JleyeHue remo6nacTo3oB

OHROTEMATONOIUA 1’2025 tom 20

DO https://doi.org/10.17650/1818-8346-2025-20-1-12-22 () BY 4.0

Ponb ayToN10rMyHon TPAHCNNAHTALMUU FreMONO3TUYECKUX
CTBONIOBbIX KN1eTOK vy nauueHToB ¢ POEMS-cuugpomom:
0630p NuTEpaTypbl M COOCTBEHHBIE AAHHbIE

A.B. ITonosa, M.B. CoaoBben, A.B. Abakymosa, H.K. Apyrionsan, M.B. CosoBbeBa, A.A. Crapues,
JI.II. MenpaeneeBa

DI'BY «Hayuonanvuolit MeOUuUUHCKUL Uccae0o8amenvckuil yenmp eemamonoeuu» Munzdpasa Poccuu; Poccus, 125167 Mockea,
Hoguviii 3vikosckuii np-0, 4

KoHTaKThl:

AHacTacus BanepbeBHa Monosa nastyal99popova@mail.ru

BeepeHue. POEMS-cuHapom — peakoe numconponudepatusHoe 3a6oneBaHue, CONPOBOXAAEMOe NPOrpeccupyoLLei
nonuHeponaruen, ABAOLLEACA BeAyILER NPUYMHON YXYALWEHUA KAYeCTBa KU3HU U CMepTH GONbHBIX. Y MONOABIX NaLu-
€HTOB C COXPaHHbIM COMaTWYECKMM CTaTyCOM pacCMaTpuMBaeTCs BKAKOYEHWEe B MPOrpamMMHyI0 Tepanuio ayToNornyHomn
TpaHCNNAHTALMN TeMONO3TUYECKUX CTBONOBbIX KNeToK (ayTo-TICK) ans LOCTUKEHNS AANTENBHOTO MY6OKOro reMatonoru-
YecKoro OTBETA M NpeAoTBpalleHUs WHBanUZM3auuu. [laHHble KPYnHbIX UCCnefoBaHuii 06 3tddekTuBHocTM ayTo-TICK
B TEpanuu Takux 60bHbIX OTCyTCTBYIOT. OTAANEHHbIe pe3ynbTaThl HabNoAeHUI 33 NaLueHTamMm, nonyymslmMmMu ayTo-TICK
B Ka4yeCTBE KOHCONMAMPYIOWEro 3Tana Tepanuu, No3BONAIOT YNYYWUTE NpeacTaBieHne 06 3PdEKTUBHOCTU BKAKOYEHUS
BbICOKO[L03HOTO XMMUOTEPANEBTUYECKOr0 BO3AEACTBMA B MPOrpaMMHOE NeyeHue.

Llenb uccnepoBanus — oueHutb 3dpdekTnsHocTb ayTo-TICK B nporpaMmmHom neveHum nauueHToB ¢ POEMS-cuHgpomom.
Marepuanbl U MeToAbl. PeTPOCNEKTMBHO NPOAHANM3MPOBAHbI MeAULMHCKWE KapTbl 687 NaLMeHTOB C NNa3MOKNETOYHbLIMM
onyxonsmu 3a 22-netHuii nepuop (¢ 2001 no 2023 r.). B peTpocnekTMBHOe OAHOLEHTPOBOE MCCef0BaHME BKIKOYEHDI
4 naumenTta ¢ POEMS-cuHapomom, nonyumsLumnx ayto-TICK.

