHokjaetouHoit suméomnel (JBKJ) B LIHC. Ux
BbISIBJIEHHE NTO3BOJIUT YAYYLIUTh TOYHOCTh MPOrHO3a
¥ 0TGOp NAllMEHTOB AJ151 IPOPUIAKTUYECKOHN TEpaUH.

Lesnb. U3yuyuth MyTanuoHHbiit npoduis [ABKIJI ¢ pe-
uuauBamu B [JTHC.

Martepuanbl M MeTOAbl. AHajM3upoBajach 6asza
C-Bioporlal for cancer genomics database, cozmep-
»kalast faHHble 355 nanueHToB 6e3 BoBJyieyeHus IJTHC
U 48 — c peuuguBoM onyxouu B IHC. [lnsa Banuganuu
NOJIyYeHHBbIX JJaHHbIX Ha maaTdopme Illumina mpo-
BeJleH 3KCIIEPHUMEHT 10 MMOJIHO3K30MHOMY CEKBEHUPO-
BaHMUIO JUATHOCTUYECKUX 06pa3LoB 9 60bHbIX JBKJI
¢ peyuarBamu B LIHC.

PesysbTaThl. B x0/1e aHa/1M3a 6a3bl JaHHbIX 3HAYMMble
pas/iuyus B rpymnax 60JbHbIX ¢ penuauBamMu B [JHC

U 6e3 BoBsiedyeHUs [JHC 6b11M MOJydYeHbI MO YacTOTe
MyTanui B renax MYD88 (p = 0,019), PIM1 (p = 0,025),
CD79 (p = 0,043), ARIDIA (p = 0,040) u INO8O
(p = 0,028); oTMeueHa TeHAeHUUs A5 reHa SMARCA4
(p = 0,087). [Ipu aToM MyTanuu B reHax MYD88, PIM1
1 CD79B coudeTanuck Apyr c apyrom (p < 0,001), Torga
kak myTauuu INO80, ARID1A v SMARCA4 yalue HOCUIU
B3aUMMOMCKJIIOYAIOIUH XapaKTep.

OneHKa naHeJ M U3 YKa3aHHbIX 6 TeHOB [103BOJISIET
BbI/IeJIUTh 110 MeHbIlIell Mepe iBe NOATPYIINbI CI1y4aeB:
nepBasi O CNEKTPY MyTaluid CXOoAHA C NMepBUYHOHU
JABKJI HHC v noaTUNOM M3 aKTUBUPOBAHHBIX B-11M-
douuToB, BTOpas 6/13Ka K uMboMe BepkuTTa, npu
KOoTOpo¥ MyTanuu B reHax SMARCA4 v ARID1A 3aHu-
MamT 4-e U 5-e MecTo COOTBETCTBEHHO.

Pe3ysbTaThl Hallero 3KclepuMeHTa MOATBep-
XJAalT JAaHHble aHasu3a C-Bioporlal for cancer
genomics database. M0XHO BBIZIEJIUTb OCHOBHbIE
TUIIbl HAaXOJ0K: COYeTaHHasl aKTHUBalMsl CUTHAJbHbBIX
nyTteit NF-kB u JAK-STAT (6/9 06pasuoB ¢ MyTaliusiMu
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B reHax MYD88, NOTCH1, CD79B, CARD11 n 5/9 —
¢ MyTanusaMu B redHax PIM1 u STAT6), abeppauuu TP53
(3/9 cnydyaeB) M MyTalUu T'€HOB CUCTEMBI peMo/ie-
JIUpOBaHUs xpoMaTHHa (5/9 o06pasuoB ¢ MyTalUsIMU
B reHax ARID1A, KMTZ2D, EP300 u SMARCA4). Cpenu
JPYTHX HaX0JlOK cJeJlyeT OTMeTUTb MyTallMH B reHax
CIITA n CD58, uMerolivie 3HaUeHUE B YKJIOHEHUU OTY-
X0JIEBBIX KJIETOK OT MMMYHHOT'0 HaZ;30pa.

3akio4yeHre. AHa/lU3 JIMTEPATYPHBIX JAaHHBIX O
pPOJIM BBISIBJIEHHBIX MyTallUid CBUJIETEJbCTBYET, UTO,
HECMOTpPsI Ha KaXylIylocs TeTepOreHHOCTbh MYyTa-
yuonHoro npoéunsa JBKJI c¢ peunauBamu B LIHC,
B OOJIBLIIMHCTBE CJIy4YaeB JJis OMYXOJIEBBIX KJIETOK

XapaKTepHbI FreHeTHYeCKHe HapyllleHUs], IPUBOAALIE
K TPOAYKLUMH 3JI0KAaYEeCTBEHHbIMU KJIETKaMU Mpo-
BOCNAJIMTEJNbHBIX LIUTOKUHOB, a TaKXe abeppaluy,
CHIDKAIOIIMe HMMYHOTE€HHOCTh U CIOCOOCTBYOLIME
“36eraHUI0 ONMyX0JbH HUMMYHHOrO Haj3opa. JTo, B
CBOIO OUepe/ib, T03BOJISIET OMYX0JIEBbIM B-KjleTKaM He
TOJIBKO NpeojoJeBaTh remMaTo3Hledasuiyeckuil 6a-
pbep, HO U BBDKUBATh U NpoaudeprUpoBaTh B KpaiiHe
6e/iHol Ha pocToBbIe cTUMYIBI cpese LIHC.

KnioueBble cnoBa: anddysHasa B-kpynHokne-
TOYHas NuMdoma, peunams, LeHTpanbHasa HepB-
Has cUCTema, CEKBEHMPOBaHNE HOBOrO MOKosie-
HUA, MyTaUWOHHbI Npohuib.

HapyweHus uMMyHoperynauum npu HeXOAXKUHCKUX NuMd omax
No AaHHbIM Nepucepuyeckoi KpoBU

E.l. Kysbmuna*, T.10. MywkapunHa

MeanumnHCKNiA pagnonornyeckuii HayuHbli LeHtp um. A.®. Libiba — cdmnnan ®IbY «<HMUL, pagnonorun» Munsapasa Poccuu,
yn. Koponesa, a. 4, O6HuHCK, Kanyxckas o6nactb, Poccuiickas ®epepaums, 249036

* KoHTakTbl: EBrenns enHaabeBHa Ky3sbMnHa, kuzmina_e_g@mail.ru

Impaired Immunoregulation in Non-Hodgkin Lymphoma as Revealed by Peripheral Blood Data

E.G. Kuzmina*, T.Yu. Mushkarina

AF Tsyb Medical Radiological Research Centre, branch of the NMRC of Radiology,
4 Koroleva ul., Obninsk, Kaluga Region, Russian Federation, 249036

* Correspondence: Evgeniya Gennadevna Kuzmina, kuzmina_e_g@mail.ru

BBeaeHue. IMMyHonaToreHes reTeporeHHOM rpynnbl
HeXO/PKKUHCKUX JiuMboM (HXJI) obyciioByieH 3HA4U-
TeJIbHbIM YHCJIOM OOIMX U MHAUBUAYAIbHbBIX TeHeTH-
YeCKUX HapylleHUH B KJIeTKaX, KOTOpble COXPaHSAIT
»KW3HeCNoco6HOCTD 61arofaps fucbalaHCy B CUCTEMe
MMMYHHOI'0 Haj30pa. XapakTep BO3HUKAWOLIUMX Ha-
pyimieHu# uMmyHuteTta npu HXJI — 3To He TOJIBKO
MaTepuas AJs U3y4eHUs 00ILMX U UHJWUBUJYaJbHbIX
0COOEHHOCTeH maToreHesa 3a6oJieBaHUM, HO U 6a3uC
JIJ1s pa3paboTKU HanpaBJeHHOH UMMYHOTepaNuH.

Henan. OxapakTepusoBaTb 0CO6EHHOCTH MMMYHHOIO
craTyca, ceoiictBeHHoro HXJI, no saHHbIM nepudepu-
YecKo# KpoBH.

MaTepuasbl u MeToAbl. 06cefoBaHo 253 maiyeHTa
¢ HXJT u 100 npakTu4yecku 3/j0pOBbIX Jtojeil. B remo-
rpaMMe YYUTBIBAJICA YPOBEHb JIEMKOLIMTOB U JMMO-
uutoB. OcHOBHble monyssnuu auméonuto (T-, B-,
NK-nmumbouuTsl, uX QyHKLIMOHAAbHasA aKTUBHOCTb, pe-
rynsaTopHble T-kieTku [Treg]) oneHMBaIUCh METO/,0M

npoTouHoU nuTodatoopumMmerpun. ®ynkuusa T-numoo-
LIMTOB OIpeJie/ieHa N0 peaKL Ky 6acTTpaHcdopMauu
aumoonutoB (PBTI), pyHkius B-kaeTok — 1o ypoBHIO
HMMYHOIJIOOYIMHOB KjaccoB M, G U A B ChIBOPOTKE,
darouuTo3 — 10 NOMIOIEHUI0 WU IepeBapHBaHUIO
St. aureus. OnpesiesieH UMMYHOPEHOTUI OIMYXOJEeBbIX
B-ksieTok. CpefiHue rpynnoBble 3Ha4eHUs1 y 60JIbHBIX
HXJI v 31,0pOBBIX JITOiel CPaBHUBAJIUCH 110 t-KPUTEPHUIO
CtoioneHTa (mporpamma STATISTICA 8.0).

PesynbraThl. UMMyHHBIN oTBeT npu HXJI comepkuTt
3HAYUTEJIbHbIM BOCIA/IUTENbHbIA KOMIIOHEHT (MOBBI-
lIeHHe YPOBHS JIEMKOLUTOB IIPYU CHU>KEHUH TPOLeHTa
JUMOOLUTOB, yCUJIeHNEe U He3aBepLIeHHOCTh $aromnu-
TO03a, noBhbllieHUe ypoBHs IgM u IgG). Ha6utogaeTtcs
MOBbILIEHHE YPOBHS UMMYHHOTO OTBeTa (POCT YMcIa
T-, B- u NK-1umMdo1uToB), KoTopoe cieAyeT CYUTaTh
HeJl0CTAaTOYHbIM, T. K. Hab/10aeTcsl JeldKeMHU3aLus c
BBIXO/IOM B KPOBb 3HAQUUTEJbHOT0 YHCJIA ONYX0JIeBbIX
B-knetok (mo 10-15 %). OTMedeHa 3HA4YMTesbHas
aktuBauus T-mumoonutoB (> 15 % npu Hopme 5 %)



C OJJHOBpPeMEeHHbIM CHM)XeHHeM HX INpoJudepanuu
B PBTJI. O6HapyxeHO ycUJeHHe UMMYHOCYIpecCUu
3a CYeT 3HAYMUTEJbHOTO IOBBIIIEHUsI YHCJIA Cylpec-
copHbIX Treg-1MMQOLUTOB, PEryJaTOPOB UMMYyHHOIO
otBeTa (8,3 % npu HopMe 3,7 %).

3axmodenue. [lokaszaHo, 4TO pas3BUTHe JUMQONPO-
audepaTuBHoro mnporecca npu HXJI mpoucxonut Ha
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¢$OHe BOCHA/MTENBHBIX peakuMid HecneLHdUIeCKoro
U crienuduyeckoro reHesa. [losiBjeHHe B KPOBH OMYXO-
JIEBBIX B-KJ/IETOK C/leflyeT cYUTaTh OAHUM U3 IPHU3HAKOB
HEZ0CTaTOYHOCTH NMPOTUBOOMYX01e€BOro T-KIeTOUYHOro
MMMYHHTETA, 06YCIOBJIEHHON YCUIEHUEM CYIIPECCHH.

KntoueBble cnoBa: HEXOOKKUHCKNE NNUMGOMBI,
BOcCnaneHne, UMMyHUTET, UMMYHOCYNpeCCus.

MmmyHorematonormyeckue nokasarenu nepundepu4eckon Kposu
npu numcpome XogXKuHa

T.10. Mywkapuna*, E.I. Kysbmuua, T.W. boratsipesa, /1.10. [pusLosa

MeanuMHCKNA Pagnonornyecknii HayuHbli LeHTp um. A.®. Libiba — dmnnan ®IBY «<HMWUL pagnonorun» Munsppasa Poccum,
yn. Koponesa, a. 4, 06HuHCK, Kanyxckas o6nactb, Poccuiickas ®epepaums, 249036

* KoHTakTbl: TatbsiHa lOpbeBHa MyLikapuHa, jeweltany@gmail.com

Immunohematological Parameters of Peripheral Blood in Hodgkin Lymphoma

T.Yu. Mushkarina*, E.G. Kuzmina, T.I. Bogatyreva, L.Yu. Grivisova

AF Tsyb Medical Radiological Research Centre, branch of the NMRC of Radiology,
4 Koroleva ul., Obninsk, Kaluga Region, Russian Federation, 249036

* Correspondence: Tatyana Yurevna Mushkarina, jeweltany@gmail.com

BBeaeHnue. J/lumpoma XomxkkuHa (JIX) — onyxosieBoe
3a60J1eBaHMe, IPU KOTOPOM BbICOKOAQKTHBHbBIE ONYX0-
JieBble KJIeTKH, cocTaBALue B cpegHeM 0,1-10,0 %
BCell HeoMJaCTUYeCKOM MacChl, HAaXOAATCA B HeINo-
Cpe/CTBEHHOM KOHTaKTe C KJIeTKaMH MHUKPOOKDY-
KeHUA. JUCOYHKIMA UMMYHHBIX peaKLU{ JIeXUT B
OCHOBe NaToreHesa u nporpeccupoBanud JIX. UMmmy-
HOreMaToJIOTHYecKUe NoKa3aTeNu nepudpepuieckon
KPOBHU XapaKTepHu3yI0T QyHKILHOHAJbHOE COCTOSIHUE
MMMYHUTETAa U OCOGEHHOCTH HMMYHOJIOTHYECKOH
PEeaKTUBHOCTH NPU AaHHOM 3a60/ieBaHUU.

Ilenb. OxapakTepu3oBaTb 0COGEHHOCTHM HMMMYHOTe-
MaToJIOTMYEeCKOT0 CTaTyca nepudpepruyeckoid KpoBU y
NepBUYHBIX 60JbHBIX JIX.

Marepuajibl 1 MeToAbl. O6cnejoBaHo 43 manueHTa
B JAe6toTe JIX. [pynmnoil KOHTPOJSA CAYXKUIU KJIUHU-
K0-J1abopaTopHble AaHHble 38 NpaKTHYeCcKH 3/J0pPOBbIX
awofed. B ananus Bk/oYeHO 28 MMMYHOJIOTMYECKUX
nokasatesieit (T-, B-, NK-nmumdouuts,, Mapkepbl
UX OYHKIMOHAJIBHON aKTUBHOCTH, PperyJsiTOpHble
T-xneTku) U 3 TeKOLUTapHbIX MH/IeKCa: COOTHOLIEHH e
HelTpodusoB u mumoonutoB (MCHJI), HeitTpoduios
u MoHouutoB (MCHM), numMboIUTOB U MOHOLUTOB
(UCJIM). Ucnionb3ysa nporpammy STATISTICA 8.0, cpas-
HUBaJIU CpeJiHYe TPpyINOoBble 3HaUeHUs y 60/bHbIX JIX
1 3[J0POBBIX JIUL C IOMOLbIO t-KpUTepusi CTbIOAEHTA.

Ta6nuua 1. IMMyHOremMaTonorm4yeckuii ctatyc Kposu B gebtoTe
MM OMbI XOOXKKNHA

KontponbHasa  Jlumdoma
rpynna XopxkuHa*
Mokasarenb (Mzo0) (M+o0)
JeiikoumTsl, x10%/n 57+14 8,6+3,6
Jiumcpountel, x10%/n 1,8+0,5 1,2+0,5
T-numcoumtbl, % 78,074 711+1,2
T-numdpoumTbl, x10%/n 1,4+04 0,9+0,5
B-numchouutsl, % 78+29 48+24
B-numcpouutbl, x10°/n 0,14+ 0,06 0,06 £ 0,04
NK-numdountsl, % 11,0+£5,8 18,4 +10,8
AkTMBMPOBaHHbIE T-nuMdoumTbl, % 56+4,0 99+6,9
196G, ea./mn 12,0+ 21 15,3+3,2
IgM, en./mn 1,5+0,4 1,8+0,6
CnoHTaHHasa PBT/1 1088 + 496 812 + 347
CrumynupoBanHas PBT/1 11311 £ 8987 3918 + 4707
¢ MutoreHom Or'A
MHpekc ctumynsauum PBT/T 11,8+9,6 5,2+6,7
darouuTapHblii MHAEKC 6,9+0,5 7,2+0,9
PerynsatopHble T-knetku, % 3,719 6,1+3,9
WUCHN 2,0£0,7 6,4+4,2
UCIM 40+18 1,7+1,3

NC/IM — nHAaeKkc cooTHoweHNUs numdountos u moHouumtos; MCHJT —
MHAEKC COOTHOLLEHUS HeATpothnnos 1 numdouuntos; PBT/T — peakuus
6nactHoii TpaHcopmaumn numdoumntos; A — dutoremMarrNTUHNH.
* CTaTUCTUYECKM 3HAYMMbBIE PAa3IMymUs N0 CPABHEHMIO C KOHTPONbHOM
rpynnoii (p < 0,05).
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PesysnbraThl. MHcciefoBaHue TOKasajo, 4YTO IIpU
nepBu4HOH JIX NMOBBIIIEHO COJEep)KaHHe JIEHKOLUTOB,
CONPOBOX/alollieecs: CHM>KeHHeM uncaa T- u B-numdo-
IIJUTOB U OTHOCUTEJbHbIM pocTOM ypoBHsS NK-KJIEeTOK.
OTtMmedasnacb akTuBauusa T-muM¢oLUTOB C OAHOBpe-
MEeHHBbIM CHIDKEHMEM HX NPOJIUPepaTUBHOrO IMOTEH-
nuasa. O6Hapy>eHo ycu/leHHe CylIpecCMy UMMYHUTETa
3a CYeT MOBBIIIEHUS YHUC/IA PEryIATOPHbIX T-KJETOK,
yMepeHHOe BO3pacTaHUe IoKasaTesell ¢arounyTosa U
yBeJIMueHHe YPOBHSI UMMYHOIVIOOY/IMHOB K/1accoB G u M
B CbIBOpOTKe. Hanbosiee BbhipaxkeHo noBbiiieHre HCHIJI
(B 3,3 paza). UCJIM cHuxeH oyt 2,5 pasa (Tab. 1).

3akaw4yeHnue. IlokazaHo, uto JIX pasBuBaeTcs Ha
doHe BocnaseHus (J1eHKOLMTO3a), NOBBILUIEHUS
aKTHUBanuu T-KJeTOK U NpOLeHTa peryasaTOpPHBIX
T-numdonuToB. YrHeTeHbl T- W B-3BeHbA HMMy-
HUTeTa 3a CYeT 3HaYUTeJbHOro JAeduLUTA UX
abCoJIIOTHOTO YK CJ/Ia B KPOBU U CHUKeHUs npoinde-
paTUBHOTrO MOTEHIMaa.

KnioueBble cnoBa: knaccumyeckas nummdoma
XOOXKNHAE, MMMYHO/IOTMYECKME U reMaTtosnoru-
yeckme napameTpbl KPOBW.

CpaBHeHue cxeM BeEAC, CLV, LEAM B kauecTBe peXxvuMoB
KoHauumoHupoBaHus nepep aytoTICK y 60n1bHbIX ¢ nepBUYHO-pecthpakTepHOH
u peuuausupytoilen numcpomon XoaXKuHa

A.A. Camoiinosa*®, B.O. Capxescknil, B.S. Menbunyerko, H.E. Mo4kuH, B.C. borarbipes, E.I. CmupHoBaQ,
A.A. PykasuybiH, A.A. Mamegosa, A.E. baHHnkoBa

OIBY «HaunoHanbHbIi Meauko-xupyprudeckuii ueHtp um. H.W. NMuporosa» Munsapasa Poccuu,
yn. Huxusis NMepsomaiickas, A. 70, Mocksa, Poccuiickas ®epepauus, 105203

* KoHTakTbl: AHactacus AnekcaHgposHa CamoinoBa, samoyloveO3@gmail.com

Comparison of BeEAC, CLV, and LEAM as Conditioning Regimens Prior to Auto-HSCT
in Primary Refractory and Relapsed Hodgkin Lymphoma

A.A. Samoilova*, V.0. Sarzhevskii, V.Ya. Melnichenko, N.E. Mochkin, V.S. Bogatyrev,
E.G. Smirnova, A.A. Rukavitsyn, A.A. Mamedova, A.E. Bannikova

NI Pirogov National Medical and Surgical Center, 70 Nizhnyaya Pervomaiskaya ul., Moscow, Russian Federation, 105203

* Correspondence: Anastasiya Aleksandrovna Samoilova, samoylove03@gmail.com

BBeaenue. Bricokogosnas xumuortepanus (BAXT)
C mocjeaylolled TpaHCIJIaHTaLMeHd ayTOJOTUYHBIX
reMONO3TUYECKUX CTBOJIOBbIX KkJeToK (ayToTICK)
OCTaeTCs CTAHAAPTOM JieueHHUs NaljMeHTOB C IepBUY-
HO-pedpaKTepHBbIM U pelUAUBUPYIOLUM TedeHUueM
aumdombl  XomxkkuHa (JIX). OcHoBomoJsararwluiyo
poab B ayToTI'CK urpaer pexuM KOHJIULHUOHUPO-
BaHUs, IeJbl0 KOTOPOTO fABJSETCHA 3paAuKalus
OIYXO0JIU ¥ yBeJIMueHUe IMTy6GUHbI peMuccui. B oTcyT-
CTBUE DPaHAOMHU3MPOBAHHBIX MCCJEeJOBAaHUNU aKTy-
aJIbHBIMU OCTAlOTCSl PeTPOCNEeKTHUBHbIE CPaBHEHMUSA
pPas/JIMYHbIX PEXUMOB KOHJUIIMOHUDPOBAHUS Iepej
ayToTI'CK pasa oneHkd ux 3GPeKTHUBHOCTU U TOK-
CUYHOCTH, ONTUMH3ALMU NOAXO0A0B K NPOBEJEHHUIO
ayToTI'CK.

Hensb. CpaBHEHHE TOKCUYHOCTH U 3PPEeKTUBHOCTHU
pexumoB koHAuuuoHupoBanus (BeEAC, CLV, LEAM)
nepen ayToTI'CK y manueHTOB ¢ nepBUYHO-pedpak-

TEPHBIM U PeLUJUBUPYIOIIUM TedyeHHeM JIX B ycio-
BHSIX OZHOTO LIeHTpa.

Martepuajibl 1 MeTOAbI. B peTpocneKTUBHBIN aHa/INU3
BKJIIOYEHO 279 NaljMeHTOoB C IepBUYHO-pedpakTepHbIM
U peluUBUpPYOILUM TedyeHHeM JIX. Bce manueHThI no-
ayunan BJAXT v ayToTT'CK B ®TBY « HMXII um. H.U. Iu-
poroBa» B nepuoz ¢ 2006 no 2018 r. [IpoBogumMeie pe-
KMMbl KoHAuIMoHUpoBaHus: CLV (yuksiodochamuzg,
JloMycTuH, 3Tono3ua), LEAM (JloMycTHH, 3TONO3UZ,
uuTapabuH, Mmendanan), BeEAC (6eHiaMycTHH, [UTa-
pabuH, aTonosus, nuukaodochamMmus). XapakTepucTHKa
IpyMNI NallMeHTOB Npe/cTaBseHa B TabJ1. 1.

Pe3ysibTaThl. Y BceX NALMEHTOB OTMedasoCh INpHU-
KUBJIEHHE TpaHCIUIaHTaTa. [IpoJjo/KUTENbHOCTD
HelitponeHuu (HedTpodusnnt < 0,5 x 103/mxu)
6bl1a ofuHakoBou (8 pgHeit). [Ipof0/KUTENBHOCTD
TpoMbGouuToneHuu (TpoMGouutel < 20 x 103/mMki)
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Pexxum KOHAULUMOHUPOBAHUSA

Mokasartenb BeEAC CLV LEAM

Yucno naumeHToB 72 78 129
MMon

JKEeHLLMHbI 35 (48,6 %) 48 (61,5 %) 75 (58,1 %)

My>XUmHbI 37 (51,4 %) 30 (38,5 %) 54 (41,9 %)
MegawnaHa (nuana3oH) Bo3pacTa, net 30,5 (19-62) 30 (18-50) 28 (18-59)
Jleyenne fo aytoTlCK

Xumunotepanus 32 (44,4 %) 22 (28,2 %) 65 (50,4 %)

Xumuo- n nyyeBas Tepanus 40 (55,6 %) 56 (71,8 %) 64 (49,6 %)
Konuuectso nuHuin Tepanum go aytoTl CK

1 1(1,4 %) 1(1,3 %) 2 (1,6 %)

2 28 (38,9 %) 27 (34,6 %) 43 (33,3 %)

3 17 (23,6 %) 29 (37,2 %) 45 (34,9 %)

24 26 (36,1%) 21(26,9 %) 39 (30,2 %)
Cratyc 3a6oneBaHus fo aytoTICK

MonHas pemuccus 18 (14,0 %) 31(39,8 %) 18 (14,0 %)

YactnuHas pemuccust 71(55,0 %) 37 (47,4 %) 71(55,0 %)

Crabunusaums 23 (17,8 %) 9 (11,5 %) 23 (17,8 %)

MporpeccupoBaxue 17 (13,2 %) 1(1,3 %) 17 (13,2 %)

Ta6nuua 2. Herematonornyeckasi TOKCUYHOCTb PEXMMOB KOHAMLMOHMpPoBaHua BeEAC, CLV 1 LEAM

Pexxum KOHAULUMOHUPOBAHUSA

HexenarenbHoe siBneHne BeEAC (n=72) CLV (n=78) LEAM (n =129)
Myko3ut potoBoi nonoctu (kputepun BO3), cteneHu
He 66110 44,4 % (n=32) 65,4 % (n =51) 44,2 % (n =57)
| 25,0 % (n=18) 17,9 % (n =14) 13,2 % (n=17)
Il 20,8 % (n=15) 14,1% (n=11) 34,9 % (n = 45)
I} 8,4 % (n=6) 26%(n=2) 4,6 % (n=6)
1\ 1,4 % (n=1) 0(n=0) 31%(n=4)
Myko3uT fpyroii nokanusauuu (kputepun CTCAE 4.03), ctenenn
He 66110 59,7 % (n = 43) 83,3 % (n=65) 39,5% (n=51)
| 19,5 % (n =14) 10,3 % (n=28) 12,4 % (n=16)
Il 6,9 % (n=5) 38%(n=3) 34,1% (n=44)
1} 13,9 % (n=10) 26%(n=2) 10,1% (n=13)
[\ 0% (n=0) 0% (n=0) 3,9% (n=5)
KapanoTokCMyHoCTL 6,9 % (n=5) 1,3% (n=1) 2,3% (n=3)
JleroyHast TOKCMYHOCTb 23%((n=2) 1,3% (n=1) 0% (n=0)
[MoueyHas TOKCUYHOCTb, CTENEHN
He 66110 88,9 % (n = 64) 66,7 % (n = 52) 69 % (n = 89)
| 4,2 % (n=3) 20,5 % (n=16) 22,5 % (n=29)
Il 4,2 % (n=3) 1,5% (n=9) 8,5% (n=1)
[} 28%(n=2) 1,3% (n=1) 0% (n=0)
lMeyeHouHasi TOKCMYHOCTL (kpuTepun CTCAE 4.03), ctenenn
He 6bino 69,4 % (n=50) 84,6 % (n = 66) 82,9 % (n=107)
| 16,7 % (n=12) 7,7% (n=6) 6,2% (n=28)
Il 1,1% (n=8) 6,4 % (n=15) 7,8 % (n=10)
1 28%(n=2) 1,3% (n=1) 31%(n=4)
[\ 0% (n=0) 0% (n=0) 0% (n=0)
UHhekummn 72,2 % (n=52) 67,9 % (n = 53) 75,9 % (n = 98)

npU KcnoJib3oBaHUuU pexxuma CLV coctaBuia 9 fHeH,
BeEAC u LEAM — 11 pgue#t (p = 0,03). PasButue
aHemud Il cTeneHu HabJt0[a1ach NPEUMYIeCTBEHHO
npu pexxuMe CLV, IIl crenenn — npu LEAM u BeEAC
(p > 0,05). PazBuTHE TSKEJBIX MYKO3UTOB B POTOBOH
NOJIOCTU W JAPYTUX JIOKaJIu3alui mnpeob6siafano B

rpynne LEAM. KapauoTokcMYHOCTBb IpeBajMpoBasa B
rpynne BeEAC. 3Ha4YMMbIX pa3/IM4Ui 110 eUEeHOYHOH,
JIETOYHOM, TOYeYHON TOKCUYHOCTH U HHPEKIIMOHHBIM
OCJIOKHEHHSIM He 3aperucTprupoBaHo. B Ta6J1. 2 npeg-
CTaBJ/IeHbl JJaHHblE TI0 HEreMaTOJIOTMYEeCKON TOKCHY-
HOCTH.
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Puc. 1. O6Lasa BbIXXMBAEMOCTb NPK Pa3HbIX pexmnmax
KoHAnuMoHMpoBanus (o = 0,04)

Haubosbliass 4acToTa MOJHBIX OTBETOB IOC/e
BJXT u ayToTI'CK 65112 B rpynne BeEAC (p < 0,001).
KpuBbie o6ueit BbikuBaemMocTd (OB) U BbDKUBae-
MocTu 6e3 mporpeccupoBaHus (BBII) mpu pasHbix
peXxuMax KOHJWLMOHMPOBAHUS NpeJjCTaB/eHbl Ha
puc. 1 u 2 coorBeTcTBeHHO. BBII 6bL11a cOnocTaBUMOM
BO Bcex rpymnmnax. Haubosiee Hu3kue nokasareau OB
oTMevasnuchk B rpynne LEAM, 4yTo, BeposiTHee Bcero,
CBsI3aHO C 0oJiee paHHMM HCIOJb30BaHUEM 3TOrO
peXxuMa B Halllel KJIMHUKE U C OTCyTCTBHMEM BO3MOX-
HOCTH NpPOBeJleHUsl TapreTHOW WM UMMYHOTepanuu
B cayvasax penupauBa nocae BAXT u aytoTI'CK. Ilo-
CTTPaHCIJIaHTAllMOHHAs JIeTaJbHOCTb, CBSI3aHHasA C
ayToTT'CK (mo [+30), coctaBuia 1,3 % B rpymnmne CLV,
2,8 % — BeEAC, 3,1 % — LEAM (p > 0,05).

3ak04yeHue. B kavyecTBe pexuMa KOHAULUOHMU-
poBanus nepen, ayToTT'CK MoxeT ucnosib3oBaThbCs
BeEAC, LEAM wunu CLV. Paznuyus B mnpoduie
HereMaToJIOTU4eCKOM TOKCUYHOCTHM 3THUX JeKap-

Puc. 2. BbxXMBaeMocCTb 6€3 NpoOrpeccrupoBaHms Npu pasHbix
peXuMax KoHanumMoHnpoBaHus (p = 0,66)

CTBEHHBIX CXEM MOIYT IHOCJAYXUTb KpUTepUeEM
/1 TepCOHAJM3UpPOBAHHOrO BbIOOpPA pexuMa
KOHJMIJMOHUPOBAHHUSA y NALlUEHTOB C Pa3JIMYHbIMU
CONYTCTBYWOIIUMHU 3abosieBaHUsAMU. [lokasaTenu
BBIl y mauueHTOB ¢ HepBUYHO-pedpaKTepHBIM U
penuAUBUpylOMM TedyeHueM JIX, mnoJsy4aBIIuX
BAXT u ayToTI'CK, cBUAeTenbCTBYIOT B LEJOM O
conoctaBUMON 3$PEKTUBHOCTU PEXKUMOB KOHJU-
uuonupoBaHuss BeEAC, LEAM u CLV. OtcyTtcTBuUe
BO3MOXHOCTH NPOBeJleHUs] UMMYHHOU U TapreTHOMH
Tepaluu B caydasax peuugusa nocae BAXT u ayTo-
Tr'CK npuBoauT Kk cHuxkeHuw OB, kak 6bLI0 MOKa-
3aHO Ha NpHUMepe Ipynnbl Nal¥eHTOoB, N0Jy4YaBIInX
LEAM, koTopbIM Oblia BbimosiHeHa ayToTI'CK B
HallleM LleHTpe B 60Jiee paHHUU NepUoL.

KnioueBble cnoBa: knaccumyeckas nnmMmgoma
XOOXKWHA, BbICOKOAO3HAasA XMMMoTepanus, ayto-
TrCK, BeEAC, pexnm KOHANLUMOHUPOBAHUS, TOK-
CUYHOCTb.

Numcpoma XopxkuHa y nauneHToB ctaplue 60 net: peTpoCneKTUBHbIA aHanus3

H.A. CaBocuna*, E.A. bapsix, E.H. Mucitopura, [.C. Mapeun, 4.4. UBaHoBa

['BY3 «lopopackas knuHuyeckas 6onbHnua N° 52 13M», yn. MexoTtHas, 4. 3, Mockea, Poccuiickan ®epepauns, 123182

* KonTtakTbl: HuHa AnekceeBHa CaBocuHa, savosinanina@mail.ru

Hodgkin Lymphoma in Patients over 60 Years of Age: A Retrospective Analysis

N.A. Savosina*, E.A. Baryakh, E.N. Misyurina, D.S. Marin, D.D. lvanova

City Clinical Hospital No. 52, 3 Pekhotnaya ul., Moscow, Russian Federation, 123182
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BBegenue. Jlumdpoma XomxkuHa (JIX) sBiaseTcs
HauboJsiee KypabesbHbIM JUM$onpoaudepaTUBHbIM
3abosieBaHueM. [lpu mpoBejeHUM MNpPOrpaMMHOMN
pHCK-alallTUPOBAaHHON Tepanuy 5-JeTHss BbDKHBa-
eMocTb 6e3 mporpeccupoBaHus (BBII) cocraBasieT
76,8-57,5 %, ob6mas BenkuBaemoctb (OB) gocTturaer
90 % [1]. 3a6os1eBaHMEe BO3HUKAET B JIIOOOM BO3pacTe,
HO IMpeuMYyIlIeCTBEHHO B UHTepBajse 16-35 et
[2]. B To e BpeMs JieueHHe MalMEHTOB CTapllei
BO3paCTHOW TPyNNbl NpeJCcTaB/seT O0JbLIYI0 CI0XK-
HocTb. K ocoGeHHOCTAM JIX MOXHJBIX OTHOCATCHA
KOPOTKMM aHaMHe3 U arpeccCUBHOe TedyeHHUe, Npeood-
JlaflaHue paclpoCTpaHeHHbIX CTaJuH 3aboJieBaHUs,
He6JIaroNpUsITHOTO  T'UCTOJIOTMYECKOro BapuaHTa
(ks1accuyeckoit JIX ¢ iumMmdouHbIM NpeobaajaHueM),
CONMYTCTBYWIKE 3a60JieBaHUs, caMblii HebJaromnpu-
ATHBIN NPOTHO3 NPU HCIOJb30BaHUM CTaHJAPTHBIX
cXeM NPOTHUBOONYX0JIEBOM Tepaluy, a TaKKe BbIpa-
’)KeHHasl reMaToJIorMyeckas W HereMaToJIOTMYecKas
TOKCUYHOCTb, CHUKalo11lasl BO3MOXXHOCTb IPOBeJieHUs
Tepanuyd B aJleKBAaTHBIX J03ax U C COOJIJeHueM
pexxumoB. B 6obInHCTBe MccaefoBaHuit JIX aHanu-
3MpyeTcs Y MOJIOJbIX NMallMeHTOB. Bonpock! JeyeHus
NalMeHTOB CTaplied BO3PAaCTHOW IPYyNIbl OCTAKTCH
JUCKYTabeJbHBIMHU.

Henb. OCHOBHBIMH LeJSMH HCCJIE[OBaHUS OblIU
aHanus JIX y MOXUIBIX, onpeseseHHe KIUHUYECKUX
0COGEeHHOCTEeN U Te4yeHUs1 3aboJieBaHUs, OILleHKa
3pPeKTUBHOCTU NPOBOAUMOM Tepamuu B peasbHOU
KJIMHUYECKO! MPaKTHKE.

MaTtepuajsbl M1 MeTOAbl. PeTpoCneKTHBHO NpoaHa-
JIM3UPOBaHbI JaHHble 67 nayueHTOB ¢ JIX B Bo3pacTte
60-92 rona (MenuaHa 65 JieT), BHeCEHHbIX B MOCKOB-
CKUW OHKoJiorhudeckuit peructp. [JuarHos JIX mo-
ctaBJieH B nepuop ¢ 2005 no 2023 r. Kinaccuueckas JIX
¢ auMbouHbIM npeobiaganueM, CD20+/-, EBV+/-
JUarHoctuposaHa y 45 % nanueHTOB, pacnpocTpa-
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HeHHble cTaZuu 3abosieBaHuss — y 57 %, craTyc no
mkase ECOG = 2 6a/mnoB —y 61,1 %. B 13,4 % ciy4daes
JIX AnarHocTUpoOBaHa B paMKax METaXPOHHOT0 OHKO-
JIOTUYECKOro 3aboJieBaHus U B 4,5 % — B KoMOUHAI[UU
C IPyTUMU FeMaTOJOTUYECKUMU OMYXOJISIMH.

PesysnbraThl. /lo Hayasa IPOTUBOOIYX0JEBOrO Jie-
yeHus ymepJso 7,4 % nauueHToB. B 92,5 % ciy4daeB
NpUMeHsJIach pa3/IMyHble CXeMbl XUMHOTEpAINHY, a B
28,1 % — B KOMOUHALUMU C JiyyeBoM Tepanuel. CxeMbl
JleyeHUs1 NepBOM JIMHUK NpejCcTaBJeHbl B Tabu. 1.
O6paujaeT Ha cebssi BHUMaHUe BbICOKHM MpOLEHT
HeNporpaMMHON Tepanuy, YTO CBS3aHO C TSXKEJbIM
COCTOsSIHMEeM NalMeHTOB, HaJIUYheM CONyTCTBYOLIUX
3a60/1eBaHUNA U OTCYTCTBUEM BBICOKO3()PEKTUBHBIX
cxeM Tepanuu JIX a5t noxuabix. 5-netHsas BBII cocta-
BuJa 62,1 %, OB — 65,2 % (puc. 1).

3akawuenue. [loxuiabie 60abHbIEe JIX — oTAenbHas
rpynna naiydeHTOB, xXapaKTepu3yollascs HebJaro-
NPUATHBIM NPOTHO30M U Tpebylollas HOBBIX IOJ-
X0JZl0B K Tepanuu. HauboJsiee nepcreKTUBHOM oniyeit
npeJjCTaB/seTCl  UCNOJb30BaHHe  UHIMOUTOPOB
MMMYHHBIX KOHTPOJIbHBIX TOYEK.

KntoueBble cnoBa: knaccuyeckas nmMmcoma
XOOXKNHAE, WMHMMOUTOPbI MMMYHHbIX KOHTPO/Ib-
HbIX TOYEK, NOXMW/blE NauneHTbl, ConyTcTByOLWMe
3aboneBaHus, nevyeHue.
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BBeaenue. XvMHO- U JydyeBas Tepanus sIBJSAIOTCI
OCHOBHBIMU METOZAAMH Jie4eHHs] TUMPOMbI X0 KKHUHA
(JIX). CoueTaHue 3TUX METO/IOB, C OAHOU CTOPOHBI, JAET
MOJIOXKUTEbHBIN MPOTUBOONYX0JEeBbIM 3ddeKT, a ¢
Jpyroil — OKa3bIBaeT BbIPAKEHHOE IOBpeXJaliee
JIeiCTBYE Ha BHyTPEHHHE OpraHbl U TKAaHH, BbI3bIBas
BTOPUYHBIA ocTeomnopo3. [loMHMO o06uenonyasanu-
OHHBIX (paKTOPOB CHMXKEHHE MUHEPAJIbHOM IIJIOTHOCTH
KOCTHOM TKaHH Yy 60JibHBIX JIX MOXKeT OBbITh CBSI3aHO C
NpUMeHEeHHEM IJIIOKOKOPTUKOCTEPOUIOB U LIUTOCTA-
TUYECKUX MPenapaToB, BXOJSALIMX B MPOTOKOJBI MPO-
THUBOOMYX0JIEBOM Tepanuy, ¢ AUCOYHKLUENH OpraHoB
BHYTPEHHEeH CeKpeluy, BbI3BAaHHOW TOKCUYECKHUM
3¢ deKTOM XMMHOTEpANuy, U HENOCPeACTBEHHBIM JIy-
4YeBbIM BO3/eHCTBHEM Ha TOHAABI, IIUTOBUHYIO U Ma-
pallUTOBU/HBIE XKeJle3bl, a TAKXKE CAMHUM OIyX0JIEBBIM
nponeccoM. B HacTosiiee BpeMsl efMHasl CTPYKTypa
OpraHu3alyy peabUJUTALHOHHON IOMOLIY GOJIbHBIM
JIX ¢ ATPOreHHBIM OCTEONOPO30M OTCYTCTBYET, B CBS3U
C 4eM pa3paboTKa MOAeNH peabUIUTALH JJIs1 JAaHHON
KaTeropuu NalMeHTOB MNpPEeJCTaBJISETCS aKTyaJlbHON
npo6/1eMoi /151 reMaToJIOTHYeCKOro coob1ecTBa.

Iensb. PaspaGoTaTb MNOAXOAbI K peadbUIUTAIUU
60J1bHBIX JIX C ATPOTEeHHBIM OCTEONOPO30M.

Marepuasbl M MeToAbl. Mojenb peabUIUTALUU
60J1bHBIX JIX ¢ ATPOreHHBIM OCTEONOPO30M paspaba-
ThbIBaJlaCh COTPYyAHHWKaMHU KadeApbl Tepallvy, reMaTo-
Jgoruu U TpaHcdysuosorun ®IrbOY BO HI'MY Muns-
ZApaBa Poccum, Bpayamu-remartosoramu ['BY3 HCO
'KB Ne 2 (r. HoBocu6HpCcK) COBMECTHO C TepaneBTaMH,
3HJIOKpUHOJIoTaMU W ¢u3uoTepaneBTaMu. /[lis BbI-
sIBJIeHUs1 QaKTOpPOB PHCKA, CBA3AaHHBIX C Pa3BUTHEM
octeonopo3a y 6osbHbIX JIX, mpoBeseH ROC-aHanus ¢
pacyeToM OTHOIIEHUs LIAHCOB, JUCKPHMHUHAHTHBIN

W JIOTUCTUYECKUM perpeccHOHHbIM aHa/lMu3 C Iolla-
roBbIM OTOGOpOM IepeMeHHbIX. CoryacHO Hauemy
HCCJIeJOBAHUIO, A TAKXKe C yYeTOM KJIMHUYEeCKUX PeKo-
MeHJIallU¥ N0 JAMAarHOCTHKe U JIeYeHHIO0 0CTeolopo3a
OIpejie/ieHbl CleJylolie KpUTEePUH 0T60pa 6OJIbHBIX
JIX pnig peabuivTalMy M0 NMOBOAY BTOPUYHOTO OCTe-
0ropo3a: pe3y/abTaThbl [JByXIHEPreTHYecKOW peHTre-
HOBCKOU sgeHcuToMeTpuu (T-kputepuii < -2,5 SD aja
60JibHBIX JIX cTapiie 50 sieT, Z-kputepuit < -2,0 SD ajs
JKEHIUIUH [0 MeHOoMay3bl U MYXYMH MoJioxke 50 JseT);
HaJInyue KJMHUKO-TepaneBTUYECKHUX U I3HJOKPHUHHBIX
$aKTOpOB pUCcKa Pa3BUTHUS BTOPUYHOTO OCTEONOpPO3a
(> 8 KypcoB NPOTHBOOIYX0JIEBOM Tepalliy B aHaAMHe3e,
MpoBe/ieHHe JIy4eBOU Tepanuu Ha 06J1acTh lIeHHO-Ha /-
KJIIOUUYHBIX TUMPaTUYECKUX Y3JI0B, CyMMapHas J03a

06Lwan BbKMBAEMOCTb

0 50 100 150 200
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Puc. 1. O6Lan BbKMBaEMOCTb NaumneHToB ¢ JIX cTtapLuei
BO3pPacTHOM rpynmbl

Ta6nuua 1. CxeMbl NPOTUBOOMYXONEBOW TEPaANUK NEPBOW NTMHUM U OLLEHKa NPOrPecCcnpoBaHns 1 pasBuTma peumamsos J1X

06wee uncno MporpeccupoBaxue,
Mporpamma Tepanuu nayueHToB n Peuunpusebl, n
ABVD/AVD (+/-R) 46 (68,7 %) 7(7,4 %) 12 (17,9 %)
BEACOPP/EACODD 7 (10,4 %) 0 0
HectangapTtHble cxembl Tepanuu (R-CHOP, RB, IVDG v ap.) 11(16,4 %) 3(4,5%) 1(1,5 %)
Cxewmsl, copepxalune BV unu Nivo 5(7,4 %) 1(1,5 %) 0




TJIIOKOKOPTUKOCTEPOUI0B = 6250 MI, KyMy/lsiTUBHAs
Jl03a AJKWIMPYIOIMX IIUTOCTAaTUYECKUX INpenapaToB
> 7500 mr, ypoBedb TTT 2 1,95 MME /M1, KOHLIIEHTpaLus
T4 <11n0monab/s, ypoBeHb IapaTropMoHa = 78,6 rir/mii).
s onpefesieHyst UHAMBUAYaJIbHON MaplIpyTU3aLUU
NalyeHTa, a TaKxe /s OLleHKH peabuIMTallMOHHOI0
NoTeHIMala ¥ 60JIbHOT0 peKOMeH/lyeTcsl IpYMeHeHue
IIKaJIbl peabUIMTALMOHHON MapUIpyTU3aliuy, OleHKa
craryca no 1mkase ECOG (wkane KapHoBcKoro),
onpejieJleHHe BbIpAXXEHHOCTH 060JIeBOrO0 CHHApPOMaA
[0 BH3yaJIbHO-aHAJIOrOBOW 1lIKajle, aHa/JW3 KadecTBa
»KU3HU OOJIbHBIX OCTEONOPO30M IO CrneludruIecKkoMy
onpocHUKy QUALEFFO-41.

PesynbraThl. PaspaGoTaHHas mnporpaMma peadousiu-
Talluu MpejcTaBjeHa 6JJ0KaMU 6a3UCHOM Tepanuu (Ta-
KHUMH, KaK CHHOHOTHKH, SHTEPOCOPOEHTRI, SHTepaIbHase
OKCUTEHOTepanus, aHTUOKCUJAHTHI), WHAUBUAYATbHO
HOZ0GPaHHOTO JIEKAPCTBEHHOro JieyeHus1 (mpena-
paTbl Kajbliys, XoJieKanbludepos, 6uchocdoHaThl,
HOJIHOCTBIO YeJIOBEYECKOE AHTUTEIO K JIMTaHLY pe-
LenTopa akTuBaropa sifepHoro ¢aktopa kB (RANKL)
JleHocyMa0, aHabosiMyecKas Tepanmus OCTeonopos3a
TepUnapaTuzioM), GusnoTepanuu (HU3KOMHTEHCHUBHAs
Jla3epoTepanusi, HU3KOYACTOTHAs MarHUTOTepanus,
KBY-Tepamnus), 1eue6HOTO NUTaHUS (BK/IIOUEHUE B pa-
IIOH NPOAYKTOB, COEePXKALUX BUTAMUH D U Kanbuui),
JieyeOHOM GUKYABTYPbL. BaXKHO OTMETUTB, YTO C LIe/IbI0
noAGopa MaTOreHEeTHUYECKOH Tepamud OCTeolopo3a
(6ucdocdoHaThl, pPEeKOMOUHAHTHBIM YesIOBEUECKUH
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napaTUPeoUJHbI FOPMOH, MOHOKJ/IOHAJbHOE 4YeJsoBe-
yeckoe aHTUTeN0 K RANKL) manueHTy pekoMeH/yeTcs
WCCiefloBaHHe MapKepoB KOCTHOTO PeMOJe/IMpOBaHUsA
(ocreokanbuuH u CTX-I) U KOHCy/IbTaLUSI 3HAOKPU-
HoJsora. [Ipy Hanmuuu 60J1eBOrO0 CHHJApPOMA B CIMHE
Ha GOHe KJMHHUYECKOI0 KOMIPECCHOHHOro IepesioMa
MO3BOHKA, 60J1M, BO3HUKAIOLIEN MPU 0CEBOM HArpyskKe,
11eJ1eco06pa3Ho NIpUMeHeHHe opTe30B. B TeueHue roja
KaXKJ0My 60JIbHOMY »eJlaTeJIbHO IPOBOJUTL He MeHee
2 KypCOB peabuUUTAlMOHHOU Tepanuu. OGecreyeHue
peabuaMTaLMY NMalMeHTaM C OHKOreMaTo/JI0OrM4YeCKUMHU
3a60/1eBaHUSIMU B OTJa/IeHHBIM Nepuoj, NporpaMMHON
Tepaluy TpebyeT y4acTHsi Bpayed pasHOro Tepanes-
TUYecKoro npodus Npu HeNnocpeCTBEHHOM B3aUMO-
JleiCTBHH C BPauOM-KOOPAUHATOPOM, B POJIU KOTOPOTO
BBICTYIIAeT Bpa4y-reMaToJIor.

3ak/o4eHMe. [J1aBHBIM NPUHLUN peabUIMTaLUU
reMaToJIOTHYeCKUX OOJIbHBIX 3aKJ/4aeTcs B MYJb-
TUAUCLUIIMHAPDHOM U NalMeHT-OpUeHTUPOBAHHOM
noaxofe. Peabunurtanus 60abHOTO JIX € ATPOreHHbIM
OCTEeONOpPO30M A0JKHA HAYMHAThCS C MOMEHTA [I0CTa-
HOBKU JiMarHo3a U OCYLIeCTBAATbCA MYJIbTUAUCLU-
MJINHApPHOM KOMaHJA0M (reMaToJioroM, TepamneBTOM,
3HJOKpPUHOJIOTOM, (U3HUOTEpaneBTOM), B KOTOpPOH
KJII0YEBYI0 pOJIb WrpaloT Bpay-reMaToJor, caM Ia-
LIJMEeHT U ero poACTBEHHUKHU.

KntoueBble cnoBa: knaccuyeckasas nmmcoma
XOOXKMHa, OCTEONOPO3, peabunntaums.
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BBepgeHue. XpoHuueckuil numdoneinkos (XJJI) —
OJIHO M3 HauboJiee pacpoCTpaHeHHbIX OHKOreMaTo-
JIOTUYEeCKUX 3ab0jieBaHUM, NpoTeKalollee C Mopaxe-
HUeM JUMpaTUYEeCKUX Y3JI0B, CeJe3eHKU U KOCTHOTOo
Mo3ra. Boeaeuenue IJHC BcTpevyaeTcs: kpaliHe pefiKo,
yactoTa He npeBbimaetT — 0,4-0,8 % [1].

Iesn. [IpogeMoHcTpupoBaTh ciaydait mopaxkenus LJHC
npu XJUL

KinuHnuyeckoe Hao6awaeHue. [lanuentke C., 58 e,
nocraBjeH auarHo3 XJIJl Ha ocHOBaHUU BbISIBJIEHUS
npu uMmMmyHodeHoTunruposanuu (UPT) numbonuTton
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nepudeprudecKoil KpoBU NMONYJSIUU KJIETOK C peHo-
tunoM CD19k+CD5+CD23+CD20"°%+CD43+CD200+CD
38+CD10-.

[Ipu o6ce0BaHUM BUCLEPAIBbHON U epudepuye-
cKkoM MMda/ieHONIaTUN He BBISBJIEHO, pa3Mephl ceie-
3€HKHU cocTaBasaud 144 x 66 MM. B remorpamme: Jieit-
Ko1uTO3 (24 x 10°/21) 3a c4eT IMMOLUTOB, OCTAJIbHbIE
NoKasaTesJd reMorpaMMbl B Ipefesax pedepeHCHbIX
3HavyeHul. FISH: monnas nenenus nokyca IGH(14q32) —
15 %, yacTuyHas Aesenus Jokyca IGH(14q32) — 60 %;
TP53(17p13), (11922), (6921) He BbIsiBJeHbL. CTaTyc
reHoB IGHV — 6e3 myTauuil. [[py MHULIMATBHOM CTaJ -
pOBaHUM yCTaHOBJIeHa cTaAus A no Binet, pekomeHnzo-
BaHO JMCIIaHCepHOe HabJItofleHHe.

Yepes 3 roza Hab./110/ieHUs Y NALMEHTKU NOSIBUJIUCh
»Ka/100bl Ha AMCKOMOPT BJIeBOM oA pebephe, aTKOCTh
NIOXOAKH, CHW)KEHHe OCTPOTbl 3peHHUs], MOsIBJIeHUs
«MYUIeK TepeJ] IVIa3aMu», MOKJbIBAHUS B MaJbliax
BepXHUX KOHe4yHocTel. [Ipu 06ciiejoBaHUM BbISIBJIEHO
yBeJIMueHNe pa3MepoB cesie3eHKH 0 204 x 123 x 97 mm.
MPT royioBHOro MoO3Ta: MHOrOOYaroBoe IOpaXKeHHe
BellleCTBa TOJIOBHOTO M CIMHHOIO MO3ra, HpaBOro
3pUTEILHOTO HEPBA U, BEPOSITHO, JIEBOTO 3PUTEIbLHOTO
HepBsa. [Ipy UDT cnHHOMO3Tr0BOM KU/KOCTH BbISIBJIEH
KJIOH JUMPoUUTOB ¢ HUMMyHodeHoTunom XJIJI mpu
nutose 9 x 106/s1. [anueHTKe npoBegeHo 4 nukiaa FCR
C DSHJO0/JIOMOANbHBIM BBeJIeHHEM LUTOCTAaTUYECKHX
npenapaTtoB. B pe3synbraTe oTMevasnoch yaydllieHue
HEeBPOJIOTUYECKOT0 CTaTyCa, HO MOJIHOCTBIO Xa/l00bl He
perpeccupoBasu. [Ipu UOT cniHHOMO3r0BOM XKUAKOCTU
ATUNUYHON MONYJSLUU He BblsiBJeHo. [lo fanHbIM MPT
COXPaHAJIOCh OPaXKeHHE T'OJIOBHOTO M CIMHHOTO MO3ra
NPaKTUYECKH B IpeKHEM 00'beMe.

[TanmeHTKe ObLJIA HAyaTa Tepanus UOPYTHUHUOOM
420 mr/cyT. Yepes 3 mec. Ha MPT oTMeuasnach pa3Ho-
HanpaBJiIeHHasl AMHaMM1Ka, HeBpOJIOTHYeCKHe aJ00bl

COXpaHAJUCh B INpexHeM o6beMe, npu UDPT cnun-
HOMO3TOBOW UJKOCTU INOMYJsLUs C abeppaHTHLIM
deHOTMIIOM He BbIABJAAJACh. bblla mNpoBefeHa
3CKasalusl Tepanuu: Jo6aBjieH BeHeTOKJAKC B Jl03e
400 mr/cyT. [Ipu o6cefoBaHUM Yepe3 3 MeC. Tepanuu
60JIbHasA OTMETHJIA IPAaKTUYECKU NTOJIHYI0 perpeccuio
HEBPOJIOTUYECKUX Kasob, Ho Ha MPT coxpaHsiachk
KapTHHa 04aroBOro IOpakeHUsi I'OJIOBHOTO MO3ra.
[lanyeHTKa NPOAOJ/IKAET JieyeHUe I0 cxeMe HOpY-
THUHUO + BEHETOKJIAKC.

3ak/0o4eHMe. B HacTosUmMi MOMEHT ONTHMaJsbHas
TakThKa JedeHusa mnopaxeHusa LHC npu XJIJI He
onpezeseHa. 0aHa U3 npobJjieM — 3TO HECIOCOGHOCTh
npuMeHsieMbIX AJig Tepanuu XJIJI npenapaToB npeo-
JloJleTb TeMaTo3HLedanmuyeckul 6apbep. B nutepa-
Type eCTb COOOIEeHUs1 O HAJIMUUU 3TOH CIIOCOOHOCTU
y TapreTHbIX NpenapaToB («MaJibIXx MOJIEKYI») [2].
MMeHHO mNpHMeHeHHe KOMOWHALUUM HMHTUOUTOPOB
TUpPO3UWHKKHA3bl bpytoHa u BCL-2 pano mnoJsoxu-
TeJbHbIM 3QdeKT B HallleM KJIUHUYECKOM CJyyae.
TakuM 06pa3oM, KOMOUHAIMIO BEHETOKJIaKca U U6py-
THHHUOA MOXHO paccMaTpuBaThb B KauecTBe Tepanuu
BbIGOpa npu XJIJI ¢ mopakenuem L[HC.

KnioueBble cnoBa: XpoHUYECKNn MMM onenkos,
nopaxeHne LUeHTpaslbHOW HEePBHOW CUCTEMb,
MOPYTUHNO, BEHETOK/TAKC.