Pe3ynbrarbl. [Tocne HAyKUMOHHON Tepanuu B 100 % cnyvyaes AOCTUrHYTA YACTUYHAsA rematonoruyeckas pemuccus (4P).
Mo paHHbLIM MOHUTOPUHIA cofiepaHusA akTopa pocTa IHAOTENUSA COCYAOB Y 2 NaLueHToB BbianeHa YP, ewe y 1 — nonHas
pemuccus (MP). B 100 % cnyyaeB 0TMEYANNUCh YMEHbLIEHME C1IABOCTU B KOHEYHOCTAX, YBENMYEHUE CTENEHU NOABUKHOCTH.
Ha 100-i gexb nocne ayto-TICK rematonoruyeckuii oteet yry6nen fo MNP B 2 ciyyasx, y 2 60abHbIX coxpaHsnack YP;
npu pautensHom HabnogeHuu — 3 NP n 1 YP. OteeT no dakTopy pocTa 3HgoTenus cocynos: 2 NP, 1 YP, B 1 cnyyae — Ha-
pacTaHue KOHLEHTpauuu mapkepa Ha 17,5 r/n oT BepxHeii rpaHuLbl Hopmbl. Ha 100-i geHb nocne ayto-TICK u npu gaun-
TeNnbHOM HabniogeHun (MeguaHa 25,5 Mec) y Bcex GONbHBIX OTMEYANOCh fanbHelllee ynyylWeHne HEBPONOTUYECKOTO
cTatyca npu 06LEKTUBHOM UCCNeJ0BAHWUM W N0 pe3ynbTaTaM 3neKTpoHelipoMmuorpaduu.

3akntouenue. Ayto-TICK obecneynBaeT LOCTUKEHNE HE TONIBKO BbICOKOI YACTOThl FeMaToNOrMYecKoro 0TBETa, HO U 3Ha-
YnuTeNbHOE YNyYLIeHUE HEBPOJIOTMYECKOTO CTaTyCa, BOCCTAHOB/IEHE TPYAOCNOCOOHOCTU BONLHBIX NPU ANUTENLHOM HabJt0-
AeHuN. Pe3ynbTaTbl KIMHUYECKUX UCCNELOBAHUN, [AHHbIE TUTEPATYpbl, @ TakXkKe COOCTBEHHbIX HabnloaeHU NoATBEpPKAA-
10T 3ddekTnBHOCTb ayTo-TICK Npu BKAOYEHUM [AHHOrO METOAA B MPOrpaMMHYI0 Tepanuio COMaTUYECKU COXPaHHbIX
monofbix nauneHtoB ¢ POEMS-cunapomom.

KnioueBble cnoBa: POEMS-cuHApOM, ayTONOTUYHAA TPAHCNNAHTALMUSA TEMONO3TUYECKUX CTBONIOBBIX KNETOK, AeMUENNHU-
3upyloLLas nonuHeponarus
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JleueHne remo6nacTo30B

Background. POEMS-syndrome is a rare lymphoproliferative disease accompanied by progressive polyneuropathy,
which is the leading cause of deterioration in the quality of life and death of patients. Inclusion of autologous
hematopoietic stem cell transplantation (auto-HSCT) into the program therapy in somatically safe young patients
is considered in order to achieve long and deep hematologic response and prevent disability. In the published literature,
there are no data from large studies on the efficacy of auto-HSCT in the therapy of such patients. Results of long-term
observations in patients who received auto-HSCT as a consolidation phase of therapy provide an improved understanding
of the efficacy of including high-dose chemotherapy into program treatment.

Aim. To evaluate the efficacy of auto-HSCT in the program therapy of patients with POEMS-syndrome.

Materials and methods. The medical records of 687 patients with plasma cell tumors over a 22-year period (from 2001
to 2023) were retrospectively analyzed. A retrospective, single-center study included 4 patients with POEMS-syndrome
who received auto-HSCT.

Results. After induction therapy, partial hematologic response (PR) has been achieved in 100 % of cases. According
to vascular endothelial growth factor monitoring 2 patients showed PR, and 1 — complete response (CR). In 100 %
of cases, there was a decrease in limb weakness, an increase in the mobility. On the 100t day of auto-HSCT hematologic
response was deepened to CR in 2 cases, 2 patients retained PR, at long-term follow-up — 3 CR and 1 PR. Vascular
endothelial growth factor response: 2 CR, 1 PR, in 1 case - an increase in marker concentration by 17.5 g/L from the
upper limit of normal. On the 100% day of auto-HSCT and at long-term follow-up (median 25.5 months) all patients
showed further improvement of neurologic status on objective examination and electroneuromyography.

Conclusion. Auto-HSCT provides high frequency of hematologic response, significantly improvement neurologic status
and restoration of patients’” working capacity at long-term follow-up. The results of clinical studies, literature data, as
well as the results of own observations confirm the efficacy of auto-HSCT when this method is included into the
program therapy of somatically safe young patients with POEMS-syndrome.
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BBepeHue

DNuIeMHOIOTHS M THATHOCTHKA

POEMS-cunnpom — peakoe mumdonpondepaTus-
Hoe 3a00JIeBaHMEe C HEPE3KO BRIPAXKEHHOI IIa3MOKJIETOY-
HOM MH(}pUIBTpaLMeil KOCTHOro Mo3ra (<5 % ma3maTu-
YeCKMX KJIeTOK) B OOJIBIIMHCTBE Cy4aeB C peCTpUKLIMeH
A-uenu [1]. JdeOGroT 3a601eBaHUS IPUXOAUTCS HA TPYIO-
CIIOCOOHBIN Bo3pacT (B cpeaHeM 40—55 net) [2—7].

Haumnas ¢ 50-x romoB XX BeKa OIyOJIMKOBaHHI TIep-
BbIe OIMMCaHMs KIMHWYecKUX IposBieHuit POEMS-
cuaapoma [8—10]. B 1980 . P.A. Bardwick u coaBT. BBeII
abopesuarypy POEMS mist 0603HaYeHWST CMHAPOMA, Xa-
PAKTEPU3YIOLIETOCS HOJIMHEUPOIIaTHE, OpPTAHOMETAJIMEN,
SHIOKPUHOIIATUEH, MApaIlpOTEMHEMUEN U UBMEHEHUSIMU
koxu [11]. K BaxxHbIM KIIMHMYeCKUM Ipu3HakaM POEMS-
CHHIpOMA TaKXKe OTHOCATCS CKIIEPOTHYECKIE TIOPAKECHUST
KOCTEM, neperpy3ka BHECOCYAUCTOMN XKUAKOCTbIO, IPUBO-
IISIIast K TUIEBPaIbHOMY BBHITIOTY M/ WJIU aCIIUTY, OTEK M-
CKa 3pUTEJIbHOTO HepBa, TPOMOOIIUTO3, JISTOYHAS TUTIEP-
TeH3usl, 6ose3Hb Kactiemana.

PazButue ocHoBHBIX nposiBiieHuit POEMS-cunapoma
CBSI3aHO C TOBBIIIEHUEM COIEPKAHUS aHTMOTCHHBIX
U TIPOBOCITATINTEIbHBIX LIMTOKMHOB B KPOBHU, a HE IIPSIMBIM
BO3/IeICTBMEM KJIOHAIbHBIX TUIa3MaTUYeCKMX KJIeToK [12].
KoroueByio poiib B hopMUpOBaHNY KIMHUYECKOI KapTH-
Hbl POEMS-cuHapoMa urpaet pakTop pocta SHIOTEIUS
cocynoB (VEGF) [12—14]. VEGF cekpetupyercst octeo-
67acTaMy B KOCTHOM TKaHM, MakpodaraMu, TpoMOOIIM-
TaMd ¥ TJIa3MaTUYECKMMU KiaeTkamMu. M3BecTHO,
YTO IIJI 3a00JIEBaHUS TAKXKE XapaKTePHO IOBHIIIIECHHOE

coJiep>KaHue TaKWX LIMTOKWHOB, KaK MHTEPJICUKUHEI 1f, 6
1 bakTop HEKpOo3a OIyX0Iu o. B cBolo ouepenp, ycTaHOB-
JIEHO, YTO UHTEPJICHKUHBI 1 1 6 CTUMYJTUPYIOT BHIPabOT-
ky VEGF [12].

®axTop pocTa IHIOTEIHUS COCYI0B BHI3BIBACT YBEIIM -
YeHME IIPOHUIIAEMOCTH COCYIOB, B TOM YMCJIe MUKPOIIUP-
KYyJSITOPHOTO pyCJia, YTO BeACT K Pa3BUTUIO OTEYHOTO
cuaapoMa. Conepxxanue VEGF B epudepudeckoii Kpo-
BU KOPPENIUPYET C aKTUBHOCTHIO 3a0oJieBaHusd [12], mo-
STOMY OIIpeleICHNEe ero KOHIICHTPAllMd HEOOXOIMMO
HE TOJIbKO JIJIsT Bepru(UKaIIUY AUArHO3a, HO U [IJIST OLICHKHU
OTBETa Ha MPOBOAMMYIO TePAIIHIO, a TAKXKE TMHAMUYECKO-
ro HaOMIOAeHMS 3a MaureHTamMu [2].