JINTEPATYPA

1. Strati P, Uhm JH, Kaufmann TJ, et al. Prevalence and characteristics
of central nervous system involvement by chronic lymphocytic leukemia.
Haematologica. 2016;101(4):458-65. doi: 10.3324/haematol.2015.136556.

2. Badawi M, Menon R, Place AE, et al. Venetoclax Penetrates the Blood
Brain Barrier: A Pharmacokinetic Analysis in Pediatric Leukemia Patients. J
Cancer. 2023;14(7):1151-6. doi: 10.7150/jca.81795.

PasButune geyx numconponucepatmBHbix 3a6oneBaHui (MHOXECTBEHHOW MMENIOMbI
M XpOoHMYecKoro numdonenkosa) y OoqHON NaLMeHTKU

A.I. apeesa*, E.. lNoxapckni, 0.4. 3axapos, H.I. YepHosa

['BY3 «MocKoBCKMIt MHOrONPOMUABHBIA KNUHYECKWA LeHTp “KommyHapka” [3M»,
yn. Cocenckuii CtaH, a. 8, Mocksa, Poccuiickas ®egepaums, 108814

* KoHTakTbl: fHxuHa MancaHoBHa [lapeeBa, y.dareeva@gmail.com

Two Lymphoproliferative Diseases, Multiple Myeloma
and Chronic Lymphocytic Leukemia in a Female Patient

Ya.G. Dareeva*, E.D. Pozharskii, 0.D. Zakharov, N.G. Chernova

Kommunarka Moscow Multispecialty Clinical Center, 8 Sosenskii Stan ul., Moscow, Russian Federation, 108814

* Correspondence: Yanzhina Galsanovna Dareeva, y.dareeva@gmail.com



BBeaeHue. MHoxecTBeHHass Muesnoma (MM) u xpo-
HUyeckuit suMmooseiiko3 (XJ1JI) oTHocATcA K rpyrmie
auMbonponupepaTUBHbIX 3ab6osieBaHUM. Pa3BuTue
MM u XJIJl y ogHOro manMeHTa BCTpeyaeTcss KpadHe
peaxo. PeTpocrieKTHBHOe HcClefloBaHNe, IPOBeJeHHOe
B kJiMHMKe Metio ¢ 2000 o 2015 r, mokasaJsio, yTo y 28
(0,26 %) 3 10 735 nawyeHTOB OblJIM JUAaTHOCTUPOBAHbI
MM u XJUUL Y 15 (53 %) naunenTtos XJ1JI 6611 Bepuduiu-
poBaH o pazButus MM, y 11 (39 %) — ofHOBpeMeHHO,
y 2 (8 %) — XJI/l yctaHoBeH nocje MM [1].

Ileas. OnucaThb cayyail mocaeA0BaTebHOIO Ppa3BUTHSA
MM u XJIJ1 y ofHOM MallMeHTKU B pealbHON KJIUHUYe-
ckoit mpakTuke B 'BY3 «MMKI “KommyHapka” [13M».

Marepuanbsl U MeToabl [lanuentke I, 54 ropga, B
2005 r. mocTaB/ieH AuarHo3 MM Ha OCHOBaHUHU BbISIB-
JIeHHs B MUeJsiorpaMmMme 34 % 1lasMaTUYeCKUX KJIETOK,
olnpe/iesieHHs IPU UMMYHOXUMHUUYECKOM HCCJIeJ0BaHUU
cyTo4uHOU Mouu Gesika BeHc-/xoHca A 4,9 r/cyT. B cbI-
BOPOTKe NaTO0JIOrMYecKUX M-rpa/jueHTOB He BbIsSIBJIEHO.
C 2005 no 2009 r. npoBezieHO 14 UKJ/IOB IPOTUBOOIY-
X0JIEBOH Teparuu 1o npoTokosy M2 u 3 6opTesoMu6-co-
JlepKalllMX [IMKJIa; B pe3yJbTaTe N0JIy4eH MOJIHbIN OTBET,
HapanpoTeHrH B CyTOYHOM MO4Ye He oIpeseisics.

B oktsa6pe 2014 r. KOHCTAaTUpPOBaH NEPBbIM pe-
nuauB MM: yBesinueHue cekpeniuu 6esika beHc-/[>xoHca
10 0,74 r/cyT, 23 % na3aMaTU4YeCKUX KJIETOK B MUEJI0-
rpaMMe. [Ipy1 peHTreHOJIOTHYECKOM HUCC/el0BaHUH 00-
Hapy»KeHbl MHO)XeCTBEHHbIe OYaru 0CTeo/eCTPYKIUH.
[Ipy cTaHAAPTHOM LUTOreHEeTHUYECKOM UCC/Ie[,0BaHUU
(CLIN) BbIsiBNIEH HOPMasbHbIA KapHUOTHII. Y4MUTbIBas
IPOJOJ/DKUTENBbHYI0 PEMHUCCUIO TOC/e JiedeHHs 6op-
Te30MUOOM, BO3pacT OOJIbHOM, NalMeHTKe HayaTa
Tepanus no nporpamme VD. B cBsi3u ¢ pa3BuBlieics
nonuHedponatueit II-1II crenenu nociae 12 1UKJIOB
Tepanuu NalnueHTKe NpoBeJieHa 3aMeHa 6opTe3o0MHba
Ha cxeMy RD. B pesynbraTe ObL1 JOCTUTHYT MOJIHBIN
MMMYHOXHMUYECKUM oTBeT. B MapTe 2016 1. Tepanus
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no nporpamme RD 6blL1a mpepBaHa H3-3a pa3BUTUA
HelpreMJieMOH TOKCUYHOCTH — YyCYryGJieHusl MOJIU-
Heiiponatuu fo II-1V crenenu. B ganbHeleM 3a na-
LIMEeHTKOH MPOJI0/KEHO AMHAMUYECKOe HabJIo/leHUe.

B ampesne 2022 r. B Bo3pacTe 72 JeT BIlepBble
BbISIBJIEH JIEUKOLIUTO3 3a cyeT JuMdonuTosa o 15 x
103/mMk1.  TIpy  UMMyHOQEHOTHUIIMPOBAHUMU JUMOO-
LIMTOB KOCTHOTO Mo3ra oOInpejie/isJacb MOHOKJO-
HaJibHasg mnonyasuus B-nuMmdonutoB c¢  deHoTHMIOM
CD19A+CD5+CD23+CD20+(Hu3kass ma0THOCTb)CD43+
CD200+CD38+CD10-, xapakTepubiM aus XJIJL [1Ipu CLIA
06HapyeHo 60Ji1ee 5 XpOMOCOMHBIX II0JIOMOK.

TakuM 06pa3oM, Ha OCHOBAaHMM NOJy4YeHHBIX
JlaHHBIX ObLI0 BepUUIIMPOBAHO BTOpoe JuMOInpo-
audepaTuBHoe 3abosieBaHue — XJIJI, ctagus A mo
Binet, CLL-IPI 5 6as10B.

3ak/odyeHHe. Pa3BuTHe y OJHOro MnaiueHTa [JBYX
aumdonposndepaTUBHbIX 3a00J€BaHUN, TaKUX KakK
MM wu XJIJI, — penkoe co6biTUe. [lo AaHHBIM JUTEpPa-
TYpbl, ¥ NaleHToB ¢ MM, noJjiyyaBIIUX JieyeHUe aJj-
KWJIMPYIOLMMU areHTaMu, 0OTMeuaJsicsi 60J1ee BBICOKUH
PUCK BO3SHUKHOBEHMS] BTOPUYHBIX 3/10Ka4eCTBEHHBIX
HOBooOGpazoBaHui [2]. 0HaKO BO3MOXXHO U pa3BUTHE
JIBYX 3a00J1eBaHUM He3aBUCHUMO JAPYT OT Jpyra.

KntoueBble cnoBa: METaXPOHHbIE 3/TOKAYECTBEH-
Hble HOBOOOpPA30BaHUS, MHOXECTBEHHAas MUesno-
Ma, XpPOHUYECKNn NnMponenkos, neyeHue.
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BBegenue. MHoxecTBeHHass wMuenoma (MM) —
pesiKoe HeHseduMoe 3abo0JjieBaHUe, COCTaBJSAOLIEe
okoso 15 % Bcex reMaToJIOTMYECKUX 3JI0Kade-
CTBEHHBIX ONYyX0Jel U XapaKTepu3ylwolleecs Heus-
6exXXHbIMU pelUAUBaMU U pedpakTepHOCTblo. Ecin
paccMaTpuBaTh peLUAUBHpYIOIYI0/pedpaKTepHYIO
(PP) MM, To BapuaHThl JieYeHUS HEOJAHOPOJHBI C
TOYKH 3peHUsl JAOCTYNHOCTH B pa3HBbIX CTpaHax.
OCHOBHBIMU METOZAMU TepPalUHU SBJAITCA UMMYHO-
MOAYASTOPBI, UHTMOHUTOPBI MPOTEACOMBI, C KOPTHUKO-
CTepoHJaMU MU 6e3 HUX, a TaKXKe HHHOBAl|MOHHbIe
MeTOAbl JiedeHHUs, BKJK4Yasg MOHOKJIOHAJbHbIE
aHTUTesa. B Poccuu OTCYTCTBYIOT ZlaHHble PYTUHOH
KJIMHUYeCKOU NMPaKTHUKU 0 CXeMax JiedeHUs U KIUHU-
YeCKUX UCX0Aax.

Ieab. OneHUTb KJIWHHUKO-3MUJAEMHOJOTHYECKUE
XapaKTepUCTUKU nauueHToB ¢ PPMM u nogxozb! k Te-
panuu B yCIOBUSX PyTUHHOU KJIMHUYECKOHN MPaKTUKU
B Poccum.

Martepuaabsl U1 MeToAbl. [IpoBejjeHO HeMHTepBEeH-
IJMOHHOE pPeTPOCHeKTHUBHOE UCCIe[0BaHUe UCTOPUH
6o0s1e3HU 238 nmanueHToB ¢ PPMM, mosiyyaBuiux Tte-
panuto B 2015-2020 rr. Uudopmanus ot 67 Bpaueit
BKJIIOYaJia JiBe KOTOPThl: KOropTa A — NallUeHTH],
NoJy4yamwllye TPeThbl0 JIUHUIO Tepanuu C JeHaauzo-
MHJOM U UHTUOUTOPOM NIPOTEaCcoOM B IepBOH-BTOPOM
auHuu (h = 123; 51,7 %); xoropta b — manueHTH],
NoJyvyawllye BTOPYIO-TPeTbI0 JIMHUIO Tepanuu
Kapdua30MUO0OM, JlapaTyMyMaboM HJU JIeHaJuJo-
muzoMm (n = 115; 48,3 %). Ha MOMeHT Kpocc-ceKLiU-
OHHoOro cpe3a 75 (61 %) naiyeHTOB U3 KOTOPTHI A U
99 (86,1 %) — koropTel b ocTaBajuCh B XKUBBIX,
MeAuaHbl HabuwZeHus coctaBuan 45,7 (Q2-Q3
31,6-69,8) u 38,1 mec. (Q2-Q3 25,7-72,0) cooTBeT-
CTBEHHO.

Pe3yabTaThl. B koropte A npeo6Jsaganu )KeHIUHbI
(56,9 %), cpeauuii Bo3pact 58,3 + 10,5 roaa. uro-
reHeTHYecKoe McCC/eJ0BaHHe BblnoJiHEHO 32,5 %
6osbHbIX. CTagus no ISS oneHeHna y 57,9 % mayu-
enrtoB: I/II/IIl — 17/51/31 %. TpaHcnaaHTauus
ayTOJIOTUYHBIX TeMOIO3TUYECKUX CTBOJIOBBIX KJle-

Tok (ayToTI'CK) npoBegeHna 28 (40 %) u3 70 kaHu-
AaToB. g MHAYKIUY UCN0JIb30BauCh cxeMbl VCD
(54 %), vVd (11 %), PAD (7 %), Ha moCTTpaHCIJIaH-
TanMoHHOM 3Tane — Rd, V = d, VRD. [lanueHTh! 6€3
ayToTT'CK nosiyyanu B nepBoit auHuu VCD (65,3 %)
VMP (14,7 %), Vd (8 %) c MearaHON AJIMTENBHOCTH
Tepanuu 5,9 Mec. Bo BTOpoil JUHUMU OGOJIBUIUH-
CTBO O0OJIbHBIX MOJYyYaJu CUCTEMHYI0 Tepanuio
(n = 122/123), npumensauch cxembl Rd (54 %),
VRd (12 %), RMP (9 %). ¥ 2 u3 11 manueHTOB NOJA-
TBepx/JeH MOB-oTpunatenbHbiil cTaTyc. B TpeTbeit
JuHuu Tepanuu (n = 120/123) yaiie npuMeHsJIUCh
Dara (26 %), Pd (9 %) u Rd (8 %). MeauaHa BbIXHU-
BaeMocTu 6e3 nporpeccupoBaHus (BBII) B kax/oit
nocjeAyolled JUHUU JledeHUs1 MMeJa TeHAEeHIUIo
K CHWXeHUI0 U cocTaBisyga 11,9 Mec. (guamnasoH
5,8-21,8 mec.) Aag BTOpO# IUHUU Tepanuy, 3,8 Mec.
(auanason 1,9-7,9 mec.) — AJis TpeThbell.

B koropTe b 651710 50,4 % xKeHIUH, CPeJHUN BO3-
pact — 60,4 £ 12,7 ropa. lluToreHeTnu4eckoe TeCTUPO-
BaHMUe NpoBeseHo y 55,6 % nauuenTos. CTagus no ISS
oneHeHa y 58,7 % 6oabHbix: 1/11/111 — 22/45/33 %.
AyToTI'CK BhimosiHeHa 26/49 kanaugatos (53,1 %).
B kauecTBe MHAYKLUU Ucniosib3oBaau VCD (54 %), VMP
(8 %), PAD (8 %), Dara (8 %); Ha 3Tane nojjep>uBa-
toiedt Tepanuu — Rd, Vd, CEP. OctanbHble nanueHThI
B [lepBOM JIMHUU Tepanuu nosayyanu VCD (44,9 %), Vd
(12,4 %), VMP (11,2 %), R £ d (9 %). Bo BTOpO# IMHUM
y 60JIbLIMHCTBA 60JIbHBIX IPOBOJUJIACh CUCTEMHAsI Te-
panus (n=114/115); npuMeHsiiuck cxeMbl Rd (32 %),
VRD (14 %), KRd (13 %), Kd (11 %), Dara (10 %). ¥ 23
340 nanueHTOB nNoATBePKAeH MOB-oTpunaTenbHbIH
cTaTyc Ha ¢oHe BTOPOH JIMHUU Tepanuu. B TpeTbei
JuHuM (n = 41/115) yaue npumensaucs Dara (37 %),
Ixad (12 %), KRd (10 %), DaraPd (7 %). Meguana BBII
B K&XK/J|0H Noceylollel INHUY JleyeHUs1 UMeJsla TeH-
JIeHIIMI0 K CHIPKEHUIO U cocTaBJisa 8 Mec. (rana3oH
3-14,9 Mec.) npy BTOpPOU JIMHUM Tepanuu u 4,3 Mec.
(mAuanasoH 1,1-7,7 Mec.) — npHu TpeTbel. YUUTbIBas,
yTo MeAuaHa BBIl B 06eux koropTax (< 12 mec. ajs
KOTOpTHI A U < 8 Mec. AJ1s1 KoropThl B) pesko cHuxa-
JIach B KaXK/|0H Ioc/eAytoleil IMHUY Tepanuu, BaXKHO
MOJYepPKHYTb OTCYTCTBUE COBPEMEHHbIX HAy4YHO-060-
CHOBAHHBIX BApUAHTOB JIeUeHHUs.



3axuTi04eHue. Pe3yibTaThbl HACTOSILEr0 UCCIel0BaHUsA
YKa3bIBalOT Ha MO3/HIOI JAUArHOCTUKY 3aboJieBaHuS,
OTrpaHUYEHHYI0 JOCTYNHOCTb LIUTOreHeTHUYEeCKUX Me-
ToZOB U onleHKU MOB. B Tepanuu 4acTo NpuMeHSOTCA
Ccy60NTUMa/bHbIE PeXUMBbI (JBYXKOMIIOHEHTHbIe/MO-
HOTepanus), orpaHuyeHa goctynHoctb ayToTI'CK u mMo-
HOKJIOHAJIbHBIX aHTUTeJ. BbbkMBaeMoCThb MaleHTOB
IIOKa HeBbICOKAsl, MO3TOMY Heo6X0JMMO BHeJPATb
B KJMHUYECKYI TNPAKTUKy HOBble CXeMbl JIeUeHMs,
KOTOpble MO JaHHBbIM HCCJeJOBaHUHM I0Ka3blBalOT
onpejiesleHHy0 3¢deKkTHBHOCTb. K HUM, HampuMep,
OTHOCUTCSI TPEXKOMIIOHEHTHasl cxeMa H3aTyKcuMaba
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¢ kKappUI30MUGOM U JIEKCAMETA30HOM, XapaKTepHU3y-
foljasicss B 3 pasa 6oJiee BbicOKOM MenuaHoi BBII, nmo
JlaHHbIM ucciaenoBanus IKEMA (35,7 mec.).

KnioueBble cnoBa: peuuausupytowasa/pedpak-
TepHas MHOXeCTBEHHas MWesioMa, nepBbln pe-
UMAanB, PYTUHHASA KIIMHUYECKasa npakTuka.

UcTouHuku ¢puHaAHCHUPOBaHMSL. VicciiefoBaHMe ClIOH-
cupoBaHo koMmnaHueidl «CaHodu» U OpPraHU30BaHO
KOHTPaAKTHOM HCC/e0BaTeNbCKOM opraHusanuei
DataMed Solutions LLC.

AHanus comatnyeckux mytaumi reHos RAS-kackapa B ceo6ogHo unpkynupytowein IHK
nnasmbl Y 60/1bHbIX MHOXECTBEHHOW MUETIOMOW

T.H. Pei6onosnesa*, E.B. Tpery6osa, E.Jl. Hazaposa, U.A. JokwuHa, E.C. ®okuHa

O®I'BYH «Kuposckuit HUU rematonorum n nepenusanmns kposu ®MBA», yn. KpacHoapmeiickas, 4. 72, Kupos, Poccuiickas ®epepaums, 610027

* KoHTakTbl: TatbsiHa HukonaesHa Poi6onoBnesa, rybolovlieva@niigpk.ru

An Analysis of the Somatic Mutations of RAS-Cascade Genes in Circulating-Free DNA
in Multiple Myeloma Patients

T.N. Rybolovleva*, E.V. Tregubova, E.L. Nazarova, I.A. Dokshina, E.S. Fokina

Kirov Research Institute of Hematology and Transfusiology, 72 Krasnoarmeiskaya ul., Kirov, Russian Federation, 610027

* Correspondence: Tatyana Nikolaevna Rybolovleva, rybolovlieva@niigpk.ru

BBegeHue. MHOXKecTBeHHas: Mmuesioma (MM) 06b14HO
poTeKaeT C MHPUJIbTpalMed KOCTHOTO MO3ra reHe-
TUYEeCKH pPa3HOPOJHBIMU OIYXOJIEBBIMU IJIa3MaTH-
YeCKMMH KJIETKaMU U OPTaHHBIMHU NOBPEXJeHUSMHU.
[ToMMMO XOpOIIO H3yYeHHBbIX I UTOTeHeTHUYeCKUX
aHOMaJIMH € yyacTHeM reHa UMMyHor/106yavHa IgH y
15-25 % 60JIbHBIX BbISBJASIOT MyTallUu TeHOB ceMek-
cTBa RAS. B ciiydae akcTpaMeAy/IIPHBIX OCJI0KHEHU I
IPU OTCYTCTBUU NOPa>KEHUsI KOCTHOTO MO3ra KJIeTKHU
JlaHHOTO MaTepHaJia He ABJSITCA MHPOPMAaTUBHBIMU
11 TeHeTUYeCKHUX HccaefoBaHUM. MoJsieKynsipHbIH
a”Hanus cBob6ogHOo wnupkyaupytomen JHK (cyJHK)
IJIa3Mbl MOXeET TI03BOJHUTb MOJY4YUTb [JOMNOJHHU-
TeJIbHY!0 MHPOpMaLUI0 O BJHUSIHUM MYTalMOHHOIO
cTaTyca Ha pa3aBUTHe 3a60/1eBaHUS.

Lesb. OnpesenuTh HATUYHE COMAaTUUECKUX MyTalui
reHoB RAS-kackazga B cu/IHK y nauuentoB ¢ MM Ha
pPa3HbIX CTaAUAX 3a60JIeBaHUS.

Marepuasibl M MeTOAbl. B uccie/joBaHHE BKJIIOYEHO
11 nanueHToB ¢ MM Ha pas/iMYHBIX CTaAUSAX 3aboJe-
BaHUSL. MeaunaHa Bo3pacTa cocTaBuja 59 Jiet, 6110 4
(36,4 %) myxuuH U1 7 (63,6 %) keHIMH. Boigenenue

cy/IJHK w©3 miasMbl U ompefesieHHe ee KOHLEH-
Tpalyy NPOBOAW/IM C TIOMOLIbI0 HAabOpPOB peareHTOB
SileksMagNA-Direct 000 «Cusiekc» (Poccust) 1 Quantum
DNA-91 3A0 «EBporen» (Poccust) cooTBeTcTBEHHO. My-
Taiuu B reHax KRAS u NRAS vccinepoBanu metogom [P
B pPEXMMe peasIbHOr0 BpeMeHHU C IpMMeHeHeM HabopoB
peareHTOB Real-time-PCR-KRAS-7R u Real-time-PCR-
NRAS-3R 000 «buoJlunk» (Poccusi) cooTBeTCTBEHHO.

PesysbraThl. Y nayueHToB ¢ MM de novo (n = 3) ompe-
JesieH ypoBeHb cii/IHK ¢ meauanoit 199 ur/mi (Q1-Q3
186-418 Hr/mu). Y 60JIbHBIX C TIOJTHOW peMUccHel (n = 6)
BblsiB/IeHa 60J1ee HU3Kasl KOHLIEHTPaLKsl BHEK/JIETOUHON
JHK (mepuana 28 ur/mi, Q1-Q3 25-47 ur/ma). Y 2 na-
LJMEHTOB YCTaHOBJIEH peluAUB 3a60/1eBaHUs C BHICOKUM
ypoBHeM ci/IHK (Meguana 334 Hr/mul) U 06HapPYKEHbI
MmyTanuy B reHe KRAS (18 %). Y ofHOro U3 HUX AUarHo-
CTUPOBaH 3KCTPaMeJy/UIAPHbIA peLuuB (MyTanus
G12D B reHe KRAS BbisiBneHa B ci/IHK), y apyroro —
KOCTHOMO3roBoM peuuauB (Mytauus G12S B rene KRAS
ob6HapyxeHa B ciy/[HK u koctHOM Mo3re). B TeueHue
7 Mec. y 3TOro 60JIbHOTO HabJIIOAAINCh MTPOrPeccUpo-
BaHMe 3a00JIeBaHUs U PEe3UCTEHTHOCTb K MpenaparaM
HECKOJIbKUX JIMHUH Tepanuy, npu MoHuTopuHre cu/lHK
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0CTaBaJICS ee MOBbILIEHHBIN ypoBeHb (70 23 550 Hr/mu)
Y coxpaHsiiack mytauus G12S B reHe KRAS. MyTtanuii B
reHe NRAS y naijeHToB ¢ MM He 0GHapy»eHo.

3axkiuw4yenre. MoJekynspHbli  aHanu3z  cu/JHK
BBIIBUJ MyTaluu B reHe KRAS B 18 % ciydaes. Onpe-
JleJieHre reHeTHYeckux usmeHeHuu B cu/JHK moxkeTt

CTaThb JIOTIOJIHUTEJbHBIM MapKepoM /iJisl OL[eHKH MHU-
HUMaJIbHOM OCTaTOYHOW 60JIe3HU HA MOJIEKYJISIPHOM
YPOBHE.

KnioueBble cnoBa: MHOXeCTBEHHas MUE/IoMa,
csobogHo umpkynupyowaa AHK, mytaummn B re-
Hax RAS-kackaga.

CpaBHUTENbHbIN aHANU3 Ne4eHUs1 60/1IbHbIX MHOXXECTBEHHOW MUETOMOM,
OC/TI0)KHEHHOW NOYEeYHON HEeJOCTAaTOYHOCTbIO, M0 CXeMaM, BK/IOHAIOLUM
6opTe3omun6 nn6o 6opTe3oMmU6 1 MOHOK/TIOHANbHbIE aHTUTENa
(co6¢cTBEHHDbIN KnuHnYeckui onbiT FKB N° 52)

B.U. KoHgpateeB"*, E.A. KapumoBa', E.N. Xennosa'?, E.FO. Mpnwund', E.H. 3otnna®?, [.3. larnoesa’?,
B.H. flkumey', 3.P. lOcynosd’, E.A. bapsx'?, K.B. flykos’, E.H. MuctopuHa'?

'TBY3 «lopoackas KnnHuyeckas 6onbHuua N° 52 13M», yn. MexotHas, a. 3, Mockea, Poccuiickas ®epepauns, 123182

2 ®OIAQY BO «MMepsbiit MTMY um. .M. CeueHoBax (CeyeHoBCKMit YHuBepcuTeT) MuHaapasa Poccuu,
yn. Tpy6eukas, 4. 8, ctp. 2, MockBa, Poccuiickas ®epepaums, 119048

* KontakTbl: Bagum Uropesny Konapatbes, doc.kondratiev@gmail.com

A Comparative Analysis of Therapies for Multiple Myeloma with Renal Failure
Using Regimens with Bortezomib or Bortezomib with Monoclonal Antibodies
(Clinical Experience of the City Clinical Hospital No. 52)

V.I. Kondratev'*, E.A. Karimova', E.I. Zhelnova®?, E.Yu. Grishind’, E.N. Zotina"?, D.E. Gagloeva®?, V.N. Yakimets’,
E.R. Yusupovd', E.A. Baryakh?, K.V. Yatskov', E.N. Misyurina™?

" City Clinical Hospital No. 52, 3 Pekhotnaya ul., Moscow, Russian Federation, 123182

2|M Sechenov First Moscow State Medical University, 8 korp. 2 Trubetskaya ul., Moscow, Russian Federation, 119048

* Correspondence: Vadim Igorevich Kondratev, doc.kondratiev@gmail.com

BBegenue. BosibHble MHOXECTBEHHOH MHUEJOMOH
(MM), rocnuTasu3UpPOBaHHBIE B KPYIJIOCYTOUHBIN
CTAllMOHApP, COCTaBJAIT KpailHe TreTeporeHHYy
rpynny. [lo 50 % nanueHTOB C BllepBble BbIsIBJEHHON
MM uMeT NOYeYHYH HeJOCTATOYHOCTb B JeOlOTe.
Y 25 % nauueHTOB ¢ penuauBoM MM pa3BuBaeTcs
noyevyHas HeZOCTaTOYHOCTb. Jlo 5 % GOJIbHBIX UMEIOT
JHUaNN3-3aBUCUMYI0  TNOYEYHYH HEeAO0CTATOYHOCTb.
O6uiasi BBDKMBAEMOCTb TAaKUX MAIMEHTOB OCTAETCS
KpailiHe HU3KOH. B MUpOBOM MeAUILMHCKOM COOO6IIle-
CTBe IIHPOKO OOCYXKJAETCS BONPOC MEpPBOH JIMHUHU
Tepanuy B 3aBUCUMOCTH OT HaJW4UA/OTCYTCTBUSA
NOYEYHOU HEZOCTATOYHOCTH.

Ilesb. OLleHUTH pe3y/bTaThl JieYeHUs MALUEHTOB C
MM, O0C/JI0KHEHHOM JMaJii3-3aBUCUMON IMOYEYHOU
HeJZI0CTAaTOYHOCTbIO, B 3aBUCUMOCTH OT BbIOPAHHOU
CXeMbl MepBOM JIMHUM XUMHOTEpamnuu: 4acTb
NalMeHTOB MOJiy4aJu Tepanuio, BKJIYAWIIYI0
6optesomub (VCD, VD), yactb — c fobGaBjaeHUEM

MOHOKJIOHAJIbHBIX aHTHUTeJ (JapaTyMyMab, U3aTyK-
cumao).

MaTepuasibl u MeTOAbI. C sHBaps 2022 . 10 CeHTA6pb
2023 r. B remartosiornueckoM cranuoHape I'Kb Ne 52
HabJtofanock 94 nanueHTa ¢ BIepBble AUArHOCTHUPO-
BaHHON MM c MenuaHo# Bo3pacTa 65 JieT (AuanasoH
41-92 ropa). lloueuyHass HeJOCTAaTOYHOCTD ObLIA ¥ 41
(44 %) nanueHTa, U3 HUX 26 (28 %) HyXJaNUCh B re-
Moauanuie. B auanus-zaBucuMoit rpymmne y 21 nauu-
eHTa Tepanus [epBo¥ JUHUMU NPOBOAUIACE 110 CXEME
VCD,y 4 — VRD, y 1 — c fapaTymMyMab0oM.

PesyinbraThl. OueHuBass 3QQPeKTHBHOCTb Tepanuu
NepBOM JIMHUM, CTOUT OTMETHUTh, YTO Ha ¢oHe VCD
o61as yactota otBeToB (I1IP + 0x4UP) cocTaBuia 19 %,
Ha ¢oHe VRD — 25 %. JleTasibHOCTb cocTaBuaa 19 %
(ocHOBHasi npUYMHA — UHPEKLIMOHHbIE OCJI0KHEHUS ).

[loyeyHbll OTBeT NpPM CTAaHAAPTHON Tepanuu
NepBOM JIMHUHU ObLI AOCTUTHYT TOJILKO Yy 1 manueHTa.



CyMMapHO MoOYeyHbIN OTBET ycTaHOBJeH y 4 (15 %)
60/bHBIX: y 1 — mocse nukia nepsoi sunuu VRD, y
2 — 1ocJe LIMKJa BTOPOW JIMHUU C AapaTyMyMaboM
(DaraRd), y 1 — nocJie uukJia OsTOU JIUHUM C U3aATYK-
cuma6oM (IsaPomKD).

Y nanueHTOB, MOJIyYyaBIUIUX Tepalvio C BKJIOYe-
HHEeM MOHOKJIOHAJIbHbIX aHTHUTeJ, OTMedeH O6oJiee
BbICOKHH NPOLIEHT JOCTIKEHHUs NIOYEYHOr'0 OTBETa, B
TO BpeMs Kak B rpyIIe CTaHAapTHON Tepanuu nepBo
JINHUM TI0Ye4YHOr'o OTBeTa He 6blIo BoBce. TakuM 06-
pa3oM, BKJIIOYEHHE MOHOKJ/IOHA/NbHBIX aHTUTeEN JaxKe
BO BTOPYIO U NIOC/IeyI0II1e IUHUH [I03BOJISIET OCTHYb
MIOYeYHOro OTBeTA Y JUaIM3-3aBUCUMbIX NallMeHTOB.
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3aksroyeHue. Boi6op cxembl Tepanuu npu MM He-
06X0/AMMO NPOBOAUTH C y4€TOM MHOTUX GaKTOpPOB,
B T. 4. HaJU4UA/OTCYTCTBUS [JHUaJU3-3aBUCUMOU
NO4YeyHON HeJOoCTaTOYHOCTU. Mcmosb3oBaHue B
KayecTBe Tepaluu NepBOil JIUHUHU CXeM C MOHOKJIO-
Ha/lbHbIMU aHTHUTeJaMU y MNalMeHTOB C JHaJU3-
3aBUCUMMOM IOYeYHON HEeJOCTAaTOYHOCTBHIO MO3BO-
JIsieT J,06UThCs 60J1ee BBICOKOM YacTOThI TIOYEUYHOT0
OTBeTa.

KntoueBble cnoBa: MHOXeCTBEHHas MWENOMa,
MOHOK/IOHaNbHble aHTUTena, Amanus, NoOYeYHbIn
oTBeT.

Pe3ynbratbl c60pa reMono3TMUECKUX CTBOJIOBbIX KNETOK nepudepuyeckon Kposm
y 60/1bHbIX MHOXXECTBEHHON MWUENIOMOW Nocne Tepanum MOHOK/I0Ha/IbHbIMK
aHTuTenamm (co6¢TBeHHbIN KnMHUYeckunin onbiT Kb N° 52)

E.1O. Mpnwmnnua®*, E.W. Xennosa™, E.H. 3otuna®?, E.A. Kapumosd', 4.3. larnoesa'?, B.H. Skumev’,
B.N. KoHgparses', 3.P. Ocynosd', E.A. bapsx"?, E.H. MuctopuHa'?

'TBY3 «lopoackas knuHuueckas 6onbHuua N° 52 13M», yn. MexoTHas, 4. 3, Mockea, Poccuiickas ®epepauns, 123182

2 OI'AQY BO «Mepsbiit MTMY um. .M. CeueHoBax (CeueHoBCKUit YHuBepcuteT) MuHaapasa Poccuu,
yn. Tpybeukas, 4. 8, ctp. 2, MockBa, Poccuiickas ®egepaums, 119048

* KoHTakTbl: EkatepuHa tOpbeBHa puiinHa, grishinae.y@yandex.ru

The Results of Peripheral Blood Hematopoietic Stem Cell Collection
in Multiple Myeloma Patients After Monoclonal Antibody Therapy
(Clinical Experience of the City Clinical Hospital No. 52)

E.Yu. Grishina*, E.I. Zhelnova®, E.N. Zotina"?, E.A. Karimova', D.E. Gagloeva®?, V.N. Yakimets’,
V.I. Kondratev', E.R. Yusupovd', E.A. Baryakh'?, E.N. Misyurina®?

' City Clinical Hospital No. 52, 3 Pekhotnaya ul., Moscow, Russian Federation, 123182

2 |M Sechenov First Moscow State Medical University, 8 korp. 2 Trubetskaya ul., Moscow, Russian Federation, 119048

* Correspondence: Ekaterina Yurevna Grishina, grishinae.y@yandex.ru

BBeaenue. TpaHcI/IaHTaLMsl Ay TOJIOTUYHbBIX TeMOII0-
3TUYECKUX CTBOJIOBBIX KyeToK (ayToTI'CK) siBisieTcs
CTaHJApTOM Tepanuu BliepBble JUarHOCTUPOBAaHHOM
MHOXeCTBeHHOU Muesiombl (MM). PesynbraThl Jse-
yeHUs NaldeHTOB ¢ MM 3HauUMUTEeNbHO YJAY4YLIUJIKCh
6s1arofaps MosIBJIEHUIO HOBBIX NpenapaToB — MOHO-
KJIOHaJIbHBIX aHTUTeJ. Mcrnosb30BaHHe 3TUX INpena-
paToB B UHAYKIMOHHON Tepanuy YBeJUIUJI0 YaCTOTy
U IIyGHHY OTBETOB, YTO IPUBEJIO K 60JIee AJUTEeTbHON
peMHCcCHM U BbDKMBaeMocTU. OJHaKO KJIMHHYecKHe
WCCe,0BaHUA NOATBepAuan nojab3y ayToTI'CK paxe
B 310Xy 0SIBJIEHUS] HOBBIX JIEKapCTBEHHBIX CPEJICTB.

Lesb. OueHUTH pe3yabTaThl U 3¢eKTUBHOCTD CO0pa
CTBOJIOBBIX KJIeTOK nepudepudeckoit kposu (CKIIK) y

nanueHToB ¢ MM nocsie Tepanuu MOHOKJIOHAJIbHBIMU
a"ntutenamu (MAT).

Martepuasibl 1 Metoabl. C AHBapsa 2022 r. no ceH-
Ta6pb 2023 . B reMaToJIOTUYECKOM CTallMOHape
'KB Ne 52 npoBoauicsa c6op MKIIK y 77 nauueHTOB
¢ MM. U3 Hux 18 6osbHbIX noay4daau MAT (mapaty-
MyMab, U3aTykcuMab au60 3J10Ty3ymMab) B CBS3U C
HeaQPeKTUBHOCTbIO TNpEABbIAYIINX CXeM JiedeHHUs.
50 % nanuenTtoB nosaydanu MAT Bo BTOpoOM JIMHUHU
Tepanuy, 50 % — B TpeTbel M YeTBEPTOH JIMHUAX.
B kayecTBe MOOUIM3aLMOHHbBIX CXeM UCI0JIb30BaIUCh
BBICOKO/I03HbIH 1[UKJI0pochamu/ (4 r/m?) U aTONO3NU/
(375 mMr/m?). 3 maniueHTaM NPOBO/IUIUCH CEAHCHI ade-
pe3a Ha ¢oHe NporpaMMHOro reMojuanusa. MefguaHa
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KOJIN4YeCTBa NIPOBeJIeHHbIX CeaHCOB adepesa B rpynmne
nanueHToB ¢ MAT cocraBusa 3,5 (muamason 1-7),
MeJMuaHa KoJsindectBa cobpaHHbix CKIIK — 7,5 x 10°¢
kjaetok CD34+/kr (auanazon 1,5-16x 10°). ¥ 65 %
nanuenToB co6panbl CKIIK Ha TanzeMuyw ayToTTCK,
y 35 % — Ha ogHy ayToTI'CK. B rpynne nanueHTOB,
He nojay4aBmux MAT, pe3ysbTaThbl GbLIN CONOCTABU-
MBIMU: MeJijMaHa KOJIMYecTBa NPOBeJeHHBIX CEaHCOB
adepesa — 3,5, MeAuaHa KOJIMYECTBA COOpPAHHBIX
CKIIK — 7 x 10° knetok CD34+/kr.

Pe3yibraThl. [lanuenTts! nocie sedyenus MAT umeroT
CTaTUCTHYECKU CONOCTaBHMMble ILAHChI NpPU cbope
CKIIK o cpaBHeHUIO € NallUEHTAMU, He I0JIy4aBLIMMH
MAT. Coopsl CKIIK 6bL1M yClelIHbIMUA, HECMOTPSI Ha
JiBe U OoJsiee NpejlIeCTBYIOIINX JUHUH XHMHOTe-
panuu. CTOUT TakK ke OTMETUTD, UTO Y BCeX Nal[MeHTOB
u3 rpynnbl ¢ MAT, Take NMpUMeHsIICI B OAHOU U3
JINHUH JIeHaJIUAOMUZ, (110 JaHHBIM JIUTEPATYPhI, IPU-
MeHeHHe IMpelapaTa OKa3blBaeT HebJaronpusTHOe
BO3/lelicCTBHE Ha MOOMWJIM3ALUOHHYI CHOCOOHOCTB).

MAT B COBOKYIHOCTH C NPOTHBOONYXOJIEBBIM 3-
$eKTOM MOJIOKUTEBHO BJIUSIOT HAa MUKPOOKpPYKeHH e
KpPOBETBOPHBIX KJIETOK, UYTO I03BOJISIeT YCIEIIHO
MpOBOAUTH ceaHchl c6opa CKIIK.

3akoyeHre. OTHOCUTEIbHO HeJlaBHASA pa3paboTka
MAT npousBesia peBoJsiroLuI0 B jedyeHuss MM. [lpume-
HeHue MAT B coBokynHocTH c npoBegeHreM ayToT'CK
MI03BOJISIET JOCTUYb JJIUTEJbHBIX U [NyOOKUX OTBETOB
y NaLMeHTOB € peluAuBaMH/pedpakTepHOoCcTbI0 MM.
JlaHHas rpynna npenapaToB He CHHXKaeT MOOUJ/IM3a-
LIMOHHY0 CIOCOGHOCTD U A,0J’KHA pacCMaTPUBAThCS B
KauyecTBe KOHCOJMAUDYIOllel Tepanuy y NaleHTOB
M3 Tpynnbl BbICOKOTO pHCKa IlepeJ; NpoBeJleHUueM
ayToTI'CK.

KnioueBble crnoBa: TpaHcn/aHTauus ayTosno-
FMMYHbIX FEeMOMO3TUYECKUX CTBOJSIOBbIX KI/ETOK,
MHOXeCTBEeHHaa MuesnioMa, cbop CTBOJIOBbIX
KMeToK neputepmyeckon KpoBm, MOHOKNOHAasb-
Hbl€ aHTUTEenNa.

Pe3ynbratbl c60pa reMono3TMUECKUX CTBOJIOBbIX KNETOK nepudepuyeckon Kposm
y 60/1bHbIX MHOXECTBEHHON MUENIOMOW Nocne Tepanun NeHanMaoMuaom
(co6cTBEHHDbIN KnuHNYeckuu onbiT FKB N° 52)

B.H. Slkumey"*, E.N. XenrnoBa®?, E.FO. Mpuwund', E.H. 3otnna®?, E.A. Kapumosa', [1.3. larnoesa’?,
B.N. Kongparses', 3.P. Ocynosd', E.A. bapsax"?, E.H. MuctopuHa'?

'TBY3 «lopoackas KnnHuyeckas 6onbHuua N° 52 13M», yn. MexotHas, a. 3, Mockea, Poccuiickas ®epepauns, 123182
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BBegeHue. TpaHCIJIaHTALUs AyTOJOTHUYHBIX I'eMo-
MO3TUYECKUX CTBOJIOBBIX KJIETOK SIBJISIETCS METOLOM
BbI6GOPA MPU KOHCOJIUJALMH JOCTUTHYTOH PEMHUCCUHU
y MOJIOABIX MAaLMEHTOB U JIML MOXKUJIOr0 BO3pacTa
(cTapuie 65 JsieT) co MHOXECTBEHHOU MuUenIOMOU
(MM). B HepmaBHUX 3apybexHBIX HCCJIeJ0BaHUAX
[I0Ka3aHO, YTO BKJIOYEHHE JIEeHAIUJOMHUJA B Tepa-
NEBTHUYECKYIO CXEMY CHUXKaeT 3¢ PEeKTUBHOCTL c60pa

CTBOJIOBBIX KJIeTOK nepudepudeckoit kposu (CKIIK),
M03TOMY MHJIYKLHSA OGBIYHO OrpaHUYMBaEeTCs 6 LU-
KJIaMH, YTOOBI yMEHBIIUTD AJUTETbHOE BO3JEHCTBUE
npemnapara.

Leab. Onpegenutb 3GPeKTUBHOCTb, HEOOXOAMMOE
konuvyectBo adepesa CKIIK y mnanueHTOB, mnosy-
YaBIIUX JIEHATUA0MUJ,



Marepuasibl M MeToAbl. B nepuoy c anpens 2022 r. no
ceHTs6pb 2023 1. B 'KB N2 52 npoBegneH c6op CKIIK y
77 nanueHTOoB ¢ MM nocie goctuxeHus noJyiHoi (I1P)
WU O4YeHb Xopollel yacTU4yHOU pemuccuu (ox4YP)
IpU Pa3/IMYHbIX CXeMaX Tepanuu (B T. Y. OCJe JBYX
U 6oJiee JUHUN). 34 manMeHTa MOJy4Yaau JieyeHue 10
cxeMaM, BKJ/4aBmuM 6optesomutd (VCD, VD), 43 —
pasHble JIMHUM XMMHOTEPANUU C JIeHAJHUJOMHUJOM.
CTOUT OTMETUTD, UTO B KaueCTBe MOOU/IM3ALUU Ilepe/,
c6opom CKIIK B o6eux rpynmnax npuMeHsJIcsS LUKJIO-
dochamuz (70 % nayuenTos) au60 sTonosuz (30 %
NalMeHTOB) B BbICOKUX Jl03aX.

MesnuaHa KoJMYecTBa MpPOBEJEHHBbIX CeEaHCOB
adepe3a MOHOHYKJ/IEAPOB B IrpyIIe NalMeHTOoB, N0J1y-
YaBIIMX JIEeHAJUJOMU/, COCTaBUIA 4, a B TpymIe 6e3
aeHanugomuaa — 1,5. MenuaHa cobpaHHbix CD34*
KJI./KT OblJa COMOCTAaBUMOM B 06eux rpymnmnax: y mna-
I[UEHTOB C JieHaIuAoMua0M — 7,9 x 10°, y maijueHTOB
6e3 e”Hanugomusa — 8,2 x 106,

PesynbsraTel. [lpoanasusvpoBaHbl JaHHble 77 ma-
nueHToB ¢ MM, pocturwux [P nan ox4P, y koTopbix
npoBogucs c6op CKIIK. [Ipu aHanvuse pe3ynbTaToOB
BbISIBJIEHO, YTO IpHMeHeHHe JIeHaIUuJoMuJa [Jei-
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CTBUTEJIbHO HETaTHBHO BJIMSIET Ha BBIXOJ, KJIETOK
CD34* npu nomnbITKe MOOUIM3ALUMU. ITO 0OYCIOBIU-
BaeT HeoOGXOAMMOCTb NpPOBeJeHUs 6oJIbLIero yuciaa
ceaHCOB adepesa, yeM y NalMeHTOB, 0Jy4YaBLIUX Te-
palnuio ToJbKO 0 60pTe30MHUO-ColepKalll M CXeMaM.
O HAKO CTOUT 3aMeTHUTb, UTO CyMMapHOe KOJIMYeCTBO
kJeTok CD34* pakTUUeCKU He OTJINYAIO0Ch B Ipynnax
C pas/IMYHOM NPOBOJAHUMOM paHee Tepanuei.

3axnoyeHnue. /liMTenbHasd WHAYKIMOHHAS Tepanus
JIEeHAJIMJIOMU/IOM y MALMEHTOB Mepes MobuUIn3aluyei
nuki0$ochaMuZoM UIH STONO3UA0M MOXKET IPUBECTH
K [TOBBILLIEHUIO YHCJIa cCeaHCOB adepesa, He06X0JUMOro
JUIsT cO6opa A0CTAaTOYHOTO KojiMdecTBa kjaeTok CD34",
HO B KOHEYHOM CuUeTe He yMeHbIIAeT 00llee Kouye-
cTtBo co6panHbix CKIIK. Pe3ysnbraThl Halleil paGoThbl
MOATBEPXKIAIOT TOT (aKT, YTO NPU HEOOXOJUMOCTHU
MOXXHO MpOAJIEBAaTh UHAYKIUIO JIEHAJIUJOMUIOM 6€e3
CylLIeCTBEHHOro yulepba s cb6opa [AOCTAaTOUYHOrO
kosnuvectBa CKIIK gs1g TpaHcnuianTaygyu.

KnioueBble croBa: MHOXECTBEHHas MWesioMma,
CcOOp CTBOJIOBbIX KMIETOK Nepuepnyeckomn Kpo-
BUW, NeHanugomua,.

B3aumocBsa3b TSXECTU NOBPEXAECHUA NOYEK, AaHEMUYECKOro U OCTEOECTPYKTUBHOIO
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¢ numchonponucepatueHbiMU 3a60/1€BaHNAMMU
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Beeaenue. JlumoonponudepaTuBHble 3a60/1€BaHUSA
(JIII3) —aToreTeporeHHas rpyIia 3JloKa4eCTBEHHBIX
ONyXo0Jiel CUCTEMbI KPDOBH, B OCHOBE KOTOPBIX JIEXKUT
nposndepanusa KjaoHa JUMPOUJHBIX KJIETOK pa3sHOU
CTeleHU 3pesioCcTH. B mociesHue rojbl oTMevyaeTcs
pPOCT OHKOJIOTMYecKOH 3a60JieBaeMOCTH, B T. Y. U
ONYyXOJIMM CUCTeMbl KpPOBH. 3ab0JieBaeMOCTb He-
XoKKUHCKUMU tuMdoma (HXJT) B Poccuu B 2018 1.
cocrtaBuia 3,86 caydyag Ha 100 000 Hacenenusd, a

cmeptHocTh — 1,85 (Kanpun A.J., 2019). CpexnnHuit
BO3pacT Ha MOMEHT JHAarHoCTUKU 3abo0JsieBaHHUA CO-
cTaBJseT 65 jyeT. [Iponudepanys naTo/s0rM4ecKOro
JUMPOUJHOrO KJIOHA HepejKO CONpPOBOX/JAeTCs
cekpelell MOHOKJIOHAJIbHOTO HWMMYHOTIJIOOy/IMHA
U/uamn cBob6oJHbIX Jyerkux neneid (CJIL), BbisABJS-
eMbIX B CbIBOPOTKe H/WJIM Moue. 3HAYUTEJIbHYIO
YacTh HO30JIOTHH, CBSI3aHHBIX C CeKpelluel napamnpo-
TEUHOB, COCTaBJAKT B-kyerouHble JIII3, koTophkle
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NpeJCTaBJAAIT Cco60i  B-K/JeToyHble  OMYXOJH,
Juddepennupyrommecs [0 CTaAUuM  CeKpeLuHu
MMMYHOIJIOOYJIMHOB, TaKHe KaK MHOXeCTBeHHas
MHesJOMa, MakKporjobynuHeMuss BaibaeHcTpeMa,
coNuTapHas MjasMoluToMa, HekoTopblie HXJI (um-
doMa M3 KJEeTOK MapruHajJbHON 30HBI CeJie3eHKH,
dosnukynsapHas sauMmpoMma, JauMboMa U3 MaJbIX
JuMPoLUTOB/XpoHUYECKUM JuMoJieliko3, 60Jie3Hb
OTJIOXKEeHUS JIETKHUX Liene, 60Je3Hb TSKENbIX 1ieneit).
Cekpelysl NMapanpoTeUHOB omNpejenseTc NPU TakK
Ha3blBaeMbIX Npes3aboJieBaHUsAX, K KOTOPbIM OTHO-
CATCS MOHOKJIOHAJ/IbHAs raMMalnaTHUs HesICHOI'O 3Ha-
YeHUsl, aCMMIITOMaTH4YecKas (TJjelolas) MHUeJoMa,
Y HEOHKOJIOTHYeCKUX 3a00JieBaHUsX: aMHJIOUJ03e€,
6ose3nn KaciMana, mapanpoTerMHeEMHUYeCcKOH IOJIU-
HeliponaTuu, POEMS-cunapome, KpUOTJI00YIMHEMUU
C NpPOAYKLHeHd MOHOKJ/JOHAJbHOIO PeBMATOUJHOIO
dakTopa, X0J0J0BOM TeMOJUTHYECKONM aHeMHUHU
(MOHOK/IOHA/IbHOM),  MHKCeJeMaTO3HOM  Jullae
(cknepoMukcesieMe), ayTOMMMYHHOM THPEOUJUTE.
Teuyenue JII13, conpoBOXAAOLUXCS CEKpeljhel mapa-
NPOTENHOB, OCJOXHSIETCS aHeMHUeH, NoBpeX/JjeHueM
N0YeK, 0OCTe0JeCTPYKTUBHBIM CUHpOMOM. M3BecTHO,
YTO NPOJOJ/DKUTENBHOCTb KU3HU OOJIbHBIX U OTBET
Ha Tepanui0 3aBUCAT OT pAAa NPOrHOCTUYECKHUX
dakTopoB. KpuTepum mnporHosa U MNOCTpPOeHHUEe
NPOTHOCTUYECKUX MoJielled — 3TO OCHOBHOM HH-
CTPYMEHT cTpaTUUKaLUU NalueHTOoB. [Ipe1oxeHbl
pasjiMyHble NPOTHOCTUYECKHEe MOJeNU C UCMOJb-
30BaHMEM Dpa3HbIX KJMHHUYECKUX, OMOXMMHYECKHX,
MMMYHOJIOTUYECKUX, LIUTOTeHETUYEeCKUX KPUTEPHEB.
OfHako OHM MMeIT HeOJAUHAaKOBYI 3HAaYUMOCTb B
KJMHUYeCKOM NpaKTHKe. U3yyeHNe IPOrHOCTUYECKUX
daxTopoB npogomkaeTcs. [loka Masio UccieL0BaHUH,
NOCBSIIlEHHBbIX OlleHKe BJIMSHMUSA YPOBHS CeKpeluu
1 PEeHOTUNMYECKHUX OCOOEHHOCTEN MapamnpoTerHOB
Ha CTeleHb aHEMHUYEeCKOro, OCTeOoAeCTPYKTHBHOIO
CHHJPOMOB U MOYeyHOro mnoBpexzaeHuda npu JIII3.
OnpefeneHre B3aUMOCBSI3U MeX/ly TUIIOM U YPOBHEM
CeKpelyH NMapanpoTerHa U TSXKeCTbI0 OCT0XKHEHUH
MOXKeT UMeTb IPOrHOCTUYECKOe 3HaYeHHUe.

Henpb. N3y4uTb KOHIIEHTpPALMI0O MOHOKJIOHaJbHBIX
MMMYHOIJIOOYJINHOB U JIETKUX Lieflell B CbIBOPOTKe U
Moye 60JibHbIX JI[13, compoBOXKAAOIIUXCA UX CEKpe-
nueil. OnpesesiuTh B3aMMOCBSI3b YPOBHA U THUIIA Ce-
KpeLUu napanpoTernHoB y 60JbHbIX JIII3 ¢ TSXecThbio
OCJIO)KHEHHM: MOYEeYHbIMU INOBPEXJAEHUSMH, pa3BU-
THEeM XpOHUUYeCcKol 6oJsie3HU nouek (XBII), TsxxecThbio
aHEMHUYEeCKOI'0 U 0CTe0,eCTPYKTUBHOI'O CUH/IPOMOB.

MaTepuasbl M MeTOAbL. PaGoTa npejcTaBjsieT co60it
peTpPOCHEeKTUBHBIM aHaMU3 JJaHHbIX 116 malKeHTOB,
HabJII0JaBIIUXCS B eMaTOJOrMYeCKOM IleHTpe U
otaenenuu remoguanusa ®I'BY I'BKT um. H.H. Byp-
JeHko MO P®, y kotopbix guarHoctupoBansbl JII13 ¢
ceKkpelMeldl NapanpoTeHWHOB, 4allle NapanpoTeHHe-
MHYeCKHe ONyXO0JH, OCJOXXHUBLIMECS pa3sBUTHEM
XBIl, aHeMHU4YeCKHMM M OCTEOAEeCTPYKTUBHBIM CHH-
JipoMaMH. /luarHocTvka 3a6osieBaHUN NPOBOAUJIACH

B COOTBETCTBUU C POCCMHCKMMM KJIMHHUYECKUMU
peKoMeHJalMaMU [0 AUarHocTuke u Jyedenuwo JII13.
3a TOYKy OTCYeTa NPUHHUMAJM NOCTAHOBKY JJMarHo3a
u Havyasio Tepanuu B ®I'BY «'BKT um. H.H. Bypaenko»
MO P®. AHanusupoBaju OOLIMH aHa/JU3 KPOBH,
O6MOXMMUYECKUN aHa/lM3 KPOBU, MHeJOrpaMMy, Ipo-
BOJAWJHM HMMMYHOXMMHUYECKOe HcCCIefjoBaHUe OesKOB
B CbIBOPOTKE M MoOuYe, onpeje/isijii YpoBeHb B2-MU-
KpOIJIO0Y/IMHA, BBINOJIHAIM PpPEHTreHOJIOTUYecKue
uccienoBaHus (peHtreHorpaduw kocrteit, KT, MPT,
[I3T-KT). [marHoctuka XBIl npoBoauiack B COOT-
BETCTBUU C KJIMHUYECKUMU pekoMeHJanusaMu KDIGO
2012 r. [Ipu aHa/M3e MOBpPEXAEHUS NMOYEK OOJIbHbIE
O6bLIM pasfesieHbl Ha JBe rpynnbl: ¢ XBII u 6e3 XBII.
[Io cTemeHM TAXKECTH aHEMHUYECKOrO0 CHUHJpoOMa
60JIbHBIE ObIIN pa3/ie/ieHbl Ha YeTbIpe rPyIIbl: B 1-10
IpyNIy BKJIIOYEHb] NallUeHTh] C TeMOIJIOOMHOM Bbllle
120 r/n; 2-10 rpynny cOCTaBUJIX NALUEHTHI C JIETKON
cTeneHblo aHeMuu (remoryio6ud 119-100 r/a); 3-w0
rpynny — nalyeHTbl C aHeMHeH cpefiHeH TskKecTH
(remoryio6un 99-80 r/xa); 4-10 rpynny — HalUeHThI
C TsDKesloM aHeMuel (reMomiobuH Humxe 79 r/i).
[lo cTeneHW OCTEOAECTPYKTHBHOIO  CHUHJpOMa
60JIbHBIE ObIIN pa3/ie/ieHbl Ha YeTbIpe rPyIIbl: B 1-10
rpynmny BKJIIOYeHbl NalMeHThbl 6e3 0CTeo eCTPYyKIUH,
2-10 TPYMIYy COCTAaBUJ/IM NMaLlUEHTHI C JIETKOW CTeleHbIo
OCTEeOZeCTPYKIUH, 3-10 IPyNIy — C OCTeOAecTpYyK-
LUen cpefHel TsKeCTH, 4-10 TPyNNy — C TsKeJon
CTeNeHbI0 OCTEO/eCTPYKTUBHOTO CHUHJApoMa. Kpome
TOT0, IPOBO/MJIOCH CPAaBHEHHUE B IPyMIax € NaTOJI0TU-
YeCKUMHU NepejioMaMiy U 6e3 HUX.

[IpegMeT uccrefoBaHUS — YpPOBEHb CEKpeLUH
MOHOKJIOHa/IbHOTO napanporeuHa u CJIIl B cebiBo-
poTKe U Moue y 60JbHbIX JI[I3, B3aUMOCBS3b MEXIY
KOHIleHTpalMed MNapanpoTeMHOB W CTeNeHblo TH-
YKECTH OCJIO)KHEHUH.

CTaTucTUYecKyl0 006paboTKy pe3y/bTaTOB MC-
c/1eJ0BaHUs OCYIIEeCTBJISIJIM C UCNOJb30BaHHUEM IpPU-
JnoxxeHus Microsoft Excel u makeTa craTucTH4yeckoro
aHaJsin3a Statistica 10 for Windows. BeiBozbI cie/1aHbI
[0 pe3ysbTaTaM CpPaBHUTEJBHOTO U KOPpPeJsLUOH-
HOT'0 aHAJIU30B.

Pe3ysibTaThl. B cbIBOpOTKe 60JIBHBIX ONpejessiiuch
napanporeuHnl Gk, GA, Ak, AA, Mk, MA, DA, 6enku
Benc-/lxxoHca (BJx 1 BJA), B Moue — 3KCKpelrs 6eJIKOB
BJx u BJA. B rpynmne c JIII3, compoBoxAarouiuMucs
cekpenueil napanporenHoB B covyeTtaHuu c XBlI,
abCoJII0THOE GOJIBIIMHCTBO COCTABJS/IM MAaLMEHTHI C
Ha/lM4yMeM B KpoBHU mapanpoTernHoB IgGk u IgGA, CJIL,
6esika B] B Moue. [Ipy 9TOM 3HAaYHUTE/ILHO peXxe BCTpe-
YaJIMCh MALIMEHTHI C ceKpeLrel napanpoTerHoB IgDA,
IgAX, IgAxk, IgMk. HaubGosbuinii ypoBeHb MaTOJIOTU-
YyeCKUX UMMYHOIJIOOYJIMHOB BCEX KJIACCOB, UX CTPYK-
TYPHBIX KOMIIOHEHTOB U pparMeHTOB HabawjaaCsA y
nanueHToB c Il cragueit XBII, yTo xapakTepHO U A5
JPYrux J1abopaTOpPHBIX MapKepoB NpU 3TOM 3abo-
JeBaHuu. OTMeyasach OTpULATeJbHAasA KOppesslus
MEeX/AY CKOPOCTb KJy6oukoBoi ¢uibTpanuu (CKP) u
CJllx B kpoBH (r = -0,21), mexagy CK® u BJk B kpoBuU



(r =-0,35), 4TO rOBOpPHUT 0 TEHJEHLIMHU K [TOBPEXK/AL0-
1meMy BoszeicTBuio Ha moyku CJILk u B]k. Y 60/1bHbIX
C aHeMHYeCKUM CHH/POMOM dYallle AUarHOCTHpOBa-
Jack aHeMus | ctenenu (remorsio6un 119-100 r/n).
CraTtuctudecku 3HauuMoi (p < 0,05) B3auMocBa3U
MeX/Jy THUIIOM NapanpoTeuHa, ero KoJu4ecTBeHHbIM
3HayeHHEeM B KPOBH, MOYe U YPOBHEM IeMOIJIOOMHa],
CTelleHbIO TSXKeCTU aHEMUU He BBISIBJIEHO HU B OJJHOU
u3 rpyni. [IpociexnBasacb HeKOTOpasi B3aMMOCBSI3b
MeX/y 3KcKpenuei BJk c Moyoit U ypoBHEM reMmorJio-
6uHa (x* = 10,94; p = 0,01). BeposiTHee Bcero, 3To
CBSI3aHO C GOJBLIUM YHCJOM OOJIbHBIX C MOYEYHOU
HeJIOCTAaTOYHOCTbIO CPe/iU NAalMeHTOB C 3KCKpeLuen
BJk ¢ mouoii. OnpeseseHa CTaTUCTAUYECKU 3HAYMMast
B3aUMOCBSI3b MeXJy 4YHCJIOM OIyX0JIeBbIX KJIETOK
B KOCTHOM MO3re U CTelleHbl0 aHEeMMH, a TaKxKe
ypoBHeM [(2-MMUKpPOIJIOOY/JIMHA U CTeNeHbI0 aHEMUHU.
Yamie  AMArHoCTUPOBAJICI  OCTEOAeCTPYKTHUBHBIN
cugpoMm [-II ctenenu. OTMevanach NOJIOKUTENbHASA
KoppeJsiliusi MexJAy ceKpeunuei mnapamnpoTeuHa DA
(r=20,19; p < 0,05000) u 6esnka BJA B kpoBu (r = 0,19;
p < 0,05000) u cremneHbl OCTEOAECTPYKTUBHOTO
CUHJpoMa. Y 60JIbHBIX C CeKpelLiell MapanpoTeuHOB
DA u BJA B kpoBu 6bLi1a 6osiee Bbicokas (II-III) cre-
IeHb OCTeOAEeCTPYKTUBHOIO CUHJpOMa. Y G0JIbHBIX C
cekpenueii Ak (r=-0,19; p < 0,05000) u MA (r=-0,18;
p < 0,05000) ycraHoBJieHa obpaTHasi Koppessius
MeX/ly ceKpelyell mapanpoTeuHOB U cTeneHbio (0-1)
OCTeOJleCTPYKTUBHOTO cUHJApoMa. CTaTHCTUYecKH
3HaYMMOM B3aMMOCBSI3U MeXJy NapalnpoTernHaMHu
Gk, GA, AA, BJk B kpoBy, BJk, BJA B Moue u cTeneHbo
OCTeO/leCTPYKTHUBHOTO He BblsiBJeHO. boJsiee Tskenas
CTelleHb OCTE0/eCTPYKTUBHOIO CHH/POMA onpeJeJisi-
Jlach ¥ GOJIbHBIX C 60Jiee BbICOKMM YPOBHEM KaJlbIlUs
(=2 2,47 mMoub/ ).

3axkinoyenue. Y nanuentoB c JIII3, conpoBoxaato-
IIMMUCS1 MOHOKJIOHAJIbHOM ceKpeljyel napanpoTenHa
Y opaXkeHUueM 1noyvek ¢ pasButrueM XbBII, B 60/bIINH-
CTBe C/ly4aeB B KPOBU ONpeJie/siJIMCh apanpoTerHbl
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Gx, GA, CJIL] x u A, 6es10k B] B Moue. 3HaYHTe/NBHO pexe
B CbIBOPOTKE OOHApY>XHUBAJUCh MapanpoTeuHbl AK,
AA, Mx, MA, DA. Hau6osbmiuii ypoBeHb MaToJiOruve-
CKUX UMMYHOIJIOOYJIMHOB M UX CTPYKTYPHBIX KOMIIO-
HEHTOB oTMeyasics y manueHToB c III cragueit XBIIL
B3auMoCBsI3M C KOJIMYECTBEHHBIM YpPOBHEM, THUIIOM
napanpoTerHa U NOBpeXJeHHeM NT04YeK He BbISBJIEHO.
YcraHoBsieHa posb CJII u 6esnka B] B pasBuTHM Hed-
ponaTHM, YTO NMOATBEPKAAET JaHHble NpeJblAyLIuX
vccnefoBaHUi. Pe3ynbTaThbl Halllero HcCC/ae[0BaHUSA
CBU/IETEJIbCTBYIOT, UTO 110 Mepe NpPOrpecCUMpOBaHUsA
3a60JieBaHUs, yBeJMYeHUs] OIyX0JIeBOM Macchl Y
6osbHbIX JI[I3 ¢ cekpenueil napanpoTeMHOB OTMeva-
eTcs TeHJeHlus K 6oJiee TsXKesloM CTelleHW aHeMUHU.
Benyieit npuurHON aHEMUHU Y 3TUX NALUEHTOB SBJISA-
eTcs UHQUIbTPALMs KOCTHOTO MO3ra ONyXoJlIeBbIMU
KJIeTKaMH U UX HeraTUBHOe BJIMsIHHME Ha 3pUTPOINO33.
B ucciesoBaHMU He BBbISIBJEHO B3aUMOCBSI3U MeXAY
KOJINYeCTBEHHBIM YpPOBHEM CeKpeLlUU MaToJIoruye-
CKOT'0 MOHOKJIOHaJIbHOTO 6eJiKa, a Takxe ero ¢geHo-
TUNOM, GeHOTUIIMYECKUMH XapaKTepUCTHKAaMHU NaTo-
JIOTM4eCKOT0 NapanpoTenHa U ypOBHEM reMOI/1I00MHa,
CTeNeHblo TSXKeCTH aHeMUU. boJiee BbIcoKasi CTeleHb
octeofecTpykTuBHOoro cuHgpoma (II, III) onpepens-
Jlach y GOJIBHBIX C ceKpelued mapanpoTeMHoB DA u
BJA B KpoBH, BBICOKMM YPOBHEM KaJsIblLiUsl B KPOBU U
B GoJiee cTapilell Bo3pacTHOM rpyie. Y 60JbHBIX C
cekpenuel napanpoTreMHoB Ak U MA ocTeomecTpyk-
TUBHBIM CHHAPOM ObLT MeHee TskesbiM (0-1 cre-
neHu). TakuM o6pa3oM, GeHOTHUI U YPOBEHb CEKPELUU
napanpoTreuHoB DA, BJA B KpoBH, ypoBeHb Ka/blius B
KpPOBU MOTYT GbITb NPOTHOCTHYECKMMU (PaKTOpaMHu
NIpY OlLleHKe CTeleH!U TAXKECTHU OCTeOAeCTPYKTUBHOIO
CUHJpoMa y OOJIbHBIX C NapalnpoTeMHeMHUYeCKUMHU
OTYXOJISIMU.

KnioueBble cnoBa: numdonponudpepaTnsHble

3a60n1eBaHns, napanpoTeuHbl, XpPOHMYecKas
60/1e3Hb MNOYEK, aHEMUS, OCTEOAECTPYKTUBHbIN
CUHAPOM.
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BBegeHue. [IpeacraBiisieM pe3yabTaThl OAHOLEHTPO-
Boro uccaenoBanus B KB N2 52 r. MOCKBBI C LiEJIbIO
YAYYIMIUThL MEAULMHCKYI NOMOIlb W NPOTrHO3UPO-
BaHUE UCXOJ0B 3a00JIEBaHUSA Y 3TOU CJI0XKHOU KaTe-
ropuHY NalueHTOoB.

Marepuaasl 1 MeToAbl. C anpess 2020 r. mo gekadbpb
2022 r. Ha 6ase remaroJsiorudeckoit cayx6nl KB
Ne 52 /I3M Hab6uoganock 112 nanyeHTOB B Bo3pacTe
18 sieT u crapuie ¢ fuddy3Hol B-KpynHOKJIeTOUHOM
auméomoit (BKJI) B couetanuu c COVID-19. Kpu-
TepusiMu BriroueHus1 6bwin JIBKJI, ycraHoB/ieHHas
B COOTBETCTBUSIMU C Kjaccudukauueir BcemupHoit
opraHusanuu 3jApaBooxpaHeHus (BO3) omnyxoseit
KpOBETBOPHOM U MUMOUAHON TKaHeH, U HHPeKUUs
COVID-19, koTopas Oblia NOATBEpPXJeHA MeTOA0M
06paTHOM TPAHCKPUINTA3HON MOJMMEPA3HOHN LIeMHOM
peaknuu (ILIP) HOCOIJIOTOYHBIX CMBIBOB B COOTBET-
CTBUM CO CTaHAAPTH30BaHHBIMHU HalMOHAJbHBIMHU
pexoMeHJauusAMU. HacTosiniee ucciefoBaHHe ObLIO
0Jl06peHO0 JIOKaJbHbIM 3THU4ecKUM koMmuTeToM I'KB
Ne 52 I3M. OT Bcex MaliueHTOB MOJy4eHO MUCbMEHHOE
MHPOPMUPOBAHHOE COIJIACHE.

B pamkax onucaTeJbHOM CTaTUCTUKHU KOJIU-
yeCTBEHHble TI0KasaTeJqd ObLIM  MpeJCTaBJeHbl
MeJJUaHOM M MeXKBapTHUJIbHbIM HMHTepBaJOM, KaTe-
ropuajbHble NMOKa3aTeJd — 4YacTOTOU U goJieit (%).
[ cpaBHeHMUs KOJIMYeCTBEHHBIX IOKa3aTesed B
KOropTax yMepLIMX M BbDKMBIIMX NallU€HTOB INpPU-
MeHsJICSl HellapaMeTpU4ecKUM KpuTepuid MaHHa—
YUTHY, JJi1 KaTeropuajbHbIX — TOYHBIH TecCT
®umepa. /1A NOCTPOEHUS KPUBBIX BbDKHMBAEMOCTHU
vcnoJsb3oBajcs Metog Kansana—Meiiepa.

[IporHocTuyeckass MojieJib 6Gblla MOCTpPOeHa
cleAyomuM 06pa3oM: Ha HauyaJlbHOM 3Talle C yYeTOM
OTpPaHUYEHHOr0 06beMa BBIGOPKU OBbLIM OTOOpPAHbI
TOJIbKO IOKa3aTeJsH, CTAaTUCTUYeCKU 3HAYMMO CBs-
3aHHbIEe C UcxooM nipu p < 0,25. Uies ucnoab3oBaHUs
ypoBHs p < 0,25 3ak/t04anack B TOM, YTO OH GoJIblile
craHzgaptHoro 0,05, T. K. Ha Ha4a/IbLHOM 3Talle AJis1 Hac
6b1JI0 BXKHO He MPONYCTUTh NOTEHLUATbHO BaXKHbIe
IporHocTUyeckue ¢akTopbl. BaXHOCTb NpHU3HAKOB
6bL1a paccuuTtaHa ajs 1000 6yTcTpan-nepecTaHOBOK

C MOBTOPEHUSMH NMyTEM MUHUMHU3ALUU UHOPMALU-
OHHOro KpuTepus Akauke. [I[pH3HaKy, momaslive B
6oJiee 70 % Mozesielt, 6bLIM BKJIIOYEHb] B QUHAIBHYIO
NPOrHOCTHYECKYI Mogesab. HakoHen, wucxozs u3
aHasM3a KpuBblx KansaHa—Meilepa, AJ151 UTOrOBOH
MOJieJI GBbLIY BbIAeeHbl TPU IPYIIIbI PUCKA (HU3KHUH,
MPOMEXYTOYHbIN U BBICOKUI). [IJis1 CpaBHEHUS BbIXKU-
BaeMOCTH MeXJy TpynnaMu NpUMeHSJICS perpeccu-
OHHBIHA aHanu3 Kokca c o1leHKOH OTHOIIEHUS] PUCKOB
(OP) u 95%-Mu JoBepHUTEJbHBIMHU HHTepBaJaMU
(95% AN).

PesysnbraThl. B npoMexyTouHOM HcCe0BaHUU
OblIM NPOaHA/JU3UPOBAHbl KJIMHHUYECKHe XapakTe-
PUCTUKH BCeX TOCIHUTAJM3UPOBAHHbIX NaleHTOB
¢ JABKJI B coudetanuun c COVID-19. CpaBHHBa/IHCh
KJIMHUYeCcKHe, J1abopaTOpHble, peHTIeHOJIOTUYeCKHe
napaMeTphl A1 BbIsIBJEHUS NPeJUKTOPOB, KOTOpbIe
B COBOKYIHOCTH MOTEHIIMAJbHO MOIVIM Obl MOBJUATH
Ha HeOJIaronpusTHBIA Ucxo[, 3a60JieBaHUs (BHYTpHU-
60JIbHUYHYIO JIETAJTBHOCTB).

B Halle peTpocleKTUBHOe HCC/e[OBaHHUE BKJIIO-
yeHo 112 nmanueHTOB (58 My»X4uH, 54 *XeHIIUHBI).

B rpynne ocramomuxcsa oA HabJawJeHueM
NalMeHTOB MeJuaHa Bo3pacTa cocTaBujaa 59 et
(auanason 43,8-70 JyieT), B rpynme manydeHTOB C Jie-
TaJIbHbIM UCXOZ0M — 66 JjieT (guana3oH 43,8-70 neT).

B paccmaTpuBaeMoii koropTe 24 nanenTa (21,4 %)
yMepJii B [lepHOJ, FOCIUTAIN3aLMY, MeilaHa KOTOPOH
coctaBuia 13 fHeit (ananasoH 1-46 aHeit). O61ast BbI-
>KMBaeMOCTb NIallMeHTOB Npe/cTaB/ieHa Ha puc. 1.

PanHee BoisiBsieHHe caydaeB COVID-19 Bricokoro
pHCKa ocTaeTcsl BaxkHeH1el 3a/jayell B KIMHUYECKOH
npakTuke. TakuM 006pasoM, paHHAS JUArHOCTHKA
BHYTPUOOJIbHUYHON  JIETAJIbHOCTU  4Ype3BbIYaWHO
LleHHa JAJ ONTHMM3alMM JieyeHUs1 MalUeHTOB C
arpeccUBHbIM TeYeHHeM reMaTOJIOTHYeCKHX 3/10Kaye-
CTBEHHBIX omyxoJieil B coueTanuu ¢ COVID-19.

CornacHo  Hamed  cTpaTerdd  NMOCTPOEHUs
NPOTHOCTUYECKON MoJesy, Ha HayaJlbHOM 3Tale
YUYUTBIBAIMCh TOKa3aTeJM, pa3Jjnyaloliuecs Mexay
HccelyeMbIMU TpynnaMu Ha ypoBHe p < 0,25. [lanee
cpeAy JIMIIb 3TUX [TOKa3aTeJsedl paccuMTaHa OlieHKa
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Puc. 2. O6Las BbXMBAEMOCTb B NMPOrHOCTMYECKOW Mogenu

BaxkHOCTU AJis 1000 GyTCTpamn-nepecTaHOBOK C IMO-
BTOpPeHUsIMU. Pe3y/ibTaThl NpejCcTaB/ieHbl B Ta0J1. 2.
TakuMm o6pa3oM, uTOroBas Mo/Jie/ib BbDKHUBae-
MOCTH BKJIIOYAJa IOKa3aTeJsH, BollleAlide B 6oJiee
70 % Mojesell, a UMEHHO YpOBeHb ajbOyMHHA NpPHU
roCUTaIM3aL MU, CTAaTyC reMaToJI0rM4ecKoro 3aboJe-
BaHHUs, AblXaTeJbHasi HeJ0CTAaTOYHOCTh Il cTeneHu u
noJIouTeNbHbIN pe3ynbraT [ILP-Tecta. Kaxabiii us
3TUX [T0Ka3aTeJell sBJseTcs OGMHApHBIM U NpeJCcTaB-
JIIeTCsl OJJHUM U3 ABYX 3HaueHU: 0 60 1 (Tabs. 3).
@duHaNbHBIN OKa3aTeJ b IPeACTABISIET CO60H CyMMY
3TUX NATHU IOKa3aTeJsel, cjef0BaTe/JbHO, PUCK Jie-

Tesucbl paboT v [0KNaL0B 31

Ta6nuua 1. OTHOCUTENbHAs BaXHOCTb NPU3HaKOB, paccumMTaHHas
ansa 1000 6yTCTpan-nepecTaHoOBOK C MOBTOPEHUSIMU

Yucno
nauueHToB, %

Mokasartenb npu rocnutanusayum
B CTaLUoOHap

Anb6yMuUH 89,7
CraTyc remaTonormyeckoro 3aboneBaHus 76,3
(peumnans/nporpeccmpoBaHme)
MonoxwutenbHblid MLP-Tect 73,3
[bixaTenbHas HegoCTaTO4HOCT |l cTenexu 70,7
KomnbtoTepHas Tomorpadms 68,8
[emorno6uH 68,2
3a60on1eBaHue noyek 66,9
NaktatgernpgporeHasa 61,8
Xumunotepanus 3a 1-1,5 mec. go rocnutanusauum 59,4
Bospacrt 59,2
TpoM6OLMTbI 59,1
®ebpunbHasa Temnepatypa Tena 59,0
JNedikoumTbl 54,6
JNumdcpouunTsl 51,5
CaxapHblit gnabet 51,3
C-peakTnBHbI 6enok 48,7
IPI (MexayHapOoAHbIA NPOrHOCTUYECKUIA MHAEKC) 36,6
BakunHauus 26,8
D-gumep 23,2
Aututena lgG 11,6

Ta6nuua 2. ANropuUT™M OLLEHKN BHYTPUOONBbHUYHOW BbIXXMBAEMOCTHU
nauunenTos ¢ 1IBKJ1n COVID-19

CMepTHOCTb,

Puck n (%) OP (95% N) P
Huzkuii, 0-16ann 55 (1,8) 1
[poMeXyTOouHbI, 39 (25,6) 2,55 (1,63-100,1) 0,015

2 6anna
Bbicokwi, 18(72,2) 3,81(5,87-344,3) <0,001
3-4 6anna
06wwid 12 (21,4)
Ta6nuua 3. IToroBas Moaenb BbIXXNBAEMOCTHU
Mapamertp Bannbi
CraTyc remaTtonormyeckoro 3a60n1eBaHus 1
(peunane/nporpeccmpoBaHme)
[bixaTenbHaa HeaoCTaTOMHOCTb = Il cTeneHn 1
MonoxwutensHsiii MNLP-Tect 1
AnbbymmnH <35 r/n 1

TaJIBHOT0 UCX0/A Y NallueHTa XapaKTePU3yeTCs BeJIU-
yruHOU oT 0 710 4 6as1oB. [Jis yI06CTBA LIKaJIa OLLEeHKU
pucka cMmeptu 0-4 6ania Gbuia Jajiee KaTeropuso-
BaHa Ha ypoBHU: HU3KUH (0-1), NpoMeXyTOUHBIH (2)
Y BbIcOKUH (3-4) (puc. 2). OP npu cpaBHeHUHU rpynn
IPOMEXYTOYHOIO0 M HU3KOTO PHUCKA COCTAaBUIO 2,55
(95% Au 1,63-100,1; p = 0,015), a npu cpaBHEHUU
HU3Koro u Bbicokoro — 3,81 (95% /JIU 5,87-344,3;
p<0,001).

CoryiacHO mNpOBEJEHHOMY HCCJI€e[OBaHUI0, ObLI
BbIJieJIEH CJEJYIOUUN aJropuUTM MojcyeTa GaJlJIoB.
PacueT pakTOpoB pucka BHYTPUOOJIbHUYHOMU JieTalb-
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HOCTU: KaXK/IbI! BbISIBJIEHHbIN napaMeTp (cM. TabJ1. 3)
Heo6X0JUMO CpaBHHUBaThb C mnoporoM. IlokasaTenu
JensaTces Ha 1 KaTeropuio, AJisl KOTOPBIX HAYUCASETCS
1 6aJ1s1 B COOTBETCTBUH C BbIBEPEHHBIM IAPAMETPOM.

3akiaodyeHne. PaspaboTaHHasd MNpPOrHOCTHYecKas
MoJle/lb JI0JDKHA CTaTb [JIONOJHUTEJbHbIM HHCTpY-
MEHTOM /[iJI1 IPOrHO3UPOBAHUS PUCKA BHYTPHOOJIb-
HUYHOM JeTajlbHOCTU y naunueHToB c [IBKJI, comps-
»KeHHOU C KopoHaBUpycHoU uHeknueit SARS-CoV-2.

OHa yay4IIMT NOHMMaHUe NaToreHesa 3abo/ieBaHHUS,
KJIMHUYECKOTO U TepalleBTHYeCKOro BeJleHUsl Malu-
eHToB ¢ COVID-19 u TeM caMbIM NOMOXKET BpadaM
MaKCUMaJIbHO COCpPeJOTOYUTBhCA Ha Haubojiee HYX-
JA0IMXCs NalMeHTax, KOTopble HaX0JsATCS B TpyIIe
BbICOKOI'0 pHCKa BHYTPUOOJIbHUYHOM JIeTaIbHOCTH.

KnioueBble cnosa: MMEOMbI, HOBasi KOPOHaBU-
pycHas uHdekuma COVID-19, nporHoctnueckas
Moaenb, MMM onponudepaTMBHble 3a0601eBaHNUS.
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BBeaeHnue. bosblIMHCTBO NaLiMeHTOB cTaplue 60 et ¢
OCTPBIM MUEJIOUIHBIM JekiKko30M (OMJI) He MoTyT Mo-
Jly4aThb UHTEHCUBHYO IPOTUBOOINYX0JEBYI0 TE€PAINIO
BBU/Iy HaJIMUMS CONYTCTBYOIIUX 3a60/1eBaHui. PaHee
y HauueHTOB cTapiue 60 JieT OTMeyajJUChb HU3Kasd
JaCTOTa PEMHUCCUM, BBICOKMH NPOLIEHT peLyJUBOB
U cMepTHOCTH [1]. B K/JIMHHUYecKOM HccCe[JOBaHUHU
III ¢aser VIALE-A nokasaHa MHoroobGeuarouas ad-
$EeKTUBHOCTb KOMOMHAIMK a3allUTHANHA C BEHETO-
KJ1akcoM (Aza + Ven) [2].

Lenb. OueHuTb 3PPeKTUBHOCTL U 6e30MacCHOCTh
KOMOWHAIMK a3alUTUANHA C TUIOMETUINPYIOLIUMU
areHTaMy y MalHUeHTOB, NMPOXOAMBIIUX JIeYeHHE B
I'BY3 «MMKI] “KommyHapka” [13M».

Marepuasbl M MeToAbl. C sHBaps 2021 r. no gekabpb
2023 r. npoBeieH peTPOCHEKTUBHBIN aHanu3 y 37 na-
nueHToB (13 MyX4uH, 24 >KeHIIHHbI) B BO3pacTe
60-82 roga (Meguana 69 + 5,4 roga) c Bepudunupo-
BaHHBIM AuarHozoM OMJI, nosiy4aBmuX KOMOUHAIHIO
Aza + Ven. [lokasaTesnb o6uiell BexuBaeMoctu (OB)
6b11 paccyrTaH no Metoay Kansiana—Meiiepa.

PesyabraThl. [Ipy cTpaTudUKaLMU Ha TPYIIbI pUCKa
coriacHo kjaccuukanuu ELN-2017 k rpynme Hus-
KOro pucka oTHeceHo 11 % 6oJbHBIX (n = 4), mpoMe-

)KyTouHoro — 19 % (n =7), Bbicokoro — 70 % (n = 26)
(puc. 1). MeauaHa cpoka Ha6Jt0/leHUs 32 TallUeHTaMU
coctaBuIa 35 Mec.

Bce nanyeHThI 6bI/IM pa3/iesieHbl Ha YeThIpe IPyIbl:
OMUJI de novo — 17 (45,9 %) 60sbHBIX, OMJI U3 Mueso-
JcIiacTuaeckoro cuuapoma (M/ZIC) — 12 (32,5 %),
OMJI U3 XpOHUYECKOr0 MHUeJonpoardepaTHBHOTO
3abosneBanusa (XMII3) — 3 (8,1 %), OMJI us XMII3/
MAC —4 (10,8 %); 1 (2,7 %) cny4aii npuiesca Ha OMJI
Y3 IJIa3MOLUTOUHBIX IeHIPUTHBIX KJIeTOK (pHuc. 2).

Y 19 13 37 nanueHTOB OblJI BbIIBJIEH HOPMaJlbHbIN
KapUoTHuIl, ¥ 3 — KOMILJIeKCHbIH (puc. 3). B moarpynme
OMJI u3z M/IC camas 4yacTass MOJIEKYJISIpHO-TeHeTHYe-
CKasl I0JIOMKa ObLja CBsI3aHa C XpoMocoMoi 5 (MoHo-
comus 5 WM Aeienys 5q) U onpepessiiack y 3 nanu-
€HTOB; y 4 MallueHTOB UMeJla MeCTO MOHOCOMHUS 7.

Ko BpeMenu Hawasa Ttepanuu 12/37 (32 %)
NaLMeHTOB MoJy4ald KOMOWHALUIO IpernapaToB B
nepBo# suHuy, 18/37 (49 %) nanueHTOB — B CBA3HU
¢ pedpakTepHbIM TeyeHueM 3abosieBaHus, 7/37
(19 %) — B cBAA3HU C peL U UBOM.

B moprpynne mnanueHTOB, MOJIy4YaBIIMX KOMOMU-
Hauum Aza + Ven B KauecTBe Tepalyuy NepBOM JIMHUHU
(n = 12), nonHasa pemuccus (I1P) 6bl1a JOCTUTHYTA Y
3/12 (25 %), 1P c Hemo/JIHbIM BOCCTAaHOBJIEHHWEM IIO-
ka3aTesielt kpoBH ([1PH) —y 6/12 (50 %); oTcyTcTBUE
pemMuccuu oTMmevanocb y 1/12 (8,3 %) nauueHTa.

33
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_

I Huskuni puck,
n=4M%
MpoMeXyTOUHbIA pUCK,
n=7,19%

E Bbicokuii puck,
n=26;70%

OM/J1 de novo

OMN us MAC

OMJ1 3 XMI3
OMJ1 3 MAC/XMN3

OMJ1 U3 NNa3MOLMUTONIHBIX
DEHAPUTHBIX KNETOK

&

Puc. 1. I'pynnsl pucka no ELN-2017

HOPMasbHbIi

Tpucomusi 12

46,XX, del(11g-)

KOMMNEKCHbIA KapuoTun
46,XX, t(67;11)(q27;923)[10]
46,XX, del(20)(q?;11)[8)/46,XX[1]
47,XX, +mar{1)/46,XX[1]
Tpucomusi 19

Tpucomusi 8 u MoHocomms 7
moHocomus 7

Puc. 2. PacnpepgeneHne naumeHToB C PasIMyHbIMK
BapuaHTamu OM/J1
MAC — mnenogucnnacTnyeckuii cuHapom; OMJ1 — ocTpbiii
MUenouaHblin nenkos; XMIM3 — xpoHunyeckoe muenonponude-
paTuBHOe 3aboneBaHue.

Puc. 3. LiuToreHetnyeckas xapaktepucTika naumeHToB

2 OOJIbHBIX yMepJid [0 NpOBeJeHHs] KOHTPOJbHOIO
obciejoBaHUsA, OTBET He OlLeHUBajacsd. MeJuaHa
BpeMeHHU [0 [JOCTHXKEHHWS pEeMHUCCMHU COCTaBuJa
5+ 3,31 uukia (guanasoH 1-12 nukJoB).

[Ipu pedpakTeprom Teyenuu OMJ1y 4/18 (22 %)
nauueHToB jgocturnyta IIP, y 7/18 (39 %) — IIPn;
OTCYTCTBHUE PEMUCCUU OTMeyasnock y 6/18 (33 %)
nanueHToB, 1 (6 %) 6osbHON yMep B Ipolecce Je-
yeHUs. MeJjuaHa BpeMeHH /10 JOCTHXKEHNUS PEMUCCUHU
cocTtaBuia 2 * 2,44 nukia (quanasoH 1-11 nukos).

B noarpynne OMJI ¢ peuuguBamu y 3/7 (43 %)
nauueHToB JocturHyra IIP, y 1/7 (14 %) — IIPw;
OTCYTCTBHE PEMUCCUU KOHCTATUpOoBaHO y 2/7 (29 %)
NalnueHToB; B Mpolecce jedeHuss ymep 1/7 (14 %)
6os1bHOM (puc. 4).

[emaTosioruyeckass TOKCMYHOCTb HabJ/I0Aa1ach
y 35 (94 %) u3 37 nayueHTOB, HelTponeHus IV cre-
neHu —y 25 (67 %). Meguana OB coctaBuia 14,5 mec.
(95%-1 noBepuTenbHbIN HHTepBa 13,19-14,72 mec.).

3akawyenue. OnbiT 'BY3 «MMKI “KommyHapka”
J13M» mokasan, yTo koMb6uHanusg Aza + Ven y ma-
IIUEHTOB, He MOAXOASALIUX JJi1 MHTEHCHUBHOIO MpoO-

~o- nepBuYHbIn OMJT -e- peunansbl OMJT -e- pedpakTepHblii OMJ]
7

1

ne MPH Het pemuccumn CmepTb

Puc. 4. Pacnpepenerne naunMeHToB C pas3in4HbIMKW OTBETaMM
Ha Tepanuio
OMJ1 — ocTpblii MMenonaHblii nenkos; MNP — nonHasa pemuccuns;
MPH — TP ¢ HeNonHbIM BOCCTaHOB/IEHMEM MOKa3aTtesieit KpoBu.

TUBOOIYX0JIEBOTO JIEYeHHs], MPUBOJUT K XOPOIIMM
M0Ka3aTeJssAM OOLiero oTBeTa Kak B NePBOW JIMHUU
Tepanuy, Tak U NpU pedpaKkTepHOM/penuuBUPY-
I0llleM TeYyeHUH 3a60/1eBaHUA U UMeeT NpreMJieMbli
npoduib 6€30MaCHOCTH Y MALMEHTOB C COMYTCTBYIO-
IMMHU 3260/1€eBaHUSAMH.

KnioueBble cnoBa: ocTpble MUENIOUAHbIE NTeliKo-
3bl, NOXWU/ble NaUMEHTbI, NeYeHne, asaunTUamH,
BEHEeTOK/MaKC.
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BBegeHue. JleyeHue NOXUIBIX NALUEHTOB C OCTPbIM
MUEJIOUJHBIM Jieliko3oM (OMJI) siBisieTcsl C/IOXKHOMU
3ajladyeil Bo BceM Mupe. B HacTosiiiee BpeMsl ocTa-
eTcsl BbICOKasl JIETAJbHOCThb y JAHHOW KaTeropuu
60/1bHBIX. [[pUYMHAMU 3TOMY CJIYKaT COMYTCTBYIOLIHE
3a60JieBaHUs], TOKCUYHOCTb MPOTUBOOMYX0JIEBOM
Tepanuy, UHQEeKIMOHHbIE 0C/I0XKHEHUSI Ha GOHe I1y-
60KOro BTOpPUYHOro MMMYyHoAeduuuTa. C HavyasoMm
naHgemuu COVID-19 pe3ko yBesauyu/ICcAd YPOBEHb
CMEpPTHOCTU y NALUEHTOB CO 3JI0KaueCTBEHHBIMU
ONYXOJIIMU CUCTEMbI KpOBU. BoJIbHBIE C OCTPBHIMU
JIelK03aMU HMMEKT [JIy0OKYyH0 HMMYHOCYIIPECCUI,
MUEJIOCYIIPECCUIO, YTO U JleJIaeT UX 6oJiee YI3BUMbIMU
K BUpycHOU uHeknuu. Kpome Toro, faHHas KoropTa
Nno/BepXKeHa 3HAUYUTEJbHO 06o0Jiee BBICOKOMY PHCKY
NpUcoeIUHEHUS] BTOPUYHON GaKTepUaIbHOU H/Uiu
rpubkoBOM  UHOEKIUY, 3aTSHKHOMY  TeUeHHUIO
COVID-19 u paadTe/NbHOM MNEPCUCTEHLUH BUpYyca.
3apybexXHbIMU MCCIEe[0BATeNAsIMA OTMEYEHO, 4UTO
6oJsiee BBICOKHMM PUCK He6JIATONPUSATHOrO MCXOJa B
naggemuto COVID-19 6b11 y malnieHTOB C aKTUBHbIM
TeyeHrueM OMJl B cpaBHeHMHU C NallUEeHTaMU B pe-
MHCCHMU 3a6oJieBaHMsl. BegeHue GosbHBIX ¢ OMJI u
COVID-19 saBnsieTcs KpailHe CJI0XXHOUM 3ajaueit AJs
Bpaya, Tpebyoiiel MeXx/AUCIUIIMHAPHOTO NOAX0/a.

Lenb. U3yuyuth ocobeHHocTH TeueHus COVID-19 y
NOXKUIBIX NauueHToB ¢ OMJI, npoaHa/iu3uMpoBaThb
daKTophI pUcKa HEGJIArONPUSITHOTO UCXOAA.

Martepuanbl U MeToAbl. [IpoBeleH peTpocHek-
TUBHBbIM aHasu3 y nanueHtoB ¢ OMJI u COVID-19,
npoxoauBLux Jeyenue B 'Kb Ne 52 /I3M B nepuof
¢ mapta 2020 r. mo uwoHb 2022 r. KoHeuHble TOYKHU
HcC/le/JoBaHUs: 061asi TOCMUTAa/NbHAsA BIXKUBA€MOCTh,

JJIUTEeNBHOCTh TOCHUTaNM3anuu. [lis onpezesneHus
$aKTOpOB pHCKA JIETAJBHOTO MCX04a MPOBOJUJIU
0/IHO- ¥ MHOT0QAKTOPHBIN perpecCUOHHBIN aHaIU3.

PesynbraThl. [lpoBesjeH aHaiu3  KJIUMHHUYECKUX,
JIabopaTOPHO-UHCTPYMEHTa/NbHbIX JaHHbIX Yy 59 ma-
LIMeHTOB, NPOXOAUBILIMX JiedeHHe B CTaljMOHape IO
nosogy COVID-19. MeguaHa AJIUTENBHOCTH FOCOHTA-
JIM3aLuu coctaBuaa 10 gHel.

MepuaHa Bo3pacTa NalMeHTOB cocTaBuJa 71 rog
(aunanazoH 65-91 roj); 66110 30 (51 %) My>kuuH u 29
(49 %) »xeH1MH. Y 86 % naL{eHTOB IPU NOCTYIJIEHUU
OblJ1 BbISIBJIEH II0JI0KUTeNbHbIN pe3ynbTaT [11P-TecTa
Ha SARS-CoV-2 B Ma3ke u3 poTo-/HocorsoTku. Coma-
TU4Yeckudl cratyc no wmkase ECOG y 60 % 60J/ibHBIX
oneHeH B 3-4 6asnna. CpeHUN ypOoBeHb KOMOPOU/-
HocTtH (CCI) cocTaBu 7 6a/1/10B € TEHJEHI[UEHN K Gosiee
BbICOKMM nokasarenaM CCI B rpynmne c JieTaJbHbIM
ucxozoM. I[lo nanubiM KT opraHoB rpyfHOU KJIeTKH
NpPU3HAKU BUPYCHOW NHEBMOHUU ObiM y 92 %
60J1bHBIX (n = 54). TsKes10e TeueHHe KOPOHABUPYCHOM
MHpeKnuu oTMevasoch y 14 % mnauueHToB (n = 8),
cpenHeTskesoe —y 71 % (n = 42).

Bo BpeMs# rocnutanusanum 64 % 60abHbIX (n = 38)
HY>X/JaJIUCb B JIeYEHUU B OTAeJeHUM peaHUMallUuu U
VHTEHCHUBHOM Tepanuu, BCe OHU YMepJIH.

B nepuos HaxoxJeHuss B crapuoHape OMJI
BIEepBble JUAarHOCTUPOBaH y 27 % 60/bHBIX (n = 16),
B peMuccuu 3abosieBaHus ObLId 12 % mNalueHTOB
(n =7).3a 1 mec. go rocnutanusanuu 36 % 60JbHBIX
(n = 21) nony4anu NpoTHBOOMNYXO0JEBYIO TepAIHIO 110
pa3HbIM cxeMaM. Y 19 % naunueHTtoB (n = 11) oTMe-
yasioch pe3ucTeHTHoe TeyeHue OMJI. 17 % (n = 10)
TOCIUTAJM3UPOBAaHHbBIM  MPOBOAUJIOCH  NPOTHUBO-
ONyxoJieBOoe JieueHUe LIUTapabuHOM B MaJIbIX [l03aX.
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CorzlacHO MoJlyYeHHBIM pe3yJbTaTaM HCC/eJ0BaHUs,
naygyveHTbl B peMuccud OMJI umenu Jiy4uyro rocnu-
Ta/JIbHY!0 BBKUBAEMOCTD.

JleTanbHbl Hcxof, 3aduKcHpoBaH y 64 % ro-
CNUTAJIU3UPOBAHHBIX; y 24 % O6OJbHBIX NPUYMHOMU
cMepTH cTasno Tshxkesoe TedeHne COVID-19. Kak no-
KasaJ/l aHa/u3, Ha HebGJaronpUsTHBIN UCXOJ BJAHUSIN
npucoeMHeHHe BTOPUUYHON GaKTepuasbHOU GJIOpHI,
pesucteHTHoe TeyeHue OMJI, mnoxujoid Bo3pacT
60JIbHBIX, AJUTENbHOCTb FOCOUTAIU3ALUH.

OaHMM K3 HanboJsiee 3HAUMMBIX GaKTOPOB pUCKa
JIeTaJIbHOT'0 UCX0/a OblJ arpaHyJIoLUTO3 OYX0J1EBOI0
WJIM MU eJIOTOKCUY€eCKOro reHesa.

[IpoBesieHMe  NPOTHBOOIYXOJIEBOTO  JieUeHHUS
6osbHBIM Ha ¢oHe COVID-19 cyujecTBEHHO He IMo-
BJIMSJIO Ha UCXOJ, TOCIIUTaIU3aL .

JledebHasi cTpaTerusi pasjvyagacb B KaXKIyIo
«BoJIHY» COVID-19, BbI3BaHHY0 pa3HbIMHU LITAMMaMH
BUPyCa, U B CBA3M C DPa3pabOTKON HOBBIX JeKap-
CTBEHHBIX IIPeNapaToB.

B uccneayemoit rpynne 86 % nanuenTtaM (n = 51)
NpPOBOAUJIACh aHTHOGAKTepUalbHasA Tepanusl B CBA3U
C TpucoeAuHeHUEeM O6aKTepHalbHbIX OCJI0XXKHEHUH
(Takux, Kak GaKTepUasbHas MHEBMOHUS, UHPEKIUA
KpPOBOTOKa, MoueBasi UHPEKI U U AP.), 60JbIINHCTBY
TpeboBajiach ee 3CKaJalis B 3aBUCHMOCTHU OT KJIMHU-
yecKoi cuTyanuu. [IpoTuBorpr6KoBbIie NpenapaTsb! B
JleyeOHBIX, 2 He NPOPUIAKTUUECKHUX LiesISX NMoJyyaln
36 % (n=21) mauMueHTOB.

C uesbl0 KynUpOBaTb TIMIEpPAKTUBALUIO HM-
MYHHOH CHCTeMbl NpPOBOAMJACH NaTOreHeTHYyecKas
Tepanus aHtaronucramu IL-1 u IL-6 B 53 % ciy4daeB

(n = 31). [IIOKOKOPTHUKOCTEPOUbI UCIOJIb30BAIUCH
y 19 % nauueHToB (n = 11) c BUpycHOM NMHEBMOHUEH,
Ha/IUuMeM JbIXaTeJbHON HeZlOCTaTOUHOCTH. Bosibuieit
yacTu GOJIbHBIX U3 HcciaenyeMol koropThl ¢ [1P-mo-
JIOXKUTEJbHBIM Ma3KOM M3 pOTO-/HOCOTJIOTKM Ha
SARS-CoV-2 B panHue cpoku 6o0se3HU (< 10 aHel)
NpPOBOAWJIACh 3TUOTPONHAsl Tepanus INPOTUBOBU-
pPYCHBIMHU TpenapaTaMu. Tepanusi BUpPyCHeHTpaau-
3YIOLMMH aHTUTeJaMHU BBINOJHANACh 6 MalUeHTaM.
BBuay He60JIbIION BEIGOPKU OlLleHKa 3¢ PEKTUBHOCTU
NpYMeHeHUsl JAaHHBIX IpenapaToB He IpeJCTaBJs-
eTcsl BO3MOXHOH.

3akaoyenue. Hacrosilee KJMHUYecKOe OJHOLEH-
TPOBOe HcC/e[j0BaHUe NOAYePKHY/I0 He0OX0AUMOCTh
BbIPAbOTKHU NpexJe Bcero npoduaakTHIECKUX CTpa-
Teruil y 60bHbIXx OMJI cTapuieil BO3pacTHON IPYIIIbL.
JlokoHTakTHasA NpoduIaKTHUKA MOHOKJIOHaJIbHBIMU
aHTUTeJaM{, BHeJpeHHe BaKLIMHALUY, BO3MOXHO,
SIBJISIIOTCSI OCHOBHBIMU MeTOJaMM NpeJoTBpalleHus
nHOUIMpPOBaHUs U Tskesoro TedeHus COVID-19, a
TaKXe AJUTEJbHOW NMepCUCTEHLUU BUPYycCa, 3aTpyA-
HAIOLIeH CBOeBpeMeHHOe Hayajo crnenudpuyecKon
NpOTHBOONYXx0JeBoM Tepanuu. CyuiecTByeT Heo6Xo-
JUMOCTb pa3paboTKU YeTKUX MOKa3aHUM K Hauyauay
MPOTUBOOIyX0JeBOro JjedeHUuss Ha ¢oHe COVID-19
Y omnpejesieHUs1 ONTHMaJIbHbIX CPOKOB €ro HavaJja
nocJje nepeHeceHHON KOPOHAaBUPYCHOM MHPEKIIUH.

KntoueBble cnoBa: oCTpble MMenonaHble NemnkKo-
3bl Y NOXWNbIX, HOBas KOPOHABUPYCHasA UHdEeK-
uma COVID-19, MHEKUMNOHHbBIE OC/TOXHEHNS.

Bo3MOXHOCTb MaccuBHbIX Xxupypruyeckux emewwarenbctB u annoTl CK Ha oHe
Tepanum Aza + Ven y naumeHTku ctapwe 60 net ¢ OMJ1: knuHnyeckoe HabnoaeHune

A.H. lonoBkuHa*
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A Feasibility of Massive Surgeries and Allo-HSCT on the Combined Aza + Ven Therapy
in a Female AML Patient over 60 Years of Age: A Case Report

A.N. Golovkina
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BBegenue. Tepanusi OCTpPOro MHUEJOUJHOTO JeH-
ko3a (OMJI) unruburopamu BCL-2 B KOMOGUHALUU C
TUIOMETUIMPYIOUMMHA areHTaMHd MOXET IPUBECTH
K CTOMKON pEMHUCCHUM, He HCKJII0Yasd XUPYPTrUYECKUX

BMellaTe/JbCTB B MEXKYpPCOBOH INepHuoJ C BO3MOX-
HOCTbI0 TPAHCIJIAHTALUM aJIJIOTEHHBIX T'eMOINO3TH-
YeCKHUX CTBOJIOBBIX KJeTOK (anoTI'CK) y manueHTOB
ctapiue 60 JieT.



Ilenb. OLleHUTb BO3MOXHOCTb OIlepalluy MO 3aMeHe
Ta300e/JpeHHOro0 CycTaBa y nauueHTkyd ¢ OMJI, mosy-
yaBpiied MHru6uTopsl BCL-2 B KOMOUHALUK C THIIO-
MeTWJIMPYIOLMMHU areHTaMH, a TakXe NpOBeJeHUs
annoTI'CK oT cubsuHra.

KnuHuyeckoe HaGawaeHHe. Y MalUEHTKU CTaplle
60 setr OMJI ycTaHOBJIEH HA OCHOBAaHUM pe3yJbTaTOB
C/leyI0LIMX UCCIeJOBaHUH.

1. Kuunuudeckuit aHanus kposu (03.04.2023 r.):

reMoriobuH — 74 r/a, TpOMOGOLUTBH —
79 x 10°/n, nedikouutbl — 44,9 x 10°/n,
6Jl1aCTHbIE KJETKH — 62 %, MHEJIOLUThl —
1 %, nanouykosiiepHbie — 1 %, cerMeHTOs-

JepHble — 14 %, moHOUUTBI — 3 %, 1uMdo-
nuThl — 19 %.

2. luTtosoruyeckoe uccjlef0BaHHe KOCTHOTO
Mo3ra (24.01.2023 r.): OyHKTAaT KOCTHOTO
Mo03ra 60oraT MHeJOKapHUOLUTaMH, COAEPKUT
paspylleHHble KJEeTKH, eAUHHUYHble 3Jle-
MEHTBbl CTPOMBI, KJIETOUHble CKOIJIEHHUS.
[lonynsauus aHanJa3WpoBaHHBIX 6JACTHBIX
KJeTOK cocTaBjgeT 56,4 % oT MHesoKa-
puoLMTOB. ByacTHbBlE KJIETKM CpejHero u
KpPYyIHOTO pa3Mepa C BbICOKUM $1,epHO-LIUTO-
MJIa3MaTUYeCKUM COOTHOLIEHHEM, OKPYIJIbIM
Y HEpOBHBbIM KOHTYPOM $1/1pa, B €JMHUYHBIX
cay4asix — 4YallKkooOGpa3Hoe JaBJeHHe; YacTb
KJIETOK COJIepXHUT MeJIKYI0 a3ypopuJIbHYIO
3€pHUCTOCTb, €JUHUYHble KJETKU C BaKyo-
Jusanued. /IUCrpaHy/oLUTON033 yMepeHHO
BbIpaxkeHHbIN (20 % KJIeTOK C TUNorpaHyJis-
uen) ¢ yepTaMu Merajo6acTOUSHOCTH.

3. HMMMyHodeHOTUNHpOBaHME KOCTHOTO MoO3ra
(29.03.2023 r.): ¢deHOTUN O6JACTHBIX KJETOK
MPO+CD13+CD117+CD33+CD15-CD4+CD38+-
CD11c+HLA-DR+CD45+. 3ak/ito4eHue: COOTBET-
ctByeT OMJL.

4. Tucrosornyeckoe uccJeJ0OBaHHe KOCTHOIO
mo3ra (23.03.2023 r.): TpemaHaT yJa4yHbIH,
6oJibiioro o6beMa. KocTHble 6ajiku € BbIpa-
»KEHHBIM paccacblBaHHeM, TOHKHe. KocTHOMO3-
roBble MOJIOCTH LIUPOKHe. JINMOLUTOB MOYTH
HeT. flipocosiepxalliie KJETKH JieXaT IJIOTHO,
nojaBJsollee OGOJBIIMHCTBO —  KJETKHU
6s1acTHoro Buja. Cpefin HUX eCTb eJMHUYHbIE
MUTOTHYECKH Jensiiuvecs. Mexay HUMHU
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MeJIKUe CKOIUVIEHUSI 3PUTPOKAPHUOLUTOB C
HaJIM4MeM MoJIoAbIX GOpM, eCTb MUTO3bI, e/1H-
HUYHbIE NPOMEXYTOYHble U 3peJible pOpPMBbI
IPaHy/IOLUTAPHOI0 POCTKA, eAMHNYHbIe Mera-
KapuoLuTel. Cpeau mocjaeJHUX Npeo6/afaloT
MeJikue GopMbl U MUKPOGOPMbI, OHU pacmpe-
JleJleHbl HepaBHOMepHO. Makpodaru oueHb He-
60JIbLIIOT0 KOoJIMYecTBa. PaccesiHbl eJUHUYHbIE
auMdouuTel. CHHYyChl CJlerKa pacllMpeHbl, B
HUX BUJHBI KPOBb U I/IpOCOieprKaliiie KJIeTKH,
B T. Y. 3pUTPOUJHOTO pPsAJA.

YuuThIBasg BO3paAcCT, CONYTCTByOLiMe 3aboJe-
BaHUs, BepUPULHUPOBAHHBIM JUarHo3, COMYTCTBY-
IOLIYI0 KapJHa/lbHyl0 MaTOJIOrMI0, NalUeHTKe Ha
[opoAcKOM OHKOJIOTMYECKOM KOHCHJIMyMe oJ06peHa
NPOTHUBOOIYX0JIeBasl Tepanus B KOMOGHUHALMHU C TUIIO0-
MeTHJIMPYIOLMMU areHTaMHy o nporpaMme Aza + Ven
(a3auUTHNH + BEHETOKJIAKC).

C 06.04.2023 no 07.11.2023 r. npoBegeHo 8 nu-
KJIOB XMMHOTepaIuu 1o nporpamme Aza + Ven.

KivMHMKO-reMaTo/IOTHYeCKass PEMUCCUS JOCTUT-
HyTa nocJje 1-ro nukJja.

27.12.2023 r. mauueHTKe BbINOJIHEHA 3aMeHa
JIEBOTO Ta300eJpeHHOr0 CycTaBa; OlepaTUBHOE BMe-
11aTeJIbCTBO NlepeHec/a YA0BJIeTBOPUTENbHO, BOCCTa-
HOBUTEJIbHBIN [TepuoJ mpolies 6e3 0CI0KHEHUH.

C12.12.2023 no 18.12.2023 r. npoBeieHa XUMHUO-
Tepanus no nporpamme Aza + Ven, 9 nukJios. B nepuog,
TOCIIUTAJM3aLMK  BBINOJHAJACh 3aMeCcTUTesbHas
TpaHc)y3UOHHAs Tepanusl.

[Io faHHBIM KOHTPOJIbHOTO LIUTOJIOTMYECKOI0 MC-
cnaefoBaHus KocTHOro Mo3ra (11.12.2023 r.) 61acTHblIe
kJ1eTku cocTaBasaioT 0,5 %. CoxpaHsieTcs reMaTOJIOT |-
yecKasl peMuccys 3a6oJieBaHusl.

Janee nianupyetca amnoTI'CK, goHopom daBuis-
eTcs cecTpa NaleHTKH.

3akiuwyenue. [lpy OMJI Tepanuss HUHTUOUTOpPAMHU
BCL-2 B KOMOMHALMU C TUIOMETUIUPYIOIIUMHU
areHTaMl MOXXeT NpPUBECTH K CTOMKOHW pPEMHUCCHUHU.
Y manuenToB cTtapue 60 JieT coxpaHseTC BO3MOX-
HOCTb XMPYPru4ecKUX BMellaTe/IbCTB B MEXXKYPCOBOH
[epyuo/ U He UCKJIOYaeTcs npoBefeHue anoTI'CK.

KntoueBble cnoBa: oCTpble MMEeNouAHble NENKO-
3bl, NOXW/ble MAUMUEHTbI, leYeHne, asaunTuamH,
BEeHeTOK/1aKC.

MuenoungHas capkoMa, NpoTeKaloLas ¢ NopaXeHUeM SU4eK N Helponeinkosom

B.B. AcraghbeB*, B.C. Mopo3zos, 3.A. MakyHuHa, H.I. YepHosa

['BY3 «MockoBCKuMit MHOrONPOMUABHBIA KNMHMYECKWA LeHTP “KommyHapka”™ [3M»,
yn. CoceHckuii CtaH, A. 8, Mocksa, Poccuiickas ®egepaums, 108814

* KoHTakTbl: Bacunuit BceBonoposuny Actahbes, astafjev.vasilii@yandex.ru
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Myeloid Sarcoma with Testicular Damage and Neuroleukemia

V.V. Astafev*, V.S. Morozov, E.A. Makunina, N.G. Chernova

Kommunarka Moscow Multispecialty Clinical Center, 8 Sosenskii Stan ul., Moscow, Russian Federation, 108814

* Correspondence: Vasilii Vsevolodovich Astafev, astafjev.vasilii@yandex.ru

BBegeHue. MuenouiHast capkoma (MC) MoxeT ObITh
JIMarHOCTUPOBaHa B 1e610Te, IPU NPOrpeccCHpoBaHUU
WA peL{JNBe OCTPOro MHes06JIacTHOrO Jieiikosa
(OMJI), pefiko MOXKET BbIABJIATHCA NPU UHTAKTHOM
koctHOM Mo3re (KM). MC vyame Jsokanu3syeTcs B
MATKUX TKaHAX U Koxke, pexxe — B JKKT, opranax pe-
NPOAYKTUBHOM cucTeMbl, KocTsx, [THC.

Lesb. [IpoieMOHCTPUPOBATH CIy4all peIKOM JIOKaIu-
3anuu MC B IH4YKaX.

KiuHnyeckoe Hao6awaeHue. boabHoi C., 53 roaa, B
oKTs16pe 2021 . OTMETUJ YBEJUUYEHHE B 060UX TUUEK
1070 x 51 x 47 mm cupaBa u 80 x 55 x 43 MM cJsieBa.

[Tpu II3T-KT BbIsAB/IEHO MOBBILIEHHOE HAKOIJIEHHE
1BE-QAIT" o SUVmax 8,15 cnipaBa u 9,4 cieBa. B siHBape
2022 r. BbINOJIHEHA GUOIICHS SIMYKa, TpU MopdoJioru-
YeCcKoM uccieloBaHuu yctaHoBaeHa MC. [Ipu o6cieno-
BaHUM BbISIBJIeH HeHpoJIelKo3, IPU LIUTOJ0rMYeCKOM
1 uMmMmyHodeHoTunudeckom (UDPT) wuccrnenoBaHUsx
JIaHHBIX 3a BoBJledueHHe KM He nosydeHo.