Junarno3 POEMS-cuHnpoMa ycTaHaBIMBAETCsT Ha OC-
HOBaHUM COBOKYITHOCTH KJIMHUYECKUX, JTa00PaTOPHBIX
1 PEHTTCHOJIOTMYECKUX ITPU3HAKOB (Tad. 1).

CoueraHre MOJIUHEHPOIIATUN C MOHOKJIOHATBHOM
CeKpelMen, aHaCapKoi, OTEKOM AWCKA 3pUTEJIbHOTO HEP-
Ba WA TPOMOOIIMTO30M JOJKHO IMOOYIUTH KIMHUIICTA
K yrinyonenHomy noucky POEMS-cunapoma. s Be-
pudmKauy 3a00JieBaHNS TpeOyeTCs HaTde 000ux 00sI-
3aTeJIbHbIX KpUTepueB, 1 00abIIoro u XoTs Obl 1 Majioro
[1, 15].

st ouenku 3¢ dexTuBHocTu Tepanun POEMS-
CHHApPOMA IIPUMEHSIIOTCS TeMaTOJIOTUUECKHE, PEHTTEHO-
JIOTUYECKHUE KPUTEPUH, a TAKXKe OIpeIcIcHHE OTBeTa
mo VEGF (ta6m. 2) [1, 15].

O1ieHKa OPraHHOTO OTBETA 3aTPYIHUTENbHA, UTO CBSI-
3aHO C MYJIBTUCUCTEMHBIM XapaKTepoM 3a00JIeBaHMS,
HaJIu4neM OOBEKTHUBHBIX KPUTEPHEB TOJBKO IS psiaa
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Tabmua 1. Kpumepuu duaenocmuku u kaunuyeckue nposesenus POEMS-cundpoma

Table 1. Diagnostic criteria and clinical manifestations of POEMS-syndrome

Kpurepun IMarHoCTHKH

O0s13aTeibHbIE 0OJbIINE:

Mandatory major criteria:
HOHHHGﬁpOHaTI/IFI
polyneuropathy
MOHOKJIOHAJIbHAs CEKPELUS
monoclonal secretion

JlonoHUTENbHBIE 00JIbIINE:

Other major criteria:
CKJIEPOTUYECKHUE OYard B KOCTAX
sclerotic bone lesions
MOBBIIIIEHNE KOHILIEHTpaLMU (pakTopa
pOCTa BHIOTEUS COCYI0B
vascular endothelial growth factor elevation
6one3np Kactnemana
Castleman disease

Massie:

Minor criteria:
opraHoMerajiusa
organomegaly
JuMbaneHonaTust
lymphadenopathy
KOXHBbIE UBMEHEHUS
skin changes
SHIOKPUHOMATHUS
endocrinopathy
TPOMOOIIUTO3
thrombocytosis

Jlpyrue rnposiBneHus:
Other symptoms:
JIMXopajaka
fever
CHU2KEHHNE MaCChI TEJia
weight loss

OcHoBHbIE KJIMHIYECKHE MPOABJIEHUSA, YACTOTA BCTPEYAEMOCTH

POEMS:
P — monmuneiiponatus (100 %): yaine CMMMETPUYHAS CEHCOMOTOPHAS BOCXOISIIIAST
P — polyneuropathy (100 %): more often symmetric sensomotor ascending
O — opranomeranus (45—85 %): B IIOJIOBUHE CIIydaeB relaToMeTaisl, BO3MOXKHBI
CIUIEHOMeTaIus, TuMbaaeHOmaTus
O — organomegaly (45—85 %): in half of cases hepatomegaly, splenomegaly
and lymphadenopathy are possible
E — samokpuHonaTust (67—84 %): rumoroHaau3Mm, MaToJOTMy IMATOBUIHOM
JKeJie3bl, HapyllIeHUsI 0OMeHa III0KO3bl 1 HEIOCTaTOYHOCTh HAIMIOYEYHUKOB
E — endocrinopathy (67—84 %): hypogonadism, thyroid pathology, glucose metabolism
disorders, adrenal insufficiency
M — moHokIoHanbHas cekpenys (100 %): yarie A-Tuma
M — monoclonal secretion (100 %): more often A type
S — koxHbIe u3MeHeHus1 (68—89 %): B Buie TUTIEP- U IETUTMEHTALIUN, TUTIEPTPH -
X03a, rCMaHI'moM, akpoluaHo3a
S — skin changes (68—89 %): hyperpigmentation, depigmentation, hypertrichosis, glomeruloid
hemangiomata, acrocyanosis