B kayecTBe MHAYKIIMOHHON Tepanyy NPOBOAUIOCH
JieueHHe 10 MPOTOKOJY «7+3» C UAapyOUIIMHOM U WH-
TpaTeKa/JlbHbIMHU BBeJJeHUSIMU LIUTOCTAaTUYECKOI'0 TPH-
mieta. B cBsA3u ¢ oTcyTcTBUEeM addekTa (coxpaHeHHe
yBeJIMYeHHUs] pa3MepoB U ONyX0JieBOM MHOUIbTPALUU
AW4YeK) NMpoBeJileH 2-U IUKJ Tepanuu M0 NPOTOKOJIY
HAM, nocne kotoporo Ha [I3T-KT oTrMeudanocb yMeHb-
lleHWe pa3MepoB fAWYEK U CTelleHU HaKOIJIeHUs
BE-QAT mo SUVmax 4,9 (4 6asia no mkaje Deauville).
C Lles1bI0 KOHCOJIMJALIMU BBINOJIHEHO ellle 2 IMKJIA 0
npotokosy FLAG, nocjie KOTOpBIX COXPaHAJOCh NOBbI-
meHHoe HakomieHue BF-O/IT o SUVmax 4,99 (4 6anna
no uikane Deauville). [IpoBesieHa nmoBTOpHast GHUOMNCHUSA
AWYKa, OpU MOPPOJOTrHYecKOM HCCAeJOBAHUU Bbl-
aBaeH cy6crpat MC. IIpu uccnegoBanuu KM u cnuH-
HoMo3roBoM kujakoctu (CMXK) omyxosieBbIX KJIETOK
He oOHapyxeHo. B mocsneaytoleM npoBeJieHO KpaHU-

aJbHOe 06J/lyyeHHe peTpoOyIb6apHbIX NPOCTPAHCTB U
JIBYX BepxHUX leiHbIX cerMeHTOB (PO/l 2 I'p, CO/l 24
I'p) u Ha o6sacTb MmowoHku (PO/L 2 I'p, COJ 24 I'p).

Yepes 3 Mec. nocJie JiyueBOH Tepalnuu NOSBUJINCH
»kaJ100bI Ha 60JIb B IOSICHUYHOU 06J1acTH. [1o JaHHBIM
[I3T-KT oTMmevasnoch cHUKeHHe MeTab6osnsma '8F-
Q' B anykax go SUVmax 3,55 (3 6asia mo mikase
Deauville). OfHako B MaJioM Ta3y BbIsIBJIEHO 00pa3o-
BaHUe pa3MepoM 28 MM x 28 MM c HakomjieHueM '8F-
Q' o SUVmax 6,9. KoHCTaTHpOBaHO Mporpeccupo-
BaHUe 3a6oJsieBaHus. [Ipu UDT-uccieoBaHUM KJIETKU
CM2K u KM ocTaBa/iMcb UHTAaKTHBIMHU.

Jasiee Oblia nMpUMeHeHa KOMGHHalUsl a3alUTH-
JIMHA W BeHeTOkJakca (Aza + Ven) c UHTpaTeKasb-
HbIMU BBeJleHUAMHU TpUIJeTa. B TeyeHne Mecsana
60Jib B TMOSICHUYHOM 06JIaCTU perpeccuponala.
[lo panubiM [13T-KT, npoBeseHHON MO 3aBeplIeHUU
3 TakuX IJMKJIOB, 04aroB NaTOJIOTHUYeCKOro MeTabo-
nusma 8F-@/IT He BbIABJIEHO. [IpU IIUTOJIOTUYECKOM U
UPT-uccnenoBanusax CMX u KM onyxosieBbIX KJAETOK
He o6HapyxeHo. [locne 3 nukaoB ¢ Aza + Ven 6bL1a
KOHCTaTHpOBaHa IlepBas IoOJIHasi peMuccust 3abo-
JIeBaHUs, BBINOJIHEHA JBYCTOPOHHSS OPXUIKTOMMSL.
Tepanus Aza + Ven npojo/iKeHa, NallUeHTY MJIaHUPY-
eTcsl IpoBeJileHue KoOHcoauaupyolei annoTKM.

3akmouyenue. IlopaxenHune smyek MC BcTpedaeTcsd
pefiko, B JMUTepaType IpeJCTaBJeHbl eJUHUYHbIE
cnyvyau. HecMoTpsi Ha pe3ucTeHTHOe TeyeHUe 3aboJie-
BaHUs, pa3aBUTHe HelpoJelkosa, KM Ha npoTsxeHun
BCero nepuoja HabJI0leHUs] 0CTaBaJICsl UHTAaKTHBIM.
JaHHbIll cay4yait geMoHcTpupyeT 3¢¢$eKTHBHOCTb
koMbOuHanuu Aza + Ven npu jsedenuu MC, mpoTeka-
o1el ¢ MopaxkeHHeM «3abapbepPHbIX TKAHEN».

KnioueBble cnoea: MuenonaHasa capkoma, Heun-
pOneiikos, nopaxeHue An4dek, nedyeHune, asauu-
TUOVH, BEHETOKNAKC.

OudpchepeHUMPOBOYHBIA CUHAPOM NMPU OCTPOM NPOMMUENIOLUTAPHOM IEUKO3E
(onbiT FBY3 «MMKL “KommyHapka” [13M»)

M.K. Auncumos™, E.C. lonuaposa, H.C. Marrowkos, A.C. Lla6gaposa, H.I. YepHoBa

['BY3 «MocKoBCKMiA MHOrONPOMUABHBIA KNUHUYECKWiA LeHTp “KommyHapka” [3M»,
yn. Cocenckuii CtaH, a. 8, Mocksa, Poccuiickas ®egepaums, 108814
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Differentiation Syndrome in Acute Promyelocytic Leukemia
(Experience of the Kommunarka Center)

M.K. Anisimov*, E.S. Goncharova, N.S. Matyushkov, A.S. Shabdarova, N.G. Chernova

Kommunarka Moscow Multispecialty Clinical Center, 8 Sosenskii Stan ul., Moscow, Russian Federation, 108314

* Correspondence: Mikhail Konstantinovich Anisimov, miha2022@gmail.com

BBeaenue. /[luddepeHIUPOBOYHBIA  CUHAPOM
(AC) — yrpoxarwliee XHU3HU OCJOXHEHUEe IpHU
JledeHUH OCTPOro MNPOMHUEeJOLUTapHOro JelKosa
(OIJT) moJIHOCTBI TpPaHC-PETUHOEBOW KUCJIOTOHU
(ATRA; TpeTHUHOMH) U TPUOKCUJAOM MbIbsika. [IC
BepUPUIMPYIOT NpPU HaJIUYWU He MeHee 4 mpu-
3HAaKOB M3 CHUMITOMOKOMILJIEKCA, BKJIIOYAIOIEro
JIUX0PaJKy, THUIepJelKOLUTO3, pecnupaTOpPHbIH
JUCTPeCcC-CUHAPOM, MHOUIBTPAaTUBHbIE U3MEHEHUSA
JIETOYHOW TKaHMU MO JaHHbIM HWHCTPYMeHTaJbHbIX
ucciel0BaHU M, TUIIOKCEMUIO, OTeKH (THUAPOTOPAKC U
rujiponepukapz), npubaBKy Macchl TeJa, H04eYHYI0
HeZ0CTaTOYHOCTb, apTepHaJbHYI0 T'UIOTEH3HUIO.
Ycranossienue /IC 3aTpyJHEHO U3-3a CXOXKECTH KJIU-
HUYeCcKUX nposiBaeHui JIC U APYyrux ocCJ0XXKHEHUH
Tepanuu OIJI [1].

B Hacrosiiiee BpeMsi eAUHCTBEHHbIM OOIENpHU-
HATBIM NpPeAUKTHUBHBIM paKTOpOM, oNpesessoUiuM
pa3BuUTHE U TsHKecTb TedeHus /IC, ABJAsETCA MHULU-
ayNbHBIA JielikonuTo3 (> 10 x 10°/a) [2]. [Ipu cTpaTu-
dbUKanuu o cTeneH! TKecTH BbiAeaAoT JIC cpenHei
TsSXKeCcTH (Ha/iuyue 2 U3 3 CHUMIITOMOB; B CpefjHEM
y 50 % mauueHTOB) U TsDKeJbIH (= 4 CUMITOMOB; B
cpenHeM y 50 % nmauueHToB). Kpome Toro, /IC gendar
Ha pa”HHU# (#o 7 fHel, npuMepHO y 54 % nanueHTOB)
U nosaHuit (8-14-it neup — 5 %, 15-30-i geHp —
36 %, 31-46-i1 feHb — 5 %), KOTOpbIE pa3/N4alOTCA
0 MoKa3aTeJso JeTaIbHOCTU — 36 U 9 % cooTBeT-
CTBEHHO [3].

Lens. [IpoaHanusupoBaThk 4yacTtoTy pasButuda JC y
nagueHToB ¢ OIlJI, monyyaBwux Ttepanuio B ['BY3
«MMKI] “KommyHapka” 13M».

Marepuasibl M MeToAbl. B nepuoy c suBapsa 2021 r. no
Aekabppb 2023 r. B MMKL, «kKoMMyHapka» IpoXouiu
JnevyeHue 19 nanyeHToB ¢ yctaHoBJeHHBIM OILJI. Belio
12 KeHIUH U 7 MyK4YUH B Bo3pacTte 22-80 seT (Me-
AuaHa 48 £ 17,9 roza).

Pe3synbraThl. B wuccienyeMoidl rpynme  GOJIBHBIX
ypoBeHb JieHkouuToB coctaBua 0,3-68,92 x 10°/n
(meguana 2,22 x 10°/n), B rpynne 6e3 JIC — 0,3-
30,4 x 10°/n (Meauana 2,14 x 10°/n), B rpynne ¢ JJC —
0,65-68,92 x 10°/1 (MenuaHa 2,3 x 10%/x).

Bo/IbHBIM ObLI NpOBeAeH WHAYKLHMOHHBIM LUKJ
anutenbHOCTbI0 30-45 nuelt (ATRA 45 Mr/M? BHYTpB).
Y 7/19 (36 %) GonbHbIX Ha 3-16-i feHb (MeAuaHa
5 aHeit) MHAYKIIMOHHOM Tepanuu pa3BuJcs [IC. Yucio

nanueHToB ¢ JIC yMepeHHOU TsXKeCTH cocTaBuiio 6/7
(86 %), Tsxenoit crenneHd — 1/7 (14 %). [lo BpeMeHu
pasBuTus JIC rpynnsl pasgeanauch Ha paHHuit (5/7,
71 % 6osbHbIX) U no3gHuit (2/7, 28 %). PazBuTtue
panHero /IC mpoucxoauso Ha 3-6-U JeHb Jie4eHUs
ATRA (mepuaHa 4,5 nHs), mo3gHero — Ha 16-21-i
JleHb (MeauaHa 18,5 nHs).

[Ipy pacnpeseseHUU MALMEHTOB Ha [PYyNNbl pHUCcKa
pasButus /JIC K rpylne HU3KOTO PUCKA OTHECEHbI
16/19 (84,2 %), Beicokoro — 3/19 (15,8 %). YactoTta
passutua /IC B rpynne HHU3KOTO pUCKAa COCTaBWJa
31,25 %, B rpymnne BbICOKOTO pucka — 66,7 %. Y 16
13 19 nmanuenToB c OILJI npoBoauiack npodpuiaKkTHKA
CUCTEMHBIMHM T[JIIOKOKOPTHUKOCTEpOUAaMu. MeJnaHa
Ccpoka npoduJIaKTUKU cocTaBuIa 6,5 + 3,9 nuda (aua-
nasoH 3-13 aHeit).

JJ11 OLleHKH BJIMSIHUSL Pas3JUYHBbIX He3aBUCHMBbIX
¢dakTopoB Ha passutHe [C ucrnosb30Basack MoJesb
NpONOPLMOHAJNBHBIX pUCKOB Kokca. B Mozesnb GbLiu
BKJIIOUEHBl cJeAyolpe ¢GaKTopbl: BO3pacT, I0J,
YpPOBEHb JIEUKOIUTOB, GUOPUHOTrEHA, TPOMOOLIUTOB.
CTaTUCTUYECKU 3HAYUMBIMHU CUUTANU PA3JUYUS NIPU
p < 0,05.

BoaspacT, noJ, rpynna pucka, cofep:xaHue GuOopUHO-
reHa U TPOMOGOIIMTOB He KOppeJHpOBaJU C PHUCKOM
pazsutua [JIC. DBbuia BbIIBJIeHA CTaTUCTUYECKU
3HAYMMas BbICOKas MOJIOXKHUTeJbHAasA KOppessanus
MeX/Jy YHCJIOM JIEWKOLMTOB M CTEeNeHbI0 TIXKEeCTH
AC (r = 0,786; p = 0,00008). Ha ¢oHe npumeHeHUs
JleKcaMeTa30oHa HabJ1t0a/10Ch CyllecTBeHHOe
CHW)KEHHe 4uCja JIeMKOLUTOB, Tepanusl pacleHeHa
Kak 3ddekTrBHaA. HeobxoauMoOCTH B MpPOBEJeHUU
HCKYCCTBEHHON BEHTW/ISAILIMM JIETKUX U Ha3HayeHUs
VHOTPONHOM TNOJJepKKU He Oblao0. JleTalbHBIX HC-
xo0B oT /IC y 60bHBIX OI1J] He 3aperucTprUpoBaHo.

3aki4yeHue. B HacTosillee BpeMsl He CYLIeCTBYeET
eIUHOTO0 MHeHMs 0 yactoTe pas3Butuda /JC. Haw
aHa/M3 nokasas, 4To y 36 % manuenTtos c¢ OILJI pas-
Buiicad /IC, 4TO NOBBIIIAET HEOOXOAMMOCTH IMOMCKaA
JIOMIOJIHUTENbHBIX MAaTOTHOMOHUYHBIX MapkepoB /IC
JlJIs1 CBOEBPEMEHHOM JMarHOCTHUKU M HavaJjla Tepanuu.

KnioueBble croBa: OCTpbIN NMPOMUeNouMTapHbIn
nenkos, nedeHue, ATRA, anddepeHuMpoBOUY-
HbI CUHAPOM.
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BBegeHune. AHa/lN3 JJAHHBIX OHKOPETHMCTPOB I0O3BO-
JIIeT OLIEHUTh COCTOSHHE OHKOJIOTMYECKOH IMOMOIIU
HacesieHUI0 P®, mosiy4aThb Z0CTOBEPHYI0 HHPOPMAILHIO
0 3a60/1eEBaEMOCTU U CMEPTHOCTH, NOBBICUTbL 3ddek-
TUBHOCTb PaGOThl OHKOJIOTUYECKOU C/YKObI, OMTUMHU-
3UpPOBaTh JIeUeOHbIH Npolecc U HabJlo/leHue 60bHBIX.

Henb. OueHUTh pe3y/nbTaThl JieYeHUs NalMeHTOB C
BIIepBble BbISABJIEHHBIM OCTPbIM IMM$OOIACTHBIM JIeH-
ko3oM (OJUUT) B yupexxkaeHusx JlemapraMmeHTa 3/jpaBo-
oxpaHeHus1 Mockssl ([J3M) 3a 2019-2022 rr,, CpaBHUTH
MX C MHOTOLIEHTPOBBbIMHU JAaHHBIMM (esiepajbHbIX U
pervoHalbHbIX LIeHTPOoB PP 1 3apybekHbIX LIeHTPOB.

Martepuansl 1 Metoabl. C 2019 no 2022 r. 6bLIO
npoaHa/n3upoBaHo 112 nepBuuHbIX caydaeB OJIJI.
W3yyanuch JaHHble NaALlUEeHTa, LUTOTeHeTHUYeCKUH
pHUCK, JabopaTopHble JAaHHble [0 HayaJja JieyeHHUs,
BHEKOCTHOMO3rOBOe I[IOpakeHUe, BpeMs Havaja
Tepanuy, NPOTOKOJbl XUMHOTepanuH, OTBET Ha
JledieHUe, MOHUTOPHUHI MHHHUMaJbHOW OCTAaTOYHOM
6os1e3Hu (MOB), npoBeseHMe TpaHCILJIAHTALUU aJLJI0-
reHHOT0/ayTOJIOTUYHOTO KOCTHOT0 Mo3ra (a/1oTKM/
ayToTKM), wucxon. Yactora HoBbIX ciayvaeB OJIJI
CpaBHMBaJIach C aHAJIOTUYHBIM IToKa3aTesieM B CIIA u
EBporme.

Pesyabrath! iedenus OJIJ B nentpax /[A3M cpas-
HHUBAJU C MHOTOLEHTPOBbIMU JaHHBIMU P® u c aHa-
JIOTUMHBIMU JAaHHBIMHM 3a pyOexoM (pe3y/abTaTaMu
MHOTOLIEHTPOBBIX HccaefoBaHui B CIIA u Utanun).

PesyinbraTel. Yactota HOBbIX ciaydyaeB OJIJI cocra-
Buaa 0,26:100 000 nacenenus B wneHTpax /[I3M,
1,8:100 000 — B CIIA, 1,28:100 000 — B EBpore.

B nenTtpax [I3M paHHfSA JIeTaJbHOCTb COCTaBUJIA
0,9 %, pedpaxktepHocTb — 19 %, penuauBbl — 32 %;
asoTKM npoBegeHa y 18 % 60JIbHBIX.

3-netHue obuas (OB) u 6e3penuuBHasE BbDKU-
BaemocTb (BPB) B nenTtpax [3M 6111 76 1 63 % co-
OTBETCTBEHHO. /JaHHble CPaBHUBAJUCh C perHOHa/b-
HbIMU U QefepalbHbIMU LieHTpaMu P®, neHTpamu
WTtanuu 3a aHaJIOTUYHBIM NeproA. AHAJIU3UpOBalach
Bo3pacTHas rpynna 18-55 jeT.

Ha neTasbHOCTB CTaTUCTUYECKH 3HAYUMO BJIMSIN
Bo3pacT crapiue 45 jseT, cratyc no ECOG 3-4 6asia,
BbICOKMH LUTOTeHETHUYEeCKUH PpUCK, OTCYTCTBHUE
MOJTHOM pPEMHUCCUY ITOCJIe 2-T'0 UHAYKLHOHHOTO IIUKJIa,
Ha/InuMe pelUiuBa.

MOB-cTaTyc nocie WUHAYKLUM PEMUCCUUA CTAaTUCTHU-
YyeCcKd 3HAYMMO BJIMAJ Ha nokasateaud BPB, mocie
KOHCOJIUJAlMU peMuccuu — Kak Ha OB, Tak u Ha BPB.



3aksroyenue. BrigsaseMmocts OJIJ1 y B3poc/bIX B MO-
CKOBCKHX LieHTPax OKa3aslacb HUKe, YeM B 3apyOeKHbIX
cTpaHax. Pesynbrarel Tepanuu OJIJI B nentpax [3M
CONOCTAaBMMBI C TAaKOBBIMU B 3apyOeXHbIX CTpaHax.
PaHHsAs JseTasbHOCT, B pervoHax P® oxasanach
Bblllle, 4eM B MoCKBe, peppaKTePHOCTb K JIeUeHUI0 —
MeHblIIE, CJIyYyaeB PELUIUBOB Obl10 60Jibile; a0 TKM
IIPOBOAMJIACk B 2 pa3a pexke [0 CpaBHEHHUIO C LleHTpaMu
J13M, BeposiTHO, B CBSI3U C MEHbILIEH ee JOCTYIMHOCTbIO
B pervoHax. 3-yseTHsasa OB B neHtpax /I3M okasasach
COMOCTaBUMON c defiepaJbHBIMU LeHTpaMU U ObLiIa
Bblllle, YeM B pervoHax P® u eBpomeicKUX LleHTpax.
3-netHss BPB B nenTpax /I3M 6bl1a HECKOJIBKO HUXKE,
4yeM B dejlepa/bHbIX LIeHTpaX, CONOCTaBMMa C peruo-
HaMmu PO v eBponelicKMMHU LeHTPaMHU.
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3akuouyenue. Brissiasemocts OJ1J1 y B3poC/bIX B LieH-
Tpax /JI3M HU3Kas, BeposiTHEe BCETO U3-3a BBICOKOTO
Yyyc/aa NOXKUJBIX NMalMeHTOB C CONYTCTBYIOLMMHU 3a-
60J1eBaHUSIMU, KOTOpbIE N0 TSHXKECTH COCTOSIHUSA [JIJIU-
TeJbHO OCTAlOTCA B TepaneBTUYECKHUX OTZAeJIeHUsX
60JIbHUL, U He MONaJalT B CHelHalu3UpOBaHHbIE
neHTpbl. MoHUTOpUHT MOB siB/sieTcs BaxXHBbIM dak-
TOPOM, BJAMAKILIUMM Ha nokasaTesu OB u BPB, nostomy
Heo0X0/JMMO 60Jiee aKTHUBHO BHEJPSATb €ro B KJIWHU-
YeCKy0 PaKTUKY B LleHTpax /J|3M.

KnioueBble crioBa: OHKOPErucTp, pesynbraTtbl
nedenuns OJ1J1, ueHtpbl A3M.
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BegeHue. Peuuaup octporo auM¢po6aacTHOTO Jiek-
ko3a (OJJI) mocse TpaHCIJIAaHTALUU aJlJIOTeHHBIX
reMOIM03TUYECKUX CTBOJIOBbIX KJjeTOK (amnoTI'CK)
ABJIsIeTCS OJIHUM M3 HauboJiee HeGIaronpUATHBIX CO-
6biTuit B Jedenuu OJLJI Bbicokoro pucka. [losiByiieHue
HOBBIX MeTO/I0B Tepalu{ M03BOJIsIeT U3SMEHUTH Ipo-
rHO3 B 3TOH rpylllle NalKeHTOB.

Ilenas. [IpoaHanM3MpoBaTh 4acCTOTY, BpeMsl pa3BUTHSA
u xapakTtep peuuaroB OJLJI nocie annoTI'CK, onpe-
LeuTb GaKTOphl, BJHMSAOLIME Ha BbDKHBAeMOCTb
HalMeHTOB NOCJe NMOCTTPAHCIJIAHTALMOHHOI'O pelu-
JHBa.

Marepuasibl M MeToabl. C 2014 no 2022 r. annoTI'CK
npoBefeHay 312 nauuenTtos ¢ OJLJ], MefraHa Bo3pacTta
coctaBusa 30 et (guanasoH 18-60 JeT), MeguaHa
HabsoneHuss — 26 Mec. (AuamasoH 11-114 wmec.).

W3 301 nanyeHTa, HAXOAUBIIErOCS B PEMUCCUHU MOCTIe
annoTICK, y 96 pasBuica penuaub. U3 Hux T-OJIJ
6611 y 15 % nanuentos, Ph- B-OJIJ1 — y 71 %, Ph+
B-OJI/1 —y 14 %. Y 59 % 60/ibHbIX GbLI paHHUN (A0
12 mec.) peuugus, y 41 % — mno3gHui; MeauaHa
BpeMeHH [JI0 pPa3BUTHA pelUIUBOB cocTaBMIa 15 Mec.
(mnanasoH 1-112 mec.). B 59 % ciy4aeB MMesio MeCTo
M30JIMpPOBAaHHOe NopaxkeHUe KocTHoro mosra (KM), B
23 % — skcTpameayasipHoe (3M), B 18 % — KM +
IM. Bce naunueHnTthl ¢ peguauBoM T-OJIJI mosayvanu
ToJsibKO XuMHoTepanumw (XT). Y 65 % u3 82 nanyeHToB
¢ B-0JIJ1 npoBoaunacek toabko XT, y 35 % — umMmy-
HoTepanusi (UT) 6amHatymomabom (BavHO) u/unu
MHOTy3yMaba o3oroMuUuHOM (MHO), y GOJBHBIX C
Ph+ OJIJ1 — B coyeTaHUU C UHTUOUTOPAMHU TUPO3UH-
kuHa3. [locse [JocTHXeHHS PeMMCCUM BbINOJIHEHO
5 nmoBTopHbIX a/0TI'CK. [Ipu pa3BUTUK NOBTOPHOTO
peuuguBa nocie UT/noBtopHoit amnoTI'CK 5 manu-
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eHTOB nosiydyaau CAR T-k/ieTOYHyI0 Tepanuio, O4HOMY
BIIOCJIEACTBUHU OblLa BbinoyiHeHa aanoTI'CK.

PesynbTaThl. BeposTHOCTE penuausa nocie aoTT'CK
npu T-OJUJI coctaBuna 32 %, npu Ph+ B-OJIJT1 — 48 %,
npu Ph- B-OJI/ — 49 %. B rpynne B-OJIJ1 nocne XT
nepBo# JuHUU ¥ 33 % (20/61) nanyeHTOB JOCTUTHYTA
peMuccus, nocsie npumeHeHus Mo — y 92 % (11/12)
v nocae bavno — y 33 % (6/9). Bo Bceli koropte OJ1J1
3-n1eTHss 0611as BepkuBaeMocTb (OB) nocse pasBuTus
penuarBa coctaBuia 33 % c meguanoit 20 mec. Y nanu-
€HTOB, KOTOPbIM poBoAUaAach ToJbKO XT, 3-neTHas OB
6b1a 21 %, npu HasHayeHuu UT Ha ofHOM U3 3TanoB
nocJsie pa3BUTHUA penpuBa — 63 % (p = 0,000). BapuanT
(KM/3M) u BpeMs pa3BuTus (o/nocie 12 mec.) penu-
JUBa, a Takke kapuotun Ha OB He Bausiau. [lanyeHTsl
C XPOHHMYECKOW peaKlMel «TPaHCIUIAHTAaT MpPOTUB
xo3siuHa» (XpPTIIX) (n = 17) umenu 6GoJiee BbICOKHE
nokasatesu OB — 53 vs 29 % cooTBeTCTBEHHO.

Y 30 mauueHTOB pa3BUJIMCH TOBTOPHBIN U MOC/IeAy-
IolMe peluAuBel, ¥ 17 U3 HUX JOCTUTHYTa NOBTOpPHAs

pemuccus, B T. 4. y 6 nocae UT u CAR T-tepanuu.
Ko BpeMeHM aHa/v3a B rpylie MOBTOPHBIX pelu-
auBoB nocje aaoTI'CK 24 nanpeHTa ocTaBaJUCh IO/
HabJII0JeHHEeM C MeJiMaHOH 58 mec.

3axkmouyenue. [Ipu paszsutuu peuugusos OJLJI nocne
annoTT'CK OB Brimie nocie UT no cpaBHenuwo ¢ XT
(63 vs 21 %) u npu Haauuuu xpPTIIX (53 vs 29 %).
B cay4ae pa3aBUTHSA NOBTOPHBIX PeLMMBOB BO3MOKHO
JIOCTH>KeHHe MOBTOPHbBIX PEMUCCUH NIPU Ha3HaYeHUHU
UT u CAR T-Tepanuu. [logBuBLIKECS B HeJaBHEe BpeMs
BO3MOXXHOCTU MMMyHoTepanuu B-OJIJI nmo3sosgoT
paccyMThIBaTh Ha y/y4dllleHUe pe3y/bTaTOB JiedYeHUs
KpaiiHe HebJIaronpUsTHON Irpynnbl 60JbHBIX C peLu-
auBamu nocsae autoTICK. Bonpoc BriGopa onTUMasb-
HOT'0 IPOTOKOJ1a JIeueHUs U oNpeJiesieHUsl NoKa3aHUH
K noBTopHOU anoTI'CK ocTaeTcss OTKPBITHIM.

KnioueBble cnoBa: oOCTpbli MMGO6IaCTHbIN
Nenkos, peumans, TpaHCNNaHTaUMa anoreHHbIX
reMornoaTUYECKUX CTBOJIOBbIX KNETOK, MMMYHO-
Tepanus.
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BBeaeHue. HecMoTps Ha BHepeHHe HUHHOBAILMOHHBIX
npenapaToB B Tepanuio ocTporo B-numdobaacTHoro
Jeiiko3a ¢ Ph-xpomocomoii (Ph+ B-0JIJ1), TpaHcmiaH-
Talusl aJJIOTEHHbIX TeMONO3TUYECKUX CTBOJIOBBIX
kJieToK (a10TT'CK) ocTaeTcst cTaHZapTHBIM METOA0M
B KOHCOJIMJALUU PEMUCCHUH.

Iesb. OueHUTHL OTAA/NIEHHbIE Pe3y/NbTaThbl TEpPanuu
U aKToOphl, BAUSAIIIME HA Hee, y NalueHTOB ¢ Ph+

B-0JUJ1, nosydyaBmux annoTI'CK B HMULL um. B.A. An-
Ma3o0Ba.

Marepuasibl 1 Metoabl. B nepuon 2011-2022 rr.
B HMHUL| um. B.A. AnMasoBa Tepanuio MOJy4Yaau
197 nanuenToB c OJIJI. Cpeau Hux 661710 43 nanueHTa
¢ Ph+ B-OJIJI. U3 HUX B peTpPOCHEKTUBHOE UCCIE[0-
BaHMe BKJIIOUeHO 20 mayuveHTOB B Bo3pacTe 18 jieT u
cTaplie, NMoJy4yaBIIUX JieyeHUe B OTJeJIeHUH OHKOTe-



MaTosiorur Ne 2. MyxxuuH 66110 9 (45 %). Meguana
Bo3pacTa Ha MoMeHT pebwoTta Ph+ B-0JIJI cocTraBuia
37 net (auamnasoH 19-78 sieT). Bcero 661710 BBINOJHEHO
19 annoTTCK y 16/20 (80 %) manuenToB. MesuaHa
BpeMeHU OT IOCTaHOBKM AuarHosa fo auioTI'CK
coctaBuJia 238 nuel. [lepBas annoTI'CK BeinosiHEHA B
nepBOy WJM Mocjefyoled KJIMHUKO-reMaToJ0ruye-
ckoli pemuccuu (KI'P)y 11/16 (69 %) u 5/16 (31 %)
NaleHTOB COOTBETCTBEHHO. B 3 ciyyasx noBTopHoe
npoBeienue a/L10TICK 6bL10 CBSI3aHO C pelyiUBOM
(n = 1) wiM HenpwXUBJIeHUEM/OTTOPXKEHUEM J0-
HOPCKUX KJeToK (n = 2). O6uas BeipkuBaeMocThb (OB)
paccyuThiBajack OT AaThl nociaeaHei amnoTICK go
1ocJielHEr0 BU3UTA UM CMepPTH.

PesysnbTaThl. MejyaHa AJUTENbHOCTH HabJlOJeHUs
OT NOCTAaHOBKH JIMarHO3a K MOMEHTY c6opa JaHHBIX
y BCeX MallMeHTOB cocTaBWJa 619 jgHel (Auama3oH
101-2860 pHeit). AmnoTICK He mosyuyusaud Bcero
4 nanuenTa: 1 manueHT B KI'P ¢ moJI0>KMTEIbHOU MU-
HUMaJIbHOU ocTaToyHOU 60Jie3Hbio (MOB) oTkaszaJjics
ot a/LoTI'CK, BepHysicsi B peruoH U BBIOBLI U3-T0[
HabsofeHUs. Y ocCTalbHbIX 3 NaLMEeHTOB CTaplle
60 JsileT ¢ BBICOKMM PHUCKOM OCJ0XHEHUH JJOCTUTHYT
MOB-oTpunaTeNbHbIM CTATyC, KOTOPbIM COXpaHsICA
Ha ¢JoHe TMOCTOSHHON Tepamuu HWHTUOUTOpPAMU
Tupo3uHkuHas (UTK) B Teuenue 25, 38 u 49 wmec.
cooTBeTcTBeHHO. [locse amnoTICK 10/16 (62,5 %)
NaleHTOB OCTaBaJUCh NoJ HabogeHueM. MeaHa
JJIUTENbHOCTH HabJIOJeHUs Y JKUBBIX U yMeEpIINX
MalMeHTOB cocTaBuja 584 1 83 AHS COOTBETCTBEHHO.
B nesjoM MesnaHa o6liell BLDKMBAaEMOCTH COCTaBUJ/Ia
906 pHelt (muamazoH 17-2130 gueit) (puc 1). Jle-
TaJIbHbIN UCX0Z ObLI cBsi3aH ¢ peuugruoM OJUJI (n = 2)
WJIHM NOCTTPAHCIJIAHTALLMOHHBIMU  OCJIO)KHEHUSIMU
(n = 4). Cpeau Tex, komy a/noTI'CK BbinosHsAIACh B
nepBoi uau nocnaeaywiueit KI'P, nox HabaogeHueM
octaBasnoch 8/11 (73 %) u 2/5 (40 %) manueHTOB
coorBeTcTBeHHO. MODB, o1jeHeHHas 10 YpPOBHIO TPaHC-
kpunrta reHa BCR::ABL, 6bl1a IOJIOKUTENbHOU ¥ 13 U3
16 60osbHBIX Npu nociaeaHed annoTICK. XKusbl 8/13
(62 %) u 2/3 (67 %) 60abHBIX, KOTOPBIM aan0TI'CK
nposogunace npu craryce MOb+ wiau MOB- coot-
BeTCTBeHHO. Bce nanueHTsl ¢ MOB-nos10UTeIbHBIM
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Puc. 1. O6wasn BbxmnBaemocTtb (OB) npu Ph+ B-OJ1/1 nocne
annoTlCK

CTaTycoM B AajbHelieM noay4yaau UTK pgautenbHo
(= 2 net). [lpu nocneHEM BU3UTE Yy BCex GOJBHBIX
otMeyasicsi MOB-oTpunaTeibHbIN CTATYC.

3axkmouyenue. B HMUIl uMm. B.A. AnmazoBa aninoTI'CK
npu Ph+ B-OJIJI 6bl1a BbINOJHEHA Y 6GOJIBIIMHCTBA
60JIbHBIX. YacToTa JieTaJbHBIX MCXOJ0B Obljia Bbllle
y naygueHTOB, KoTopbiM a/1oT['CK npoBoguiack BO
BTOpo# u nocieaywouux KI'P. OB 6bl1a cpaBHUMA B
rpynnax ¢ MOb+ u MOB- nepeg annoTT'CK. [Ipu aTom
Bce nanKeHTbl c MOB-oTpuLaTeIbHBIM CTAaTyCcOM U 6e3
annoTICK ocraBanuchk mop HabJoJeHueM. U3-3a He-
60JIbILIOTO YHCJIA NALMEeHTOB B IPyINaxXx HEBO3MOXHO
cAenaTh OJHO3HA4YHble BbIBOJbI, OJHAKO INpeJCTaB-
JisieTcs1, 4To y 60JibHbIX B iepBoit KI'P ¢ MOB-oTpuna-
TeJbHbIM CTAaTyCOM MOCJe HWHAYKIMOHHON Tepanuu
BoinosiHeHUe a/10TI'CK B apy UTK 1 uMMyHOTepanuu
Helles1eco06pasHo.

KnioueBble cnoBa: Ph-no3nTUBHLIN OCTPbIA NUM-
ho6NacTHbIN Neko3, TpaHCcnIaHTaumMa annorex-
HbIX FEMOMNO3TUYECKNX CTBOJIOBbLIX K/1ETOK, /leye-
HUe, UHTMOUTOPbI TMPO3UHKMHAS.
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BBeaeHue. Ha MOMeEHT OKOHYaHUS NMaHZEMHUU HOBOU
KopoHaBupycHo uHekuun COVID-19 B o6uieit
NONMY/NSALUU CTal IpoTeKaTb B Jerkod ¢opme, y
OOJIBIIMHCTBA MalMeHTOB CHOPMUPOBAJCA CTOUKHUM
NpPOTUBOMHEKLMOHHBIN OTBET NOC/Ie TIepeHeCceHHON
paHee MHGEKUMM WM BakKLMHAUMU. OJHAKO OHKO-
reMaToJIOrM4ecKhe MallueHThbl, B T. Y. C OCTPbIMHU
auméobaacTHbiMu seiko3amu (OJIJI), mo cux mop
OCTalOTCA YSI3BUMOM TpyINoNd B OTHOLIEHMM pHCKA
nHounposanust SARS-CoV-2 B cBSI3U CO BTOPUYHBIM
MMMyHOAeULUTOM Ha ¢GOHe 3J/I0KaueCTBEHHBIX
3a60JieBaHUM CUCTEMBI KPOBU U MPOBOJUMOM NMPOTH-
BOONyX0J1eBOH Tepanuu. TakuM o6pa3oM, ONTHMMU-
3anus JedeHus nanueHToB ¢ OJIJI U conyTcTByoLIEeH
KOPOHABUPYCHOM MHPeKIHeN 0CTaeTcsl aKTyaJbHOU
3aJjavyen.

Ieab. OLeHUTb TOCHUTANbHYI BbDKMBAEMOCTb IHa-
uueHToB ¢ OJIJI u COVID-19, BbISIBUTbL He3aBUCUMbIe
daKTophI pUCKa, BJAUSIOINE HA TOCTUTANbHYI0 BBIKU-
BaeMOCTb U AJINTeNbHOCTb epcucTeHuu SARS-CoV-2
y nauueHToB ¢ OJIJI.

Martepuanbl U MeToAbl. I[IpoBeleH peTpocHek-
TUBHbIM aHanu3 y manueHTtoB ¢ OJIJ1 u COVID-19,
npoxoauBux JedeHue B KB N2 52 ¢ peBpasnsa 2020 r.
no fiekabppb 2022 r. KoHeuHble TOUKU HCCIeI0BAaHUS:
rocnuTajlbHasi BbDKHMBAeMOCTb, JJUTENbHOCTb INep-

cucrteHuun SARS-CoV-2. IlpoBefeH 0HO- U MHOTO-
daKTOpHBIN perpecCUOHHbIN aHa/IN3, 10 pe3yJbTaTaM
KOTOPOTO BbISIBJIEHbI He3aBUCHMble GaKTOPbl pUCKaA
FOCIUTA/IbHOM JIeTaIbHOCTH. KpoMe TOTO0, BhINOJIHEH
CpaBHUTEJIbHBI aHa/lM3 TOCHUTAJbHOW BBIKUBa-
emoctu MeTogoM KamnaHa—Meiliepa B rpynnax
MalMeHTOB, NOJY4YaBIIMX U He MOoJy4aBIINX TPOTUBO-
OMYX0JIEBOT'O JIeYeHUsI BO BpeMsl rOCIUTAIU3ALUU 110
MOBO/Iy KOpOHaBUPYCcHOU HHPeKUUU. CTaTUCTUYECKU
3HAYUMBIMU CYUTATUCH pasanyus c p < 0,05.
Pe3ynbTaThl. [IpoaHanu3upoBaHbl  JaHHbIE
60 nanuenToB (30 My»x4uH, 30 )XeHIIUH) C AUATHO30M
OJIUI ¥ mnoATBepXJAEHHOU KOPOHAaBUPYCHOW HHEK-
yueid. C AAaHHBIM JAUMArHO30M TOCNUTAIU3UPOBAHO
25 60abHBIXB 2020T,15—B2021ru20 —B 2022 1.
Y 45 nanuenTtoB 6b11 B-OJUJ1, y 15 — T-OJIJI. Ha Mo-
MEHT TOCMUTANU3aUUU 28 OOJbHBIX HAXOAWJIHUCH B
pemuccuu OJUJ], y 13 — BepupuUUUpPOBaH pelyUB
3abosieBanus, y 19 — BnepBble JUarHOCTUPOBAHHBIN
OJIJI. CMepTHOCTB cocTaBua 25 % (11 manueHTOB B
2020 r, 4 — B 2021). B 2022 r. BCce manMeHThbl ObLIU
BbIIMCaHbl. MejuaHa Bo3pacTa cocTtaBuya 42 roza
(auamazon 18-77 useT). MenuaHa JJIUTENbHOCTHU
rocnuTtanusanuu — 13 aHelt (AuanasoH 3-79 gHeit).
Y 41 nanueHTa NpoOBOAWJIACH NPOTHUBOOIYXOJEeBas
Tepanus B TeueHUe Mecsua o MaHudectanuu COVID-
19, y 23 — B mnepuoj rocndTajd3alUyd N0 NOBOAY
KOpOHaBUPYCHOU MHeKUUH. /lbIxaTesbHasA HeJL0CTa-



TOYHOCTB | cTeneHu HabGu04anach ¥ 23 % 6GOJIbHBIX,
Il crenenu —y 10 %, I1I crenenu — y 9 % nanueHTOB.
Bo BpeMs rocnurtanusanuu 53 % nanueHTOB Haxo-
JUJIUCb B COCTOSIHUM MMEJOTOKCMYECKOTO arpaHy-
souuTtosa, y 30 % oTMevasoch pa3BUTHE CeIlcHca.
33 % 60sbHBIM ITOTPe6GOBaJICs NIepeBOJ, B OTAe/IeHue
peanumauuu. [I[puuuHoi JeTanbHOro ucxoga B 60 %
ciy4daeB (n = 9) cTaso TsKesoe TedeHHe KOPOHABU-
pycHo# uHbekuuu. 27 % nanueHToB (n = 4) ymepau
B pe3yJ/bTaTe TshKeJblX 6aKTepHalbHbIX OCJ0XKHEHUH,
13 % (n = 2) — B cBsA3M c nporpeccupoBaHuemM OJJ1.,

[Ipy ofHOGAKTOPHOM perpecCHOHHOM aHajlu3e
HapaMeTpOB, NMOBJUABIINX HA FOCIUTANbHYI0 BbDKU-
BaeMOCTb, CTAaTUCTUYECKH 3HAUYUMbIMH OKa3aJIUChb
ypoBeHb pepputuHa > 250 mkr/a (p = 0,01), rocnu-
Ta/Ju3al s B OT/eJleHUe peaHUMalui U UHTEeHCUBHOM
Tepanun (p = 0,03), gauTesbHasd NEPCUCTEHLUSA
SARS-CoV-2 (> 14 pueit) (p = 0,04) u oTcyTcTBHE
3amuTHOro tutpa aHtutea K SARS-CoV-2 knacca
G (< 50 EZl/mn) k ucxony 3a6osieBanus (p = 0,002).
[Io pe3ysbTaTaM MHOr0QaKTOPHOTO perpecCHOHHOI0
aHa/u3a TOJIbKO OTCYTCTBUE CEpOKOHBEpPCHHU (aHTHU-
SARS-CoV-2 IgG < 50 E/l/Ms1 Ha MOMEHT ucxo/a) 6bLI0
CTaTUCTUYECKH 3HaYUMBbIM (p = 0,019).

dakTopbl, OKazaBlIMe CTaTUCTUYECKH 3HAYUMOe
BJUSIHUE HAa AJUTeNbHOCTb UHPekiuu SARS-CoV-2,
BKJIIOYAJHU ypoBeHb ¢epputuHa > 250 MKr/a
(p = 0,03), orcyrcrBue pemuccuu OJIJ1 (p = 0,045),
OTCYTCTBHE CEPOKOHBEPCHMU K HCXOJy 3aboJieBaHU:A
(p = 0,03), oTcyTCcTBHEe Tepamuu BUpPYC-HEHUTpaIU3Y-
IOL[MMH MOHOKJIOHaJIbHbIMU aHTUTesamMu (BHMA)
(p=0,023).IIpu neuenur BHMA meinaHa oCTHKEHUS
[IIIP-oTpHuLaTeIbHOTO CTaTyca COCTaBuJaa 3 [HfA, IpU
JleueHUH IPOTUBOBUPYCHBIMU NIpenapaTaMu — 4 [Hs,
npu TpaHcy3UHU NaTOreH-peAyLMPOBAaHHON aHTHUKO-
BUAHOU Ma3Mbl — 9 gHEMN.

Kpome Toro, mpoBeseH aHaius MeTojoM Ka-
njaHa—Meliepa c 1je/bl0 CPaBHUTb [JJIUTEJbHOCTb
nepcucteHyuu SARS-CoV-2 B rpynnax NmayueHTOB,
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Puc. 1. AnutenbHocTb nepcucteHumm SARS-CoV-2 y naumeHToB
c OJ1/1 B 3aBMCUMOCTU OT NPOBEAEHHOW NPOTUBOBUPYCHOWM
Tepanuu

BHMA — Bupyc-HenTpanmayoLwme MOHOK/IOHaAbHbIE aHTUTeNa.

NnoJiy4yaBlIMX U He mnoay4yaBwux BHMA. Ananus
NOKasaJl CTAaTUCTUYECKU 3HAauyMMoe yMeHblleHue
JJINTe/NIbHOCTH INEepCUCTEeHLIUM BUpyca B TpyMnIe na-
LIMEeHTOB, OJY4aBLIMX Tepantio MOHOKJOHAJbHBIMU
aHTUTeJaMH{, B CPAaBHEHUU C KOHTPOJBHOW Tpynmnon
(p<0,001) (puc. 1).

3akroyeHue. YpoBeHb npupocta aHTU-SARS-CoV-2-
aHTUTEeJ] K MOMEHTY MHcxoZfa 3abosieBaHUA HMeJl
3HAYMMoOe BJIMSIHHe KaK Ha TOCHUTAaJbHYI0 BBbDKU-
BaeMOCTb, TaK U Ha JJIUTEJbHOCTb MepCUCTEeHIUU
SARS-CoV-2. TakuM 06pa3oM, NpoBeJeHUE TAaCCUBHOM
nMMmyHu3auuu BHMA y nanuentoB ¢ OJIJ MoxeTt
paccMaTpUBaAThC Kak MeToJ NPOPUIAKTUKH, TaK U
Jnedyenusa COVID-19.

KnioueBble cnoBa: oOCTpblii MMAO6MACTHbIN
Nenkos, HoBasg KopoHaBupycHaa UWHhekumsa
COVID-19, neueHue.
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TpyaHocT Mopchonornyeckon AMarHoCTUKN XpOHUYECKOro MUENIOMAHOIO NIeMKo3a:
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BBegeHue. XpoHUUECKUN MUENOUAHBIA JIeHKO3
(XMJI) — wmuenonposaudepaTUBHOE 3ab60J€BaHUE,
MapKepoM OINyX0JIeBOTO KJIOHA NpPU KOTOPOM SBJISA-
etcs ¢unazenbuiickas XxpoMocoMa ¢ 06pa3oBaHUEM
xruMepHoro reda BCR::ABL. Ha ponto XMJI npuxoauTcs
npuMepHo 15 % BnepBble AUArHOCTUPOBAHHBIX JIeH-
KO30B Yy B3pOCJIOTO HaceJeHHUs.

Lens. [IpeacTaBUTh TPYLHOCTH MOPGOIOrHIECKON JH-
arHOCTUKU MEX/y XpoHU4YecKoi ¢azoit XMJI u ocTpbiM
Merakapuo06J/1acTHBIM JieiiKko30M. [IpojeMOHCTPHUpPOBaTh
HEOOXOJUMOCTb  INPOBEJEHHS]  IIUTOreHETHYECKOTro,
nMMmyHodeHoTunuueckoro (UPT) u MosieKynsspHOrO
WCC/IeJOBaHUH JJ1s1 BepUPUKALMY JUATHO3a.

Martepuaabl 1 MeTOABI. [IpuBesieH npuMep AuarHo-
ctuku XMJI de novo y manueHTa B peMHUCCUU Ud-
¢dy3Hol B-kpynHoksieToyHoi suMdombl (JABKJI) us
kJnHUYeckol npaktuku MMKI «KommyHapka» [13M.

KimHu4yeckoe Ha6/moaenne. MyxunHa, 62 roza, B Te-
yeHUe 8 jieT Ha6JoasIcs o ooy JBKJI xxenynka, pe-
MuccHsl 3a60/1eBaHUA Obl1a OCTUTHYTA 1OCJIe Tepanuy
no nporpamMme R-CHOP. B utosie 2023 r. 6611 rocnuTa-
ausupoBad B MMKI, «KommyHapka» /I3M c¢ HanpaBu-
TeJIbHbIM JMarHO30M «J1eMKO3 HEYTOUHEHHOTr0 KJIeTOY-
HOTO TUIA, TUIEePJIEHKOIUTO3». B reMorpamMme: aHeMus
(remoryiobun 74 r/n), neiikouurtos (207,9 x 10°/x).
MopdoJiorudeckoe ucciejoBaHue Ma3ka KpOBU: pe3KUH
CABUT BJIEBO A0 6s1acTHBIX ¢dopM (6 %), BbIpaXKeHHbIH
aQHHU30- U MNOWKWJIOLMTO3, HOPMO6JAcTO3, B YaCThIX
N0JISIX 3peHUs 06JI0MKH si/iep MerakapuouuTos (puc. 1)
Y TUTaHTCKUe GOpPMbI TPOMOOLIUTOB.

B wmuenorpamme (puc. 2): 6JacTHble KJETKHU
26,8 % (HepguddepennupoBanHble — 6,8 %, Meraka-
puo6aactel — 20 %). BnracTHble KJAETKU CpefHero u
KpYIIHOTO pa3Mepa C BbICOKUM $lepHO-LMTOMNIa3Ma-

TUYEeCKHM COOTHOILIEeHHEeM, OKpyryioh ¢opmoit szep;
pacnpefiejieHMe XpoMaTHHA paBHOMEpPHOe, YacTb
6J1aCTHBIX KJIETOK C TUIIEPXPOMHBIM f/IpOM, pacmoJia-
raloTCsl pa3pO3HEHHO WJIN B CKOIIJIEHUSX. B HeKoTopbIx
KJIeTKax 0TMeyYaloTcsl a3ypodUIbHbIe IPaHy/Ibl, LIUTO-
IJla3Ma OTpPOCTYaTas MO THUIY NCeBJONOJUH, pe3Ko
6a3o¢punbHas. YacTb KJIETOK C OGUIMPHBIM 06OJKOM
LMTOMJIa3Mbl. BOkpyr 6/1aCTHBIX KJIETOK OTMeYarTCs
6oJIbllIMe CKOIMJIEHUSI TPOMOOLUTOB. TpOMOGOLUTHI
noauMopdHbl 1O pa3Mepy. MerakapuonuTapHbId
pPOCTOK B yBeJIMUEHHOM KOJINYeCTBe, NpeJCTaBJeH
NperMyllecTBeHHO 6/1aCTHBIMU GOpPMaMHU.

Ha ocHOBaHMM KJIMHHYeCKUX (aHeMHUs, TuIlep-
JIeHKOIMTO3, 6JlacTeMUsi) U LUTOMOP(OJIOruiecKux
JaHHbIX OBbLI 3amof03peH OCTPbhId Merakapuob-
JIaCTHbIN Jieliko3. [luddepeHupanbHast JUAarHOCTUKA
OblJla  OCJOXXHEeHa OTCYTCTBUEM  He0oOX0AUMOM
JMarHOCTUYeCcKON 6a3bl [JIg oIpejesieHUs rema-
TOJIOTUYECKUX 3abosieBaHuN. Mopdosoruyeckuit
MeTOJ| CAYKUT TOJIbKO [JJs1 NpPeJIoJ0XKUTeNbHOI0
JuarHosa. Ha ocHoBaHuu MopdoJsiornyeckoro uccie-
JlOBaHUsI MOXXHO TOJIbKO 3all003PUTb TOT UM HUHOU
B/, 3JI0OKQYeCTBEHHOM ONYXOJH CUCTEMbl KpPOBH.
Mopdosiornyeckd MerakapuoLUTbl ObLIU NPHUHSTHI
3a Merakapuo6Jactbl. B kiaccudpukanuu BO3 2017 r.
npu pauarHoctuke XMJI omnMvcaHbl MerakapUOLUTEI
MeJIKOTO pa3Mepa C THUINOCEIMEHTHPOBAHHBIMU
AApaMu («KapJUKOBbIe» MerakapuouuTbl). JaHHBIN
THI MeTaKapUOLUTOB HeJib3sl MyTaTh C MUKpOMeraka-
pUOLMTaMH, KOTOpble PaCleHUBAIOTCS KaK MpU3HAK
JUCMerakapMoLUTONO033a INpPU MHUeJoAUCIIacTHYe-
cKkux cuHapomax. B 40-50 % cayyaeB XMJI oTmevaeTcsa
BbIpa)KeHHasi MerakapuoluTapHas npoJudepanus.
[IpoBens Bce HeoGxoAUMbBle /1 BepudUKALUMK JHa-
raosa ucciaenoBanust B ®I'6Y HMUII rematosioruu M3
P®, 6611 ycTaHOBJIeH XMJI B XpOHUYECKOM CTaAUU: IPU
UOT 6aacTHBIN pervoH 7,3 % ¢ UMMYHOQEHOTHUIIOM



Puc. 1. LinTomophonornyeckasa kaptuHa nepudepnyeckon
KpOBWM naumeHTa. KpacHow cTpenkoii nokasaH 06/10MOK sapa
MerakapuoumnTa, KOTOpbIA BCTpevaeTcs B nepndepnyeckomn
KPOBU NPU XPOHNYECKUX MUENOoNponndepaTnBHbIX
3aboneBaHnax, B HactHoctn XMJ1

CD45"%+CD34+CD117+HLA-DR+CD11a+CD13+CD33
+CD36+CD41a+CD61+CD105+CD4"°*+CD7+cyCD41a+
(50,4 %), cyCD61+ (46 %). BrisiBJieHHasA 3KCIpeccUs
TpoM6GoLMTapHbIX MKonpoterHoB CD41a (50,4 %)
u CD61 (46 %) sBAsIeTCS XapaKTepPHbIM NPU3HAKOM
MerakapMoLUTapHONW HANpPaBJeHHOCTH ONYXOJeBbIX
kJ1eTokK. [Ipy cTaHZapTHOM LIUTOreHeTUYECKOM HcClle-
JlOBaHMU KOCTHOTO MoO3ra oOHapy»eH KJOoH ¢ t(9;22)
(934;q11) u fonoAHUTENBHOU Y-XPOMOCOMOH.

[lo JaHHBIM MOJIEKYJSIPHOTO MCCJI€eJOBaHUs B
78,27 % KJeTOK KpOBU INPUCYCTBOBaJ XUMEPHBIN
TpaHckpunt BCR-ABL-p210.

COBOKYNHOCTb TOJIyY€HHBIX JaHHBIX (YHCJIO
6/1aCTHBIX KJIETOK, pe3yJbTaTbl MOJIEKYJSPHO-LIUTO-
reHeTu4eckoro ucciaepoBaHus u HWOT) nossosaumia
pasrpaHUYUTh XpoHHUYeckyto ¢a3zy XMJI u ocTpbid
Merakapuo6J/1acTHbBIH JIeHKo3.
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Puc. 2. LinTomopchonornyeckast KapTmHa KOCTHORO MO3ra
naumeHTa. KpacHbIMy CTpeikammn nokasaHbl «Kap/IMKOBbIE»
MerakapuoumuTbl B OKpYXeHun TpombouunTtoB. OTMevaeTcs
BbIPaXXeHHbI aHM30UMTO3 TPOMOOLMTOB. YepHOI CTpenkoi
0603Ha4veHa HeanddepeHupoBaHHaa 61acTHasa KeTka

3akyio4yeHue. JlaHHOe KJIWHHYECKOE HaAOJIIOJeHUE
MOKa3blBaeT TPYJHOCTU U MNPUYUHY BO3MONKHBIX
OmIMO60K NpU BepudUKALUMKU JAUArHo3a TOJbKO Ha
OCHOBaHUU MOpPPOJIOTUYECKON [AUATHOCTUKU 6e3
vucnosnb3oBaHusd UDPT, MosieKyApHBIX U LIUTOTEHE-
THUYECKUX HUCCIAeOBAaHUM, KOTOpble MO3BOJISIIOT MO-
CTaBUTbh MPAaBUJbHBIN AWarHo3 U BbIOPATh BEPHYIO
TAaKTHUKY JIe4YeHHS.

KntoueBble cnoBa: XPOHUYECKUIA MUENOUAHbIN
NenKo3, OCTPbIA MerakapmootnacTHbli NeNKOo3,
BCR::ABL, nmmyHObeHOoTUNNPOBaHWe, anddys-
Haa B-kpynHoknetoyHas numdoma, runepnemn-
KOUMTO3, 6nacTHble KMNEeTKW, MerakapuobnacTbl,
MerakapuoumTbl, Mopdoniormyeckasa agnarHocTu-
Ka, MOJIEKYNIAPHOE nUccnenoBaHme, LMTOreHeTu-
yeckoe uccnegoBaHue.

Utorn Tepanuun nHrubuTopamMmm TMPO3UHKUHA3 NEepBON U BTOPOH IMHUIA
Y NaLMUEHTOB C XPOHUYECKUM MUENONEAKO30M, HabnofaBLLIUXCA
B MI'LLFbY3 «'Kb N° 52 [13M» B 2022-2023 rr.

A.B. Bopoxyosa*, A.b. Makewosa, M.B. lanaviko, E.H. Mucropuna

I'BY3 «opopackas knuHuyeckas 6onbHnua N° 52 13M», yn. MexotHasn, 4. 3, Mockea, Poccuiickas ®epepaums, 123182

* KoHTakTbl: BopoHuoBa Anekcanapa BanepbeBHa voroncova9@mail.ru
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The Results of the First- and Second Line Therapies with Tyrosine Kinase Inhibitors in Chronic
Myeloid Leukemia Patients Treated at the City Clinical Hospital No. 52 in 2022-2023

A.V. Vorontsova*, A.B. Makeshova, M.V. Galaiko, E.N. Misyurina

City Clinical Hospital No. 52, 3 Pekhotnaya ul., Moscow, Russian Federation, 123132

* Correspondence: Vorontsova Aleksandra Valerevna, voroncova9@mail.ru

BBeaenue. CoBpeMeHHas Tepanusl XPOHUYECKOTO
MUeJIOUIHOTO Jetiko3a (XMJI) HanpaBJsieHa Ha MaKCH-
MaJibHOe NojaBsieHHe Ph-nosuTHBHOrO onyxoJseBoro
KJIOHa, IpeAyTnpex/JeHue pa3BUTHA PE3UCTEHTHOCTHU
U obeclieyeHUe [AJUTEJbHONW BbDKHBAeMOCTHU IpHU
XOpollleM KayecTBe XU3HU. OCHOBHBIM CPeZCTBOM U
CTaH/ApTOM JiedeHHUs] B HacTosillee BpeMs sIBJIsAETCS
npUMeHeHHe HHTu6UuTopoB THUpo3uHkrWHa3 (UTK).
B paMkax mporpaMM pervoHajbHOro U ¢pejilepajbHOro
obecneyeHus nanueHTsl ¢ XMJI UMeOT BO3MOXHOCTb
nosy4yaTh Tepanuto UTK 1-ro u 2-ro nokoseHuH.

Henan. OLeHUTb YCA0BUS JOCTHXKEHNE MOJIEKYJISAPHO-
ro-reHeTU4YecKoro oTBeTa y 60JsibHbIX XMJI, nosy4ya-
toux Tepanuio UTK nepBoii-BTOpO# JUHUU.

Matepuassl 1 Metoabl. MI'll 'BY3 «['KB Ne 52 /13M»
Hayas cBot pa6oty ¢ 15.02.2023 r. Ha «/l» y4eTe B
MI'L TBY3 «'KB Ne 52 /I3M» coctouT 95 B3pocbIx
60/bHBIX ¢ fuarHo3oM XMJI. C MoMeHTa Havaja pa-
6oTbi 10 01.12.2023 r. XMJI BiepBbIe ObLI BhISIBJIEH Y
34 6onbHBIX. B Halell paboTe NPUBOAATCS AAHHBIE 110
OlLleHKe KJIMHHWYeCKOro, MOJIeKy/IAPHO-TreHeTHYECKOT0
Y IIUTOreHeTUYeCKOro OTBETOB.

PesyibTaThl. Mesinana Bo3pacta 34 60/1bHBIX COCTaB-
asna 55 ner (guamason 18-87 jieT), cOOTHOLIEHUE
MY>XYHH U KeHUMH — 1:1. PacnpezeneHue 60JIbHBIX:
xpoHuueckas ¢asa (XP) — 33, 6sacTHbiit kKpus (BK) —
1. YMepJsi0 2 60/1bHBIX Ha GOHE Tepalld UMaTHHHUGOM,
NPUYMHON CMePTH ObLIO MpOrpeccHpoBaHHe BTOPBIX
COJIMJHBIX omyxosield. MeAuaHa NMPOAOJIKUTENbHOCTH
Tepanuu UTK cocraBuna 10 mec. (guanason 1-20 mec.).

Y 2 nauueHTOB B /e6l0Te 3a60/1€BaHMUs BbIsIBJIEHbI
JIOTIOJIHUTe/IbHble XpOMOCOMHbIe abepparyy B Ph-no3u-
TUBHBIX KJIeTKax: -Y U CJIOKHble TPaHCJIOKaLUM y 60.1b-
Horo B BK del(X)(q22), Y, +4, t(9;22)(q34;q11), add(14)
(932), +21, +der(22)t(9;22)(q34;q11); y 2 60/JbHbIX —
BapUaHTHbIe TpaHcnoKauu t(3;9;22) u t(9;17;22).

B nepBoit sinHuu Tepanuu X® XMJI uMaTUHUO MO-
Jiydasnu 32 60/bHbIX, HUWI0TUHMO — 1. [lanuenTy B BK
XMJI ¢ akcTpaMeAy/IIpHBIM NOpaXKeHHeM MapaBepTe-
6pa/bHbIX TKaHel Ha ypoBHe Thy ~Th B nepBoi inHKK
IPOBO/MJIACh Tepanus IOHATUHUOO0M + BEHETOKJIAKC.

K 3 Mec. jseyeHuss UMaTUHUOOM Obl1 JOCTUTHYT
ONTHUMaJIbHbIH OTBeT (OTHOCHUTE/IbHAs 3KCIpPeccus
reHa BCR::ABL1 < 10 %, Ph+ < 35 %) y 20 (80 %) us
26 GOJIbHBIX; K 6 Mec. Tepanuu (OTHOCHUTEJIbHAsI 3KC-
npeccusi reHa BCR::ABL1 <1 %, Ph+ 0 %) —y 12 (55 %)

13 22 60abHbIX. K12 Mec. Tepanuu y Bcex 12 (100 %) na-
LIMEeHTOB JJOCTUTHYT OJIHbIN IUTOTeHEeTUYEeCKU I OTBET
(T110), ay 6 (50 %) 13 12 — GosbILIOH MOJIEKYASIPHBIN
oTtBeT (BMO). ¥ moXxubIx NanueHTOB, He JOCTUTILHX
ONTHUMAJILHOIO MOJIEKY/ISIpHOTO OTBeTa K 12 Mec,
otMeyvaicd [1LO. Y4uThIBas XOpoILIy0 IEPEHOCUMOCTD,
ypOBEHb OTHOCUTEeNbHOMU akcnpeccuu BCR::ABL1 <1 %,
OHM IIPOJI0/IKAIOT N0Jy4aTh UMaTUHUO.

Tepanus ¥MaTHHMG60M y '/, GOJILHBIX CONPOBO-
»JjaJlach reMaToJIorH4eckoi TokcuyHocTbo I-1I cTe-
MeHU: aHeMuel, ielikoneHUen, TPOMOOLUTONIeHUEH; Y
'/, 6OJIbHBIX — HEreMaToJIOTHYeCKOH TOKCUYHOCTBIO
[-Il cTeneHu: TOLIHOTOH, OTEKaMH, yBeJIUYEHUEM
Macchl TeJsa, 60J/1bI0 B MbILIIAX, TOBbIIIEHNEM aKTHB-
HOCTH aMHUHOTpaHcdepas, YTO B HEKOTOPBIX CJAydasix
noTpe6GOBaJio BpeMeHHON OTMeHbI NpenapaTta U/uiu
CHIXEeHHEM J103bl UMaTuHUOa ¢ 400 g0 300 Mr.

[IlpyuuHOM OTMeHbl MMaTUHUGA y 1 6GoJbHOMU
OblJla HenepeHOCMMOCTb IpenapaTa (pasBUTHe
ayTOUMMYHHOTO TrelaTUTa C MNOBBbILIEHWEM YPOBHS
aMHHOTpaHcdepas), OHa NepeBejieHa Ha [ja3aTUHUG B
Jo3e 50 Mr/cyT. Y 2 nayeHToB UMaTUHUO OTMEHEH B
CBSI3U C Pe3UCTEHTHOCTbIO. Y OJJHOr'0 U3 HUX K 3 Mec.
Tepanuu BbisiBjeHa MyTauus (G250E) kuHazHOro
Aomena BCR-ABL1, Bri3biBawLiasg pe3uCTEHTHOCTb K
MMaTHHUOY, OH lepeBe/ieH Ha Tepalyio HUJIOTUHUO0M
B f03e 800 Mr/cyT. Y BTOporo 60J1bHOI'0 C 4aCTUYHBIM
LIUTOTeHETUYECKUM OTBETOM K 3 MecC. yJydlleHHs
NoKa3aTeJsiell He oTMevyeHo. Yepe3 6 Mec. OH GbLI Ie-
peBesieH Ha Tepanuto UTK BTopoit 1nHuU (603yTUHUO
500 Mr/cyT), 4TO O0OYC/JIOBJEHO HaJIU4YHUEM Yy HETO
COMYTCTBYIOIIUX 3260JIeBaHUM.

Y 6osbHOro, NoJiyyaBLIEro HHUJOTUHUG B [Ji03e
600 Mr/cyT B nepBoOM INHUY, K 3 MeC. JOCTUTHY T MaJIbIi
LIMTOreHeTUYEeCKUN OTBET; B CBA3U C OTCYTCTBUEM
ONTHUMAaJILHOI'O OTBETA OH ObLJ NlepeBe/ieH Ha Tepanuio
UTK BTOpO# MHUM (603yTUHUG 500 Mr/cyT).

B HacTosillee BpeMs MPOBOAUTCA CJefyrolast
Tepanus: UTK nepBoil nuHuM (UMaTUHUG) — V
27 6oabHbiX, UTK BTOpO# JMHUM — y 4 GOJIbHBIX
(ma3aTuHu6 — 1, HWJIOTUHUG — 1, 603yTUHUO — 2).

[Ipu 3TOM BaKHO OTMETHUTb, UTO Yy 60sibHOTO B BK
XMJI, nosiyyaBiIero NoHaTUHUO + BEHETOKJIAKC, Yepe3
6 Mec. jiedeHUs JocTUrHYT BMO.

3ako4eHue. PeryisspHbli HUTOreHETUYECKUN U MO-
JIEKYNSIPHO-TeHETUYECKUM MOHUTOPUHI MO3BOJISIET
aZIeKBaTHO OILleHWBaTb OOBEM JIEMKO3HOrO KJIOHA.
CBoeBpeMeHHOe H3MeHeHUe [A03bl Uau cMeHa UTK



IIpU Pe3UCTEHTHOCTH JIN60 HENlepeHOCUMOCTH TOBBI-
malT 3GPeKTUBHOCTh U YAYYIIAIOT JOJITOCPOYHbIE
nporuo3ssl npu XMJI.
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KntoueBble cnoBa: XPOHUYECKUI MUENOUAHbIN
NenKo3s, MHrMbuTopbl TUPO3UHKMHA3, OO/MbLUON
MOJIEKYNAPHbIA OTBET.
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Lymphoid Blast Crisis of Chronic Myeloid Leukemia Characterized by Neuroleukemia
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BBeaenue. biacTHas TpaHcdopManusa XpOHUYECKOTO
MUEJIOUIHOTO Jieiiko3a (XMJI) MoXKeT NposABASITHCS IO
MuenousHoMy (60-70 %) u tumbougHoMy (20-30 %)
Tunam. B 10-16 % ciyyaeB 6/1aCTHBIN KpU3 IPOTEKAET
C 3KCTpaMeAy/JIIPHbIM MoOpakeHUWeM (JUMbaTHye-
CKUe y3Jibl, KOCTH, KOXa, su4yku u LIHC).

Iens. [IpescTaBUTh HabJwOJeHHEe 0JACTHOrO KpH3a
XMJI nmo nuMpougHOMY THUIYy C MepCUCTeHIuel
HelipoJieliko3a cnycTs 14 jieT OT HayaJsla JieueHUsl UH-
rubuTopamMmu TuposuHkuHas (UTK) u3 KaMHUYEeCKOU
npakTuku 'BY3 «MMKI] “KommyHapxka” I3M».

Knuaunyeckoe Ha6G waeHue. MyxuuHa, 50 Jer,
Hab6usogancsa ¢ guarHodom XMJI ¢ 2009 r. Ha ¢one
Tepaluy UMaTUHUOGOM B TedueHUe 11 seT coxpa-
HsJICA 6GoJibLION MoJieKyIsipHbI oTBeT (BMO). B ok-
TsA6pe 2020 r. naleHT CaMOCTOSTENbHO IPEKPATHUI
npueM npemnaparta. [Ipu o6caejoBaHUU CIOYCTH
1,5 Mec. B MuesorpaMMme BbISIBJIE€Hbl 6JIaCTHBIE
kJaeTku (2,4 %), BCR::ABL — 92,63 xonuu. Tepanus
MMaTUHUG0M OblJ1a BO30OHOBJIEHA, Yepe3 6 Mec. 0-
CTUTHYT IOJIHBIM UTOTeHeTU4YecKuit oTBeT, BMO He
pocturnyT (BCR::ABL 7,456 konuu). Yepes 16 mec.
yBenuueHue BCR::ABL no 74,37 konuu, o6HapyKeHa
myTtanusa E255K/763 G—A. UTK usmeHeH Ha 6o0-
3yTUHUO, Ha GOHe Yyero oTMeYasa0Ch YMEHbIIEHUE
BCR::ABL pno 4,8 xonuu. OfHako BBUAY HEIlepPEeHOCH-
MOCTHU IpenapaTa JAaJjbHelllllee JeyeHUe NPOBOJU-
JIOCh Ja3aTHHUGOM.

B maprte 2023 r. npu ob6cnegoBaHuu BCR::ABL
83,16 komuu, B Muesorpamme 90,4 % 6JaCTHBIX
KJIETOK, UMMYHOQEHOTHUIl COOTBETCTBOBaN JUM)O-

WJHOW HamnpaBJieHHOCTH. McciaefgoBaHue JIMKBOpa
MO3BOJIUJIO AyarHoctupoBaTh nopaxxkeHue LIHC. Boina
HauyaTa Tepanus no nportokonay «Ph+ OJIJ1-2012m» B
couyeTaHUU c 603yTUHUO0M. Ha 43-i1 neHb JeyeHUs
JIOCTUTHYTa KJUHUKO-reMaToJIorM4yecKkass peMHUCCUs
(6nactubie kiaetku 0,8 %, MOB-oTpuLaTenbHbIR
cratyc, BCR::ABL 3,756 komnuu), caHalus JIMKBOpa
nocJjie 7 UHTpaTeKa/lbHbIX BBeJJeHUI MPOTHBOOMYXO-
JIeBBIX NIpenapaToB.

B uwoHe 2023 r. KOHCTAaTUPOBaH peLUJUB HEWU-
poseiiko3a Ha ¢oHe coxpaHsaBiieiicas MOB-oTpuna-
TeJbHOW peMuccud. [loBTOpHasi caHaunus JIMKBOpa
OTMeyaJlach IOocCJe 5 HHTpaTeKalbHbIX BBeJeHUH
MIPOTHUBOOIYX0JIeBbIX NpemnapaToB. B aBrycre 2023 r.
B BuTe6cKOM 06/1aCTHOM KJIMHUYECKOM OHKOJIOTHYe-
ckoMm aucnaHcepe (Benapych) BbilosiHeHA HMHOY3Us
auTu-CD19 CAR T-xjeTok B kKoJsuyecTtBe 3 x 1069,
Tepanusg UTK He mpoBoguiack. [Ipu o6cienoBaHuU
yepe3 1 Mec. coxpaHsacb KOCTHOMO3r0Basi peMHUCCUs
(BCR::ABL 1,923 xonuu), 04HAKO KOHCTaTUPOBaH ove-
pelHOM pelUAUB HelpoJieliko3a, caHalus — IocJe
5 MHTpaTeKa/lbHbIX BBeJeHUH MPOTHBOOIYX0JIEBBIX
npenapaToB, BO30OHOBJIEHO JieueHHe GO3yTUHUOOM.
Yepes 3 Mec. pu 06cae,0BAaHUM OTMeYaa0Ch YBesu-
yeHue BCR::ABL no 14,8 xonuwu.

BHosibpe 2023 r. B [IekuHckoM yHUBepcuTeTe (KuTtait)
BbINOJIHEHA NOBTOpHast HHQy3usa 91 x 10° antu-CD19
CAR T-kJeTOK, nocise yero npogoJsnxkeHa Tepanus UTK
noHaTuHUG6oOM. [Ipu obcienoBaHuu Ha 14-U [eHb B
MuesnorpaMMe 1 % 6J1aCTHBIX KJIETOK, IPU MMMYHO-
$eHOTUNIMPOBAHUHU JIMKBOpPA ONyX0JieBasl MOMy/IALUA
He BbIsIBJIEHA.
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3ak/l09eHHe. YUUTbIBas pelluJuBUpYyloliee TeueHUe
HelpoJieiiko3a, M0JIOJ0M BO3pacCT, HEGJIAarONPUSTHBIM
NPOTHO3, NALlUEeHT ObLJ1 HallpaBJieH HAa KOHCYJIbTaLMI0
B TPaHCIJIAaHTALlMOHHBIMA LIeHTP Ha NpeJMeT NpoBe-
nenus aanoTICK. B PoccuiickoM peructpe HailJleHO
2 COBMEeCTHUMBIX JJOHOPA. B cBfA3U ¢ NOTeHLMa/IbHO BBI-
cokoii apdexkTuBHOCTHI0 CAR T-KJIETOYHOU Tepamuu
B JIeYeHUU HeMpoJsieliko3a BBIMOJHEHO 2 HUHOY3UU

anTu-CD19 CAR-T. C Hosi6ps 2023 1. B CcBfI3U C pe3u-
cteHTHOCThIO K 5 UTK npoBesieHa cMeHa Tepanuu Ha
MOHATUHUG.

KnioueBble cnoBa: XpoOHNUYECKUN MUENONENKO3,
6nacTHbI KPU3, HEMPONENKO3, MHTMOUTOPLI TH-
po3unHknHasz, annoTICK, CAR T-kneTo4yHas Te-
panus.

XpoHUYeCKUA MMENONENKO3 C BapUaHTHOM TPAHC/IOKaLMen U AONONTHUTEIbHON
CBEPXYMCNIEHHON MapKepHOWU MyTaLMen: KNMHU4YecKoe HabntoaeHue
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Chronic Myeloid Leukemia with Variant Translocation
and Additional Supernumerary Marker Mutation: A Case Report

M.V. Galaiko*, A.B. Makeshova'?, G.D. GerasimoVv’, E.N. Misyurina®?
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BBeaeHue. [laToreHeTU4eCcKOM OCHOBHOW XpOHHYe-
ckoro Muesosieiikosa (XMJI) saBiseTcs XUMepHBIH
reH BCR:ABL. ®opMupoBaHHE XUMEPHOTO TeHa
MPOUCXOAUT B pe3yJbTaTe CJAUSHUA ydacTka 9q34
reHa ABL u dparmeHTa reHa BCR Ha nepecTpoeHHOM
XpoMocoMe 22 — 3TO kJaccuueckass Ph-xpomocoma
[1].

B K/IMHHWYeCKUH NpaKTHKe MOXXHO BCTPETUTh He-
006bIuHbIe («HEKJaccuieckue») Ph-xpomocoMbl — Tak
Ha3blBaeMble BapuaHTHbIe Ph-xpoMocoMbl.

BapuaHnTHble TpaHciokauuu (BT) — aTo Takue, B
$opMHpOBaHUH KOTOPBIX yYaCTBYIOT He TOJIbKO XpO-
MOCOMBI 9 U 22, HO U HeKas TpeTbs (V-BapuaHTHas)
xpoMmocoMa. Yactora BT cocraBiasieT okoJsio 5-10 %,
IpUYeM yallle BCeTo UX MOXKHO HabJ10/aTh B ebroTe
3ab6o0JieBaHUs] B XpoHUYecKo ¢asze. B oTiuvue ot
JIOTIOJIHUTE/bHBIX LIUTOTeHeTUYeCKMX aHoManuil BT
He SABJSIOTCA IpPeAUKTOpPAaMU NPOrpeccCUupOBaHUsA
3aboJieBaHus [2, 3].

B KOHTeKCTe Halllero KJIMHUYeCKOoro HabJ/Il0leHus
Heo0X0/JMO OTMETHUTb, YTO B KJIMHUYECKOU IpaKTHKe
noMuMo BT MOXHO Takke BCTPETUTb WU [JONOJHMU-
TeJbHble XpOMOCOMHble abeppauuu. K HUM HyxHO
OTHOCHUTBLCSA C 60JIBLION OCTOPOKHOCTBIO, TOCKOJIBKY
OHU SABJSAITCA NpeJUKTOpaMHU HebJaronpusTHOIOo

NpOrHo3a U yallle BcTpevaroTcs B a3y akcesepanuu
WM 6J1IacTHOrO KpHu3a [4, 5].

Ieab. Onucath KJAMHUYecKoe Habogenue XMJI ¢ BT
Y CBEPXYUCIEHHON MapKepHOH MyTalUel.

KnuHudyeckoe Hao6ogeHue. IlanueHTka, 36 JieT,
nepBble CHMIITOMbI 3260JIeBaHUS CTaIU IPOSABJISATHCS
ntosie 2022 r. K auBapro 2023 r. cocTossHUEe 3HAYU-
TeJIbHO yXYAIIUJI0Ch, TPUCOEIUHUIUCh YBeJUUYeHUe
)KUBOTA B 00beMe, HapacTaHue oOLel c1abocTy,
oablKa. [Ipu o6c1eJloBaHUH B KJINHUYECKOM aHa/IKM3e
KpOBHU 0o6paliiajl Ha ce6s1 BHUMaHUe TUnepJeKOIUTO3
(334 x 103/mMku1), B popMysie KPOBH GJIaCTHBIE KJIETKH
3 %; mo JaHHBIM MHEJOrpaMMbl GJACTHbIE KJIETKU
coctaBasiad 1 %; 3HAYUTENbHO yBeJUWYWUJIACh ceJle-
3eHKa (1o JaHHbIM Y3 opraHoB OGPIOLIHON MOJIOCTU
pasmepsl cenedeHku 230 x 61 x 130 mm). BeLi 3amo-
Zo3ped XMJI, KoTopblil B AajibHelIIeM NOATBEPAUIICS
pe3y/sbTaTOM CTaHJApPTHOrO IUTOT€HETUYECKOr0 HC-
cnenoBanus (CIIU) koctHoro mosra. OgHako Ph-xpo-
MocoMa 1o JaHHbIM CIIU uMesa «HeKJIacCUYECKUN»
BuJ, B 100 % wucciaesoBaHHbIX MeTada3 BbIsIBJIEHA
BT c BkstoyeHueM 3-i1 xpomocomsbl (47,XX, t(3;9;22)
(q21;934;q11), +mar B 100 % meTadasz). B xoge CLIH



Obllla TakXXe OOHapyXeHa CBepxX4yuc/JeHHas MaJas
MapkepHast xpomocoma (CMX) +mar. TakuM o6paszom,
ycraHoBJieH XMJI, xpoHHuyeckasi ¢pasa, BHICOKMNA PUCK
no wkase Sokal, Beicoku#l puck mo mkane EUTOS,
NpPOMEXyTOo4YHbIM puck mo wmkase ELTS. [ManueHTke
HayaTa Tepanus MMaTHHUOOM B CTaHJApTHOH Jo3e
400 wmr. [TostHOrO reMaToOJIOrMYeCKOro OTBETa y4al0Ch
JOCTHYb KO 2-My MecsaLy jiedenud. K 3 mec. LOCTUTHYT
YaCTUYHBbINA IUTOreHeTH4Yeckuil oTBeT, BT cocTaBisia
7 %. B 83 % meTadas (Ph+ u Ph-) onpenensiace CMX.

[Nonnbiil uToreHetuyeckuii orBet (I110) Ha dpoHe
IpUMeHeHUs] MMaTHHHGA B CTaHAAPTHBIX [103aX ObLI 10-
CTUTHYT K 6 Mec. TepalMiy, OHAaKO COXpaHsIach Majas
MapKepHasl XpoMocoMa. B KOMMeHTapuu K pe3y/bTaTy
COU 6bL10 yKa3aHO, YTO HeJb3s UCKJIOYUTL Hace[-
CTBEHHbIH reHe3 BbIsIBJIEHHON XpOMOCOMHON aHOMaJIHH.

JelictButenbHo, CMX He SIBJSIOTCS KpUTepUeM
XMJI. B onvcaHHOM HabJ/II0JAEeHUH 3TO Oblla HAX0AKa,
He OKa3blBalolllass HeraTUBHOTO BJUSIHUSA Ha TeueHuUe
60J1e3HU U He OTHOCAILASACA K JJONOJHUTENTbHbIM XpO-
MOCOMHBIM abeppanusM. B iutepatype CMX omnpene-
JIsleTcs KaK MHBEPTHPpOBaHHas AYTJIMKALUsA KOPOTKUX
mJie4 pasu4HbIX XpoMmocoM. He6ousbuioit pasmep
MapKepHOH XpOMOCOMBI O0YCJ0BJIMBAET CJI0XHOCTb
uJieHTHPUKaLMY ee HOCUTEJIbCTBA U TpebyeT NpHUMe-
HeHUs1 KOMIIJIEKCHBIX METOMK.

B 30 % cinyyaeB CMX nepegaeTcs 1o Hac/Je[CTBY, a B
70 % — Bo3HHKaeT de novo. CMX, BO3HUKILHE de hovo,
yalle NposIBJAAIOTCA PEeHOTUNHYECKH N0 CpPaBHEHUIO
C yHacaefoBaHHbIMKM ¢GopMaMH. Y NaLHUEHTOB C
natoreHHoil CMX BO3MOXHBI 33/Iep:KKa Pa3BUTHS, M-
CTBEHHas OTCTAJIOCTh, CMelllaHHas AUCTeHe3Usl TOHa/,
uy 6ecnioaue. [l1s npeHaTaJlbHON JUarHOCTUKU HO-
cuTenbcTBa CMX MCNO/IB3YIOTCA MHBAa3MBHbIE METO/IbI
vcciaenoBaHus [6, 7].

PesynbraTbl. Ha ¢QoHe Tepamuu K HacTosleMy
MOMEeHTY y nauueHTku coxpaHsetcd [I1]0. OHa npo-
Jlo/bKaeT NIPUHUMaTh UMaTUHUO B CTaHAAPTHOH /l03e,
IIepeHOCMMOCTb NIpenapara y/i0BJeTBOpUTe/IbHas.
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3akso4yeHMe. lluToreHeTHyeckue U MOJIEKYJISPHO-
yutoreHetudeckue (FISH) uccienoBaHusi KOCTHOIO
MO3Ta fABJSITCA 0653aTeJbHBIMU B KJIMHUYECKOH
NpaKTUKe NpU nocraHoBke guarHosza XMJI. BT BwI-
ABJAIOTCA B Je6loTe 3a060JieBaHUSA U He SIBJSAIOTCSA
NPOTHOCTHYECKH He6J1aronpusATHBIM IpU3HaKoM. [lo-
ckoJibKy CIIU nosBosisieT aHa/IM3UPOBATh BECh HAGOD
XpPOMOCOM, B XOJ/le MCCJIeJlOBaHUS MOTy ObITb OOHa-
pyKeHbl [OTOJHUTEe/NbHble TeHeTHUYeCKHe HaXOJKH,
KOTOpBIe He Bcerja UMerT oTHolleHUe kK XMJI u He
CIyaT NPeAUKTOPOM HebJIaronpusTHOr0 NPOrHo3a
Y/WJIM IporpeccupoBaHus 3a60/1eBaHus.

KntoueBble cnoBa: XpOHUYECKUA MUENONENKO3,
XpOoHnYyeckas asa, MHFIMOGUTOPbI TMPO3MHKKHAS,
MMaTUHMO, CBEPXYMC/IEHHAsA Manaa mapkepHasd
Xpomocoma.
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BBEAEHHQ. HH(l)GKU,HOHHbIG OCJIOXKHEHHUA ABJAKTCA
OAHOﬁ U3 HauboJiee pacnipoCTpaHEHHbIX U CJIOXKHbIX
npo6neM BeJeHHUA MalJMEHTOB CO 3JIOKAa4€CTBEHHbBIMU
3a60J/IeBaHUSIMU CUCTEMBI KpOBH.

Iesb. JnugeMUOIOTHYECKOE HCCIeOBaHUE OaKTe-
pUeMHUil y MalMeHTOB OTJeJIeHUI OHKOreMaToJIOTHU
U CIeLHaJIU3UPOBAHHOIO0 reMaTOJIOTHYECKOTO OTAe-
JIeHUs peaHUMalUX U UHTeHCUBHOM Tepanuu (OPUT);
omnpejieseHde (GaKTOPOB pPHUCKA HeGJIAronpUsTHOTO
IporHosa.

Martepuasibl U MeTOABI. PeTpocneKkTHBHOe ucCJe-
JlOBaHMe TeMOKY/bTYp y MNalMeHTOB, MPOXOJMUBIIHUX
JleyeHUe B OT/leJIeHUsIX OHKOreMaToJIOTHU U reMaTo-
sorudeckoMm OPUT B 'BY3 «I'KB N2 52 /I3M» 3a 10 mec.
2023 r. UpeHTudukanus MOpoBojUIaCh METOZ0M
MALDI-TOF MS (Bruker, CIIA), ompejejieHue 4YyB-
CTBUTEJIBHOCTH K aHTUOAKTepHa/bHBbIM IpenapaTaM
(ABIT) — aBTOMaTHU4YeckoM cuctemoir Phoenix (Becton
Dickinson, CIIA). W3 wuccieoBaHUS HCKJIOYAJINCh
clyyal TepCUCTEeHLUM IaToreHa B TeMOKY/bTYpe.
K rpynne MDR (MHOXecTBeHHasi JieKapCTBeHHas
YCTOMYUBOCTb) OTHOCWJIM OGaKTepHH, MPOSIBJSIOINE

pe3ucTeHTHOCTb K 3 U 6osiee rpynnaMm ABIl; k XDR
(sxcTpeMasibHas JileKapCTBEHHAas YCTOMYHUBOCTb) — CO-
XpaHAIIMe YYBCTBUTENbHOCTD JIMIIb K 1-2 KJaccaM
ABII; x PDR (yiekapcTBeHHasi MaHPE3UCTEHTHOCTh) —
JleMOHCTPUPYIOLHe YCTONYUBOCTb KO BceM ABII.

PesyinbraThl. B unccienoBanve BkiwovyeHO 128 na-
LMeHTOB. MeJuaHa Bo3pacTa cocTaBu/aa 59 et
(nuanasoH 24-86 seT); Myx4uH 66110 65 (50,8 %),
»KeHIUH — 63 (49,2 %).

['pamMoTpuLaTesibHble 0OaKTepUU BbIeJIEHbl Y
78,9 % nayuentos (n = 101). Begyumum natoreHoM
oka3sasiachk Klebsiella pneumoniae — 39,8 % urraMMoB
(n = 51), u3 kotopeix 3 — c ¢penorunom MDR, 33 —
XDR, 8 — PDR.

Escherichia coli BbifesieHa y 36 nalieHTOB, U3 KO-
TOopbIX 16 mTaMmmoB uMmenu ¢enorun MDR, 3 — XDR.
BoisiBsieHO 10 1 ciiyyaro BblJie/IeHusl pyrux 6aKkTepui
Enterobacterales (Proteus mirabilis, Klebsiella oxytoca,
Enterobacter cloacae), Bce onu umenu ¢eHorun MDR.
Boigeneno 7 kyabtyp Pseudomonas aeruginosa, u3
koTopbix 3 — MDR, 4 — XDR.

['paMnosiokuTeNbHble  TATOreHbl  COCTAaBWJIM
18,8 % (n = 24). Enterococcus faecium nieHTUPUIU-



poBaH y 10 nagueHTOB, U3 HUX 7 — BaHKOMULUH-pe-
3ucteHTHbIX (VRE). BbisiBieHO 7 ciyyaeB GaKTepu-
eMuu Staphylococcus aureus, U3 KOTOPbIX JIMIIb OJUH
MeTULMJINH-pe3ucTeHTHbI (MRSA). Enterococcus
faecalis BeifienieH y 5 nalMeHTOB, BCe U30JISThI COXpa-
HSIJIM YYBCTBUTEJBHOCTb K aMIULUILINHY. OTMeueHO
2 cny4vasi 6akTepueMuu Enterococcus raffinosus, Bce U3
HUX ObLJIM PE3UCTEHTHb] K aMIUMLUJJIMHY U BAHKOMMU-
LIMHY, COXPaHSI/JIM YYBCTBUTENbHOCTD K JIMHE30JIUY.

['pubsl poja Candida BblJieNieHbl U3 KYJAbTYpbl
KpoBHU y 3 nayueHToB: 1o 1 cayyato C. auris, C. glabrata
u C. albicans. Bce oHY 3aperucTprUpoOBaHbl y NaljMeHTOB
B reMaToJiorudyeckom OPUT.

3HaYUMBbIMU NpPeAUKTOPaMU He6/1aronpUsTHOTO
IPOTrHO3a ObIM OTCYTCTBHE PEMUCCUU OCHOBHOIO
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3a60JsieBaHUsl, HeOOXOAMMOCTb TOCIUTaJU3aLUMUd B
OPUT, undexnus, obycioB/ieHHass naToreHaMmu ¢ de-
HotunoM XDR/PDR. Bce BbisiBJIeHHbIE NPESUKTOPHI
ObLIM CTAaTUCTUYECKH 3HaYUMbIMU (p < 0,05).

3akso4eHMe. 'paMoTpULlaTe/IbHble TATOrEHb! OCTa-
I0TCS BeAYLMMHU BO30OYAUTENIMU UHEKIUN y manu-
€HTOB C TIeMaTOJIOTUYeCKUMH 3JI0KaueCTBEHHBbIMHU
ONYXOJIIMU: OHU 06ycyoBUIU 78,9 % GakTepueMUU.
OcHOBHBIM NAaTOreHOM siBJsieTcss K. pneumoniae, fe-
MoHcTpupytomas ¢peHorunsl XDR u PDR.

KnioueBble crioBa: onyxonu CUCTEMbl KPOBU, UH-
hekunn KpoBOTOKa, OakTepmeMnsi, MHBa3MBHbIN
KaHanAaos.

PesynbTaTtbl HCCNeaoBaHUA XUAKOCTU 6POHX0aNIbBEONSAPHOro naBaxa metogom MLP
Yy OHKOreMaTo/1orm4eckmx 60bHbIX C THEBMOHMEW Pa3/IMYHOM 3TUONIOrUM
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Beeaenue. HbeKkLMOHHO-BOCNIAIMTe/IbHbIE 3a601e-
BaHUsI JIETKUX Pa3/JIMYHON 3TUOJIOTMH YACTO SABJISIOTCSA
KU3HEYrpoXKaKIIUMU Y  OHKOreMaToJIOrMYeCcKHX
60sbHBIX. OfHOM U3 MHPOPMATHUBHBIX JAUATHOCTH-
YeCcKUX MpolLeayp [Js onpejesleHUss 3TUOJIOTUU II0-
pakeHHs JIETOUHOM TKaHMU fIBJIsIeTCSl OpPOHX0aJIbBeo-
asapHbii aBax (BAJI). UccinenoBanue xugkoctu BAJI
(°KBAJI) Ha Ha/JM4ue MaTOreHOB MOMOTAeT BbISIBUTH
B0O30yAUTEJS U HAYaTh 3TUOTPOIHYIO TEPAIHIO.

Lensb. OueHuTsb pe3yabTaThl UccaenoBaHUsA JKBAJI
Opy JUAarHOCTUKe MHEBMOHUH Y OHKOTeMaToJIoTuye-
CKUX NMaIlMeHTOB.

Marepuanbl U1 MeToAbl. MccienoBaHo 88 06pa3ios
JKBAJI, nosydeHHBIX OT 78 OHKOreMaTOJIOTMYECKUX
nanueHToB. Cpenu o6cnenoBaHHbIX (40 MyX4UH
Y 38 KeHUIMH) ObLIM MAlUEHTHI C OCTPBIMU U XpO-
HUYECKUMHU JieliKo3aMU, pedpaKTepHONH aHeMHUEH,
MHOXXeCTBEHHOU MuesoMoH, suMmpomamMu. MeauaHa
Bo3pacTa coctaBuJa 47 jet (Q1-Q3 31-63 roza).

HUccnenoBanue KBAJI Bkitouasio B cebs onpefe-
senue [JHK Bupycos, 6akTepuii, rpuboB: LUTOMEra-
jgoBupyca (LIMB), Bupyca IdnirreiiHa—Bapp (B3B),
BUpYycOB mpocTtoro repreca 1 (BIIT-1), 2 (BIII-2)
u 6-ro (BII[-6) TunoB, Tokcomnasmel, Klebsiella
pneumoniae, Acinetobacter baumanii, Enterococcus
faecalis, Enterococcus faecium, Stenotrophomonas
maltophilia, Pseudomonas aeruginosa, Tpu6oB poja
Candida, Pneumocystis jirovecii n Toxoplasma gondii.
JHK Bo36yauTeell MHQEKLIMOHHBIX [IPOLECCOB ONpe-
JleJIslId MeTOJlOM MOJIMMepa3HOW LieMHOM peakuu
(ITLP) B pexuMme peasbHOr0 BpeMEHU Ha Npubope
AT prime 4 (000 «JHK-Texnosorusi», Poccusi) c
HCIO0/Ib30BaHUEM HabopoB peareHToB «Peanbect»
(AO «BekTtop-Bect», Poccus). [l ofHOBpeMeHHOTO
BoisiBieHus1 JIHK Candida albicans, Candida krusei,
Candida glabrata B KTMHUY€CKOM MaTepHaje MeTOA0M
[P c ¢awopecueHTHOW TrUbpuAM3anedl HUCIOJb-
30Basin KoMIiekT «AmmauceHc C.albicans/C.krusei/
C.glabrata-MYJIETUIIPAUM-FL». Jlns o6Hapy:keHHs
Pneumocystis jirovecii mpuUMeHSIM HabOpbl «AMII-
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snn-CeHc Pneumocystis jirovecii-FL» Ha 6-kaHanbHOM
TepMmouukJepe Rotor Gene 6000 B pexkuMe pealbHOTO
BpeMEeHHU.

PesynbraThl. 13 88 o6pasnos KBAJI JHK undekiu-
OHHBIX MAaTOreHOB oOHapy»xeHb! B 34 (38,6 %). Kosu-
YecTBO OGHApY»KEHHBbIX BUPYCOB ObLIO CJeAyHLUM:
IUMB — 21 (61,7 %), BOb — 20 (58,8 %), BII'-1 — 11
(32,3 %), BIII-6 — 10 (29,4 %). BupycHas Harpyska
(BH), onpepnensiemas no koHuneHtpauuu JHK, cocras-
Jsina 120-70 000 ME/mn g UMB, 200-17 000 ME/mn
Juist B3b, 200-12 000 ME/mua g5t BIIT-6. IHK 6akTepuit
BblJesieHbl B 44 % (n = 15) nosioxuTebHBIX 06pa3LoB
JKBAJT; cpepu Bo36GyauTesiet oTMevasnuch: Klebsiella
pneumoniae — y 6 (40 %) manuenTos, Enterococcus
faecium — y 4 (45 %), Acinetobacter baumanii —
y 3 (88 %), Enterococcus faecalis — y 2 (2,3 %),
Stenotrophomonas maltophilia — y 1 (1,1 %).
BupycHo-6aKkTepraibHble acCOLMAIlMM  BbISIB-
JqeHol B 5 (11,7 %) o6pasuax KBAJI. B 1 ciayuae
o6HapyxeHo coyeTaHue LIMB c Klebsiella pneumoniae
u Pseudomonas aeruginosa y malnueHTa C OCTPbIM
aumoobaacTHbiM aekko3oMm (OJIJT), B 2 obpasuax —
LMB c Enterococcus faecium u Enterococcus faecalis
(pedpakTepHas aHeMHs C U3OBITKOM 0JIaCTOB U
KPYMHOKJIETOYHAasl HEXOKKUHCKas JuMboma [HXJI]),
B 1 o6pasue — BI3B c Pseudomonas aeruginosa
(0J17), B 1 — LMB ¢ Pseudomonas aeruginosa (M-
douurtapHas aumépoma). Coyetanue LIMB u BIIT-6
ob6HapyxeHo y 2 (5,8 %) nayuenTos ¢ OJIJ 1 kpynHo-

kJieTouHolt HXJI cooTBeTcTBeHHO; BB u BII-6 — y 2
(5,8 %) c MuesiofucIIaCTUYECKUM CHHAPOMOM U HXJI;
B3B u Pseudomonas aeruginosa — y 2 (5,8 %) co MHo-
»)kecTBeHHOU Muesnomoit. IHK Toxoplasma gondii ne
BbISIBJIEHA HU B OJJHOM 06pas3lie.

I'pubsl pozma Candida o6HapyxeHbl B JKBAJI
y 18,2 % nauueHToB (n = 16). U3 Hux B 8 (50 %)
obpasuax BoisiBJaeHa Candida albicans, B 6 (37,5 %) —
Candida krusei, eme B 2 (12,5 %) — accouunauus
rpu6boB C. krusei c C. albicans u C. glabrata c C. albicans.

CoueTaHue rpuboB u 6Gaktepuit (C. albicans u
Klebsiella pneumoniae) o6HapyxeHo B 1 (2,9 %) 06-
pasue, rpu6oB u BUpycoB — B 3 (5,9 %): C. albicans u
B35 (BH 3400 ME/mun), C. krusei u IIMB (1000 ME /mu),
C. albicans u B3b (950 ME/mn). Pneumocystis jiroveci
BbIsiBJIeH B 7 (20,6 %) o6pasuax KBAJIL.

3akaoyeHre. TakuM 06pasoM, BHUpYCbl ceMeHCTBa
Herpesviridae v ux acconualMu C JpyrdMM HaTore-
HaMM UTPaloT BaXXHYH pOJIb B Pa3BUTUM MHGQEKLU-
OHHBIX OCJIOKHEHUH JIeTKUX y OHKOreMaToJiorude-
ckux 6osibHbIX. MeTon IILP B peasbHOM BpeMeHU
M103BOJISIET BbISABAATH HHPEKIMOHHbIX BO30yauTe el
C BBICOKOM 4aCTOTOM U IO3TOMY MOXKeT CYUTAThCA Lie-
Jleco06pa3HbIM U 3HAYUMBIM /151 UATHOCTUKH TaKHUX
OCJIOKHEHHUH.

KnioueBble cnoBa: OpPOHXOA/bBEONAPHbLINA Na-
BaX, Xunakoctb BAJI, oHkoremartonornyeckue
3aboneBaHus.

0co6eHHOCTH COCTOSIHUS UMMYHHOWM CUCTEMbI Y NALMEHTOB ¢ 3a60/1€BaHUSIMU CUCTEMbI
KpoBu, nepeHecwux COVID-19
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BBegeHne. B TeyeHMM HOBOW KOpPOHABHPYCHOH
nndeknuu (HKH) COVID-19 BaxkHa poJib BCceX KOM-
NOHEHTOB HMMYHHOM CHCTEMBI, YYacTBYMOIIUX B
MMMYHOINATOJIOTUYECKOM OTBeTe. BHauane Ha ¢oHe
NPOHUKHOBEHHUS BUPYCa U €ro 4acTHUl], aKTHBUPYIOTCS
BpOX/IeHHble KOMIIOHEHTbI I'YMOPAJbHOr0 3BeHa, KO-

TOpbIE 3aMyCKAIOT MEXaHU3Mbl KJIETOYHOI'0 BPOXK/EH-
HOr0 W aJalTUBHOTO MMMYHHOIO OTBETa C IOCJIELY-
oled NPoAYKIHed T'yMOpaJbHbIX HEUTPATUIYIOLUX
aHTUTeJ. [eMaToIOrMYecKUe 37I0Ka4eCTBEHHbIE HOBO-
06pa3oBaHUsI HENOCPEACTBEHHO BJAUSIOT HA COCTOSIHUE
HMMYHHOU CHCTEMBIL



Henb. M3yduTh 0COGEHHOCTH QYHKIMOHUPOBAHUSA
MMMYHHOH CUCTEMBI y TeMaTOJOTUYECKUX TALHEHTOB,
nepeHecuinx HKU COVID-19, 3¢pdeKTUBHOCTL T'yMoO-
paJIbHOTO OTBETA, CHOCOGBI KOPPEKIUHM HUMMYHHBIX
HapylIeHUH.

MaTtepuaasl ¥ MeToAbl. MccienoBaHue IpoBoO-
aunocb B 4 3rana, ¢ 2020 mo 2022 r. Ha nepBoM
3Tane OleHMBaJach 06Lias NONyJsALMS reMaToJio-
ruyeckux nanueHToB (n = 186), nepeHecmux HKU
Y TOJy4YaBIIUX JiedeHHe B TOCIHUTajke B IepUoj C
¢deBpass 2020 r. no mapt 2021 r. Ha BTOpOM 3Tarme
M3y4aJ0Ch KJIETOYHOE 3BEHO MMMYHHOH CUCTEMBI,
B MCCJe/loBaHUe BKJIIOYeHO 76 MalMeHTOB C Te-
MaTOJIOTUYeCKUMU 3abosieBaHUsAMU. Ha TpeTbeM
aTane HCCAe[0BaJUCh TOKas3aTeJd TyMOpaJbHOIO
3BeHa (n = 51). Ha yeTBepTOM 3Tamne oleHUBaNIACh
addexktuBHocTh mnpodunaktuku HKHU COVID-19
(n = 44). B kauecTBe 3KCTpeHHON NPOPUIAKTUKHU
pasButus HKU ucnonb3oBaiuch peKOMOUHAHTHbIE
yeJloBeYeCKHMe MOHOKJ/IOHAJ/IbHble aHTHUTeJsa KJacca
IgGlk TukcareBuMab + nujaraBuMat6. OCHOBHYIO Mo-
NyJISILMI0 B HalleM MCC/AeJ0BaHUM COCTaBUJ/IM NaLU-
eHTBI ¢ B-kJeToOUHBIMU JTUMONpoIndepaTUBHBIMU
3a60J1eBaHUSIMHU.

CraTucTHyeckas 06paboTKa NoJTy4eHHbIX JaHHbIX
IPOBOAMJIACh Ha NMEPCOHAJTbHOM KOMIBIOTEpE C MC-
N0/1b30BaHUEM npusoxeHus Microsoft Excel u makera
CTAaTUCTHUYECKOI0 aHaJiM3a JaHHbIX Statistica 10 for
Windows (StatSoft Inc., CILIA).

Pe3ysbTaThl. YcTaHOBJeHO, 4TO COVID-19 ocnoxHsieT
TeyeHUe 3aboJieBaHUN cuUcTeMbl KpoBU B 16,7 %
cly4aeB. ATpPaHY/JOLMTO3 SBJSJCA BaKHEHWIIUM
dakTopoM, mnpeApacnoJiaralliMM K 3ab60JeBaHUI0
COVID-19 u noBbILIEHHUIO JIETaJIbHOCTH. JleTaJlbHOCTh
coctaBuiia 24,7 %.

[Ipy olieHKe KJETOYHOTO 3BE€Ha BPOXAEHHOIO U
aJlalTUBHOTO UMMYHUTETA BbISIBJIEHO 3HAYUTeEbHOE
CHIDXeHUe uucia B-kinetok namatu (Meauana 0,06 %)
y NalMeHTOoB ¢ JuMdoMaMu. B rpynnax 60J1bHbBIX MHO-
»)XecTBeHHOU Muenomoi (MM) u Muenonposudepa-
TUBHbIMU 3a60JieBaHussMU (MII3) menuaHa B-kieTok
cocraBusa 0,4 u 1,9 % (p = 0,008 u p = 0,0004)
COOTBETCTBEHHO, B a6COJIIOTHBIX uppax — 0,0008 vs
0,005 vs 0,004 x 10°/n1 (p = 0,01 u p = 0,0004).
[Ipu cpaBHeHUU rpynnbl JuMooM c rpymnmnoit MII3
O0TMeuasoCh CHUXKeHUe ynucaa B2-numdonurton (0,9 vs
7,8%,p=0,00410,015vs0,179 x 10°/21, p = 0,01), CD8
(p=0,01) uCD19 (p =0,002). [Ipu cpaBHEHUH TPYNIIbI
JUMPOM M OCTPOTO JielKo3a BbIsIBJEHbl HapylleHUs
BO BpPOX/JEHHOM 3BeHe KJIETOYHOTO HMMMYHUTET3,
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cHkeHue yuciaa NK-kinetok (Meguana 3,3 u 5,0 %;
p=0,02).

[Ipy oneHke rymopa/jbHOro 3BeHa aJalTHBHOHN
MMMYHHOH CHUCTEMBbl y MNalMeHTOB C JUMPOMaMHU
MMeJI0O MecTO BblpaXkeHHOe CHIxeHUe aHTuTes (AT)
kJacca IgG k S-6esky SARS-CoV-2 u HelTpausyouyux
AT knaccos IgG, IgA, IgM k peLienTop-cBA3bIBaKOLLEMY
JoMeHy S-6eska k Bupycy SARS-CoV-2 (Nab) no
CpaBHeHUIO ¢ nanyeHtamu ¢ MM, MII3. Meguana AT
kJjacca IgG k S-6esky B rpynme JuM¢$oOM cocTaBuUJIA
431 BAU/mn, B rpynne MM u MII3 — 667 u 705 BAU/
MJ cooTBeTcTBeHHO (p = 0,08 u p = 0,04); MmeguaHa
Nab — 27,6,276 1 28,1 Au/ma B rpynnax iumdom, MM
1 MII3 cooTBeTcTBeHHO (p = 0,01 u p = 0,60).

B HameM Hccae0BaHUM «3alUTHBIM» CYUTAJICA
ypoBeHb AT kuacca IgG k S-6enky SARS-CoV-2 >
550 BAU/mMu. ¥ manueHTOB, MOJIyYaBLUIUX MOHOKJIO-
HanbHble aHTUTeNa (MkA), Meauana AT kuacca IgG k
S-6enky coctaBusia 433 BAU/ma npotus 595 BAU/ma
y NallMeHTOoB, He nosydyaBumux MKA (p = 0,04). 3Hayu-
TeJibHOe cHUKeHUe Kak AT kuacca IgG k S-6esky, Tak
u Nab BbIfiB/IeHO Y NALMEHTOB C MPOTrpeccCHpoBaHUEM
aumoM, MIPOXOoAUBIIUX paHee Tepanuio MKA (9 us 27
nainueHToB, 33,3 %).

Yposens AT knacca IgG k S-6enky SARS-CoV-2 uc-
cnefoBajicsd A0  BBeJeHMsl THUKcareBumaba +
yuiaraBuMab: y 63,7 % nauueHTOB OH ObLI HUXKe
«3amuTHoro», 59,1 % — nosyyanu MxkA. Xopouuit
OTBeT Ha NpenapaT OTMeYaJiCs U B rpyIIe G0JbHBIX,
nojsy4aBWIMX MKA M MMeBIIMX HM3HadajJbHO 6oJjee
Hu3kui ypoBeHb AT kiacca IgG k S-6es1ky SARS-CoV-2.
MakcuMa/ZIbHBIM OTBeT AOCTUraeTcad K 1-My Mecsny
nocjie BBeJleHUs 3BylLIeJJa, K 3-My Mecsly OTMe-
yaeTcsl TeHJEHLUs K CHIDKEHUIO YPOBHS aHTUTeJ,
KOTOpasi COXpaHseTcs K 6-My MecsLy.

3akiaoyeHre. Ha  ocHOBaHMM  TNIpOBeJIEHHOIO
HWCClIe0BaHUSI MOXHO cJesaThb BbiBoJA, 4To HKH
COVID-19 HauboJiee onacHa /iJisl Nal{UEHTOB C arpaHy-
JIOLIMTO30M I0CJIe KYpCOBOM IPOTHUBOOIYX0J1€BOH Te-
panuu, Npy peuuuBax JUMPoMbl, Hoaydaromux MkA.
Y naupueHTOB ¢ JUM$OMaMHU HapylleHbl KJeTOYHbIN
Y TyMOpaJIbHbIM 3BeHbsl aZJAITUBHOW UMMYHHOU CH-
cteMbl. [laniuedTsl, nosy4datouiie MkA, uMeloT 6oJjiee
HU3Kui ypoBeHb AT kuacca IgG k S-6eaky SARS-CoV-2
U HyxJatoTcs B npodunaktuke HKU COVID-19, pas
Yyero BO3MOXKHO BBeJleHHe 3BYIlIe ia.

KnioueBble cnoBa: HOBasg KOPOHaBUPYCHas WH-
dekuns COVID-19, rematonornyeckne 3adone-
BaHuA, aHTuTena Kk SARS-CoV-2, MOHOK/OHasb-
Hble aHTUTena.
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BBegenue. biarosapsi HoBbIM pa3paboTkaM B JUarHo-
CTHKe U TepaluU pacTeT BbLKUBAEMOCTb NAllMEHTOB CO
3/I0KaYeCTBEHHBIMU 3a60JIeBaHUSIMU CUCTEMBbI KPOBH.
[TopaxkeHne opraHa 3peHUs UMeeT MecTo Y 76-85 %
TaKuX 60JIbHBbIX. Pa3HOOGpa3Has KJAMHUYeCKast KapTHHA
[JIa3HbIX TPOSIBJIEHUH CONPOBOXKAAETCH Cepbe3HbIMU
3pUTEbHBIMU HapyLIeHUsIMU U He06PaTUMBIMU OCJI0XK-
HeHUsIMU. MHOUIbTpauus TKaHell Ia3a 6GJIaCTHBIMU
KJIeTKaMU U reMopparuyecKre 0CJ0KHEeHHs YKa3bIBAIOT
Ha He6J/IaroNnpHUsATHBIN MPOrHO3 Te4YeHMs OIyXOJIeBOro
nporecca. Haubosiee yacTo BcTpeyaeMoe NoOpakeHue
3a/JHEro OT/eJIa IV1a3a C BOBJIeYyeHHUEM XOPHOpeTHHA/b-
HOT'0 KOMILJIEKCa 06yCI0BJIEHO MUKPOLMPKY/IITOPHBIMU
Y reMOJIMHAaMUYeCKUMH M3MeHeHUsIMU OpraHa 3peHus
y TNalUeHTOB € 3abosieBaHUSIMU KpOBM. PesynbTaToM
M3MeHEeHUs COCTaBa KPOBU U ee PeosIorMyecKrX CBOMCTB
CTaHOBUTCS UILIEMUS U MIIOKCUS TKaHel IVla3a C pas-
BUTHEM COCYJUCTBIX W JereHepaTHUBHbIX IPOLECCOB.
B cBA3M ¢ 3TUM cBOeBpeMeHHasl AUarHOCTHKa IVIa3HbIX
NpOsIBJIEHUN TreMaToJIOTMYeCKUX 3JI0KaueCTBEHHbIX
onyxoJied MNpeJCTaB/IsAeTCs aKTyaJbHOM Mpo6seMoit
B BOIIPOCax MNOBbILIEHUs KayecTBa >KU3HU y 3TOM Ka-
Teropuu 6osibHBIX. COBpeMeHHble JHMarHOCTHYeCcKHe
TEXHOJIOTUM MO3BOJIAIOT MOJYyYUTb KOMILJIEKCHYIO
KayeCTBEHHYI0 U KOJIMYEeCTBEHHYIO OLleHKY reMojJuHa-
MHYeCKHX U MUKPOLMPKY/IITOPHBIX HApYLIeHUH opraHa
3peHus, YTO UMeET BaXKHOe MPOTHOCTUYECKOe 3HaYeHHe
B MOHUTOPHHTIE TepalluM U BbLKMBAEMOCTH Y OHKOreMa-
TOJIOTMYECKHX Al MeHTOB.

Iesib. O1ieHU T reMoAMHAMHYeCKHE U MOPPOPYHKIH-
OHaJIbHbIE U3MEHEHH S OpraHa 3peHHs y MallueHTOB CO
3JI0Ka4eCTBEHHBIMU 3a060JIeBaHUSMH CUCTEMBI KPOBH.

Martepuanbl U MeToAbl. Mbl o6cinenoBaau 60 na-
nueHToB (120 ras), cpeau HUX 6bLIO 36 KEHLIUH
Y 24 My>X4UHBbI B Bo3pacTe 28-56 JieT ¢ MOATBEpXK-

JleHHbIM LUTOTeHEeTHUYeCKUM U MMMYHOTHCTOXUMHU-
YeCKUM /JUarHo3oM 3/I0KayeCTBEHHOW TreMaToJio-
ruyeckod onyxosau. OCHOBHYO TpYyIIy COCTaBJSIU
12 nauueHTOB (24 m1a3a) c XxpOHUYECKUM MHUeJI0en-
ko3oM (XMJI), 10 (20 r;i1a3) — ¢ XpoHUYECKUM JUMO-
JetikozoMm (XJ1J1), 12 (24 rna3a) — co MHOXKeCTBEHHOU
MuesoMoH, 8 (16 rnas) — c fuddysHoit B-kpynHoke-
To4uHOU suMPomoii, 9 (18 rna3) — ¢ acceHIMANBHOMU
TpombonuteMmuend, 4 (8 rima3z) — c oCTpPbIM MUeJIO-
Jeiiko3zoM, 5 (10 ria3) — c ocTpbIiM JUMOJIEHKO30M.
W3 Hux y 5 manueHToB (10 r1a3) 6bLIO BHEpBbIe
BbIsIBJIEHHOE OHKOreMaToJIorMyeckoe 3aboJieBaHMUe,
Ha MOMEHT 00cJ/lefloBaHUs JIeueHUs ellle He oyqaIu.
OcTasbHBIE MalMeHTh! NO0JyYaau COOTBETCTBYyMOLiee
JleyeHUe COIJIaCHO MPOTOKOJIY, B T. Y. TapreTHY U
MMMYHOTepalnuio, NpoJo/KUTENbHOCTbIO OT 2 HeJ,.
Jlo 3 Mec. KputepusiMu UCKJIIOYEHUS CIYXKUJIN UMEIo-
1myecsl paHee BpOX/JeHHasA U COCYAMCTasl MaTOJIOTHUs
CeTYaTKU U 3PUTEJbHOTO HepBa, HeNpOo3payHOCThb
ONTHYECKUX CpeJi, HAJIMYMe B aHAMHe3e CHCTEMHBIX
3aboJieBaHU (cepmevYHO-COCYAUCTDIX, ayTOUM-
MYHHBIX, CaxapHoro juabeTa), 4epemnHO-MO3rOBbIX
TpaBM. ['pynny KoHTpoJsis cocTaBuau 20 340pOBBIX
Jo6poBoJiblieB (40 rnas). Bcem manueHTaM mpoBo-
JUJIOCh CTaHJapTHoe odTaabMoJIOTHYecKoe obcie-
JloBaHUe; 1IBETOBOe JOMNIJIEPOBCKOe KapTUpOBaHHe
COCYZIOB IV1a3a U OpPOUTHI C MOMOLIbI0 YJIBTPA3BYKO-
BOr0 AuarHocruyeckoro npuodopa Voluson E8 Expert
C WCIOJIb30BAaHHWEM JIMHEWHoro agartyuka 11L MTIw,;
dJioyMeTpus ¢ IOMOILbIO aHAIM3aTOpa IV1a3HOTO Kpo-
Botoka Blood flow Analyzer (Paradigm, CIIIA); onTu-
yeckasi korepeHTHast ToMorpadus (OKT) makynspHoit
06J1acTH U 3pUTEJIBHOI'O HepBa C OMOIIbI0 MpUbopa
Stratus OCT-3000 (Carl Zeiss, 'epmanus); OKT B anru-
opexxuMe ¢ nomouibio npubopa Optovue RTVue-100;
ajiekTpodU3MOJOTUUECKHEe HcCIejoBaHuA (061as U
MysabTUdOKaIbHAs aeKTpopeTuHorpadus [MpIPI]).