PEST:
P — orek aucka 3puTeibHOro Hepsa (29—64 %)
P — papilledema (29—64 %)
E — oreunsrit cunapom (29—87 %): nepudepuieckue OTeKu, aCIUT, MICBPATbHbIN
u HepI/IKap)lI/IaJ'II)HI)II;'I BBIIIOT
E — edema syndrome (29—87 %): peripheral edema, ascites, pleural and pericardial effusion
S — ckiepoTuyeckue nmopaxeHus Kkocreit (27—97 %)
S — sclerotic bone lesions (27—97 %)
T — Tpom6GoLMTO3 (54 %) WM MAaHLIUTO3
T — thrombocytosis (54 %) or pancytosis

JIETOYHas1 rUIEPTECH3UA, PECTPUKTUBHOC ITOPAXKEHUEC JIETKUX
pulmonary hypertension, restrictive lung disease
W3MEHEHUS TaJIbIIEB IO TUITY 6apabaHHBIX MMaJOUYeK

clubbing
TUIIEPTUIPO3
hyperhidrosis
napest
diarrhea

CHUKEHUE KOHLIEHTPAllM BUTAMUHA 312
low vitamin B , level

KJIMHUYECKHX ITPOSIBIICHUI: HEBPOJIOTUIECKUX, OTEIYHOTO
CHHApPOMa, JITOYHOM ruIepTeH3nu. BMecre ¢ TeM o4yt
y 100 % nauuentoB ¢ POEMS-cuHAPOMOM BBISIBIISIETCS
IIPOTPECCUPYIOIIAS CAMMETPUIHAS TUCTaTbHAS CEHCOMO-
TOpHas MOJIMHEponaTus, IIPUBOISINAS K PA3BUTHIO TIE-
pudeprIecKux Mmape3oB, BEIPakeHHOro 00JeBOr0 CHMH-
IpoMa, HapyIICHUSM YyBCTBUTEJIBHOCTU, CHIKCHUIO
JIBUTAaTEJIbHON aKTUBHOCTU OOJIBHBIX BILIOTH OO ITOJTHOM
o6e3aBrkeHHocTH [16]. [TosToMy B KauecTBE OCHOBHOIO
BapMaHTa OPraHHOTO OTBETA 11eJeCO00pa3HO OLICHUBATh
M3MEHEHMSI HEBPOJIOTMIECKOTO CTaTyca IMAIIMeHTOB Ha pa3-
HBIX 3Tanax jedeHus. st olleHKM HEeBPOJIOTUYECKOTO
OTBETa IPUMEHSIOTCS BATUAN3UPOBAHHBIC IITKAJIbI: MO~

(bunimpoBaHHas 1IKaa OLIEHKY yXyIIIeHUs HeliporaTuu
(mNIS+7) u mkanxa o0ImMX orpaHMYCHUI TTOJIMHEWpOoIIa-
tun (ONLS) [1, 16].

Tepamua POEMS-cunapoma

CoBpemeHHble MeTOnBI Teparmuu POEMS-cuHapomMa
1-i1 TMHUY BKJIIOYAIOT CXeMbI Ha OCHOBE UIMMYHOMOYJIH-
PYIOIIUX ITPEapaToB U MHTMOUTOPOB IPOTeacoM, HallpaB-
JICHHbIE Ha JIMMMHALIMIO cyOcTpaTa 3a001eBaHUsT — KO-
HaJIbHBIX IJIA3MaTUYECKUX KJIETOK [1].