Pe3ysibTaThl. Y Bcex NMaljMeHTOB OCHOBHOM TpyMbl
Ha MOMEHT 00cJiefloBaHUSA Kal06bl OTCYTCTBOBAJIH,
OCTpOTa 3peHusi ¢ Koppekuueit cocrasusaa 0,8-1,0.
[Ipy odranbmockonuu B 86 % ciydaeB BbISBJASAIN
QHTHOMNATHI0 CeTYaTKH, pacliMpeHUe U HU3BUTOCTb
COCYZIOB, Y 7 MallueHTOB — eJUHUYHble UHTPapeTHu-
HaJibHble KpoBousauAHUA. [lo ganubiM OKT cpepusas
TOJILIMHA XOPHOPETUHAJbHOTO KOMIJIEKca B Mapa-
¢doBeasbHOM 06/1aCTU U MEePUNANUISPHOrO CJI0S
HEpPBHBIX BOJIOKOH ObljJa CTAaTUCTUYECKH 3HAYUMO
yBesnyeHa (p < 0,05). [Ipu OKT B aHrHopeXuMe BbISIB-
JIEHO CHWKeHHe MJIOTHOCTH COCY/I0B B I0BEPXHOCTHOM
KalWJUIAPHOM cIleTeHUU. Hanbosiee 3HauuMMble OT-
KJIOHEHHUs] OTMevaich y nanueHToB ¢ XMJI B ocTpoit
dase, 4TO ykKa3blBaJio Ha HaJU4yHe JeWKeMOWJHOMU
peTHHONATUH U KOppeJHpoBaso C BBICOKUM YPOBHEM
JIeMKOLUTOB B KPOBU. AHA/IM3 IJIa3HOT'O0 KPOBOTOKaA
N0KasajJ CTaTUCTUYEeCKH 3HAYMMOe CHIKeHHe BcCeX
CKOPOCTHBIX XapaKTePUCTHUK MNpeHMYIeCTBEHHO B
LleHTpa/IbHOW apTepyU CeTYATKHU U 3aJHUX KOPOTKHUX
LIMJIMApHBbIX apTepuax NpaKTHYeCKU y Bcex Malu-
€HTOB OCHOBHOU rpynnsl (p < 0,1). Hau6osee cyuie-
CTBEHHble OTKJIOHEHHUsl HabJI0alluCh ¥ MallueHTOB C
XMJI u XJIJI. Hu3kue mokasaTesd AUACTOJUYECKOTrO
KOMIIOHEHTa C OJHOBpPEMeHHBbIM BbICOKUM HHJEKCOM
neprdepuyecKoro COnpoTHUBIEHNUS KOPPeJHUPOBaIU C
OTKJIOHEHHEM aMIJINTYHO-BpeMeHHbIX IT0Ka3aTesel
B-BoJHBI U HU3MeHeHMeM Tomnorpaduu OHONOTEH-
IjMajia LeHTpaJbHOW 30Hbl CeTYaTKH IO JAaHHbIM
MQIPL. [losydyeHHbIE pe3yabTaThl YKa3bIBAOT Ha
JepULUT KPOBOCHAGXKeHUsl TKaHeH IJa3a, HajJuuue
NpensTCTBUNA TOKY KPOBU NPEANOJIOKUTENBHO B pe-

Tesucbl paboT v 10KNa[0B 57

3yJIbTaTe JIEUKeMOUJHOU HHOUABTPALUU COCYAUCTOM
CTEHKH JIM60 MHUKPOTPOMGO30B BCJEJCTBHUE LIUTO3a
WJIY TUIIEPBA3KOCTH KPOBH.

3akioyeHue. ls3MeHeHUs1 cocTaBa KpOBU U ee
peoJIoTUH Y NALMEHTOB C reMaTOJIOrHYeCKUMU 3J10-
KayeCTBEHHBIMH ONMYXOJISIMU BBI3bIBAIOT 3pUTEJIbHbIE
HapylleHUs] KaK Ha ¢oHe OCHOBHOTO JUarHosa, Tak
U B CBS3U C NPOBOAUMON Tepanued. CoBpeMeHHbIe
BBICOKOTEXHOJIOTUYHBIE METOAUKU IMO3BOJSIOT 06b-
€KTHBHO OLIEHHUTb U MPOBECTH MOHUTOPUHT MOpdo-
GYHKIMOHAJIBHBIX U TeMOAMHAMUYECKUX U3MEeHEeHUH
rjasa Jaxe B OTCYTCTBHE OQTaJbMOJIOTHYECKUX
»KaJ06 TmanueHTa. B cBsA3M € 3TUM Lesiecoo6pasHo
pEKOMEH/I0BATh TLIATEJbHOE OQPTATBMOJIOrHYECKOE
ob6cieoBaHUE [JJIsi OLEHKU JOKJMHUYECKHUX Hapy-
IIeHUH, 4YTO6Gbl OLEHUTb NPEJUKTOPBI IMPOTPECCH-
pOBaHUsl 3JI0KAYECTBEHHBIX 3a60JIeBAaHUA CHCTEMBI
KpOBHU.

TakuM 06pa3oM, MyJbTUMOIa/IbHbIN MOJ[X0/T B OL[EHKE
COCYZMCTbIX HapyLIEHUH MUMeeT BaKHOe MPOTHOCTH-
Yeckoe 3HA4YEeHUeE JIJI CBOEBPEMEHHOUN JUarHOCTUKU
Y MOHUTOPUHIA 3PUTEJIbHBIX HApPYUIEHUH U UX MPO-
rpeccUpoBaHus y MAIMEHTOB C reMaToJIOTUYeCKUMU
3JI0KAaYECTBEHHBIMU OMYXOJISIMHU.

KnioueBble cnoBa: OMyxosn CUCTEMbl KPOBM,
Nenko3bl, COCYAUCTble HapyLeHUa opraHa 3pe-
HUH, reMoaMHamMuka, MUKPOUMPKYNAUMd, OMNTU-
yeckaa KorepeHtHas Tomorpadud, snekTpope-
TUHOrpacdus.

TexHonorumn KNeTo4Hom MMMYHOTEpPanun Ha OCHOBE A€HAPUTHbIX KNETOK
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BBegeHnue. Pa3paboTka IPOTHBOPAKOBBIX BaKIWH,
HalpaBJIeHHbIX Ha yCUJeHWe UMMYHHOrO OTBeTa Ha
OMyXO0JIb, SIBJISIETCS NEePCHEKTUBHBIM HalpaBJeHUEM
UCCJIeJOBAaHUN. AKTyaslbHble MeTOJbl HMMYHOTe-

panru pakKa BKJIIOYalOT IPpUMEHeHUe I/IHI‘I/I6I/ITOpOB
HMMYHHBIX KOHTPOJIbHBIX TO4Y€K, IPOTHUBOPAKOBbLIE
BaKIJMHbI Ha OCHOBe€ OHYXOJIeCl'IeI_LI/I(l)I/I‘{ECKI/IX
dHTUT€HOB, HWMMYHOTepallulw ex Vivo MeTOoJ0M
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aJIONTUBHOrO INepeHoca HATHUBHBIX KJETOK (KJOHBI
puToTokcuyeckux T-numoouutos CD8+, onyxo/b-UH-
ounbTpupyrwome gaumébouuTsl) au60 T-KIETOK,
CKOHCTPYUPOBAHHBIX AJIf 3KcIpeccuy T-KJIeTOYHOro
peuentopa (TCR) wid XuUMepHOro aHTUTEHHOrO
peuenTtopa (CAR) [1-3]. BaxkHyt0 poJib B CTUMYJISLIUU
Y NOAJep>KaHUM UMMYHHOTO OTBeTa, HallpaBJeHHOI0
WCK/IIOYUTEJbHO HA 3JMMMUHALMI  ONYyX0JIeBbIX
KJeTOK B OpraHu3Me, UIrpal0T BaKIMHbI Ha OCHOBe
JeHApUuTHbIX KiaeTok (1K) [4].

Ilesib. YcoBeplIeHCTBOBAaHHWE METOAUKU KYJIbTHUBH-
poBaHusa /[IK, a TakKe HUX Harpyskd OIyXOJIEBBIMU
AHTUTeHaMH, UCTOYHUKAMU KOTOPBIX CIYKUJIH JIN3aAT
Y ONyXOJIEBbIE KJIETOYHBIE JIMHUU.

MaTepuaJjibl 1 MeTOABI. Ky1bmusuposaHue K/1emok.
JK mosy4anu KyJ1bTUBHpPOBaHHEM MOHOLIMTOB Ile-
pudepruveckod KpoBU YesioBeKa B ycaoBuax CO,-uH-
Ky6aTtopa (Temnepatypa 37 °C, 5 % CO,) B mo/iHOH
nutatenbHot cpese PRMI-1640, coxepxatieit
rpaHyJoLUTapHO-MaKpodarajbHbld KOJIOHUECTHU-
myaupywimuil pakrop (CM-KCP) u untepieiikuH-4
(HJ1-4).

[lumomokcuueckas oyeHka. YpoBeHb IJUTOTOKCH-
YeCKOM aKTUBHOCTH JJOHOPCKUX T-TMMPOLUTOB, BblJe-
JIEHHBIX U3 NepudepryecKod KpOBH, 10 OTHOIIEHHUIO
K KJIeTKaM-MHULIeHAM in vitro onpezessayu C IOMOLIb0
kosiopuMeTpudeckoro MTT-tecta. [l 3TOro KJAeTKHU
auHuil Jurkat, K-562, Raji u kieTku-apdexTopsl
(akTHBUpOBaHHble JUMGOLHUTHI) KYJbTUBUPOBAIU
B pas/IMuHbIX KOHLeHTpauusax: 1:1, 1:3, 1:9. Bpemsa
COBMEeCTHOM MHKY6allUM KJIETOK COCTABJIAIO 4 4.

Oyenka Mopgoaozuu kaemok. Mopdosorus
kJjeTok (popMa, pasmep, npuobpeTeHHe aJre3UBHBIX
CBOMCTB Y KyJbTUBUPYEMbIX JUMQOLUTOB) Ol€HU-

BaJslaCb eXXeJHEBHO C IIOMOIIbI0 MHBEPTUPOBAHHOIO
MHKPOCKOIIa.

PesynbraTtbl. OTpaboTaHa MeTOAHMKA KY/JIbTHBUPO-
BaHUsA W Harpysku /[IK omyxosieBbIMHM aHTHUIEHAMH,
HMCTOYHHMKAMHU KOTOPBIX CJIYKUJI JIM3aT U ONyXoJieBble
KJ1eTo4yHble TUHUM. [lofo6paHb! ONTUMa/IbHbIE YC0BUS
kynbTuBUpoBaHusa JIK. KirouyeBbIMH LIUTOKMHAMU fIB-
astotcst 'M-KCO (koHeyHas koHLeHTpauus 80 Hr/mu)
u WJI-4 (xoHeuHast koHueHTpauus 10 Hr/mn). [us noa-
HOTO co3peBaHMs K He3pesbIM /IK 106aBsAIOT UHAYK-
Topbl AU PepeHIUPOBKU: GAKTOP HEKPO3a OMyX0Jiei a,
WJI-1b, UJI-6 u npocTarnanauH E2.

3akioueHue. IlpejIoKEHHBIA METOJ HCIOJIb30-
BaHus /IK, Harpy»>KeHHbIX OMyX0JIeBbIMU aHTUT€HAMH,
MOJXKET CTAaTh HOBBIM HaNpaBJIEHHEM B TPOTHUBOOMYXO-
JIEBOM JIEYEHHUU OHKOJIOTHYECKHX 6O0JIbHBIX.

KnioueBble cnoBa: AeHOPUTHbIE KETKU, UMMY-
HOTEepanuy, aHTUreHNPe3eHTUPYIoLLME KIETKU,
[K-BaKUMHbI, OMyXO/b-aCCoOUMMPOBAHHbIE aHTU-
reHbl.
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BBeseHne. XpaHeHHe TeMONO3THYECKUX CTBO-
joBbix kiaeTok (I'CK) kpoBu 6e3 KpHUOKOHCEpBAaLUU
OTPaHUYEHO HX >KU3HECNOCOOHOCTBbI0. MBI IpoBeJr
Hcc/leloBaHUe C MCNO0JIb30BaHUEM JOTOJHUTENbHbIX
pacTBOpPOB, UYTOOLI OLEHUTb BO3MOXKHOCTb YJy4-
IIeHHUsI COXPaHHOCTH HEKpHOKOHCcepBUpoBaHHbIX ['CK
(Hexpuo-I'CK) u yBesiMyeHUs CPOKOB XpaHEHUS.

Lenb. OnpefenuTh KU3HeCNOocOOHOCTh Hekpuo-I'CK
npu 5-aHeBHOM (120-yacoBoit) 3KCMO3ULUU U Olie-
HUTb NPOTEKTUBHbIM MOTEHIMaJ JONOJHUTEJbHbIX
pacTBOpPOB JJisl CO3JaHUA ONTHMaJbHBIX YCIOBUH
XpaHeHHUsl.

MaTtepuajsbl U1 MeTOABI. B 3kcnepuMeHTe MCMOJIb-
30Basiich 3arotoByueHHble ['CK oT 10 60JbHBIX MHO-
)KecTBeHHOU Muesnomoi. Kaxzapii u3 10 o6pasuoB
B3Becu ['CK 6bl1 pa3jiesieH Ha 4 aJUKBOTHI 10 3 MJI,
KOTOpble MOMella/IuCb B NakeT AJig XxpaHeHusa ['CK
o6bemMoM 50 Mu. K ajnuvkKkBOTe KJIETOYHOU B3Becu
Jl06aB/sM 9 MJ AOMOJHUTEJIBHOIO0 pacTBoOpa: Ha oc-
HoBe ¢pyMapaTa HaTpus 6e3 IKo3bl (pacTBop Ne 1),
Ha ocHoBe ¢yMapaTa HATpus C [VIIOKO30U (pacTBOp
Ne 2), HypoThermosol (pactBop Ne 3). B kauecTBe KOH-
TposibHOU rpynnbl 6bL1u Hekpuo-I'CK, xpaHsmuecs
10 CTaHJApPTHON MeTOoJMKe B IPUCYTCTBUHU pacTBopa
LUTpaTa HAaTpU4 U IasMbl. [losnydeHHyto B3Bechk 'CK
XpaHUJIM B X0J0AUJIbHUKe IPU TeMnepaTtype 4-6 °C B
TedeHue 120 4. OneHka KoJsindecTBa KieTok CD34+,
nokasareJsiss BUTaJbHOCTU (7-AAD-), kosioHHEOOGpa-
3ytomied cnoco6HocTu (KOC) mpoBoauiack TPUXKABIL:
B TeueHue 24 4 nocse c6opa I'CK, Ha 3-u u 5-e cyTKU
XpaHeHMUsl.

PesynbraTbl. KosmyectBo kiietok CD34+ B TeyeHue
NEePBBbIX CYTOK OCTaBaJIOCh IMPEXHUM, K 3-M CyTKaM
OHO yMeHbIlIa/0Ch Ha 4-14 %. [lokasaTesb cpesHel
notepy kjetok CD34+ mpu UCIOJb30BaHUM pacTBOpa
Ne 1 cocraBua 5 %, pactBopa Ne 2 — 6,1 %, pacTBopa
Ne 3 — 9,1 %, B rpynne koHTpoaa — 4,8 % (p < 0,05).
K 5-my fHI0 Hauayyiuve xapaktepyuctukd 'CK 6b11M B
o6pa3siax ¢ pactBopoM Ne 1. [lokasaTesb cpeiHel mo-
TepH KJeTok CD34+ Ha 5-e CyTKHU [P UCNOJIb30BaHUU
pactBopa Ne 1 coctaBun 14,8 %, pactBopa Ne 2 — 38,7 %,
pactBopa Ne 3 — 27,3 %, B rpynne koHTpossa — 17,2 %.

[lokaszartenp 7-AAD- B TeyeHUe MNepBBIX CYTOK
XpaHeHMs1 cocTaBua1 95-99 % Bo Bcex o6pasLax.
K 3-my gHi0 oH cHmxajcsa g0 92-98 %. Ha 5-i1 feHb
cpefHsas noteps BuTaiabHbix [CK cocTtaBuia 9-12 %
OT HCXOJJHOI'O 3HauyeHUs 06e3 CTaTUCTMYECKU 3Ha-
YUMBIX Pa3JIM4YUi MeXAY rpyIaMU CpaBHEHHUS.

CTaTucTHYeCKU 3HAaUYMMble pas3dyus 10 KoJIUye-
CTBY U THUIy KOJIOHMH B Ipynmnax cpaBHeHHUs Ha Npo-
TskeHUU xpaHeHUd ['CK He BbiABJieHBl [lokasaTenb
KOC Ha 5-e cyTku ¢ yyeToM pasBefieHust B3secu ['CK
IIpU UCI0JIb30BaHUU pacTBopa Ne 1 coctaBua 63 £ 11,
pactBopa Ne 2 — 47 + 19, pactBopa N2 3 — 49 £ §, B
rpymnmne KoHTposas — 50 + 13.

3ak/0o4eHMe. lVcrnosb3oBaHHE [JONOJHUTEJIBHOIO
pacTBopa Ha ocHOBe ¢pyMapaTa HaTpus 6e3 IJII0KO3bl
M03BOJIIET Y/AYYIIUTb >KU3HECIOCOOGHOCTb HEKpH-
0-I'CK B ycs10Busax 120-yacoBoOro xpaHeHHus.

KnioueBble cnoBa: reMonostuyeckme CTBOMOBbIE
KNEeTKN, MHOXECTBEHHaa MUerioMa, >XWU3HecCno-
COOHOCTb, KONTIOHNeobpasytoLasa CNOCOOHOCTb.
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AnuaepmanbHbli 3n1achUH Kak NOTeHUManbHbii GUOMapKep OCTPOM KOXXHOW peakLuum
«TPaHCNAHTaT NPOTUB XO3SIUHA»

A.N. Pewerosa*, P.B. lpo3oB’, P.LL. bagaes', J.b. 3ammoesd’, E.I. J/lomand’,
.H. Tpoghumos?, A.B. Camyos?, B.P. XaipytanHos?, A.C. lonoskun’, [.B. Motopnu®

TOrbY «<HMUL um. B.A. AnmasoBa» MunaapaBa Poccuu, yn. AkkypatoBa, 4. 2, CaHkT-MeTep6ypr, Poccuiickas deaepaums, 197341

2 ®I'B6BOY BO «BoeHHO-MeauumHcKas akaaemus uM. C.M. Kuposa» MuHoGopoHbl Poccuu,
yn. Akapgemuka Jlebenesa, a. 6, CaHkT-lNetepbypr, Poccuiickas ®epepaums, 194044

3 ®IBY «Poccuitckuit HUM rematonorum v tpaHcdysuonorun ®MBA Poccum»,
yn. 2-a Cosetckas, a. 16, CaHkt-lNetepbypr, Poccuiickas ®epepaums, 191024

* KoHTtakTbl: AHacTacusi UcmarunoBHa PeweToBa, makenal@inbox.ru

Epidermal Elafin as a Potential Biomarker of Acute Skin Versus-Host Disease

A.l. Reshetova®*, R.V. Grozov', R.Sh. Badaev’, D.B. Zammoevd', E.G. Lomaid’,
P.N. Trofimov?, A.V. Samtsov?, V.R. Khairutdinov?, A.S. Golovkin', D.V. Motorin®

VA Almazov National Medical Research Center, 2 Akkuratova ul., Saint Petersburg, Russian Federation, 197341
2 SM Kirov Military Medical Academy, 6 Akademika Lebedeva ul., Saint Petersburg, Russian Federation, 194044
3 Russian Research Institute of Hematology and Transfusiology, 16 2-ya Sovetskaya ul., Saint Petersburg, Russian Federation, 191024

* Correspondence: Anastasiya Ismagilovna Reshetova, makenal@inbox.ru

BBeaeHue. OcTpas peakijysi «TPAaHCIUIAHTAT MPOTUB
xo3suHa» (oPTIIX) sBssieTcs OAHOMW K3 OCHOBHBIX
NPUYUH CMEPTH NALIMEHTOB NOCJe ranJ0u eHTUYHON
TpPaHCIVIAaHTAllMXd  TeMOIN03THYeCKUX  CTBOJIOBBIX
kJjeTok (ramioTTCK), HecMoTpsi Ha HcHoJIb30BaHUE
nukaopochamMusia B NOCTTPAHCIIAHTALMOHHBIN He-
puoz. [lopaxkeHre KOXU pa3/IMYHOM CTeNeH! TAXKEeCTH
otMeyvaeTcs B 40-60 % caydaeB oPTIIX u o6ycsoB-
auBaeT Ao 15 % cmepTHocTu. OnpefenieHue 6uo-
MapKepoB U UX poJid B pa3BuTuu oPTIIX BaxkHO AJid
yJAydllleHUs] KJIMHUYeCKOH M T'MCTONAaTOJIOTMYeCKOU
JIMaTHOCTUKY, TNPOrHO3UPOBAHUS BO3HUKHOBEHMUS
JIAaHHOTO OCJIOKHEHHS U OLleHKU OTBeTa Ha TepaluIio.
K HacTosilleMy BpeMeHHU CyIleCTBYIOT OrpaHUYeHHble
Jl0Ka3aTeJbCTBa B NMOAJEPKKY HUX HCIOJIb30BaHUSA B
KJIMHUYeCcKOoM npakThke. OZHUM U3 NepCneKTHBHBIX
61MOMapKepoB, CBA3aHHBIX C JUAarHOCTUKOHW KOXXHOMU
oPTIIX, saBaseTca 3naduH (MHCUOUTOP MENTH-
Jla3bl-3) — 3MNUTeTUaTbHbBIN OEJI0OK, CEKpeTUPyEMbIit
KepaTUHOLMTaMM B OTBeT Ha WHTepJeWKUH-1 U
dakTop HEKpO3a onyXoJeH a.

Ileab. OLEHUTb AUArHOCTUYECKUH NOTeHILMaa 3KC-
Npeccuu 3nujiepMajJbHOro 3jaduHa KakK Mapkepa
KoxkHoH oPTIIX.

MaTtepuasisl U1 MeTOAbl. B uncciefoBaHUM BKJIIO-
yeHo 15 mamuenToB ¢ oPTIIX koxu I-IV creneHu
(I crenens, n = 4; Il ctenens, n = 5; [1I-1V cTenens,
n = 6) nocJse ramnoTI'CK. Buoncust Koxu BbINOJIHS-
Jlach B JleHb NOSIBJeHUS KJMHHUYECKUX NMPU3HAKOB
oPTIIX. 3kcmpeccuss 3nujepMmasbHOro 3JsaduHa
OlleHMBaJaCb UMMYHOTHUCTOXUMHUYECKUM METOJOM:

BBICOKOIOJIOXKUTENbHBIM CUMTAJI0Ch OKpallWBaHUeE
> 90 % KepaTHHOLUTOB 3SNUJEPMUCA, MOJIOXKHU-
TeJbHbIM — OKpaluBaHue = 50 % KepaTUHOIUTOB,
CJ1aboMoJIOXKUTENbHBIM — < 50 % KepaTHUHOLMTOB
U oTpuuatenbHbiM — < 20 % KepaTUHOIUTOB.
OxoHyaTesbHbIH guarHo3 oPTIIX cTaBuJIK HA OCHO-
BaHUM KJUHUYECKUX NPOSIBJIEHUN U MOJYYEHHBIX
rucromnaroJjiorndyeckux npusHakoB (Lerner et al,
2015). B kauecTBe IOJIOKUTENbHOTO KOHTPOJIS
MpoaHaJU3UpPOBaHO 18 06pa3L0B KOXU MalUEeHTOB
c ncopuazoM (Tanaka et al,, 2000; Kamsteeg et al.,
2010), B kKayeCTBe OTPUILATEJBHOTO KOHTPOJIS Olie-
HEHBI 5 06pa31[0B KOXU OT 3/J0POBbIX JJOHOPOB.

PesynbraThl. Koxknass oPTIIX Bo3HuMKa/sa B cpefHeM
yepes 20 pgHeit mociae ramnoTICK (zuamasoH
5-45 pue#t). T'ucronoruveckuit fuardos PTIIX 6611 mo-
ctasJjieH B 14 (93 %) caydyasx. Y nanueHTOB C JerKon
(n =9) u Tsxenolt (n = 6) crenenbto PTIIX BbIsABJIEHBI
pas/iMuHble YPOBHU 3Kcmpeccuu 3nadunHa (puc. 1).
B o6pasuax 370poBOH KOXHU OTMeuasaach cJabas
akcnpeccus anaduHa (< 50 %), a B KoXke NMalMeHTOB
C MCOpPHA30M — BBICOKOMOJIOKUTENbHAs (= 90 %).
Y nagyuenToB ¢ oPTIIX koxu I-1I crenenu skcnpeccus
asaduHa He3HAUUTEJbHO INpeBblllajJa JAHHBIN MO-
KaszaTeJib y 3[I0pOBbIX perunueHToB (p = 0,024), B TO
BpeMs kak npu oPTIIX III-1V cTeneHu oHa mpubJImKa-
JIach K TakoBo# npu nicopuase (p = 0,031). luckepaTos
Y BaKyoJIM3alysa He OblJIM CBA3aHbI ¢ 60Jiee BbICOKOH
aKcnpeccuell snaduHa, a yToJLleHHe 3NUJepMHuca
(cpefHee KOJIMYECTBO CJ0eB) KOppeJHpOBaso C IO-
BBIIIEHHOUN 3kcnpeccuelt anaduna npu PTIX -1V
CTelNeHHU.
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Puc. 1. YpoBeHb akcnpeccun anadmHa Npu OCTPO KOXHOM peakunn «TpaHcnaaHTaT NpoTuB xo3aunHay (oPTIX):

A — nerkasa oPTIlMX; b — taxenasa oPTMX

3aks04eHue. YpoBeHb IKCIIpeccuu 3adpuHa KepaTu-
HOLMTaMH JOCTOBEPHO Bbllle y nanueHToB ¢ oPTIIX
[II-1V cTeneHy, 4yTO MO3BOJIIET pacCMaTPUBATh €ro
KaK JIOMOJIHUTEJbHBINA AUAarHOCTUYECKUM GMoMapKep
Tskesior oPTIIX. [Ipu 3TOM ypOBHU 3KCIIPECCUM 3J1a-
dUHa B KOXKe 3/J0POBbIX PELIMIIMEHTOB U MallUEHTOB
c serkoi PTIIX mMesn MUHUMaAJIbHbBIE OTJIUYHA, YTO

CTaBUT 10/, COMHEHHE BO3MOXHOCTb MCII0JIb30BaHUS
JIAHHOTO MeTOoJa AJIi TUarHOCTUKU HadasIbHbIX MPO-
ABJIEHUH KoxkHoH oPTIIX.

KnioueBble cnoBa: ocTpas «peakuus TpaHCnIaH-
TaT MPOTMB XO3AWMHa», 3MauH, OCMOXHEHUSA
annoTlCK.

AHanus 6nacTHbIX KNETOoK C MCNOoNIb30BaHMEM MHpaKpacHOro ceeta
M YNIbTPa3BYKOBbIX BOJH

A.X. Maxmygosd', LL.M. Townynaros®*, ®.M. Townynarosa®

' Pecny6inkaHCKni Cneunanu3vupoBaHHblii HayYHO-NPAKTUYECKUIi MeAULIMHCKNIA LeHTP reMaTooruu,
yn. bynepnkop, 4. 42a, TawkeHT, Y36ekuctan, 100097

2 OepraHcknit ounnan TalKEHTCKOro YHUBepCuTeTa MHAOPMALMOHHBIX TEXHONOM Wi UM. Anb-Xopesmi,
yn. Mycrakunnuk, a. 185, ®epraHa, Y36ekucran, 150100

3 [letckas MHoronpotunbHas 6onbHULA DepraHckoii o6nactu, yi. Matpyau, a. 56, ®epraHa, Y36ekuctaH, 150100

* KoHtakTbl: LLepanu Myxamapanuesuy Towwnynatos, toshpulatovsheralil2@gmail.com

Blast Cell Analysis Using Infrared Light and Ultrasonic Waves
A.Zh. Makhmudova', Sh.M. Toshpulatov?*, F.M. Toshpulatova®

' Republican Specialized Scientific and Practical Medical Center of Hematology, 42a Bunedkor ul., Tashkent, Uzbekistan, 100097
2 Fergana branch, Al-Khwarizmi Tashkent University of Information Technologies, 185 Mustakillik ul., Fergana, Uzbekistan, 150100

3 Pediatric Multispecialty Hospital of Fergana Region, 56 Matrudi ul., Fergana, Uzbekistan, 150100

* Correspondence: Sherali Mukhamadalievich Toshpulatov, toshpulatovsheralil2@gmail.com

BBegeHue. Jleiiko3 sBjseTCsd OJHUM M3 Hau-
6oJiee pacHpOCTPaHEHHbIX BHUJOB paka B JETCKOM
Bo3pacte. CyuTaeTcs, 4TO OKoJo 25 % 3J0Kaye-
CTBEHHBIX ONyX0JIel y leTell — 3To Jieliko3. Jleliko3
MOXXET MpPUBECTH K CEpPbE3HBIM OCJOXHEHUSM,
TaKUM KaK aHeMHUs, UHEKIHUH, KPOBOTEYEHHUS, U
Jlake K cMepTH. HecMOTpst Ha cepbe3HOCTD 60JIe3HY,

JIEIKO3 MOXHO YCIIeIHO JI€YUTh, €CJIH OH BBISABJISA-
eTcsl ¥ JUarHOCTUPYyeTCs Ha paHHel ctaguu. OfHUM
M3 METO/I0B IUArHOCTUKH JIEHKO03a ABJISIETCS aHAJIU3
KpPOBH, OCOGEHHO NyTeM HM3MEpPeHHUs KOJUYEeCTBa
pa3JIMYHBIX TUIIOB KJETOK KPOBH, TAKUX KakK OeJible
KpOBsIHbIe KJIETKH, KpacHble KpPOBSIHblE KJIETKH U
TPOMOOIUTHI.
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Ieab. U3yuyuTh MaTpUuHbIN PoTONpUeMHUK UHPpa-
KpPaCHOTO U3JIy4yeHHUs], KOTOPbIHA 03BOJISET U3MEPSTH
KOJIMYECTBO KJIETOK KPOBH OINpeJieJIEHHOTO THUIA, YTO
MOXET IOMOYb B JUAarHOCTHKe Jieiiko3a. C moMouibo
HOIJIOIEHHS U pacceMBaHUsl UHPPAKPACHOTO CBeTa B
TKaHAX ONpeZesUTh GJacTHble KIeTKH. [JuarHocTu-
pOBaTh GJIACTHBIE KJIETKU B acllMpaTax, NOJyYeHHbIX
Opy NYHKLWW TOJAB3JOIIHONH KOCTH W TPYAUHBI, Y
JleTell ¢ ucnosb30BaHUEeM MeTofa GjmxKHel uHpa-
KpPaCHOH CIIEKTPOCKOIUH.

Marepuasbl 1 MeTtoabl. biwxHAA uHpakpacHas
cnekTpockonus (near infrared spectroscopy, NIRS) —
3TO MeTO/, aHaJ/IN3a, OCHOBAaHHbIM Ha N3MepeHHUU u3Me-
HEeHMUH TOIJIOIeHUs] UM paccerBaHUs MHQpPaKpacHOro
M3/y4eHus1 B OJIIDKHEM HMHPPaKpacHOM JHanasoHe
¢ puuHo# BosiH 700-2500 M. NIRS mupoko mpume-
HsleTC B MeJMIIMHE U Hay4yHbIX MCCIeJ0BaHUAX A
HEKOHTAaKTHOTO M HEWHBAa3MBHOI'O MOHUTOPHHra
YHKIMOHAJIBHON aKTUBHOCTHM MO3ra, KpPOBOCHAb-
JKEHHUs], OKCUI'eHallUM W MeTaboJsd3Ma TKaHed. JTOT
MeToZ, 0COGeHHO TIoJie3eH B HeHpoBU3yaIu3aliuy,
M3y4eHUHU peaKLMH Ha 3aflauy, aHaJu3e TPeBOXXKHOCTH
W JlellpeccHM, a TaKxe B JIUarHOCTUKe W JieYeHUHU
HEBPOJIOTUYECKUX W [CUXWYECKUX PaCCTPOMCTB.
Kpome Toro, NIRS ucnosb3yeTcss B a3poKOCMUYECKOM
1 dapMaleBTHYeCKON NMPOMBILIJIEHHOCTH, a TaKXe B
NUIIEeBOH, CeIbCKOX0351MCTBEHHON M GHOTEXHOJIOTH-
YecKOM oTpac/fx A/l KOHTPOJIS KauyecTBa U COCTaBa
NPOAYKTOB, aHa/IM3a paclpe/iesieHusl *KUPOB U OeJIKOB,
OIpeJieJIeHNs] COJlepXKaHUs BJIard WU Jpyrux napame-
TPOB. DTOT METO/[, N103BOJISIeT U3MepsTh NOIJIOLeH e
Y pacceMBaHUe MHPPAKPACHOrO CBeTa B TKaHX, 4YTO
MOXeT AaTb MH}opMalIo 06 UX COCTaBe U CTPYKTYpE.
KocTHBI# MO3r CcOJEepXUT KJIeTKHM KpOBETBOPHOM
CUCTEMBI, BKJIIOYasl He3peJible KJIeTKH, TaKkue KaK reMo-
MO3TUYECKUE CTBOJIOBbIE KJIETKHU U Npe/jlleCTBEHHUKHU
KPOBETBOPHBIX KJeTOK. MH}paKkpacHbIM cBeT MOXeT
NPOHUKATb CKBO3b TKaHU U B3aUMOJENCTBOBATb C
KJIeTKaMHd W MOJIeKY/JlaMH, HaxOJsIUMHCA B HUX.
C nomouipto NIRS MoXXKHO onpezesdTh ClieKTpasbHbIE
XapaKTepUCTUKH HHQpaKpacHOro cBeTa, INOIJIOlae-
MOTO0 U pacCeBaeMOro TKaHb KOCTHOr'0 M0o3ra. 3aTeM
MOXXHO aHaJ/IM3UpOBAThb 3TH JaHHble U CPAaBHUBATh C
M3BECTHbIMM CHEKTpaJbHbIMU XapaKTepHUCTHUKaMHU
He3peJIbIX KJIeTOK B KOCTHOM Mo3re. B KocTHOM Mosre
He3peJible KJIeTKHU cofiepkaT 60Jiblile BOAbI U FeMOTIJIOo-
61Ha, 4eM 3peJible KJeTKU. U3MeHeHUs B NOIJIOLIEHUH
Y paccerBaHHe UHPPAKPACHOTO CBETA MOTYT OTPaXKaThb
pa3/nMyHble KOHILIEHTpAalMyM 3THUX KOMIIOHEHTOB, YTO
N103BOJISIET ONPeIe/INThb KOJIMYECTBO He3peJIbIX KIeTOK
B KOCTHOM Moa3re. /Il poBeJileHUs] TaKOTO HUCC/Ieso0-
BaHMUsl CBeT MHPPAKpPACHOM CNEeKTPOCKONHUM OTIpaB-
JIsieTcs 4yepe3 TKaHU Ta3a WM TPYAHON KJIETKH, 3aTeM
perucTpupyroTcs OTpakeHHble M MpOIleJlINe Yepes
TKaHU CBeTOBble CUTHaJbl. [lo 3TUM JaHHBIM MOXHO
aHAJIM3UPOBATh MOIJIOLIeHHe Y paccerMBaHHUe CBeTa U
OIpeJie/IATh HaJlnyue He3pesbIX KJ1eTOoK. OJHaKO CTOUT
3aMeTHUTh, 4TO NIRS He fABJIIeTC OCHOBHBIM METO/,0M
JIMaTHOCTUKU He3peJsiblX KJETOK B KOCTHOM MO3re.

JJis TOUHOTO AMAarHosa U omnpejiesieHus CTENEeHU 3pe-
JIOCTHU KJIETOK YaCTO TPeOYIOTCs 60siee NPeU3UOHHbIE
MeTO/Ibl, TaKHe KaK OUOICUS U IUTO(PIIOPUMETPUSI.
NIRS MoXeT ObITh MOJIE3HBIM [ONOJHUTEJIbHbIM WH-
CTPYMEHTOM, 0COGEHHO /[IJisi HEMHBAa3UBHOI'0 MOHUTO-
pHHra AUHAMUKU U3MEeHEeHUH B MONMYJSLUU He3peJbIX
KJIETOK, a TaKXKe JIJIs1 paHHel IMarHOCTUKHU JieliKo3a.

PesyinbraTbl. OcHOBHbIMM IpeumyiiectBaMu NIRS
SIBJISIIOTCS] €r0 BbICOKAsl CKOPOCTh, YYBCTBUTENbHOCTD
K U3MeHEeHHM, BO3MOXXHOCTb HEKOHTAKTHOI'O U3Me-
peHUs], HeMHBa3UBHOCTb U OTHOCUTEJIbHO HEBbICOKAs
crouMmocTb. OpgHako NIRS wuMeeT W orpaHuyeHus,
BKJIIOYast OTPAHUYEHHOCTb [JyOUHbI IPOHUKHOBEHUS
M3JIy4yeHUs], BAUsAHUe GaKTOPOB OKpYKawllel cpesbl
U TpeOGOBaHUA K KaJIUOPOBKe M CTaHZApTHU3aALUHU
YCTPOWCTB U aHAJIM30B.

NIRS ocHoBaH Ha Tpex 6uodpusnveckux ¢eHo-
MeHax [1, 2].

1. YesoBeuyeckMe TKaHM  XapaKTepU3YyHOTCS
CIIOCOOGHOCTBIO MPONYCKAThb CBET B iMaNa30He
6/1M3KOM K HHOpakpacHoMy crekTpy (740-
3000 HM). MakcuMaJbHO 3Ta CIHOCOGHOCTH
oTMevaeTcs B uHTepBajie 600-1000 uMm.

2. Bo BpeMsl NpPOXOX/JeHUs CBETOBOrO MyyKa
yepe3 OHOJIOIMYECKYI0 TKaHb NUIMEHTHbIe
COeIMHEHMs], U3BECTHble KaK XpoModophl,
NOTJIOLAIOT CBET.

3. Tlorsowawuias cioco6HOCTb HEKOTOPBIX XPO-
M0OpPOB pas/jnyaeTcsl B 3aBUCMMOCTH OT UX
OKCUTeHallMy B TKaHH.

B TKaHfX MJIEKONMTAWOLMX TOJBKO TpHU Coe-
JMHEeHUs1 CIOCOOHbI H3MEHATb CBOM ONTHYECKHe
CBOMCTBA B 3aBUCHMOCTM OT TOTO, CBsI3aHbl OHH C
MOJIEKYJIOM KHCJOpOAa WM HeT. ITO LJMTOXpOoM aa3
(LMTOXpOM C-OKCHJA3a), MUOIVIOOUH U T'EMOIJIOOUH,
coZiep)kaHHe KOTOPOro B IeCATKU pa3 PeBOCXOAUT Ta-
KOBOe Jpyrux xpoMmo¢opoB [1]. [IockonbKy A0Ka3aHo,
YTO CIEKTPHI MOIJIOLIeHUSI OKCUTeMOIJIOOMHA U [1e30K-
cureMoryiobrHa oT/aM4YaroTca (AJ11 OKCUreMOIJIOOMHA
HauboJ1bIlas NOIJIOLA0IAs CIOCOOGHOCTb XapaKTepHa
npu AjauHe BojHbl 850 HM, [/ [1€30KCUIeMOrIJIo-
6uHa — 775 HM), UX OTHOCUTEJIbHbIE KOHIIEHTpAIUU
MOTYT GbITb BbIYMCJIEHDI B X0O/le CMIEKTPOCKONNYECKOT0
aHa/M3a KpoBOTOKa [3]. YmpoleHHO pacyeT Mokasa-
TeJisl perMoOHaIbHOM OoKcureHanuu no metoauke NIRS
MOXKHO IIPeACTaBUThb B BuJe Gopmyiibl [4]:

O,Hb « k

—~— x100 %,

THbD « k
rae OZHb — KOJIMYeCTBO okcuremorsioouHa; THb —
o6llee KOJIMYECTBO reMOrJiobuHa; kK — KOHCTaHTa

pacceuBaHUs.
Jsa  npueMa IOIJIOIEHMH W pacceMBaHUM
MHppaKpacHbIX CHUTHaJOB BO BpeMs U3MepeHUs B
61MKHeM MHQpaKpacHOM Juana3oHe C JJUHON BOJIH
700-2500 HM MOTYT MCHOJIb30BAaTbCs pa3/IUYHbIE

THUIIbI MaTPUYHBIX GOTONPUEMHUKOB.
1. bBosomempuyeckue mampuyHsle gomonpuem-
Huku. OHM UCTOJIb3YIOT 60JI0MeTpPBbI, KOTOpbIe



pearupyroT Ha H3MeHeHMe TeMIepaTyphl,
BbI3BAHHOe TMOIVIOlleHHeM HHQpPAKpPaCHOIo
W3JIy4yeHUsl. ITH JaTYMKH PeJOCTaBJIAIOT Je-
TaJIM3MpPOBaHHOE M300paxkeHHe C BbICOKMMU
YYBCTBUTE/JbHOCTBIO U pa3pellieHUeM,.

2. KeaHmosvle mouku. MatpuyHble QOTONpHU-
eMHUKH Ha OCHOBe KBAaHTOBBIX TOYEK TaKKe
MOTYT UCIO0JIb30BaThCA /151 U3BMePEeHUs U3Me-
HeHUH B OJIM>XKHEM HHPPAKPACHOM JiMana3oHe.
KBaHTOBbIe TOUKU ABJISAIOTCSI HAHOYACTULAMH,
KOTOpble UMEeIOT CBOMCTBA MOJYIPOBOAHUKOB
Y pearupyoT Ha MHPpaKpacHoe U3/1y4deHHUe.

3. HHOuii-ceneHudnsle (InSh) pomonpuemHuku.
OHU UMEIOT BbICOKYI0 3¢ PEeKTUBHOCTb 06HAPY-
YKeHUsl B OJIMPKHeM MHQpPaKpacHOM JHana3oHe
U MOIYT MHCIIOJb30BaTbCA [AJ HU3MepeHUs
HM3MeHeHUH MOIJIOLeHUs] U pacCenBaHUs.

4. HugpakpacHble noaynposodHukosvle mam-
puyHble pomonpueMHUKU C 8bICOKOU Yy8cmau-
mesbHOCMbl0. JTU JATYMKW PpaboTalT Ha
OCHOBe TeXHOJIOTMH BOJIHOBOJOB M MHKpODpe-
30HATOPOB, UTO [103BOJISIET UM 0GHAPYKUBATb
HM3MeHeHUs1 MHQPAKPACHOTO U3JyYyeHHUs C Bbl-
COKHMMHU YYBCTBUTEbHOCTDBIO U pa3pelleHueM.

Bri6op MaTpuyHOro ¢oTonprueMHUKa OyeT 3aBU-
CeTb OT TpebyeMbIX YyBCTBUTEJNbHOCTH, pa3pelLieHus,
pabodero AuanasoHa AJMHbI BOJH U APYTUX NapaMme-
TpoB. UyBCTBUTEIBLHOCTb GOTONPHEMHHUKA ONpe/iessieT
CIIOCOOGHOCTb YCTPOWCTBA pearvpoBaTb Ha cJabble
CBETOBbIe CUTHAJIbIL. BbICOKast 4yBCTBUTEIbHOCTb MOXET
ObITh BaXKHa //151 IPUJIOXKEHUH C HU3KUM YPOBHEM OCBe-
IleHHOCTHU. PaspellieHne omnpesieisieT KOJU4YeCTBO NMHUK-
ceseil B MaTpulle GOTONPUEMHHUKA U, CJle[lOBATENbLHO,
BJIMSIET Ha JleTa/M3alUi0 u306paxkeHus. MaTpuIibl Bbl-
COKOTO pa3spellleHHs] TI03BOJISIIOT NOJYYUThb NOAPOOHbIe
M300pakeHUs1 BUAMMOro cBeTa. OGbIYHO UCIOJIb3YIOTCS
MaTpHIibl, ONTHUMHU3UPOBaHHbIe JJIs 3TOr0 JHAIa30Ha,
B TO BpeMs KakK /i1 HHQPAKPaCHOr0 U3/y4yeHHsI MOTyT
NoTpe6oBaThbCsl  CHelalnu3UpoBaHHble (oToNpHeM-
HUKU. YpOBeHb LlyMa B U306pakeHUH HEOOXOAUM AJ1s
coxXpaHeHMs KadyecTBa. HU3KUi ypoBeHb 1IyMa 0COGEHHO
BaKeH B YCJIOBUSIX HU3KOM ocBellleHHOCTU. CienyeT
YUUTBIBATh, YTO 3TU PaKTOPb! ONpee/sAoT, Kakue U3
HUX HauboJiee KPUTHYHBI JJis BblOOpa KOHKPETHOIO
MaTpPUYHOTO GOTONPHEMHHUKA.

KpomMe ToOro, MoxHO paccMaTpuMBaTb HeUHBa-
3UBHBI MeTOJOM IIOJcYyeTa He3peJblX KJETOK C
IIOMOIIbI0 Y/IBTPa3BYKOBBbIX BOJIH. Y/IbTPa3ByKoBas
BOJIHA — 3TO BOJIHA C YaCcTOTOM Bblllle NpeJiesa CJIbl-
HIMMOTO 4eJIoBeKOM aAuamnasoHa (okosio 20 000 T'm).
OHa MOXeT HCHO0JIb30BaTbCA [Jid BU3yaJlu3aluu
BHYTPEHHUX OPTaHOB U TKaHeH C MOMOIIbIO YJIbTpas-
BYKOBOTO CKaHepa. Vcrosib30BaHMe yJIbTPa3ByKOBBIX
BOJIH T03BOJIsIeT ONpPeZeUTh KOJUYECTBO He3peJbIX
KJIETOK B KOCTHOM Mo3re y JileTell 6e3 He06X0ANMOCTH
IpoBeJleHUs1 MHBA3UBHOM IpoLeAypbl, TaKoH Kak
6uoncus. /Jna mnoacyeTa He3pesblX KJETOK B acClu-
paTax, NoJy4eHHbIX IPYU MYHKLUU 0/IB3/10IIHON KOCTH
Y TPYAUHBI, C UCTIOJIb30BaHHUEM YJIbTPa3BYKOBbIX BOJIH
Heo6x0JMMO pa3paboTaThb CcHeluajbHble MPOTOKOJ
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U o0opyAoBaHMe. YIbTpa3ByKoBas BOJIHA JOJDKHA
ObITh HACTPOEHA Ha TaKyl 4YacTOTY, KOTOpas M03BO-
JIsleT OOHapYXXUTb M DPasJMYUTb He3peJsble KJETKH.
ITO MOXeT ObITb JOCTUTHYTO NPHU HCIOJIb30BaHUHU
YJIbTPa3BYKOBOIO CKaHepa C BbICOKUM pa3pellleHHeM
Y CrelyaJu3upOBaHHbIM [IPOTOKOJIOM CKAHUPOBAaHMUS.
[Ipu npoBeieHUM NpoLeAYpPhl MALUEHTY MOXET ObITh
npesJokKeHO IPUHATbL ONpesie/leHHOe TMOoJIoXKeHUe,
YTOOBI 06eCleynuThb AOCTYI K Ta30BOU 06J1acTU. 3aTeM
yJIbTPa3ByKOBas BOJIHA Oy/leT HallpaBJjieHa Ha 06J1acTh
VMHTepeca, a MoJiyyeHHble HM3006paxkeHUs1 OyAyT aHa-
JIN3MPOBATbCA CIIELUAJUCTOM, YTOOBbI ONpeseUTh
KOJIMYEeCTBO He3peJIbIX KJAeTOK. ITOT METOJ, UMeeT P/,
NpPEeUMyLIeCTB [0 CPAaBHEHHUIO C TPAAUIIMOHHBIMU UH-
BasMBHBIMU CNOCOOAMU, TAKMUMU Kak 6buoncus. OH He
TpebyeT XUPypruyeckoro BMellaTe/1bCTBa U1 06e360-
JINBaHUSs1, YTO CHIXKAET PUCK OCJIOXKHEHUH U yay4dlIaeT
koMopT A/ nauueHTa. KpoMe Toro, y1bTpasBykoBas
npolesypa MoXeT ObITb IpOBefieHa MOBTOPHO 06e3
BpeJia /g MalMeHTa.

Boibop MeToza [Jisi HEMHBA3UBHOIO IOJCYeTa
He3peJsblX KJIETOK B acnupaTax, MOJy4YeHHbIX IpHU
MYHKLUY N0/ B30LIHON KOCTHU U IPYAUHBI, 3aBUCUT OT
psaaa ¢akTopoB U TpebyeT GoJiee AeTaAbHOTO HcCe-
JloBaHUs1. ECTb HEKOTOPBIE aCleKThl, KOTOpbIe CIeAyeT
YYUTBIBAaTh NPU BbIOOpe MeX]y YJbTPa3BYKOBBIMU
BOJIHAMM U GJIM>KHUM UHQPaKpPACHbIM CBETOM.

1. IlpoHUKHOBeHHe. YIbTPa3BYKOBble BOJIHEI
MOTYT NPOHUKATh Yyepe3 TKaHU IIyOxke, yeM
O61M>KHUM MHPpaKpaCHbBIH CBeT.

2. BawxHuM nHdpakpacHbI CBET UMeET NMOTEH-
1yaJ JJis 60Jiee BBICOKOTO paspelleHUs], YTO
MOXeT ObITb IJeHHO NpPHU TOYHOM IOJCYeTe
KJIETOK Y BBISIBJIEHUM He)KeJlaTeJIbHbIX HU3Me-
HeHUH.

3. YiapTpasByKOBble BOJIHbI 06lLIeNpU3HaHbl KaK
6e30MacHbIi MeTo/, ¥ LIMPOKO MCHOIb3YIOTCSA
B MeJUIUHCKOM npakTuke. OHAKO GJIMKHUM
MHpaKpacHbIA CBET TaKXe cuuTaeTcs 6e30-
NacHBIM; 3T0 6GoJsiee y00Hass U KoMboOpTHas
npoueaypa /s NaldeHToB.

4. CTOMMOCTb U AOCTYNHOCTb. [Ipy mpUHATHHU
pelieHUs cjleAyeT YYUTBIBaTb 3aTpaThl Ha
obopysoBaHHe U OOydyeHUe CIEelMaJHUCTOB.
YnbTpa3BykoBoe  06OpyJj0BaHHME  MOXET
ObITb 60Jiee JOPOTMM, HO U 6oJiee LIUPOKO
JOCTYIHBIM, 4YeM CHCTEeMBbI, HCIOJb3YIOLMe
O61M>KHUM MHPpaKpacHbBIH CBeT.

B coBpeMeHHOI MejuIlMHe MeTO/bl HEMHBA3MWB-
HOTO NOACYeTa He3peJsblX KJeTOK B acliupaTtax, MoJy-
YeHHBIX IPU MyHKIUY N0/,B30LTHON KOCTU U TPYUHBI,
OCHOBaHHbIe Ha HCI0JIb30BaHUM UHOPAKPACHOTO CBeTa
Y YIbTPa3BYKOBBIX BOJIH, UMEIOT 3HAUUTeJIbHbIe IPeU-
MyllecTBa. JTH UHHOBALOHHbIE METO/|bl OTKPbIBAIOT
HOBble TOpPHU30OHTHI B JUAarHOCTUKe U MOHUTOpHHIE
COCTOSIHUA KOCTHOTO Mo3ra y jeTeid. Mcrnosb3oBaHue
MH}paKpacHOro cBeTa MO3BOJIIET MPOBOJUTb HEUH-
BasMBHOe HCC/IeloBaHUe TKaHel 6e3 NOBpeXAeHUs UX
CTPYKTYPbI, YTO 0CO6EHHO BaXXHO y feTell. TexHo/I0TMH
YJAbTPAa3BYKOBbIX BOJH 00eclleYuBalOT  BBICOKYIO
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pa3peniaroiyro CIIOCOOHOCTb U I03BOJISIIOT IMNOJIYYUTDb
AeTaJIbHble JaHHbIE O CTPYKTYpe KOCTHOI'O MO3ra.

3axioyeHnue. [IpuMeHeHHEe pPacCMOTPEHHBIX Me-
TOLOB CHW)KAeT PHUCK OCJO0XKHEHHUH, CBSA3AHHBIX C
WHBa3WBHBIMHU NpoLEeAypaMH, U ob6ecriedyuBaeT 6GoJiee
KOMQOpPTHBIE yCI0BUS JAJs mandeHToB. Kpome Toro,
HEWHBAa3WBHble TEXHUKU MO3BOJISIOT NPOBOAUTH
WCC/IeIOBAaHUsl B peaJlbHOM BpPEMEHH, YTO MOBBIIIAET
3$dEKTUBHOCTh AUArHOCTHKH M COKpAllaeT BpeMs
JJIS TIOJIyYeHHUs] Pe3y/IbTaTOB. JTH WHHOBALUOHHbIE
HO/XO/bI K UCC/IEJOBaHUIO KOCTHOTO MO3ra y leTel 1o-
BBIIIAIOT TOYHOCTh, 6€30MacHOCTb U 3P PeKTUBHOCTD
JMarHocTuky. Ycnosib3oBaHue MHPPAKPACHOTO CBeTa
N03BOJISIET I0JIYYaTh JleTa/IbHbIE JAHHbIE O KJIETOYHbIX
CTPYKTypax 6e3 MPOHUKHOBEHHUS BHYTPb OpraHHU3Ma.
Takoli moxxos 0COGEHHO LIEHEH NPH UCCIE[0BAHUSX Y
JleTeH, MOCKOJIbKY BaXKHO U36eraTh BO3/J€ACTBUS HHBA-
3UBHBIX METO/I0B Ha UX 3[,0pOBbE. TEXHOIOT MU YIBTPa3-
BYKOBBIX BOJIH OTJIMYAIOTCSl BBICOKOH pa3spellaroiei
CIIOCOGHOCTBIO MPH HCCIESOBAaHUM KOCTHOTO MO3ra.
J3TO MO3BOJISIET NOJYYaThb U306Pa’KEHUS C BBICOKOH
JleTaJu3anyel, YTo CyILeCTBEHHO YJIyYLIaeT BO3MOX-
HOCTH BU3ya/IM3aLM{ U TOYHOCTH AUarHOCTUKU. Kpome
TOro, IpUMeHEeHHe HEMHBA3UBHBIX METOZO0B CHUXKAeT
PHCK OCJIO}KHEHHUH, CBSI3aHHBIX C XUPYPruuecKUMH Mpo-
neAypaMy U GuomncusiMu. [larueHThl, 0COGEHHO JETH,
NO/IBEPTAIOTCSI MEHBbLIEMY CTPecCcy NMpU NPOBeJEeHUHU

TaKUX HCCAeJ0BaHUH, YTO MOMET IIOJIOKUTENbHO
CKa3bIBaTbhCsl HA Pe3Y/IbTATUBHOCTH JJUarHOCTUKHU U UX
0011eM 3/10pOBbe. B 3ak/l0ueHre OTMETHUM, UTO HEHH-
Ba3UBHbIE METO/IbI ONpE/IeJIEHUs] HE3PEeJIbIX KJIETOK B
acnupaTax, NoJy4YeHHbIX NPU MYyHKIUH MO/B3/I0IIHON
KOCTH Y TPYJIUHBI, C UCMI0JIb30BAaHUEM MH(DPAKPACHOTO
CBeTa U Y/IbTPA3BYKOBBLIX BOJIH NPEJCTABJSAIOT MHep-
CIEeKTUBHOE HallpaB/ieHUWe B MeJULMHCKOWU JUarHo-
CTHKe. ITHU METO/ibl 00eCIIeYUBAIOT BICOKYIO TOUHOCTH,
6e30MacHOCTb U KOMQOPT A/ MallUeHTOB, Jiesas UX
HEOTbEMJIEMOW YacTbI) COBPEMEHHOW NPAKTUKU B
06J1aCTH IETCKOU MeULIUHEI.

KnioueBble cnoBa: HeMHBa3nBHblE MeTOAbl AU-
ArHOCTUKM M aHann3a, KOCTHbIA MO3r, 6/1aCTHblE
KNeTKKn, MHppakpacHbli CBeT, y/1bTpa3ByKOBble
BOJIHbI.
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BBegenue. [lapokcusmasibHas HOYHasi reMoOIJIOOH-
Hypus ([THI) — penkoe nprob6peTeHHOE KJIOHAJbHOE
HapylleHUe KpOBETBOPEHHUS, XapaKTepU3ywLleecs
reMOJIMTUYECKON aHEMHUEH, HEJOCTaTOYHOCTBIO KOCT-
HOTO M03ra 1 TpOM603aMH.

Huruburtopsl C5, coBpeMeHHBbIM CTaHJApPT Jie-
yeHus [IHI, HalesieHbl Ha CHWXXeHUE NPOSIBJIEHUN
BHYTPHUCOCYAUCTOTO reMosiM3a. K HacrosumeMy Bpe-
MeHM B Poccum 3aperucTpupoBaHO JBa INpenapara:
3KyJIU3yMab U paBy/Iu3yMab.
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Puc. 1. InHaMmka KOHUEeHTpauumm naktatgerngporeHassl (J14I) u remorno6uHa (Hb) y naumeHTtos ¢ MNHIM yepes 1 rog tepanuu
paBynunaymabom. MaumnenTsl 1, 4, 5 nonyyanu paHee akynmsymab B TedeHne 6 mec.

JKkysnn3yMmab — nepBbld MHru6UTOp C5, U3MEHUT
kauHuveckoe TeyeHue [IHI. IIpuMeHeHue 3Kynu3y-
MaboM yiyuluiaeT KadyecTBo xusHu (KXK), uHrubupyert
BHYTPUCOCYAUCTBIA TIeMOJIM3, yMeHbIIaeT TpPoM6o-
TUYeCKHe OCJI0XXHEHHUS W CHHXaeT NOTPeOGHOCThH B
nepeyrMBaHUAX KPOBU. BbKHMBaeMOCTb MallMEHTOB C
[THT, nonyyarwmux Tepanuo uHru6utopamu C5, comno-
CTaBUMa C 001 enonyasiMoHHON. OJHaKO 3Ky/IU3yMab
MMeeT Nepuo/ oJIyBbIBeleHHs okoJio 11 fHel, manu-
€HTBI JJOJDKHBI [10JIy4aTh NOoAAepKUBaLe MHPY3UU
KaXk/ible 2 HeJl., YTO YCI0XKHSIEeT CobGJII0fileHre pexxuma
JedeHus1 U cHxaeT KIK, orpaHuuyMBaeT TpyAoBYIO
JesiTeNbHOCTh. Y 11-27 % nauueHToOB HabJt0/jaeTcs
npopbiBHOM remonu3s (II'), yTo TpebyeT cokpaleHUs
VWHTEepBaJIOB BBeJleHUs] WJIU NPUMeHeHUs GoJsiee BbI-
COKHUX /103 npemnaparta [1].

Jus pellleHUs1 HeYAOBJETBOPEHHBIX MeJUIUH-
CKUX MOTpPeOGHOCTeN OblLI0 pa3paboTaHO AHTUTENO
paBy/in3yMab, OTJHYAIOLIMIicI OT 3KyJau3yMaba
4 aMUHOKHC/JOTHBIMH 3aMeHaMH, C yBeJUYeHHbIM B
4 pasa nepuoJioM nojaypacnaja. PaBynnsyma6b npej-
Ha3HaueH AJs obecneyeHUs BBICOKOCIELUPHUYHOTO
uHru6uposaHusa C5 B TeyeHMe paclIMpPeHHBIX UHTEP-
BaJIOB JJ03UPOBAHMUSL.

Lesb. OueHuTsb a¢pdekTUBHOCTD, HacToTy [T u KK y
nanueHnToB ¢ [THI, nonyyaroniux paByiusymao.

MaTtepuaJsibl 1 METOABL. AHAJ/IM3 Pe3yJIbTaTOB Y Naliu-
€HTOB, 10JIy4aBLIMX paBy/In3yMab 6osee 1 roga. OueHka
[II" npoBoAM/IaCk COIVIACHO TEKYLIMM peKOMeHAalUusaM
MexxyHapogHoi rpynnsl no [THI KK oneHuBasnocs ¢
noMouibsio onpocHukoB FACIT-F u EORTC QLQ-C30.

Pesynbratsl. [lo coctosnuwo Ha 01.11.2023 r. nox Ha-
6JII0/leHUeM HaxoAua0ch 78 nanueHTos c [THI, u3 Hux
55 nosiyvyanu TapreTHyto Tepanuio (47 — akynau3symao,
8 — paBysiu3yma6). Meauana Bo3pacta 60JIbHbBIX CO-
craBusia 47,3 roga (auamnason 22,4-80,8 roga), cpesu
HUx 41 — c remosutuyeckoit [THI u 14 — c [IHT u
CUHJpPOMOM KOCTHOMO3TOBOM HeJJ0CTaTOYHOCTH. Me-

JMaHa JJIMTeJbHOCTU Tepanuu coctaBuia 48,1 mec.
(mmamasoH 27,7-73,5 mec.).

5 manueHTOB NoJy4yasiv paByau3yma6 6osiee 1 roaa,
M3 HUX 3 paHee NPOXOJUJIM JieUeHUe 3KY/JIM3yMaboM
B TeueHHe 6 Mec. ONTUMaJbHBIA OTBET Ha Tepaluio
JIOCTUTHYT y BcexX GOJIbHBIX. PaBysnsymab npuBoau
K GBICTPOMY KYNHPOBAaHUIO reMoJIM3a (HopMaar3alu
WY CHIKEHUIO JIaKTaTAeTHAporeHasbl [0 YpPOBH:A
MeHee 1,5 HOpMbI), TOBBILIEHUIO FreMOTJIOO6UHA (puc. 1).

Jlo Tepanuu Bce NepBHUYHble NALUEHTb! ObLIU
3aBUCUMBI OT reMoTpaHcdysuil. Bo BpeMsa Tepanuu
paBy/IM3yMaboM HU OJHOTO NepesjMBaHUsI KPOBU He
noTpeboBasiock. Inuzo/oB [II' He 3aperucTprUpoBaHo,
3a Uck/4YeHueM 1 manueHTKH, y kKotopoit III' umen
MeCcTO Ha QOHe TAXKeJOTro TedeHUs] HOBOHW KOpOHa-
BupycHot wuHpeknuu COVID-19. B wuctopuveckom
KOHTpoJle (B rpynie MalUeHTOB, MOJIyYaBIIUX 3KY-
JIn3yMab) 3nu3obl noctossHHoro ' HaGaAanuch y
4 (8,5 %) GOJIBHBIX.

[Ipy Tepamuu paByIuM3yMaboM OTMevasloCh
3HauuMoe yiaydueHue KJXK (mpupocT 3HadyeHu# mno
FACIT-F > 30 6a/1y10B 1 1o uToroBbIM HHAekcaM EORTC
QLQ-C30 < 3 6asnoB). PaBysin3ymab xopollo nepeHo-
cuics. HanboJsiee yacTo coo611jaeMbIM HexeslaTeIbHbIM
sIBJIEHUEM OblL1a roJioBHast 60Jib. Tkeblx HHOEKLNH,
B T. Y. MEHUHT'OKOKKOBBIX, HE 3apercCTPUPOBaHO.

3axio4yenue. PaBynusymab siBysieTcs 3pPeKTUBHBIM
npenaparoM B JiedueHUH nayueHToB c [IHI. [Ipenapat
CylleCTBEHHO CHHUXKaeT ypOBeHb reMoJiM3a, TpaHCchy-
3MOHHYI0 3aBUCUMMOCTb U nosblmaeT KXK.

KnioueBble cnoBa: napokcuMsmanbHag HO4Has
remMorsiobuHypus, 3Kynmsymab, paBynusymao,
MPOPbIBHOW reMonuns.
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BBegenue. I[IporHocTuyeckd 3HAYUMble MapKephl
TpoM60JHUIUN — 3TO GHOMapKephl, KOTOPble MOTYT
WCIOJIb30BaThCS [AJI1 NPOTHO3UPOBAHHUs Pa3BUTHS
TPOMOOTHUYECKUX OCJIOXKHEHUH Y HMALMEHTOB C TPOM-
6o0¢unmeit. OHU MOMOTAIOT B OLIEHKE PUCKA Pa3BUTUSA
TPOMOO030B U O3BOJISIOT OIPeesTh HEOOXOAUMOCTh
KOPPEeKLUU TPOMEOPHUINIECKOT'O COCTOSTHUSI.
[eMaTOoreHHBIEe TPOMOOGUINU CBSI3aHbI C MOBBI-
IIEHHbIM PUCKOM 00pa30BaHUs TPOMGOB B COCYZaX,
YTO MOXET NPHUBECTH K PA3JUYHBIM KJIWHUYECKUM
NPOSIBJIEHUSAM, BKJKOYasg TPOMOGO3bl IIYOOKHX BEH,
JIETOYHY0 TPOM6G03MOOJIUIO U TPOMOO3bI apTEPHUIL.

Iesib. OLleHUTD BAKUSIHUE OJUMOP$HU3Ma TEeHOB TPOM-
60dUINY U UX COYETAHUS HA XapaKTep KJIUMHUYECKOTO
TeYeHUs] XPOHUYECKUX MHUesonpordepaTHBHBIX
3a6oJsieBaHuM (XMII3).

MaTtepuaabl M MeTOABL. B cTallMoHapHBIX YCJI0BUAX
PCHIIMI] remaTtoJsioruu Hab6Jogasock 50 maiueHTOB
¢ XMII3 B Bo3pacTe MeHee 50 JieT ¢ 3nu304aMu TPOM-
603a B mepuoj rocnurtanusauuu. Hososornuyeckue
rpynnsl XMII3 BkJ/ItOYa/Id UCTUHHYI NOJULUATEMUIO
(M) — 20 (40 %) mauMeHTOB, 3CCEHLHAJIbHYIO
Tpombouutemuto (3T) — 21 (42 %), muenodpubpos
(M®) — 9 (18 %).

OCHOBY HCC/€el0BaHUSl COCTaBUJM TeHeTHYecKue
TecThl, IPOBOJVMMbIE METOJOM I10JIMMepa3HOM LieTHOH
peakLyy B pealbHOM BpeMeHHU /1Sl U3y4eHUs1 MyTalui
C677T (Ala22Val) B rene MTHFR, A66G (ILe22Met) B
reHe MTRR, A2756G (Asp919Gly) B rene MTR, G(455)
A B reHe FGB, G20210A B rene F2, G1691A (Arg506Gln)
B reHe F5, G10976A (Arg353Gln) B reHe F7. Bni6op
YKa3aHHbIX TeHeTHUYeCKWX BapHaHTOB OOYCJIOBJIEH
JIAHHBIMHM 3apy0eXXHbIX HCTOYHHUKOB JIUTEpaTyphl, B
KOTOpBbIX OTMeYaeTcs, YTO MMEHHO OHHU dYalle BCero
BCTpeYaloTcs y MallMeHTOB ¢ TpoMboduusamu [1, 2]. Ox-

HaKo HccJlefloBaHNe MyTalui JaHHBIX TeHOB Y 60JIbHbBIX
XMII3 ¢ TpoM6030M B aHAMHE3€e paHee He TPOBOAUIOCH.

PesynbraThl. Cpefu TPOMOOTUYECKUX OCIO0KHEHUH
y nauueHtoB ¢ MIl npeobsasanu TpoMOGOTHYECKHE
3NM30/bl, XapaKTepHble JAJs apTepHalbHbIX COCYZOB:
OCTpble HapylleHUsi MO3TOBOTO KpOBOOOpalleHUs
(OHMK) u Mukpouncyabtbl ¥y 5 (10 %) manueHTOB,
“HapKT MUoKapga — y 9 (18 %). 3HauuTe bHO pexe
y 60sbHbIX UII HaG 021K Ch TPOMOO3bI INTYOOKUX BEH
(n = 2; 4 %) v TpoM6O3bl BeH ceT4YaTKM IMaza (n = 5;
10 %). [IposiBnenus TpoM6oduanu y nanueHtos ¢ 3T
OblIM NpeJCTaB/JeHbl B OCHOBHOM BeHO3HBbIMH ¢op-
MaMu Tpom603a (TpoM603 Iy6oKuX BeH B 75 % cay-
YyaeB), a apTepUaibHbIM TpoM603 (MHPapPKT MUOKAPAA)
Habusoancsa y 25 % ob6cnenyeMbix. Y 22 % nanueHTOB
¢ M® na6soganvce OHMK, y 55,5 % — TpomM603bl
[JIyOOKUX BeH, y 22,5 % — uHpapKT MUOKapAa.

B uccnenyemoit Bbi6opke 601bHbIX XMII3 ¢ KaMHU-
YeCKMMH NpU3HaKaMHU TPOMO0O30B B aHaMHe3e 4acToTa
HopMaJibHOro ayiens C B nosioxkeHuu 677 reHa MTHFR
coctaBuaa 71 %, Torja Kak MyTaHTHOro aJsuiens
T — 29 %. YacToTa HOPpMaJIbHOTO TOMO3UTOTHOTO Te-
HOTUIA B JJAaHHOU BbIGOPKe 60JIbHBIX cocTaBuIa 48 %.
[eTepo3UroTHbIM reHOTHUI BcTpeyasics B 46 % ciydaes,
a yacToTa MyTaHTHOTO TOMO3WTOTHOTO FeHOTHIA [J0-
cturaa 6 % (mytanus Val/Val). Ananus mytanuu A66G
B reHe MTRR y o6ciie/iyeMbIX NAl[MeHTOB [TOKa3aJl, UTo
YacTOTa HOpMaJIbHOTO aJuiesisi A coctaBuiia 64 %, a My-
TaHTHOro a/ens G — 36 %. HopmaibHas roMo3urora
6bly1a 0OHapy:xeHa B 46 % 06pa3L0B, MyTaHTHasl FOMO-
3urora G/G — B 18 %. [eTepo3UroTHOe HOCUTEJIHCTBO
MYTaHTHOTO a/ljleis B reHoTuIe A/G oA TBepXa10Ch
B 36 % ciy4aeB. MyTaHTHbIN 'OMO3UTOTHBIM F€HOTHUIT
G(455)A FGB ¢ukcupoBaica y 4 % mnainueHToB, a
reTepo3UroTHOe HOCUTEJbCTBO BCTpedanoch B 14 %
06pa3uoB. YacToTa HopMa/JbHOro awiens G B moJio-



*KeHUU 455 cocTaBisieT 89 %, MyTaHTHOrO0 BapuaHTa
amnensd A — 11 %. Ilpu aToM yacToTa HOpMaJbHOU
TOMO3UTOThI JAHHOT0 reHa cocTaBua 82 %.

Y o6cneayeMbix MallMeHTOB He OOHApy»XeHO HHU
oJlHOM MyTauuu B reHe F5, a npu aHanuse reHa FZ B
97 % cay4yaeB GbL1 BbISBJIEH HOPMaJbHbIN ajliesb U
TOJBKO B 3 % — MyTaHTHBIA. MyTaHTHBIN rOMO3U-
roTHbIN reHoTUn (AA) reHa F2 BCTpeTU/cs Wb B 2 %
ciy4daes,y 2 % nalMeHTOB BbISIBJIEHO FeTepPO3UTr0THOE
HOCUTEJIbCTBO, YTO abCOJIIOTHO HE COOTBETCTBYeT
JlaHHBIM MHUPOBOH JINTEpPaTypbl, ONMUCHIBAIOLIUM MY-
TALMOHHBIM CTATyC r€eHOB TPOMOODUIHUH.

B cBsiau ¢ TeM, uTO TpoMbodUIUYECKUIN CTaTyC
MOeT ObITb 00yCJIOBJIEH BJIUSIHUEM HECKOJIbKUX I10-
JIUMOPQHBIX TeHOB, GbLIO 1leJec006pa3HO BHIICHUTh
HaJIUuyMe COoYeTaHUs aslIeJIbHbIX BapUaHTOB M3y4a-
eMbIX TeHOB y 06cje/lyeMbIX MalMeHTOB (Tabu. 1).
Pe3y/abTaThl NOKa3au, YTO cOYeTaHHe aJlleJIbHbIX Ba-
pPHaHTOB O IByM reHaM OTMeyvaJoch y 29 naiyeHToB
¢ XMII3, uto coctaBwio 58 %. CoueTaHUe MO TpeMm
reHaM oJJHOBpeMeHHO Hab6.110an0ch B 8 % ciy4daes.

Yamie Bcero B McCC/leLyeMbIX KOMOMHaLUAX aJ-
JleJIbHbIX BAPUAHTOB IPUHUMaJIH yYacTUe Clle[yole
reHbl: MTRR (50 %), MTHFR (42 %), FGB (26 %) u MTR
(12 %). IlonyyeHHble AaHHble CBUJETENLCTBYIOT O
TOM, YTO pa3BUTHe TPOMOOGUINYECKOTO CTaTyca y
60/bHBIX XMII3 006yc/OBJIEHO BJAWSIHUEM asljleJbHbIX
BapUaHTOB psifia reHOB. B cBsI3M C BbllleCKa3aHHbIM
TeCTUpPOBaHHUE C LieJbl0 BbISIBUTb HAcCJe/CTBEHHYIO
JleTepMUHAHTY pHCKa pPa3BUTHA TPOMOO30B Yy
6osbHbIX XI[IM3 [0/MKHO MNPOBOAUTCS HAa OCHOBE
naHeJsd, BKJAKYawled B T. 4. noaumMmopousmel MTRR
(A66G), MTHFR (C677T) u FGB (G455A).

3aksroueHue. Pe3ynbTaThl Hallero HCCael0BaHUSA
nokasasy, 4To juib 6 (12 %) u3 50 nayueHTOB He
UMeJM HHUKaKHX H3MeHeHUH B H3y4YaeMbIX TeHax
TpoM6oduanuy, Torja Kak y 88 % nauueHTOB Obla
TOT WJIM UHOW BapHaHT HOCUTEJbCTBA MyTalL[MH, YTO
CBUJIETEJNBLCTBYET O BBICOKOH BEPOSTHOCTH BOBJIE-
4YeHUs1 HAcJeJCTBEHHOr0 IeHEeTUYeCKOro pakTopa B
pPa3BUTHE U TeUEHHE 3MU30L0B TPOoM603a y OOJIBHBIX
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Ta6nuua 1. CoueTaHne annenbHbIX BapuaHTOB UCceayemblx
reHoB, BCTpevalowmuxcs y nauneHToB ¢ XMIM3 n pombo3amu
(n=50)

MaymeHTbI € BapPUaHTHbIM
coYyeTaHUeM reHoTunoB

OGHapyXeHHble coYeTaHus abe. %
MTHFR + FGB 5 10
MTRR + F2 1 2
MTRR + MTR 5 10
MTHFR + MTRR 12 24
FGB+F7 2 4
FGB + MTRR 4 8
MTHFR + F7 + MTRR 1 2
MTHFR + MTRR + FGB 1 2
MTHFR + FGB + F7 1 2
MTHFR + MTRR + MTR 1 2

XMII3. BkJsag, 3THX MNPOTHOCTUYECKU 3HAYUMBIX
MapkepoB TpoMO60UIMM B COBepLIEHCTBOBaHHUE
JMarHOCTUKU 3a00J1eBaHUs 3aKJI0YaeTcsl B BO3MOX-
HOCTU MJeHTUUKAIMY NalMeHTOB C NOBbIIIEHHbIM
pUCKOM Da3BUTHUS TpPOMOO30B. IJTO I0O3BOJISIET
NPOBOAUTL 6oJiee PAaHHIOI U TOYHYIO AUATCHOCTUKY
TPOoMO60JHUINN U IPUHUMATb HEOOXOAUMbIE Mepbl MO
npeJ0TBPalleHNI0 TPOMOOTHYECKUX OCI0XKHEHUH.

KnioueBble cnoBa: TpoMOODWUINGA, FeHeTuye-
CKoe uccregoBaHue, mMuenonponvgepatMBHble
3ab60/1eBaHNA, UICTUHHaA NOMMUUTEMUA, SCCEHUM-
anbHaa TpoméouuntemMua, MmMenohnépos.
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BBeaeHnune. B HacTosillee BpeMsl TPOMOGOIMTHI
NPU3HAKOTCA aKTUBHBIMU y4aCTHUKaMU INPOTHUBOBU-
pycHOTO MMMYyHHOro oTBeTa. [laToreHe3 TpoM6ouu-
TONEeHHUH NIPU BUPYCHBIX 3a60/IeBAHUSIX MHOTOI'PaHEeH:
armIlTHHALUSA, UHQUIIMPOBAHUE TeMONO03THUYEeCKHUX
KJIETOK, CeKBeCTpalUsd U BHYTPUCOCYAUCTOE paspy-
leHUe, a TaKXKe CHIKeHHe YPOBHS TPOMOONO3THHA
M 00pasoBaHHA ayToaHTUTeN K TpoMmbouuTaM. Co-
[JIACHO JINTepPATYPHbIM JaHHBIM, YUCJI0 TPOMOOLIUTOB
y 60JIBIIMHCTBA NALlMEHTOB BOCCTAaHABJIMBAETCS MPHU
CHW)XXEHUM BHUPYCHOW HArpysKd U BOCCTAaHOBJIEHUHU
ypoBHs uMbouuToB CD4+.

Henas. OnpeseseHre 3aBUCUMOCTH KOJIMYECTBA TPOM-
601UTOB OT ypoBHA auMdonutToB CD4+ u BUpycHOM
Harpysku y nanueHToB ¢ BUU-uHekueit.

Martepuasbl M MeTOAbI. [[poaHaIM3UPOBaHbI JaHHbIE
68 BHY-unounMpoBaHHbIX NalLUEeHTOB (MeJHaHa
Bo3pacTta 33 roga) c TpoMmbouuToneHue (< 100 x
103/mka1). Onpefiesisiii KOJTUYECTBO TPOMOGOIUTOB B
reMorpaMmme c nozacyetoM no ®oHuo, ypoBeHb JIUM-
¢douutoB CD4+, BUpycHYI Harpy3ky. Bce marueHThI
MoJIy4yau aHTUPEeTPOBUPYCHYIO Tepanuto (APT).

PesynbraThl. [lo COCTOSIHHMI0O HMMMYHHOIO CTaTyca
NaLMeHThI ObIN pacnpezesieHbl B 4 rpymnns: 12 (17 %)
YyesJI0BEK ObLIM OTHECeHbl K TpylIe C KOJU4eCTBOM
kaeTok CD4+ 1o 50/mkJ1, 32 (47 %) — K rpyne c Auana-
30HOM kJieTok 100-300/mka1, 13 (19 %) — ¢ 300-700/
MKJ U 11 (16 %) — 60s1ee 700/Mki1. CpeHUE ypOBEHD
BUPYCHOM Harpyskd B TIepBOH TIpylnie COCTaBUJ
11 000 x 103 komuii, Bo BTopoit — 1500 x 103 konui,
B TpeTbet — 870 komnuii, B 4eTBepTOM — 63 KONUU.
Yucno nanueHTOB C YPOBHEM TPOMOOLIUTOB HMXe
50 x 103/MKJ M HaJMYUEM reMOpPpParuvyeckoro CHUH-
JlpOMa pa3HOM CTeNeHU TAKeCTU ObLIO CJeAYOLIUM:
1-a rpynna — 4 (33 %) nanueHTa, 2-a rpynna — 12

(37,5 %), 3-arpynna—4 (30 %), 4-a rpynna — 6 (54 %).
WHTEeHCUBHOCTb TeMOpparuyeckoro CHHJApoMa He
KOoppeJiMupoBaJia MOoJIHOCTbIO C yPOBHEM TPOMOGOIIUTOB.
Tak, reMopparuyeckui CHHAPOM TsKes10i GOPMBbI ObLIT
3aperucTpUpoBaH y 6 MalUeHTOB NpU ypPOBHE TPOM-
6oruToB GoJsiee 30 x 103/MkJ. TakuM 06pa3oM, CBA3U
TSHKECTH TPOMOOLMTONEHMH UM TeMOpparuyeckoro
cuHIpoMa c ypoBHeM nuMdonuToB CD4+ U BUpycHOU
Harpys3Koi He BbISIBJIEHO.

3ak/0o4eHMe. IMMyHHas TpOMOOLUTONIEHUS — Jiha-
THO3 MCKJ/II0YeHUs] BUPYCHBIX 3a6o/ieBaHUM. JleueHue
TpoMmbonutoneHuu y BUY-unbuiupoBaHHbIX na-
LIMeHTOB B HaCTosllee BpeMsl OCTAaeTCs He [0 KOHLA
pelieHHONW mpo6GyeMod. CorjlacHO KJIMHUYECKUM
peKoMeHJalUsM, Tepanuio TPOMOOLUTONEHUH MNpH
BUY-undekuu HeoO6X0AUMO NPOBOAUTH MPOTU-
BOBUPYCHBIMM IpenapaTamMu (HasHaueHueM APT).
[Ipu TpomGouutonenuun (< 20 x 103/mMka) sau60
reMopparuieckoM CHHApOMe TMallMeHTa CcJjeAyeT
rOCIIUTAJM3UPOBaTh [JJs MepeJdBaHUsA TpPoMGoO-
KOHIleHTpaTa. CTaHAapTHoe JiedeHHWe HWMMYHHOH
TPOMOOIMTONEHUU JINOO HexKesaTeJbHO (KOPTHUKO-
CTepou/iHasl Tepanus, CIJIEHSKTOMHS) BBUAY BbIpa-
YKEHHOI'0 UMMYHOCYIIPECCUBHOTO JeHCTBUS, MO0 He
3aperucTpUpoBaHO (aroHUCTbl TPOMOONO3TUHOBBIX
perenTopoB). OfHaKo ocTaeTcsl onpese/ieHHOe YUCI0
BUY-non0KUTeNbHBIX MAllMEHTOB B PEMUCCUU 3a60-
JIeBaHUS C COXpaHswlleics 6o nporpeccupyouein
TpoMmbonuToneHuen. [eHe3 TPOMOGOIUTONEHUU NPU
BUY-undekuu TpebyeT JajbHeHlIero u3ydyeHUs.
Heo6xoauMbl HCC/lefOBaHUS C lLieJbl0 ONpefesuThb
QJITOPUTM Tepanuu TpombonutToneHuu npu BUY-un-
deKLUM C YyTOYHEHUEM BO3MOXXHOCTH NpHMeHeHUs
aroHMCTOB TPOMOONO3TUHOBLIX PELLeNTOPOB.

KntoueBble cnoa: BUY-uHpekunsa, Tpoméoum-
Tbl, TuMcpountel CD4+, BUpyCcHasa Harpyska.
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BBegeHue. [IpuobpeTeHHas remoduiust A — pesKoe
ayTOMMMYyHHOe 3abo0JieBaHHe, B OCHOBe NaToreHesa
KOTOpPOTO JIEXKUT BbIpaboTKa ayTOAHTUTEN K GaKTOpY
VIII (FVIII) cBepThIBaHUS KPOBH, XapaKTepHU3yeTCs
BO3HUKHOBEHHEM CIIOHTAaHHON KPOBOTOYMBOCTU MpHU
OTCYTCTBHU KPOBOTEUYEHUH B CEMEeMHOM WJIM JINYHOM
aHaMHe3e [1].3a6oJsieBaHUE MOXET ObITh 3aM10/I03PEHO
IIpY U30JIMPOBAaHHOM YBeJMYEeHUU aKTUBHPOBAaHHOIO
4acTUYHOTr'0 TpoMbGomiacTuHOBOro BpemeHu (AUTB)
IpU CKPUHUHI'OBOM KOArys0JIorM4eckoM HcCCJIefo-
BaHHWH, 3HAYUTEJbHOM CHMKeHUU akTuBHOCTH FVIII u
BbIfIBJIeHUU uHru6uTopa FVIII [2].

JlocToBepHBIX CBeJleHMH 0 3a60JIeBaeMOCTH
B Mupe u Poccuu HeT. Ilo maHHbIM EBpomneilickoro
peectpa npuobpeteHHoil remoduauu (EACH2), B
KOTOpOM IpoaHasusupoBaH 501 cayyail 3a nepuof c
2003 mo 2009 1., cpeiHUI BO3pacT Ae6I0Ta COCTABJSIET
74 ropa. YactoTa y My»KYMH U KEHIIUMH PaKTUYEeCKU
OJJMHAKOBa, MpPU HCKJIOYEHUM CJy4aeB, CBSI3aHHBIX
c 6epeMEeHHOCTbI0, U KEHUIMH cTapiue 65 jet (mo-
CKOJIbKY >KEHLIMHbl UMEIOT 60Jiee BbICOKYO MPOJ0J-
YKUTEJbHOCTb XKHU3HH).

W3 accouuMpoBaHHBIX COCTOSHUM, BO3MOXHO
CBSI3aHHBIX C BbIpaboTKON aHTUTesn mnpoTtuB FVIII,
Haubojilee  4YACTO  JUATHOCTUPYIOTCA  3JI0Kade-
CTBEHHble HOBOO6pa3oBaHus Jyto6oro tuna (11,8 %),
ayTOUMMYHHbIe 3a6oieBaHus (13,4 %), poas! (8,4 %),
uHdekuuu (3,8 %), koxxHble 3a6oseBaHus (1,4 %),
JleKapcTBeHHoe JiedyeHUe (3,4 %), mpoune NPUYHUHBI
(11,6 %). B 50 % cny4aeB mpUYKHa, MOCAYXKHUBILIAS
BbIPAabOTKE UHTUOUTOPA, OCTAETCS HEU3BeCTHOH [1].

Leb. [IpoaHasU3UPOBATE CYLIECTBYIOIIHME MOAXOAbI
K JJUarHOCTHKE W JIeYEHHI0 NMPUOGpPEeTEeHHOM reMo-
¢unuu A. OueHuTh UX 3QPEeKTUBHOCTh Ha MpUMepe
KJIMHUYECKOIr'0 HabI0eHHUS.

Marepuansl U MeToAbl. [IpoBesieH aHA/NU3 JAaHHBIX
JINTEPATYPHBIX HCTOYHHUKOB, OMHCAHO KJIUHHUYECKOE
HabJiIoieHUe TPUoOpeTeHHOU reModUInH A.

PesyabraThl. [Ipy M3yyeHUH MHPOpPMALUU BbISICHU-
JIOCh, UTO B OTeYeCTBEHHOU yue6GHOM U MeTOJUYeCKOU
JIUTepaType JaHHble 0 NpUOOpPeTeHHON reMopuInu
NpaKTUYeCKU OTCYTCTBYIOT. He ynomuHaeTtcs 3a6osie-
BaHUE U B aKTYaJIbHBIX CTAaHAAPTAX M KJIMHUYECKUX
pEeKOMeHJalusAX, a B IePUOAUYECKUX U3JaHUIX
ONMUCBHIBAIOTCS TOJIBKO OTJeJIbHble KJIMHUYECKUE
HaGsrofeHus. Bce 3TO cayXUT OfZHOW M3 NpPUYUH
HEJ0OCTaTOYHOU MOATOTOBJEHHOCTH HPAKTHUKYIOLUX
Bpayeil K OKa3aHHUIO IOMOLIY TaKUM NallUeHTAM.
HauGosiee cucTeMaTH3WpOBaHHbIE CBeJEeHHUS MO
3a00JIeBaHUI0 IPEACTAaBJEHbl B MeXJYHapOJIHbIX
pEKOMeHjalMsAX M0 AUArHOCTUKE U JIeUeHUI0 TPHO6-
peTeHHOM remodunuu A (mocaefHss MyGAUKaLUs B
utosie 2020 r.) [2]. Tepanus npoBoAUTCS MO ABYM Ha-
NpaBJIEHUAM: KOMIEHCAlUsl HapylleHHbIX QYHKLUN
reMocrasa (3aMecTHUTesIbHas Tepanus KOHLEHTpa-
TaMu GaKTOPOB CBEpPTHIBAHHUSI KPOBH, NpenapaTaMu
IIYHTUPYIOLLErO AeHCTBUS, TAKUMH KaK aHTUMHTUOU-
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TOPHBIN KOAry/JsiHTHbIA KOMIIJIEKC, aKTUBUPOBaHHbIN
3MTAKOT @, B T. Y. TApreTHbIMU NpenapaTaMy, TaKUMHU
KaK 3MUI[U3yMab) ¥ 3JIMMHAHALUSA UHTUOUTOpA (MMMY-
HOCyIpecCUBHas Tepamnusi).

B HacTos1ee BpeMs y NaljMeHTOB C aKTUBHOCTbIO
FVIII>1%uunru6utopom < 20 BE /My pekomeH1yeTcst
B NepBOM JIMHUM Tepaluu MCI0Jb30BaTh INIIOKOKOP-
TUKOCTepouabl B TeueHue 3-4 Hef,. [Ipu HeapdekTUB-
HOCTU MPOBOJUMOM Tepanuu J06aBUTb PUTYKCUMAO
Wy nukaopochaMu/ B KauecTBe IpenapaToB BTOPOH
JUHUM. Y nauueHTOB ¢ akTuBHOCTbIO FVIII < 1 % u
uHrubuTopom > 20 BE/Ms1 pekoMeH/iyeTcsl B IepBOi
JIMHUM TPUMEHSTb  IJIIOKOKOPTHKOCTEPOWUJbl B
TedyeHUe 3-4 HeJl. COBMECTHO C PUTYKCMMaboM 160
yukaopochaMuoM, BO BTOPOH JTUHUH HUCIIOJIb30BATh
TaKXe pUTYKCUMab 160 nukiaopochamu/ (B 3aBUCH-
MOCTH OT TOI0, KaKOH IpenapaT NpUMeHsJIcsl paHee).
Ba)xHO 3HATh, YTO y MNallMEHTOB, He MOJy4aBLIMX
MMMYHOCYIIpECCUBHOW Tepanuu, HabJ/II0AaTUCh CIIOH-
TaHHble PEMUCCUH, HO 3TOT HCXOJ HellpeJCcKasyeM.
Kpowme Toro, ctout oTrmeTuUTh, 4TO B peectpe EACH2
e/JMUHCTBEHHbIM [apaMeTpoM, KOTOpbIA OTIHYaJ
NalMeHTOB, OTBETUBLIMX Ha JleueHHe, OT TeX, KTO He
OTBETUJI, Obl/Ia 33/lep>KKa B HavaJie JieueHus [2].

JlJ1sl malnMeHTOB € BPOXK/JieHHOU reModuaneil, Kak
Y JJis MalueHToB ¢ npuobpeTeHHON dopMoM, xapak-
TepHO U30/1MpoBaHHOe yBeandeHue AYTB, cHrxeHue
aktuHocTH FVII], BeisiBsieHue unruoutopa FVIII (mpu
NPOBOAUMON paHee 3aMeCTUTE/JbHON Tepanuu Ijas-
MeHHbIMU ¢dakTopamu). OfHAKO AJisi BPOXJAEHHOU
reMoUJUU THUIHYEH OTATOLIEHHbIM ceMeHHbIN
aHaMHe3, O00JIElOT MPeUMYLIeCTBEHHO MYXKYUHBI,
Ba)XHOM 0OCOGEHHOCTBIO fABJSETCS KOPPEKLHs IpHU
BBINOJIHEHUN TecTa CMeLIMBAaHUs, YTO OTCYTCTBYeT
npu npuobpeteHHol popme [3].

KinnHnuyeckoe HaG oaeHue. [lanuent I, 43 roaa, mo-
CTYNUJI B KJIUHUKY PakyJbTeTCKOW Tepanuu BMenA
uM. C.M. Kuposa 3 okTsa6ps 2023 r., 6oJiee ueM yepes
3 Mec. nocjle BOSHUKHOBEHUS NePBbIX NPOSBJIEHUN
NaTOoJIOTMYeCKOH KpOBOTOYMBOCTH. M3BecTHO, uTO
B cepeguHe Masa 2023 r. nmeperHec OPBHU, seuumnca
caMocTosTesJbHO. Yepe3 2 HeJ. mocJje MOSIBJEHUs
pecnupaTopHbIX CHMIITOMOB OTMETHJI pe3Kyto 60Jib U
NPUIYXJ0CTb B 06J1IaCTH IPaBOT0 KOJIEHHOTO CyCTaBa.
TepaneBTOM AUarHOCTUPOBAH «AePpOPMUPYIOLIUK ap-
TpO3», Ha3HaueHa Tepalusi HeCTEPOUJHBIMU NPOTH-
BOBOCHAJIUTEJbHBIMU NIpenapataMi (6e3 adpdexTa).
20 uIoHA BaKLMHUPOBAH 110 CHeljMaJbHbIM I10Ka3a-
HUAM OZHOBPEMEHHO OT BUpYyca renatuTta A, iudrepuy,
CTOJIOHSIKA, 6prouIHOro TUda ¥ KopH. CyCcTs HECKOJIBKO
JIHel 1mocje BaKLUHALMKW OTMEeTUJ NOsIBJIeHUe 60Jx
B TOJIEHOCTOINHBIX CyCTaBaX, OrpaHWYMUBaIoLled [BU-
>KeHHUe, NTOCTOSIHHOe MOBbILIEHHe TeMIlepaTyphl Teja
no 37,3-37,5 °C. CnycTs ellje HECKOJIBKO AHEW MOSIBU-
JIMCh pe3Kasi 60JIb, OlllyllleHHe paclMpaHus B MbIIILAX
MpaBoii roJieHu (1o 3aiHEMeIUATbHON TOBEPXHOCTH).
29.06.2023 r. 6bLI TOCIUTAJIU3UPOBAH B XUPypruye-
ckoe oTaesneHue (r. Bosarorpaj) c mopo3peHueM Ha
TpoM60¢IeOUT ITyOOKHUX BEH TPABOU roJIeHH.
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[Ipn obcnenoBaHMM B CTallMOHape B KOaryJso-
rpaMMe OTMeuYasJoCh M30JHUpPOBaHHOE YyBeJHYeHHe
A4YTB po 72 c. [lomosHUTENbHO McCCAe[OBaHA akK-
TUBHOCTb ¢akTopa BuasnebpaHpaa, cocTaBuBIIasg
2394 % (nopma 50-160 %), u axtuBHOCcTb FVIII
(< 2 %, nHopma 50-150 %). 29.08.2023 r. mpoBejeHa
TeJeMeJUIIMHCKasA KOHCY/IbTALUsA CO ClelaJucTaMu
BMenA um. C.M. KupoBa, 3amojo3peHa mnpuobpe-
TeHHas reModuanus A, peKOMeH/0BaHO NPOJO/KUTh
obciejoBaHMe U JieueHUe B CleljMaJU3UpPOBaHHOM
reMaToJIOrM4ecKoM CTalluoHape.

3.102023 r.,, cnycTd NOYTHM Mecsl MOCJAe KOH-
CyJbTalluy, NALlMeHT INepeBeJileH B KJIUHUKY O¢a-
KyJbTeTCcKoU Tepanuu BMegnA. [Ipu noctynjeHuu
OTMeYaJIUCh IPU3HAKU apTPO3a MeJKUX U KPYIHBIX
CyCTaBOB, Ha IPaBOM Mpe/iljieube U JeBOU roJieHU
OTLBeTalolle MacCUBHble reMaToMbl Ao 10 cM B
AuaMeTpe. M3 omnpoca uU3BecTHO, YTO ceMeWHbIH U
JIMYHBIM aHaMHe3 NalyMeHTa 10 KPOBOTOYUBOCTH He
oTAroleH. B koarysorpaMMe: U30J1MpoBaHHOE yBe-
audeHue AYTB > 240 c, FVIII — 1,6 %, uHru6uTop
FVIII — 230 BE/ma. Ha cepuu KT-CHUMKOB BbISIB-
JIEHO YyBeJM4eHUe o6beMa NpaBOM MOAB3J0UIHOMN
MBILILbl C HaJU4YUMEeM HHKAICYJHPOBAaHHOTO KOM-
IIOHEHTAa B ee CTPYKType, 4TO, 60jiee BepoOATHO,
COOTBETCTBOBAJIO JIU3UPYOILelica remaToMe. TakuM
06pa3oM, MOJTBepXkJeH [AUarHo3s NpUoOGpeTEeHHOU
reMmoduanu A.

B HameMm ciyyae mnalyeHT, COIJIAaCHO paHee
YHOOMAHYTBIM  MeXAyHapoAHbIM  peKOMeHJalusaAM
[0 JUAarHOCTUKe U JIeYeHUI0 NPUOOpeTeHHOH remMo-
dunuu A, nonazeTt Bo BTopyto rpynny (FVIII < 1 %,
uHrubutop > 20 BE/ml). Ha cienyromuit geHs nocie
rOCIHTANM3aLMM TMallMeHTy HavyaTa MyJibC-Tepanus
MeTuanpesHu3onoHoM no 1000 mr B 1, 2 u 3-it gHU
C TMoc/eyIIMM 1epexof0oM Ha lepopasibHbIM NpueM
NpeJHU30JI0Ha B fo3e 1 MI/KI, a TakXe PUTYKCHMab
375 mr/m? B 3, 10, 17 u 24-i1 1uu. OIHAKO 2KeJ1aeMOoTo
OoTBeTa Ha Tepanui He noaydeno: AYTB (30.10.23)
57,8 ¢, aktuBHoctb FVIII 1,5 %. B cBA3U c 3TUM C
3.11.2023 r. nauUeHT nepeBe/ieH Ha Tepanuio BTOPOH
JINHUM: NPEHU30JI0H B KOMOUHAIUU ¢ 1jukaodpocda-
muzoM 1000 Mr 1 pa3 B HeZies1t0 JBaXKAbl U Jlajiee 10
200 Mr/cyT BHYTpb A0 JOCTHMXXEHHUs Hachllaroliei
J03bI 5 T.

3a BpeMs HabJIIOJeHUS OTMeyaUCh >KaJoObl
Ha MosiBJIeHHe HOBBbIX ['eMaTOM B 00J1aCTHU NMPaBOro
nJleya, HYXKHEN YaCTH CIIMHBI, YBeJMYeHUe B 06beMe
¥ 60Jib B KOJIEHHOM CyCTaBe, ajJyl0 KPOBb B CTYJIe.
[To >xM3HEeHHBIM NIOKa3aHUSAM NIPOBOJUIUCH [Tepen-
BaHMsl CBeXe3aMOpPOXXeHHOU mJasMbl. [Ipu 3aToMm B
koarysaorpamMmax ot 06.11 u 07.11.2023 r. AYTB co-
cTaBJs0 36,6 u 42,2 c coorBeTcTBeHHO. [Ipu fanib-

HellieM HabJI0JeHUHU CHMIITOMOB KPOBOTOYHUBOCTHU
He 6bLJIO.

B koHTpoJsibHON KoarysorpamMme Bo BMenA um.
C.M. Kuposga (13.11.23): AYTB — 35,8 ¢, FVIIl — 9 %.
B 3TOT e leHb 06pa3el J1a3Mbl allMeHTa OTIIPaBJEH
B OI'BY «HMUL AT'OU um. Jmutpus PorayeBa» M3
P®, rae nonyyensl caefytomue pesyabraTtel: AYTB —
83,3 ¢, FVIII — 0,2 %, unruéutop FVIII — 19 BE /M.
B faHHOU CUTYyalluy CTOUT YYUTHIBATH, UTO TPAHCIOP-
THPOBKa 06pa3I0B OCYLIECTBJISLJIACh B 3aMOPOKEHHOM
BHU/JIe B JIpYyTrOi ropo/i B TeYeHUe HECKOJIbKUX CYTOK,
MO3TOMY pe3yJbTaTbl HCCJAeOBaHUM He Koppesu-
PYIOT MeX/y CO6O0I.

ITo ganubiM oT 30.11.2023 r.: akTuBHOCTBL FVIII —
32,4 %, akTuBHOCTb UHru6uTopa FVIII He BhIsiB/IEeHa.
[Ipr3HaKOB KPOBOTOYMUBOCTU HeT. [lanueHT mpojoJ-
»KaeT HaXOAWTbCA IOJi HabJIJAeHHEeM MeIUIMHCKON
CJIYKOBI.

BbIBOABI:

® Huskas ocBeJJOMJIEHHOCTb CIleljHUaJUCTOB pas-
JINYHOTO Npodus 0 JaHHOM 3a60/1eBaHUHU TTPU-
BOJAMT K 3aTPYJHEHUIO U YBeJUUYeHNI0 BpeMeHH
Jl0 IIOCTAaHOBKM JAMarHo3a, a cjefoBaTeJsbHO, K
3a/iep:KKe HayaJla JieyeHus.

e OTcyTcTBHe IIpenapaToB AJisl reMoCTaTUYeCKOon
TepaluU ¥ UX BbICOKasi CTOMMOCTb TaK>Ke IPHUBO-
JAT K CJI0XKHOCTSAM OKa3aHUs MeAULMHCKOH Io-
MOILM JaHHOW KaTeropuy naliueHToB.

® /lnd manUeHTOB C MpUOGpeTeHHOU reModuanen
XapaKTepHO CIOHTAaHHOe BO3HUKHOBEHHE Kpo-
BOTOYMBOCTH, He KOppeJiupyollee c JjabopaTop-
HbIMU NOKa3aTeJsIMHU.

KnioueBble cnoBa: npuobpeTeHHas remodu-
nna A, koarynorpamma, AYTB, dakTtop cBep-
TbiBaHNA kposu VI, wnHrmbutop cakrtopa
cBepTtbiBaHusa kposu VI, KpoBOTOUMBOCTb, re-
MoOCTaTM4eckasa Tepanusi, MMMyHOCYNpecCcuMBHas
Tepanus, npenapaTtbl LWYHTUPYIOLLEro AeACTBUS,
TapreTHble nNpenaparbl.
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BBepenue. bose3np XaremaHa — pejakas Hacje[-
CTBeHHas KoaryJionaTus, XapaKTepU3youascs
Jedunnutom XII dakTopa cBepThIBaHUS U 3a4aCTYIO
MMewllasgi B OCHOBE ayTOCOMHO-PELEeCCUBHBINA THUI
HacienoBaHus. (OCOOGEHHOCTbIO JaHHOH 60JIe3HU
SABJIETCA ee G6ECCUMIITOMHOE WJM MaJOCUMITOMHOE
KJAuHU4Yeckoe TeueHue [1]. ComiacHO coBpeMeHHbIM
3MUJEMHUOJIOTHYECKHM JAaHHBIM, YacToTa 60JIe3HU
XaremaHa coctasJiisieT 1:1 000 000 Hacenenus [2]. Emie
OJITHUM HEeMaJIOBa)KHbIM OT/JIMYHMEM JJAHHOM NMAaTOJOTUH
SIBJISIETCSl CKJIOHHOCTD MallUEHTOB K Pa3BUTHIO TPOM-
6030B U TPOM6G03IMOOINYECKHX OCI0KHEHUH, HECMOTPS
Ha NPU3HAKU TUIOKOAryJISILIMOHHOTO CHUHApOMA IpU
HCCeJOBAaHUM CTaHAAPTHOM KoaryiorpamMmel |3, 4].

Lesnb. OmucaTh KAMHUYECKOe HaOJI0JeHHe Malu-
E€HTKU C 00JIe3Hbl0 XareMaHa B YCJIOBUSAX aMmOysia-
TOPHOUW NPaKTHUKHU.

Kinuanyeckoe HaGwaeHue. [lanyentka C., 25 JieT, Ha-
npaBJieHa TepaleBTOM Ha IpHUeM K reMatoJiory. B xoze
JUCMIAHCEPU3AlMK BbISBJIEHO yBeJUYeHHEe aKTUBUPO-
BAaHHOT0 YaCTUYHOTO TPOMOOIIACTUHOBOTO BpEMEHU
(AYTB) mpu OTCYTCTBHUU APYTUX U3MEeHEHUH B IOKa3a-
TeJISIX CTAaHJJAPTHOM KOoary/JorpaMMbl. AKTUBHBIX 2KaJl00,
B T. Y. FeMOPParuyecKoro XxapakTepa, He NMpe/bsaBJsieT.
W3 aHamMHe3a W3BECTHO, YTO Mal[MUEHTKE HMUKOrAa He
MPOBOJWJIMCH ONepaTHBHbIE BMeLIATe/bCTBA, aHAMHES
NaleHTKU U POACTBEHHUKOB NEPBOM JIMHUM HE ObLI
OTATOLIEH HU TPOMO03aMU U TPOMOO3IMOOJINIECKUMU
OCJIO)KHEHUSIMU, HU 3MHU30JjaMU KpOBOTeYeHUM, bepe-
MEHHOCTel B aHaMHe3e y MallMeHTKU TaKXe He ObLIO,
AHTUKOATYISHTHBIX NPENapaToB, B T. 4. aHTAarOHUCTOB
BUTaMuHa K, He npuHuMaa. [lokasaTtesu AYTB 6buin
HEOJIHOKPATHO NepenpoBepeHbl B Pas3/IMYHbIX Jlabopa-
TOPHSX C LIeJIbI0 UCKJIIOYUTDh OIIUOKU Ha MpeaHaIUuTH-

YyecKoM 3Tare. B xozie f006c/1ejoBaHuUs B KIMHUYECKOM
aHa/iM3e KPOBU OTKJOHEHHWH He BBbISIBJIEHO, YPOBEHb
TpoMGouuToB — 337 x 10°/n. B pacuimpeHHOW Koa-
ryJlorpaMMe ONpefelisIuCh CleAylollihe IOKa3aTesu:
AYTB — 98,4 c (Hopma 25,4-36,9 c), npoTpoMOGHUHOBOE
BpemMs — 11,4 ¢ (Hopma 10-13,2 c), npoTpoM6GHH MO
Keuky — 100 % (Hopma 80-133 %), ¢pubpuHOTeH —
3,5 r/a (Hopma 2-4 r/a1), TpoM6GUHOBOE BpeMsi— 12,6 ¢;
KOHLIEHTpalUsl  eCTeCTBEHHbIX  aHTHKOAry/IsIHTOB
(ypoBeHb 6enikoB C u S, anTuTpoM6uHa I1I) coxpaHsiack
B Ipe/ielax HOPMaJIbHbIX 3HaueHUM; arperalnvoHHas
CMOCOGHOCTL TPOMOOLMTOB C MHAYKTOpPaMH, B T. 4. C
PUCTOMUIIMHOM, He HapyllleHa; YypoBeHb ¢akTopa $oH
BusnebpaHja B npefiesiax HOpMa/lbHbIX 3Ha4eHUH; LiUp-
KyJIMPYIOIMH BOJYAHOUHBbIA aHTUKOAry/JsHT — OTpH-
LaTenbHbIN. B xo/e fanbHelel auddepeHranbHOM
JIMarHOCTUKU MalMeHTKe MPOBeJieH TeCT CMelINBaHUs
no AYTB, no pe3ysnbTaTaM KOTOPOro ObLIa BbIsSBJEHA
HOpMaJiM3alMsa MoKa3aTeJsl, YTO MCKJIYaJo Haludyue
WHTUOUTOPHON dopMbl AedunnTa GaKTOPOB CBEPTHI-
BaHMA. HecMOTps Ha IUPOKO U3BECTHBINA $aKT O TOM,
yTo reMopuind A u B yallle BCTPeUYaroTCs Yy MYXUHUH,
ObLJIO TIPOBEJIEHO  HCCJIe[loBaHHe  KOHLeHTpaluu
daxropos VI, IX, XI, XII, no pe3ysbTaTaM KOTOPOTo BbI-
sIBJIEHO CHIKeHUe ypoBHs ¢akTtopa XII go 16,3 % npu
He3HauUTeJbHOM NOBBbILIEHUM KOHLeHTpauuu IX u XI
dakTopoB (Ta6.1. 1). [Ipy reHeTUYECKOM UCCIEOBAHUU
0OHapy»eHa roMo3UroTHas MyTanus B reHe FXII (C46T;
C>T).

[launeHTKa npojoJKaeT HaGJOAATbCA y reMa-
ToJsiora. C y4eTOM BbISIBJIEHHON 60JIe3HU NMallUeHTKe
JlaHbl peKOMeH/Iallu1 He UCN0JIb30BaTh NIpenapaThbl U3
TpyIIbl UHTUOUTOPOB PUOPHUHOIU3A (TpaHEKCAMOBas
kucsaoTa). [Ipy He06xX0AMMOCTH XUPYPruYeCKOro BMe-
1IaTe/JbCTBA NMaljMeHTKe MOKa3aHa TpPaHCPY3HOHHas
NOATOTOBKAa B BHJe IepeJMBaHUA OJHOTPYIIHON
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CBEXKe3aMOpOXKeHHOM MMJasMbl U3 pacyera 10 M Ha
1 kr Maccel Tesia 3a 30 MUH Jj0 onepanyu.

3axksro4eHnue. [IpesicTaBieHHOe KIMHUYECKOe Ha6J110-
JleHe IeMOHCTPUPYET CJI0KHOCTb AUArHOCTUYECKOT0
NOMCKa U HeoOXOJMMOCTh TLIAaTeJbHOro Joo06ceso-
BaHUS NAalMeHTOB C U30JHUPOBAaHHbIM yBeJMYeHUEM
AUYTB npu cTaHZapTHOM KOaryJoJIOTU4eCKOM MUC-
clefloBaHUM. BBUAY OTCYTCTBHA y MallMeHTOB C OIU-
CaHHOU maToJiorhel SIpKON KJIMHUYECKOM KapTHUHBI
BCECTOPOHHee 00CJieloBaHUe CHUCTeMbl reMocTasa U
BbIsIBJIeHHe TNpPHUYWH H30JMUPOBAHHOIO YBeJHWYeHUs
N0Ka3aTeJisi BHYTPEHHero IyTH CBepTbIBaHUA IIO-
3BOJIAT ONpPeJeJIUTh HCTUHHYI0 PacpoCTPaHEHHOCTh
60s1e3HU XareMaHa B pOCCUMCKOM MOMYJISILINY, 2 TAKXKe
BbIpabOTaTh AJrOpUTM BeJeHUs JAaHHOM KOropThbl
60JIbHBIX, YTOOBI IPEJOTBPATUTh XXU3HeyrpoXalolie
COCTOSIHUS, conpsiKeHHbIe ¢ feduuutom FXII.

KnroueBble cnoBa: remoctasmonorus, aepuunt
hakTopoB cBepTbiBaHUA, dhaktop Xll, 6onesHb
XaremaHa, AYTB.

Ta6nuua 1. OnpegeneHune koHueHTpauun daktopos VIII, IX, XI, Xl

Mokasatens  Pesynbrar, % PedhepeHcHble 3HaueHus, %
®akrop VIl 138,5 50-150
®akrop IX 158,6 65-150
®akrop XI 166,7 65-150
®axrop Xl 16,3 50-150
JIUTEPATYPA

1. Demidova E, Salomashkina V, Pshenichnikova O, et al. Factor Xl defi-
ciency: a clinical and molecular genetic study. Int J Hematol. 2023;5(117):678—
83. doi: 101007/512185-023-03535-9.

2. Mordillo C, Martinez-Marchan E, Fontcuberta J, Soria JM. Molecular
analysis of multiple genetic variants in Spanish FXIl-deficient families. Hae-
matologica. 2007;92(11):1569-72. doi: 10.3324/haematol.11388.

3. Cochery-Nouvellon E, Mercier E, Lissalde-Lavigne G, et al. Homozy-
gosity for the C46T polymorphism of the F12 gene is a risk factor for venous
thrombosis during the first pregnancy. J Thromb Haemost. 2007;5(4):700-7.
doi: 10.1111/j.1538-7836.2007.02423.

4. Girolami A, Randi ML, Gavasso S, et al. The occasional venous
thromboses seen in patients with severe (Homozygous) FXIl deficiency are
probably due to associated risk factors: a study of prevalence in 21 patients
and review of the literature. J Thromb Thrombolysis. 2004;17(2):139-43. doi:
10.1023/B:THR0O.0000037670.42776.cd.

Xumunotepanusa mHoroo4yaroson chopmbl 6onesuu Posan—[opcmana—[lecrom6e:
KNUHUYecKoe HabnogeHuwe

B.T. Moranenko®*, T./1. [puropbesa®, A.M. Kospuruna®, M.C. Cenmrknna?, /1.0. Hukonsckas?, X.-®. Imunnp*®

'T'BY3 «[opopckast knuHnyeckas 6onbHuLa N° 31», np-1 uHamo, . 3, CankT-Netep6ypr, Poccuiickas Gepepauus, 197110

2T'AY3 «[opoackas 6onbHMLa», yn. [lokyyaesa, A. 2A, Opck, OpeHGyprckas o6nacTb, Poccuiickas Gepepaums, 462401

3 ®IbY «HMUL rematonorum» MunsapaBa Poccuu, Hoblii 3bikoBCKUiA Np-A, 4. 4, MockBsa, Poccuiickas ®depepaums, 125167

4 Tocnutanb uM. AM6pyasa Mape, aBeto Wapns-ae-Tonns, 4. 9, bynoHs-BuiiaHkyp, ®panuus, 92100

° Bepcanbckuii yuusepcuteT CeH-KaHTeH-aH-MBenuH, aBeHto e Mapwu, 4. 55, Bepcanb, ®paHuus, 78000

* KontakTbl: BceBonopa NenHagbeBuy MoTaneHko, potapenko.vsevolod@mail.ru

Chemotherapy for Multifocal Rosai-Dorfman-Destombes Disease: A Case Report
V.G. Potapenko®*, T.L. Grigoreva?, A.M. Kovrigina®, M.S. Selinkina?, L.O. Nikolskaya?, J.-F. Emile**®

' City Clinical Hospital No. 31, 3 Dinamo pr-t, Saint Petersburg, Russian Federation, 197710

2 Municipal Hospital, 2A Dokuchaeva ul., Orsk, Orenburg Region, Russian Federation, 462401

3 National Research Center for Hematology, 4 Novyi Zykovskii pr-d, Moscow, Russian Federation, 125167

4 Ambroise Pare Hospital, 9 Charles de Gaulle Avenue, Boulogne-Billancourt, France, 92100

® University of Versailles Saint-Quentin-en-Yvelines, 55 Avenue de Paris, Versailles, France, 78000

* Correspondence: Vsevolod Gennadevich Potapenko, potapenko.vsevolod@mail.ru

BBegeHue. Bosesub Posan—/lopdmana—/Jectom6¢
(BPZ1) — 3TO peakuii BApUaHT HEJIAHT'€PraHCOKJIETOY-
HOro ructuonuTosa. Tepanus KJaaJpUOUHOM MOXKeET
NpPUBECTH K CTOHKOM peMuccuu. KpynHeix ucciefo-
BaHUI MaJsio, U TedyeHue BP/l BapbupyeT oT nauueHTa
K NalMeHTYy, I03TOMY ONMCaHUS KJIMHUYEeCKHUX HabJI10-
JleHUH UMeloT NpaKTUYeCKUI UHTepec.

Leb. [IpescTaBUTh TeUeHUE 3a60/1€BaHUA U JIeYeHH e
nagyMeHTa C MHOTOOYaroBOM MyJBTHCUCTEMHOHN
dopmoit BP/.

KnuHudeckoe Ha6mwogeHue. B sHBape 2021 r y
paHee 370pOBOM >XKeHILIMHb! 34 JleT nosiBUJach 60/b
B cnuHe. [Ipu o6cneno0BaHUM BbisiBIeHA [eCTPYKLHSA



3agHero orpeska X pebpa cnpasa u Tesa Th,. B ko-
CTaJbHOM IJIeBpe MNpPaBOTO JIErKOro OOHAapy»KeHbl
OJJHO KpyIHOe THuIlepBacKyJspHOe MATKOTKaHHOe
ob6pasoBanue (40-50 HU) u MHOXecTBeHHbIe GoJiee
MeJIKMe runep/ieHCHble 06pa3oBaHUsA C YeTKMMU KOH-
Typamu o 10 mM. KpynHoe o6pa3oBaHue pa3MepoM
79 x 34 x 20 MM MMeJIO HEpOBHbIE YeTKHE KOHTYPbI U
HaxoJiunoch 1o xoxy X-XI pe6pa c uHBasueil B Mexpe-
GepHble MBI U IPpeJI03BOHOYHOE POCTPAHCTBO.
Pesyabratel KT npegcraBiiensl Ha puc 1.

[IpoBeseHa pe3ekluss MATKUX TKaHel TpyaHOHN
cTeHkH, 3aHuX otpe3koB IX, X u XI pebep c ak3ap-
TUKYy/ASLHeN T0JI0BOK, IJIOCKOCTHasl pe3eKLUsl TeJa
Th, u 10-ro Kopemuika crnpaBa ¢ MJaCTUKOX TPYAHOU
CTE@HKU MeCTHBbIMU TKaHSMH.

[Ipy rucTosOrM4ecKoM HcCCIe[JOBaHUU OUOI-
TaTa BbISIBJIEH BbIpaXXeHHbIH GUOPO3 U MACCUBHBIN
KJIeTOYHbI WHGUABLTpPAT. BbINOJHEHO HWMMYyHOTHU-
CTOXMMHYECKOe HCCJeloBaHMe U NaHeJbHOEe CeKBe-
HupoBanuu 69 renoB [JHK, kogupyrwmux MAPK, a
TaK)Xe MyTallMM, ONMCAaHHBIX NpPU THUCTHOLMUTO3AX
U MHUEeJIOWJHBIX OIYyX0JIAX: OTKJOHEHUH He BbIAB-
seHo. [luarHoctupoBaHa BP/l ¢ myTanueit c.607G>A,
p-(Glu203Lys) B rene MAP2K1.

[locsie xupypruyeckoro JiedeHus 60/71b B CIIHHE
paspeliuiach, pocT OINyXoJW Mpojosikanca. Ilosu-
TPOHHO-3MHCCUOHHAs ToMorpadus, CcoBMelleHHas
¢ komnbloTepHOW ToMmorpadueit (II3T-KT), ot
17.08.2021 r., BbImOJIHEHHas 4epe3 4 Mec. mocie
onepanuy, 3apUKcUpoBaja HOBble 04aru U BBICOKYIO
MeTab0JIMYeCcKyl0 aKTUBHOCTb B 00J1aCTH OllepaTHB-
Horo BMeluaTesnbcTBa (SUVmax 3,54). B mpocseTte
M03BOHOYHOTrO KaHasa Ha ypoeHe Th, -Th, , a Taxxe
B NpaBOM MEXI03BOHOYHOM oTBepctuu Th, -Th
BBIIBJICHO JiBa AaKTUBHBIX oyara Jo 12 x 7 MM c
SUVmax 13,48. Kpome Toro, o6Hapy>keHO MeTaboJu-
YeCKM aKTUBHOe 06'beMHOe 06pa3oBaHue C AeCTPyK-
el BepxHEW YesIOCTH B 06JIACTH abBeOJIIpHOU
LyTM W TBepAoro Hé6Ga. Ob6pasoBaHHe pa3MepoM
23x20x 15 MM c SUVmax 18,72 npopacTtaJjio B 10J10CThb
HOCa C YaCTUYHOM JleCTPYKLMelN COIIHMKA U HUKHUX
HOCOBBIX pakoBUH (B aopTe SUVmax coctaBuio 1,54, a
B neueHu — 2,47). Ha TBep/joM HEGe MOSIBUJIOCH OLLY-
lleHWe UHOpoAHOro Tesa. Hapacrana 60Jib B ClMHe,
NOSIBUJIMCh NPU3HAKU MUeslokoMIlpeccud. K Havasy
Hos16psA 2021 r. U3-3a €1a6OCTHU B HOrax NanueHTKa
MoTIJ1a epeiBUraThCsl TOJbKO C OMOPOH Ha XOAYHKH.

B Hos16pe 2021 r. HayaTa Tepanus KJagpuGUHOM
5 mr/m? 5 nHeli nogpsa, 1 pa3 B 28 gHeit u 30/1e4po-
HOBOU kucjaoTo no 4 mr 1 pas B 3 mec. [locie 3-ro
LIMKJIa, Yyepe3 3 Mec. [TocJle Hayala MPOTUBOONYXoJIe-
BOI'0 JleyeHHus], 60J/b cTajla yMeHbLIaThes. [locie 4-ro
IIMKJIa OIIyX0JIb B POTOBOM I0JIOCTH He onpejeisijaach.
Eme yepe3 4 Mec. ucuessa Heo6X0JHMMOCTb B ONOpe
IpU ABUIXKEHHUH.

B anpene 2022 r. jieueHHUe KJAaJPUOUHOM OBLIO
3aBepuieHo. Bcero npoBeseHo 6 wnukiaoB. Tepanusa
30J1e/IPOHOBOM KHUCJIOTOW B INpEXXHEM peXHUMe Ipo-
JloJbKeHa 10 2 JieT, IepeHOCUMOCTb JieyeHUsl Oblia
y[0BJIeTBOPUTE/IbHONU. U3 HexesnaTeNbHbIX SIBJIEHUU

Tesucbl paboT v 10KNa[0B 73

Puc. 1. KomnbtotepHas
TOMOrpamma opraHoB
rpyaHOM KNeTKu.
O6pa3oBaHune B nneBpe
npaBoro NIerkoro 0TMeYeHo
XENTbIMWU TMHUSAMMN

OTMeyaJlach TOJIbKO JUMONeHUs, KoTopass NOSBU-
Jlacb mocjie 1-ro LMKJa U COXpaHsAJach B TedyeHHe
BCero Nepuoja Hab/I0ieHus1.

[I3T-KT, BeinosiHeHHas B Mae 2022 r., Yepe3 MecslL]
1ocJle 3aBepllieHus JedeHHUs], NT0Kasajla COXpaHeHHue
MeTab0JIMYeCKOM aKTUBHOCTH B KOCTAX JIULEBOIO
yeperna. CoxpaHsaJOCh MSTKOTKaHHOe 06pa3oBaHHUe
B aJIbBEOJISIDHBIX OTPOCTKAX BEPXHUX YesIoCcTed
M TOJIOCTHU Hoca C MeTaboJMYeCKUM pa3MepoM
36 x 30 MM 1 SUVmax 14,6. Ouaru HepaBHOMepPHOH
NaToJIorM4ecKkol runepdurkcanuy pajgrodapMipena-
para (SUVmax 7,6) B 103BOHOYHOM KaHaJie OTMEYEeHbI
Ha ypoBHe Th,-L ¥ B MeXI03BOHKOBbIX OTBEPCTHUAX
Ha yposHe Th, -Th, . OgHaxo, HecMOTpsA Ha 3T0, 60Jb
YCTOMYMBO yMeHblllajlacb WU o6llee CaMO4YyBCTBHUE
NaLMeHTKHU yay4dilanock. HabutoeHrne Nposo/KeHo.

[ToBTopHas [13T-KT, BeinosiHeHHas B Mae 2023 r,,
NOJATBep/MJa NOJ0XKUTENbHYI0 JUHAMUKY. Ha ypoBHe
ONepaTUBHOrO0 BMellaTeJbCTBa B [O3BOHOYHOM
KaHaJle CHHM3MJach MeTabosiMyecKkass akTUBHOCTb [0
SUVmax 2,2. O6pa3oBaHHe B 06J1aCTU aJIbBEOJIIPHBIX
OTPOCTKOB BEPXHHUX 4YeJIOCTel M NOJIOCTH Hoca
YMeHBbLINUI0CH 10 31 x 18 MM, aKTUBHOCTb CHU3UJIACh
no 7,3 (SUVmax MeAMacTUHANIBHOTO IHyJa KpOBU
1,74, SUVmax nedeHu 2,39). IlanueHTKa CBOGOAHO
nepesBUraeTcs, BOJUT MalIMHYy U BeJleT NPUBbIYHbIN
06pas3 xu3Hu. [lepuos Haba0AeHUs — 20 Mec.

3akaodyenue. Tepanus K/IagpuOGUHOM U 30J1eJpo-
HOBOHM KucaoTOM y mnauueHTKd ¢ BP/l mpuBena k
CTOHKOMY OTBETY.

KntoueBble cnosa: 6one3Hb Posan—/JopdmaHa—
Lectombc, knagpuouH, MAP2K1.
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BBeaeHue. AHeMuss — HauboJjiee yacToe reMaToJio-
ru4ecKoe OCJI0XXKHeHHe Y TMallMeHTOB C NaToJiorued
NULIeBapUTENbHON CUCTEMbl, KOTOpOe yXyZIlaeT
TeyeHUWe OCHOBHOIO 3a060JieBaHUsI M CHM)XaeT Kade-
CTBO *KHU3HM nanueHTa [1, 2]. [Ipu 3a6oseBanusax XKKT
CHW)XEHHe KOHIleHTpalM{ reMorjo61Ha IPOUCXOAUT
B pe3yJibTaTe BJMAHUS MHOXecTBa GpaKTOPOB, TaKUX
KaK KpOBONOTePs, XpOHUYECKOe BOCHaJieHue, AUeTH-
yeCcKUe OrpaHUuYeHUs], BO3/eHCTBUE JiIeKapCTBEHHbBIX
npenapaToB U ayToaHTUTesa U T. 4. Ha ocHoBaHuu
Be/lylllero IaTOTeHeTHYeCKOro MexaHU3Ma MOXKHO
BBIZIEJIUTh Kese3ofebunuTHyr0 aHemuwo (PK/A),
aHeMHUI0 XpPOHMYeCKuX 3abosieBaHud (AX3), B,,- u
donveBoeUIMTHYIO aHEMUIO, TeMOJUTHYECKYIO
M alJacTUYecKylo aHeMuio. Yallle JUarHOCTUPYIOT
nepBble JBe POPMbI aHEMHUHU U UX cOueTaHUe [2-4].
1 KoppeKLUM aHeMUU pa3paboTaHbl KIUHHYe-
CKMe peKOMeH/IalluH, BbINOJHEHO HECKOJIbKO HayYHbIX
pab6ot [2, 5-7], ogHaKO B HUX OCBelleHbl He Bce 3a60-
neBanud JKKT, a akLleHT B JiedeHHUH Yallje IIOCTaBJIeH
Ha BOCCTAaHOBJIEHHWe I[I0Ka3aTeJsiell reMorso6uHa B
pe3yJbTaTe KPOBONOTePH U AedULIUTa BUTAMUHOB.

Hesb. U3y4uTb 0COGEHHOCTH MNATOreHe3a aHEMHUU
y HAlMEHTOB C BOCHNAJUTENbHBIMU 3a60JIeBaHUSMHU
kumeyHuka (B3K), uupposom neyeHu u aTpodude-
CKMM TacTPUTOM, Pas3paboTaTb aJrOPUTM, KOTOpPOH
MO3BOJIMT NOBBICUTh 3 HEKTUBHOCTh TEPAINUH.

Marepuanasl u MeToabl. B nepuoj c 2015 nmo 2022 r.
B HCCleA0BaHHE ObLIO BKJWYeHO 136 malueHTOB
C TaCcTPO3HTEPOJIOTUYECKOW NATOJOTHEN, OC/I0XK-
HeHHOU aHeMUel ¢ YpOBHEeM reMorJio0MHa He MeHee
80 r/n. U3 uccaesoBaHUsl ObLIM HCKJIOYEHBbI Malu-

€HTB], ¥ KOTOPBIX ObLIM JUarHOCTUPOBAaHbI OCTpas
J16o XpoHuYeckas HHQeKI s, 3/J0KayeCTBEHHbIe
HOBOOOpa30BaHUs, ayTOMMMYyHHble 3aboJieBaHHUS,
XpOHUYecKas [ToYeyHasl HelOCTaTOYHOCTb, OKUPeHHe
[I-1Il cTeneHu, AekoOMIeHCUpPOBaHHAas KapJAuaJbHas
NaToJIOTUsl WJIM MATOoJIOrMs OOMeHa BellecTB, »KeH-
IIUHBI C TUHEKOJIOTMYeCKUMH 3a00JieBaHUSAMH,
CBSI3aHHBIMM C [aTOJIOTUYECKOW KpOBOINOTepeH.
B 3aBMCHMOCTH OT HO30JIOTUM BCe MallMeHThbl ObLIU
paszesnens! Ha Tpu rpynnbl: 1) B3K (n = 49); 2) uuppos
nedeHu (h = 49); 3) atpoduueckuit ractput (n = 39).
Ha ocHoBaHUM ypoBHS1 peppUTHHA BCe BKJIIOUEHHbIE
B MCCJIelOBaHMe TalMeHThl ObLIM Jlajiee pasfesieHbl
Ha TpHU noArpynnsl: A) ¢ ypoBHeM peppUTHHA MeHee
45 ur/ma — rpynmna KA (n = 68); B) ¢ ypoBHeM
depputuna 6osiee 100 Hr/ma — rpynna AX3 (n = 50);
C) c ypoBHeM ¢epputuHa 45-100 Hr/mMa — rpynna
AX3 + XK/JA (n = 18). [TayueHTsI ¢ ApyruMu dopMamMu
aHeMHUHU U racTPO3HTEpOJIOTHUYEeCKUMHU NMaTOJJ0rUSIMU
He BOLUIM B MCCJeJ0BaHMe U3-3a UX MaJOro yucja.
Bo/bHBIM NpPOBOAMJIOCH JledeHHWe TpenapaTaMu
»KeJjle3a NepopajibHO M IapeHTepasbHO, 3pUTPOIO-
33-CTUMYyMpylouMu areHTamMu (3CA) u siedeHue ra-
CTPO3HTEPOJIOTUYecKoi naTo1oTuu. IGPeKT Tepanuu
oleHuBaJIcs yepe3 12-15 aHell oT ee Havasa.

PesyabTaThl. B yc0BUAX KPYTJIOCYyTOYHOI'O CTALUO-
Hapa y nalMeHTOB C [IJMppO30M Ne4YeHU Nnpeobaiasaia
AX3, c atpoduueckum ractputom — K/IA; B rpynne
B3K Hab6siofasoch NpUMepHO paBHOe pacnpeje-
sgeHue mexnay KJAA u AX3. [liasa oneHkd 3¢ PeKTUB-
HOCTHU JledeHUs BbINOJHEH CPAaBHUTEJbHBIN aHAIN3
IoKa3aTeJlell KpacHOTO pOCTKa KpOBETBOpPeHHUs
J0 U mocje ero nposefeHud. Y nagueHtoB c¢ B3K,



ocnoxHeHHoM K/|A, npuUpocT reMorjio6uHa HabJIo-
JlajJicsl TOJIbKO IIOCJle BBeJleHHs IapeHTepasbHbIX
npenapaTtoB kene3a (p = 0,041), a ocnoxxHeHHOU
AX3 — mnocue BBeseHust ICA (p = 0,038). IIpu XK/IA,
pasBuBIlelica Ha ¢oHe HUppo3a neuveHH, 3dpdekT
OT JledeHUs OTMeyvaJcs NPU BBeJEHUM KaK Iepo-
pa/JbHBIX, TaK M IapeHTepaJbHbIX IpenapaToB
»KeJsle3a, OJJHAKO OH OblJI OTCPOYEHHBIM. Y GOJIbHBIX
AX3 Ha ¢oHe nMppo3a NeyeHU NPUPOCT IMOKa3a-
TeJlell 3pUTpoNo33a 3aPpUKCUpPOBAH NpPU BBeJEeHUU
3CA (p = 0,032). ¥ nauueHTOB c aTpodHUYeCKUM ra-
CTpUTOM, ocjiokHeHHbIM AX3 1 AX3 + XK/IA, addekT
OT Jle4yeHUs He OlleHUBaJICs BBUY MaJIOUMCA€HHOCTH
koropThl. B rpynmne K/IA Ha ¢oHe aTpoduueckoro
racTpuTa MNOBbllIeHWe TreMOIJIo6WHA MPOUCXOJ U0
nocjie BBeJleHUs Kak nepopanbHbixX (p = 0,032), Tak
U napeHTepaibHbIX (p = 0,001) npemnapaToB xeJie3a,
OJlHAKO MocJje NMpUMeHeHUs NOoCJeHUX TaKke Ha-
6/11071aJIcs IPUPOCT 3PUTPOLUTAPHBIX UHJEKCOB U
3pUTPOLMTOB, UTO JejaeT 3Ty GopMy NpenapaToB
»KeJsie3a 6oJiee peANIOYTUTENbHOM.

3aksnoyeHre. BBeseHue napeHTepasbHbIX Ipena-
paToB xeJse3a JJsa kKoppekuuu XK/JA nenecoobpasHo
y manueHToB ¢ B3K u aTrpoduyueckUM racTpuTOM.
Tepanuss mnepopajbHBIMM IIpenapaTaMu KeJe3a
IpejNoYTUTeNbHA ¥ TAaLlMEHTOB C [JUPPO30M MeyeHH,
a TakXke € aTpodUyecKUM TracTpUTOM IPU HEBO3-
MOXXHOCTU NpHMeHeHHUs TNapeHTepaJbHbBIX (opM
kese3a. [l koppekuuu AX3 siydiie npuMeHATb JCA
He3aBHCHMMO OT XapaKTepa racTpO3IHTepOJ0ruyecKon
naTtoJorud. /[l BbIpAaGOTKM MU OKOHYATeJbHOIO
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YTBEPXKJEHHUs aJITOPUTMA JIeYeHHSI HEO6XOAUMO JaJIb-
Helilllee M3y4YeHHe NaToreHe3a aHeMuUH, HabJlofeHue
3a maiMeHTaMH (B 4acTHOCTH, Ha poHe Tepanuu ICA)
Y BHeJipeHHe B KJIMHUYECKYI0 [IPAKTHUKY HOBBIX Ipe-
[apaToB, NO3BOJISIOLIMX MaKCUMaJbHO 3QPEKTUBHO
BOCCTAaHOBUTb YPOBEHBb 'eMOIJIOGHHA.

KnioueBble cnoBa: xenesofgeuumMTHaa aHeEMUS,
aHeMUsa XPOHWYECKMX 3ab0/eBaHUi, racTposH-
Teponoruvyeckas nartonorus, BoOCManuTenbHble
3a60/1eBaHNA KULLEYHWKA, LMPPO3 NeYeHun, aTpo-
hUYEeCKNn racTpur.
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BBepenue. HacnencTBeHHbIH cdepoluTo3 — reMmo-
JIMTUYeCKasi aHEeMUsl, Pa3BUBAIOILAsCS BCJEJCTBUE
JedekTa MeMOpaHbl 3PUTPOLUTOB, NMPUBOASIIIETO K
XapaKTepHOMY U3MeHeHUI0 pOpMbI 3pUTPOLUTOB [1].

TedyeHue 3a60sieBaHUs BapbUPYeT MO KJIWHHYECKHUM
NpOSIBJIEHUSIM OT GECCUMITOMHOTO /0 TSKEJIOoro C
reMOJIMTUYEeCKUM Kpu3oM. OGbIYHO MMEETCS OTSro-
I[eHHbIA CEMEHHBIM aHaMHe3, THUIIMYHasg KJIWHU4Ye-
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Puc. 1. TuraHTCcknin Npoaputpo6nacT ¢ OTYETIMBbIMU
AApbILLKaMK

CKad H na6opaTopHaH KapTHHQa, IO3TOMY JUAarHos3
MOXET ObIThb IIOCTaBJIEH 4YacTO AOCTAaTO4YHO JIErKO,
6e3 AOINIOJIHUTEJIbHBIX JIa60paTOprIX l/ICCJIeLLOBaHI/II‘/JI.
B 6osbmIMHCTBE clydaeB 3ab0JIeBaHHE AUATHOCTUDY-
eTCAa y AETeﬁ M NMOAPOCTKOB, HO BO3MOXHO B 3peJiIOM
H CTap4YeCKOM BO3pacTe, T. K. HaCJIeACTBeHHbIﬁ ccl)e-
poLUTO3 He BCerga pacCMaTpUBAETCA KaK INPHUYHMHA
O6paBOBaHI/IH KaMHeH B >KeJTYHOM Iy3bIpe U CIIJIEHO-
MeraJinu.

Iesb. OcBenieHue Mpo6JeMbl AUATHOCTUKU HaCen-
CTBEHHOro cdepouuTosa. Beuay penkoil BcTpedae-
MOCTH 3a00JIeBaHHUSI B MONYJISIUHU 1O CPABHEHHUIO C
JPYTUMH aHeMUSIMU NaLUEHTbl MOTYT JOJIO UMETh
HEeBEPHbIH AUarHo3.

Martepuansl M MeToAbl. B paGore mnpuBoauTcs
KJIMHUYECKOe HAOJIIOJEeHUE TSDKEJOro TedeHUsl Ha-
C/IeICTBEHHOr0 CPepoLrTO3a, BIEPBblE JUArHOCTH-
pPOBaHHOTO y MOJIOZOrO MAlMEeHTa U OCJOXHEHHOTO
anacTU4YeCKUM Kpu3oMm [2].

KinunHau4yeckoe Ha6/oaeHue. [lanuent P, 19 set, nmo-
CTYNHUJI B KJIUHUKY QaKyJbTeTCKON Tepanuu BMenA
B ¢peBpasie 2023 r. CuuTaeT cebsi 60JbHBIM C IHBapS
2023 r, korpaa 3a6osien OPBU. B aHasu3ax KpoBU:
HOpPMOXpPOMHasi HOPMOLMTAapHas aHeMUsl TsKeJoH
cteneHu (remoryio6un 58 r/a, MCV 98,5 ¢a, MCH
32,9 r), runepO6uIupyObMHEMUS 3a CYET HEMPSIMOTO
6unMpy6buHa (061muit 6unupy6oun 113,74 MkMosib/ i,
npsMon 6unupy6uH 16,14 MKMoJib//1), HOBBILIEHUE
Jaktataerugporenassl (715 ME/a). Ilo pgaHHBIM
Y3U uMeroTcad MHOXeCTBeHHble KOHKDEMEHThI B
’)KeJJYHOM [y3blpe, CIJIeHOMerajusi (cejie3eHKa
160 cm?). TlocTaByieH AMAarHo3: reMoJIMTHYecKas
aHeMUs TsKeJIOW CTelleHHW, HEYTOYHEHHOH 3THO-

Joruu. 'eMosutudyeckuil kpus. locnuTaaMsupoBaH
B remaroJsiorndeckoe otgenenve I'Kb. B ananusax
KpPOBU: CHW)KEHHUe KOHIleHTpaluu reMorJo61Ha 0
32 r/na, petukynonutonenus (1 %o), Bce ocTanbHble
nokasaTeJu 6e3 AWUHAMUKU. B Muesorpamme: yBe-
JIMYeHUe KoJIMyecTBa 6JiacTHbIX kJjaeTok (3,2 %),
runormasus sputpouaHoro psaga (3,1 %). Kpupas
[Ipaiic-/lkoHca cMeleHa BJIeBO, peo6saJjal0T MU-
KpouuTapHble opMbl. [lepes BEIMUCKOH BbINOJTHEHA
MOBTOpPHAss MUeJlorpaMMa: 3pUTPOUJHBIN pAJ, pac-
mupeH A0 28,8 %, 671acTHbIe KJIETKU OTCYTCTBYIOT.
3a BpeMs JleyeHHs B CTalMOHape MNPOBOAUJIUCH
remoTpaHcdysuu B o6beMe 1970 M. JJoCTUTHYTO
yBeJiMueHHe reMorjo6una Ao 91 r/m, yMeHblleHUe
NposiBJIeHUM aHeMUYecKoro CuUHApoMa. B Hauase
deBpansa mepeBefieH B KJIWHUKY GaKyJbTeTCKOU
Tepanuu BMenA ¢ pauarHosom: reMoJsidTUYecKas
aHeMUsl TsXKeJIOM CTelleHH, BIepBble BO3HMKILIAS,
HeyTOYHEeHHOTO reHesa.

[Ipy mocTynJjieHMH B XoJe TIATeJbHOro pac-
crpoca malyeHTa OOGHApy»XKeHO, YTO y Hero W ero
OTLla Ha NPOTSKEHUU BCeW KU3HU UMEeJUCh TaKue
CUMIITOMBI, KaK NlepuoAuvecKoe MOTEMHEHHE MOYH,
YKEeJTYIIHOCTb KOXHBIX IOKPOBOB, HKTEPUYHOCTb
ckJep. 3a BpeMs HaxoXJeHHUs B CTallMoOHape B Te-
YyeHHe NMOYTU 2 MeC. KapTHHA KPOBU NOYTHU He MeHs-
Jlachb: COXpaHsAJIacb HOPMOXPOMHasi HOpMOLMTapHas
aHeMHUs JIETKOW CTeNeHU TAXKeCTH, NOSABUIUCh PETH-
KyJ1011MTO3 (MakcuMaJsbHO A0 70 %o), CKauKu ypOBHS
o6uiero 6unupyouna ot 30 fo 130 mxkMosib/ 1. 3aBe-
Jylolias JabopaTopyell nepecMoTpesa JJaHHble MU-
eJIorpaMMBbl, BBIIIOJIHEHHOW paHee. B MuesnorpamMmme
60JIblIOe KOJMYECTBO T'MIAHTCKUX NPO3pHUTpobJia-
CTOB C OTYETJMBBIMU SAPBIINIKAMH, KOTOpPble OILIU-
60YHO ObLIM NPUHSATHI 32 HeAuddepeHIUPOBAaHHbIE
6J1acTHbIE KJIETKU BpayaMu-Mop¢oJioraMu B ApPyrou
6oabHUne (puc. 1). IlepeuuncieHHble H3MeHEHUS
HaTOJIKHYJIM Ha MbIC/Ab 060 MHPULIIMPOBAHUU NApBO-
BUPYCOM, 4YTO ObLIO NOATBEPXKAEHO JabopaTOpPHO
(o6Hapyxenbl anTUTeNa IgG, IgM k mapBoBUpyCy B19,
JHK napBoBupyca). B pamkax auddepeHuaaibHoU
JUAarHoCTUKU C JpYyrUMU 3ab60/1eBaHUSIMHU KpOBHU
BBINIOJIHEHBl UCC/Ie/J0BaHUA: NPSMON aHTHUIJIOOY-
JIMHOBBIN TecT (OoTpULATeNbHbIN), UMMyHOEHO-
TUIIUPOBaHUE MAapOKCU3MaJbHOW HOYHOM reMorJo-
6unypuu (I[IHT-k0H He BbBISIBJIEH), OINpejesieHue
BUTaMUHOB B, B, (06HapyxeH aeduuut dponrneson
KUCJOThI), 3jekTpodope3 bpakyuil remMorsobuHa
(6e3 maTtosioruu). Cneyuduvyeckuil TeCT Ha CBS3bI-
BaHMe IJMA nokasa/l CHUXXeHHYI HMHTEHCUBHOCTb
dJr0oopecuieHIUY, YTO MO3BOJISAJIO0 AYMAaTh O HAJIMYUHU
JedekTa 1160 JUCOYHKIMU 6EJIKOBOTO KOMIIOHEHTA
LIUTOCKesIeTa 3PUTPOLUMTOB (HacaeACcTBeHHOTO cde-
pouuTosa).

C y4eTOM BBINOJHEHHOTO 06C/J€e[0BaHUA IIO-
CTaBJIeH OKOHYATeJbHbIN JMarHo3: Hac/leACTBeHHbIN
cheponuTos, TsHKesl0e TeueHre. ANJIaCTUYeCKUN Kpus,
acCOIMUPOBAHHBIN C MapBOBUPYCHON UHPEKIUEN.

C nesibio OoNpesieIUNTh TAKTUKY JiedeHUs IPOBesileH
KOHCHUJIUYM, IO pe3y/JbTaTaM KOTOpPOTO B COOTBET-



CTBHUU C KNIMHHUYE€CKHMMH PEeKOMeHJallUAMU IOKa3aHO
BBIIIOJIHEHHE  CIIJIEH3KTOMHMHU. HOCKOJ’Ibe Ke4d-
HOKaMeHHass 60Jie3Hb mpoTeKa/a 6eCCUMIITOMHO,
OT IpoBeAeHHA XOJIEHUCTIKTOMUU ObLIO0 IIPHUHATO
BO3JepXKaTbCA.

3axksroueHue. B pesynbraTe npojesaHHOH paGoTh
MOXXHO CJleJIaTh HECKOJIbKO BbIBO/IOB.

1. HacnepctBeHHBbIM cdeponuTo3 B GOJIBIIMH-
CTBe C/ly4yaeB MPOTeKaeT B JIETKOH U cpefHe-
TsDKes oM dpopmax.

2. Ilpy wHOUUUpPOBAaHMM NAPBOBHUPYCHOW HH-
deknueld y mnanueHTa C Hac/le[CTBEHHBIM
chepoLUTO30M MOXKET PAa3BUBATHCS TSXKEJIBIN
amacTudeckui kpus [3].
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KntoueBble cnoBa: HacneacTBEHHbI chepoum-
TO3, reMosiMTM4yeckas aHeMus, napBOBUpYCHas
MHEeKUMa, aHeMusi, aniacTU4yeckKuin Kpus, Mu-
KpocdepouuTbl, Cri/IEHOMeranums.
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BBeaenue. B HacTosiiiee BpeMsi mpo6JieMa KOTHMU-
TUBHBIX QYHKLUH y MalMeHTOB C OHKOJIOTHYeCKUMU
3a60/IeBaHUSAMM BeCbMa aKTyaJlbHa, O 4YeM CBHJe-
TeJIbCTBYeT LieJIbli psiji HAy4HbIX paboT, B OCHOBHOM
3apy6exHbIx [1-6]. OfHaKo, HECMOTPS Ha aKTUBHYIO
ny6JIMKaLUI0 UCCeJOBaHUM [0 JaHHOMY BOIIPOCY, UX
Jl0 CUX IIOP NO-NIpeXKHeMy CPaBHUTEJNbHO MeHbIIle, YeM
[0 H3y4YeHUI0 0COOeHHOCTeNW 3MOIMOHAJIbHO-INY-
HOCTHOU cdepbl y OHKOJIOTHYECKUX 60JIbHBIX [1, 2, 7].
K coxasieHuto, NoJOOGHBIX NCUXOJOTUYECKUX HCCIIe-
JIOBaHMH y NALMEHTOB C OHKOTeMaTOJIOTMYeCKHMHU
3a60J/IeBaHUSAMHU ellle MeHblle. BeposiTHO, 3TO MOXeT
ObITb CBAA3AHO C TSHKEJbIM PU3NYECKUM COCTOSIHUEM
60JIbHBIX U TPYAHOCTbIO NMPOBEJEHUs NOJTHOLLEHHOI0
HelpOoIICUX0JI0THYeCKoro o6cie/joBaHus.

YacToTa 3/10KaueCTBEHHBIX HOBOOOpa3oBaHUU B
Poccum 3a 2020 r. gocturna 591 400 ciaydaes, U3 HUX
OHKOr'eMaToJIoru4eckux — 5,7 %, U ¢ KaX/AbIM FOl0M
CMEPTHOCTb OT 3TUX 3abojieBaHUMU pacTeT. MHorue
Hay4yHble HCC/eJ0BaHUsl, B KOTOPbIX U3y4yalOTCs KOT-

HUTUBHbIE 0COOEHHOCTH Y OHKOJIOTMY€ECKUX GOJIBHBIX,
NOJTBEPXKJAIT HAPYLIEHUsI KOTHUTHUBHBIX QYHKIUN
pa3HoOM CTeneH! BIPQXKEHHOCTH, KOTOPas 3aBUCHUT OT
06'beMa IPOTHUBOONYX0JIeBOM Tepanuu [2, 5, 6].

].lem;. I/I3y‘{I/ITb 0COOEHHOCTH MBILIJIEHUS, MAMSATH U
BHHMAHHUA Yy OHKOTreMaTOJIOTUIECKUX NallUEeHTOB.

MaTepuasbl 1 MeTOABIL. B HacTos11eM HccieJoBaHUU
WCOBITyeMbIM NPOBOAUJINCH HEHPOINCHX0J0THUYeCKHe
npo6bl. /[l AUArHOCTHUKHM C/IyXOpeuyeBOM NaMsATH
ncnosab3oBajack Meroguka A.P. Jlypuu «10 cnoB»,
a Ttakxe nepeckas 6acuu JI.H. Tosctoro «JleB, ocen
U nucula». [ AUarHOCTUKW 3PUTEJbHON MaMsTH
WCIO0JIb30Bajsach MeTOAWKa «5 TpyAaHOBep6asiusy-
eMbIX ¢uryp». [Ipu olleHKe BHUMaHUSI IPUMEHSIIUCH
Tabaunel Ulyabte. [l aHasu3a MbILLJIEHUS UCIOJb-
30BaJINCh apudMeTHYeCKH e 33/Ja4l U3 KJIaCCUYECKOT0
asbboma A.P. Jlypuu (AJis OLeHKU [JUCKYPCHUBHOIO
MbIIJIEHHUS), METOJUKA «4-1 JIMIIHUN» (AJIs OLLeHKU
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TaKUX CBOMCTB MbIIUJIEHUs, KaK aHaJ/U3, CHUHTe3,
npoueccel 0600IIeHUsI), a TaKXKe TeKCT O0acHU
JLH. Tonctoro «JleB, ocen u aucuua». belao Bbife-
JIEHO JiBe TPYIIIbI: NlepBas BKJOYaaa 13 maiueHTOB,
NOJy4aBLUIMX MOAJEPKUBAIOLIYI0 XHMHOTEPAINHUIO;
BTOpasd (n = 8) — MHTEeHCUBHOe NPOTUBOONYXOJEeBOE
JleyeHUe. Pe3ysbTaThl B rpynnax CpaBHUBaIM C IO-
MOILbI0 METO/I0B ONMCATENbHON CTATUCTUKY, a TaKXKe
CPaBHUTE/NbHON CTaTUCTUKU: U-kpuTepuss MaHHa—
YuTHU, koapduLMeHTa paHrOBON Koppeasuuu (r)
CnupmeHa.

PesynbraThl. Cpe/iHUe IOKa3aTe U B IBYX IPyIIIax co-
cTaBadg0T 52,49 1 49,06 ¢ COOTBETCTBEHHO B 3aBHCHU-
MOCTH OT 06'b€Ma NPOBOAMMOT0 IPOTUBOOIYX0JIEBOTO
JiedueHUs. BpabaTbhlBaeMOCTb U ICUXUYeCKasl yCTOM-
YHUBOCTb CTPEMSATCSH K eAUHUIe. 3pUTe/bHAsA MaMATh
coxpaHHa. HabGnrozialoTcsl BbIpaXKeHHble HapylUIeHUs
CyXOpeyeBOM NaMSATH y MallMeHTOB, MOJyYaloLUx
WHTEHCUBHYI0 XWUMHUOTepaNUI0. YCTaHOBJIEHBl Hapy-
LIEHUS1 AUCKYPCUBHOTO W abGCTPAKTHO-JOTHUYECKOTO
MBILJIEHHS], & TaKXKe CHUXKEHUEe YPOBHS 0600611eHus;
JlaHHbIEe PacCTPONCTBA XapaKTepPHBI /151 06eUX Py,
0/IHAKO CUJIbHEe MPOSIBJASAITCSA Y HallUEHTOB, MoJIyYa-
IOLMX arpecCUBHOE MPOTUBOOIYX0JEBOE JIEUeHHUE.
Pe3ysbTaThbl CTaTUCTUYECKOTO CPABHEHHUS MOKa3bl-
BalOT Ha/JMYMe CTAaTUCTUYECKU 3HAUUMbIX PasIHud
B IlepecKase TeKCTa U paboTe aHAJIUTUKO-CUHTETHUYe-
CKOro MbIlieHuss. OTMeYarTCs TaKXKe CTaTUCTUYECKH
3HAYMMble TEHJEHIUH 110 JPYTUM KPUTEPHUSIM.

3akyloyeHue. B pesysibraTe nmpojesaHHON paboOThI
MOXXHO CJleJIaTh HECKOJIbKO BBIBOZIOB.

1. BolIsBJIeHO 06lLlee CHUXKEHHE BbIJeJIEHHBIX 10~

KasaTesied MbIIJIEHNs, HaMSATH U BHUMaHUs

y OHKOTeMaTOJIOTMYeCKHUX MNALUeHTOB, MOJIY-

YalIUX XUMHUOTEPANUI0; IOKa3aTeJd BHU-

MaHHs OJMHAKOBO CHHXKeHBI B 06eUX rpyniax;

3pUTeJbHAs NaMATb COXPAHHA; HapyLIEeHUs
CIyXOpe4yeBOM  MaMsATH, [JUCKYPCHUBHOTO,
abGCTPAKTHO-JIOTUYECKOT0 U aHaJHUTUKO-CHUH-
TETUYECKOT0 MBIIJIEHHUS], a TAKXKe CHUXKEeHHE
YPOBHSI 0000LIeHUN 6oJiee BbIPAXKEHBI V
NalMEeHTOB, NMOJYYaKLUIMX UHTEHCHBHOE MPO-
TUBOOIIYXO0JIEBOE JIEUEHUE.

2. CraTHUCTHYECKHM 3HAYMMble pa3/IM4Ms OTMe-
YalTCd B C/IyXOpedyeBOM NaMATH, abCTpak-
THO-JIOTUYECKOM UM aHAJMTHUKO-CUHTETHYe-
CKOM MBILJIEHHH; TOMHUMO 3TOro HabJ/wja-
IOTCSl CTAaTUCTUYECKU 3HAYUMblE TEHJEHLUU
10 APYTHUM KPUTEPHUSIM.

KnioueBble cnoBa: Mbil/eHNe, NamMaTb, BHUMA-
HWe, KOFHUTUBHbIE prHKLI,VIVI, HeVIpOI‘ICVIXOI'IOFVIﬂ,
OHKO/orngd, oHKoremMatonorun4.

JINTEPATYPA

1. KoxxemakuH M.B., Mepuy A.B. Mpo6nemMa KOrHUTUBHOroO Aeduunta y
60/MbHbIX PAKOM MOSIOYHOM Xene3bl. BecTHUK Bantuiickoro dheaepanbHOro
yHuBepcuTeTa uM. M. KaHta. Cepusi: dunonorus, negarorvka, ncuxonorus.
2022;2:86-93.

2.MonoBa T.H., KyseBaHoBa E.A. KorHutnBHble (yHKLUUM Y GOSbHbIX
MECTHO-PacnpPOCTPaHEHHbIM PakoM MOJIOYHOM Xenesbl B npouecce
neyeHus U B oTAaneHHoMm nepuoge. ONyxonn XEHCKOW penpoayKTUBHOMN
cuctemel. 2013;1-2:13-6.

3. Correa DD, Hess LM. Cognitive function and quality of life in ovarian
cancer. Gynecol Oncol. 2012;124(3):404-9. doi: 10.1016/j.ygyno.2011.11.005.

4. Gates P, Krishnasamy M, Wilson C, et al. Cancer-related cognitive im-
pairment in patients with newly diagnosed aggressive lymphoma undergoing
standard chemotherapy: a longitudinal feasibility study. Support Care Cancer.
2022;30(9):7731-43. doi: 10.1007/s00520-022-07153-9.

5. Schagen SB, Hamburger HL, Muller MJ, et al. Neurophysiological
evaluation of late effects of adjuvant high-dose chemotherapy on cognitive
function. J Neurooncol. 2001;51(2):159-65. doi: 10.1023/a:1010635229762.

6. Wefel JS, Vardy J, Ahles T, Schagen SB. International Cognition and
Cancer Task Force recommendations to harmonise studies of cognitive
function in patients with cancer. Lancet Oncol. 2011;12(7):703-8. doi: 10.1016/
S1470-2045(10)70294-1.

7. Metpoea H.H., Benosep A.C. KOrHUTMBHbIE HapyLleHUS Y 60/bHbIX PaKoM
AnYHUKa (0630p nuTepatypsbl). BectHuk CaHkT-MNeTepbyprckoro yHMBepcuTeTa.
MeauumHa. 2018;13(3):291-300. doi: 10.21638/11701/spbu11.2018.306.

CMbICNIOXU3HEHHbIE OpHeHTauumn n XN3HECTOMKOCTb Y OHKOreMarto/iormn4eCKux
nalunueHToB, NOo/Iy4aloWUX XumnuoTepanuio

A.N. Antownna®*, /1.4. ®upcosd?, IA. QyanHa?, H.B. Kpemuesa?, M.I. Usawkuna'?

TOrAQY BO «PHUMY um. H.W. NMuporosa» Muxsapasa Poccuu, yn. OctpoBuTaHOBa, A. 1, MockBsa, Poccuiickas Gepepauus, 117997

2T'BY3 «MOCKOBCKUii KNTIMHUYECKUiA HayuHbI LeHTp uM. A.C. NlornHosa [3M», Ww. IHTy3nacToB, A. 86, Mockea, Poccuiickas ®epepaums, 111123

* KonTaktbl: AHacTacus lMaBnoBHa AHTowmHa, anasta.antoshina@yandex.ru

Life-Purpose Orientations and Resiliency in Chemotherapy-Receiving Oncohematological Patients

A.P. Antoshina®*, L.D. Firsova?, G.A. Dudina? N.V. Kremneva? M.G. Ivashkina®?

NI Pirogov Russian National Research Medical University, 1 Ostrovityanova ul., Moscow, Russian Federation, 117997

2 AS Loginov Moscow Clinical Scientific Center, 86 Entuziastov sh., Moscow, Russian Federation, 111123

* Correspondence: Anastasiya Pavlovna Antoshina, anasta.antoshina@yandex.ru



BBegenue. K HacTosmeMy BpeMeHU B Poccun oHKOJI0-
TMYEeCKUMH 3a00JIeBaHUSMU CTPaZAaeT 4 MJIH 4esoBeK.
ExcerofHo BrisiBJIsieTCs 0K0J10 600 000 HOBBIX CJIy4aes,
YTO MpeJCTaBJsSETC ONACHON TeHJeHLuel. 3aboJie-
BaHUSI CUCTEMbI KPOBU COCTaBJISIOT 8 % Bcex 3/I0Kaye-
CTBEHHBbIX HOBOOOPA30BaHUM M 3aHUMAKOT 6-e MeCTo
cpeiu NPUYMUH CMEPTH OT paka B Poccun. UsydyeHue
CMBICJIO)KU3HEHHbBIX OPUEHTALIUM, a TaKXKe )KU3HEeCTOM-
KOCTH SIBJISIETCS BaXKHbIM HallpaBJieHUEM JJis1 MOHU-
MaHUS IICUXOJIOTHYECKHUX MEXaHU3MOB, JeXKallUX B 0C-
HOBe aJallTalldl OHKOJIOTHUYECKHX MAIl[UEHTOB K CBOEMY
cocTosiHU. MEHHO 3TU KOMIIOHEHTbI OIpPEeAEesSOT
OTHOILIEHHE MAIUEHTOB K OOJIE3HU U KU3HU B I[€JIOM.
Bhicokue mokasaTesu »KU3HECTOMKOCTU U CMbIC/IOXKHU3-
HEHHbIX OpUeHTAaLUM CBSI3aHbI C JIy4LIUM NpUcHnocob.ie-
HUeM K 60J1e3HU, TOTOBHOCThIO NanueHTa 3GpPeKTUBHO
y4acTBOBaTh B IpoLiecce JieYeHHs] U BOCCTAHOBJIEHUS, C
60J1ee MO3UTUBHBIM BOCIPUSATHEM KU3HU.

I.lem;. BbISIBUTH B3aMMOCBSI3b CMbIC/I0KU3HEHHbBIX
OpI/IeHTaLLI/Iﬁ U )KM3HECTOMKOCTHU y NaljMeHTOB C OHKO-
reMaToOJIOTUYECKUMHU 3a00JIEBAHUSIMU C IMPOTOKOJIOM
JieHeHHH.

MaTepuasibl M MeTOAbI. M c110/1b30BaINCh CIeAyIole
MeTOoJUKHU. TecT «CMBIC/I0XKM3HEHHble OpHeHTaLuu»
[1-3], mpuMmeHsieTcs AJid U3MepeHUs] MOKasaTesei
CMBICJIOKU3HEHHBbIX OpUEHTALMM: Lieslell B >KU3HH,
YPOBHSl  YZOBJETBOPEHHOCTH  caMopeaausanuen
JINYHOCTH, OCMBICJIEHHOCTH Y HACBILEHHOCTH XHU3HHY,
Jlokyca KoHTpoJis. Tect kusHectoikoctu (C. Maaau
B ajanTtanuu /[l.A. JleoHTbeBa), UCHOJb3yeTCS MAJs
M3MepeHHUs1 IOKa3aTesell >XU3HECTOMKOCTU: BOBJIe-
YeHHOCTH, KOHTPOJIS,, IPUHATUSA PUCKa.

Pe3ynbraThl. [lokaszaTenu cybuiKasl ;KU3HECTOMKOCTU
Bblllle y MallMeHTOB, MOJYYaWIUX HWHTEHCUBHYIO
XUMHUOTEpANUI0, B CPABHEHUU C TEMHU, KTO HAaXOAUTCS
Ha OoJiee MAJsIIEM JieUeHUH, a TaKXe C HOpMaTH-
BaMH, npuBefeHHbIMU [I.A. JleOHTbeBbIM. 3HaUMMble
pas/Iuvus MeX/1y ABYMs IpynmnaMu o6HapYyKHUBAKOTCS
N0 WIKaJaM «KOHTPOJIb», «IPUHATHE PUCKa» U IO
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o01lelt ImIKale «KU3HECTOUKOCTb» (U-KpuTepuit
ManHa—YuTtHY; p < 0,05). Takum 06pa3om, NaLiMEeHTHI,
CTpajawiye oCTPbIMU GOpMaMH JIEWK03a U ToJIyda-
I0IllMe MHTEHCUBHYIO XMMHUOTEPAIHIO, 10 CPABHEHUIO
C HaXOAALIMMHUCS Ha 6oJiee MasiIeM Je4eHUH Xapak-
TepU3yTCcs GoJiblled TOTOBHOCTBIO K [JIeHCTBHUIO B
YCI0OBUSIX HEONIPEIeJIEHHOCTH, UM B 60JIbIIEN CTENIEHU
npucyie yoexzeHrue 0 BO3MOXHOCTH KOHTPOJIMPO-
BaTb COOBITHS, MPOUCXO/SIIINE B UX KU3HHU.
[TokaszaTesin Cy6IIKaa CMBICIOXXU3HEHHBIX OPHEH-
TallMi TaK)Ke BhIIE Y NAIMEHTOB, MOJIyYaoIUxX 6oJlee
arpeccuBHoe JieyeHue. CTaTUCTHYECKU 3HAYUMble
pa3/IMyvs MeXAY TpynnaMyd o6Hapy:KeHbI 10 IKajJaM
«pEe3y/IbTaTUBHOCTh KU3HU», «JIOKYC KOHTPOJIS — 5I»,
«JIOKYC KOHTPOJIST — 3KU3Hb», a TAKXKe 110 0611eH IIKaJie
«OCMBIC/IEHHOCTh H3HW» (U-kpuTepuii MaHHa—
Yutay; p < 0,05). [lagueHTh], mojy4arolde HUHTEH-
CHUBHYI0O NIPOTUBOONIYXOJIEBYIO Tepaluio, B O6OJibllIei
Mepe OLeHUBAIOT MPOXKHUTYIO YaCTh )KU3HU KaK OCMbIC-
JICHHYIO U TJIOZIOTBOPHYO, UCIIBIThIBAsI 3HAYUTE/IbHYHO
VZIOBJIETBOPEHHOCTD CaMOpean3aliei; UM B 60JIbIIER
CTeNeHH MPUCYILL UHTePHANbHbIN JIOKYC KOHTPOJIS.

3axioyeHue. TakMM 06pa3oM, MOXHO IpPeAIo-
JIOKUTb, 4YTO B YCJOBUSX OCTPOro 3aboJieBaHUS,
arpecCUBHOrO JIEYEHHUs], a TaKXKe HesCHOro IMPorHo3a
yesji0BeK 6oJiee aKTUBHO BKJIIOYAeTCA B BOIPOCHI
3K3UCTEHIMAJbHOM  MepepaboTKH,  OCMBICJIEHHUS
’KU3HHY, NlepecMoTpa LleHHOCTeH; OH B GoJiblliell Mepe
CIOCOGEH BBIAEPXKUBATH CTPECCOBYIO CHUTYaLUIO, CO-
XpaHsis BHyTPEHHIO YCTOWYUBOCTD.

KnioueBble crnoBa: CMbIC/IOXU3HEHHbIE OpUEeH-
TaumK, XXU3HECTONKOCTb, OMyxosieBoe 3a6o/eBa-
HUe, XMMUoTepanus.

JINTEPATYPA

1. NeoHTbeB [.A. Mcmxonorns cMbicna: NPUpPoAa, CTPOeHNe U AnHaMmKa
CMbICNIOBO peanbHoCTW. 3-e u3a., gon. M.: Cmbicn, 2007.

2. NeoHtbeB [.A., PacckazoBa E.N. TecT xwu3sHecToinkoctn. M.: CMbIcH,
2006. C. 63.

3. leoHtbeB O.A. TeCT CMbICNOXNU3HEHHBIX opueHTauuit (CXKO). 2-e nsa.
M.: Cmeicn, 2000. C. 18.



80 CoBpeMeHHble NOAXOAbl K AMATHOCTUKE U NEYEHNIO reMaToNornyecknx 3aboneBaHuni

CBfi3b CEMENHOro NOMI0XXEHUS NALMEHTOB C NMPUBEPXXEHHOCTbIO
K le4eHMIo U genpeccuen

A.U. Konbraesa*, M.1O. [ipokos, [.3. Bei6opHbix, /I.A. Ky3aemuua, B.A. Bacuneesa, E.H. lNaposu4HnkoBa

®rbY «HMUL, rematonorum» Munspgpasa Poccuu, HoBbiit 3bikoBCkuin Np-g, A. 4, MockBa, Poccuiickas ®epepauns, 125167

* KonTtakTbl: Inbmupa Konbraesa, kolgaeva@inbox.ru

Treatment Compliance and Depression of Patients Depending on Their Marital Status

E.l. Kolgaeva*, M.Yu. Drokov, D.E. Vybornykh, L.A. Kuzmina, V.A. Vasileva, E.N. Parovichnikova

National Research Center for Hematology, 4 Novyi Zykovskii pr-d, Moscow, Russian Federation, 125167

* Correspondence: Elmira Kolgaeva, kolgaeva@inbox.ru

BBeaenue. 1o fanHbIM oT4yeTOoB BO3, conianibHO-3K0-
HOMUYeCKue GpaKTOpbl CBSI3aHbI C IPUBEPKEHHOCTHIO
K JIEYEeHU 0.

].lem:. OI.IEHI/IT]: BJIUSIHUE CEMEWHOrO IOJIOKEHUS
NMalMeHTOB Ha NPHUBEPXKEHHOCTb K JIEYEHHUIO, a TAKXe
AeNpecCcHulo.

MaTtepuaabl 1 MeTOABIL. B HcciiefoBaHMe BKIIOYEHO
100 nauueHTOB C OCTPLIMHU JieliKO3aMHU, KOTOPbIE T10-
ctynuau B HKO TKM ®I'BY «t HMUL] remaTosoruu» M3
P® s BrInoJHEHUs] TPAHCIJIAHTALMM aJIJIOTEeHHBIX
reMOI03TUYECKUX CTBOJIOBBIX KJeTOK (amnoTTCK).
B 6pake coctosizin 75 % manueHToB, 25 % 6bLIU XO-
JIOCTBIMH.

[lanpeHTaM npejJarajoch 3aMloJHUTh LIKaLY
Jenpeccud bexka M pOCCHUMCKUM ONPOCHUK KOJIM-
YeCTBEHHON OLleHKU IpHUBEPKEHHOCTH K JieYeHHUIo
(KOII-25). C momouibto KOII-25 MBI BBIYUC/ASIU BbI-
pakaeMble B NpPOLIEHTaX HWHJAEKChl NPUBEPXKEHHOCTH
K Moaudukanuu obpasa xu3nu (Cc), 1eKapcTBEHHOM
Tepanuu (Cd), MeJUIIMHCKOMY CONPOBOX/EHHUIO
(Cm), unTerpanbHyto npuBep:xeHHoCcTb (C). s Bcex
HMH/EKCOB ypoBeHb 3HaueHU# 70 50 % uHTepnpeTu-
pyeTcs Kak HU3KUH, 51-75 % — Kak cpefHul, 75 % u
60Jiee — KaK BbICOKM . C IOMOLIbIO0 LKAkl JIeIPecCuu
Onpefessiiu  OTCYTCTBUE/Ha/JUUMe [lelPecCHBHBIX

CUMIITOMOB I10 CyMMe 6oJiee u MeHee 10 6anI0B COOT-
BE€TCTBEHHO.

Pe3ysibTaThl. CBA3b C NPHUBEPKEHHOCTBIO K JIeUeHHUI0
BbISIBJIEHA 110 TOKA3aTEJII0 TPUBEPKEHHOCTh K MOJIU-
duKanuu ob6pasa KU3HU». Y NMALMEHTOB, COCTOSIBLIMX
B 6pakKe, BICOKHI ypoBeHb 0TMevaJics B 28 % ciyyaes,
cpeaHuit — B 47 % u HU3kul — B 25 % (p = 0,004).
Cpeau XOJIOCTBIX He OBbLJIO NAalLMeHTOB C BbICOKOM
NIpHBEPKEHHOCTBIO, CPeIHUI YpPOBeHb Hab/I0AA/ICA Y
81 % pecnoHfeHTOB U HU3KUKU — ¥ 19 % (p = 0,004).
HaMu o6HapykeHa CBsI3b CeMeNHOro MOJIOKeHUs
NaLMEeHTOB C iepeccuel. Y NaliieHTOB, HaX0UBILHXCS
B GOpake, genpeccusi 6osiee 10 6a//10B AUArHOCTUPO-
BaHa B 33 % cJsiy4aes, y 67 % Jenpeccus OTCYyTCTBOBaJIa
(p = 0,046). Y xos0CThIX yallle AUATHOCTHPOBAHA Je-
npeccus 6oJiee 10 6a10B — 78 % cay4aes (p = 0,046).

3akiouyeHue. TakuMm 06p330M, MMalfMeHThI, COCTOoAL e
B 6paKe, 6oJiee MIPHUBEPXKEHDBI K JIEYEHHUIO, a Y XOJIOCTbIX
NMAalMeHTOB Yallle JUarHOCTUPYeTCA AellpecCcusd.

KnioueBble cnoBa: NMPUBEPXEHHOCTb K MOAU-
durkaumm obpasa XKU3HW, MNPUBEPXEHHOCTb
K 1eKapCTBEHHOW Tepanun, MPUBEPXEHHOCTb K
MEAMLNHCKOMY COMPOBOXAEHUIO, PELMMUEHTbI
annoTl CK, genpeccus.
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