IIpumeHeHMe TepareBTUYECKUX KOMOMHALIU C BKITIO-
YEHHEM TapreTHBIX IIPENapaToB XapaKTepU3yeTcsl BRICOKOM
YaCTOTOM HOCTUKEHUSI IMOJHOTO TeMaTOJOTHIECKOTO
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Tabmmua 2. Kpumepuu oyenku omeema na mepanuro POEMS-cundpoma

Table 2. Response criteria for POEMS-syndrome

Kpurepuii onenku

[emaTonornyeckuit
OTBET
Hematologic response

KoHueHTpauust
VEGF
VEGF level

M9T/KT
PET/CT

ACIIUT/BBITIOTHI/
OTeKH
Ascites/effusions/
edema

Jlerounas
TUIIEPTEH3US
Pulmonary hypertension

Orek aucka
3PpUTEJILHOIO HEpBa
Papilledema

DLCO

Hesponornueckuii
OTBET
Neurological response

IMoanas peMuccusn YacTuunas pemMuccus

OTpuLIaTeTbHBIE PE3YIbTAThI
MMMYHO(UKCAIINHU OETKOB
CbIBOPOTKM KPOBU U MOYU

Negative serum and urine
immunofixation
<5 % mma3MaTUIecKuX
KJIETOK B KOCTHOM MO3re
<5 % plasma cells in the bone

maparnporenHa =50 %
OT UCXOJHBIX 3HAYEHU I
>50 % reduction
of paraprotein from baseline

marrow
CHIXeHUE KOHLIEHTpaLluu
Hopyamsary1 >50 % ot Hc;[om?})ﬂ)?
KOHLEHTPaL1 =

3HAYEHUU
Normal level

Cuuxenue SUV_ >50 %
Hakorienue /1" B KOCTHBIX max ?
OT MCXOIHBIX 3HAYECHMIA

oUarax OTCYTCTBYCT >50 % reduction of SUV

No FDG uptake in bone lesions N . max
from baseline

ViydiieHve Ha 1 cTymneHb
no wkaie NCI CTCAE

OTCYTCTBYIOT O CPABHEHMIO C UCXO[I-
Absent HbIM 3HAYCHUEM
Improved by 1 NCI CTCAE
grade from baseline
<40 MM pT. CT. <40 MM pT. CT.
<40 mm Hg <40 mm Hg
OTcyTCTBYET OTCcyTCTBYET
Absent Absent

>70 % pacyeTHBIX
3HAYCHU M
>70 % predicted

>70 % pacueTHBIX 3HAYCHUIA
>70 % predicted

Hesposornueckoe yiaydilieHue: yMEHbIIEHUE CYyMMBbI
6ayoB mo mkane ONLS Ha 1; yMeHbIIIeHre CyMMBbI
6autoB >15 % (=10 6autoB) 1o mkaae mNIS+7
Neurologic improvement: decrease in ONLS score by [;
decrease in mNIS+7 score by >15 % (>10 points)

CHIXeHue KOHUEHTpalunu

>50 % reduction from baseline

IIporpeccupoBanue

TToBbilIeHE KOHIIEHTpAllUM MapanpoTeuHa
>25 % OT HauMEHbIIUX 3HAYCHUH (=5 1/1)
>25 % increase of paraprotein from lowest level
(=5g/L)

TToBbienre KoHIEeHTpauuu >50 %
OT HAUMEHBIIUX 3HAYEHUI
>50 % increase from lowest level

[Mosenuenue SUV. . >30 % oT HAaMMEHbLINX
3Ha4YeHUH (>4)
nin
TOABJIEHUE HOBBIX OYaroB HAKOIJICHUS CD,Z[F
>30 % increase ofSUVnm from lowest level (>4)
OR
appearance of new FDG avid lesions

Vxynienue Ha 1 ctyrneHsb 1o mkane NCI
CTCAE mo cpaBHEHUIO ¢ HAMMEHBITUMH
3HAYECHUSIMU
Worsened by 1 NCI CTCAE grade from lowest
grade

Yxynmenue Ha 1 cryneds no mkane NCI
CTCAE
Worsened by 1 NCI CTCAE grade

Vxynmenue Ha 1 ctyrnensb 1o mkane NCI
CTCAE
Worsened by 1 NCI CTCAE grade

VBenuueHue cyMMbl 6ayutoB >15 %
(>10 6anoB) mo mkane mNIS+7 mo cpas-
HEHUIO C HAUMEHbIIMMU 3HAYCHUAMU
>15 % increase in mNIS+7 score from lowest
value (=10 points)

Ilpumenanue. VEGF — ¢paxmop pocma snoomenusi cocyoos; I[12T/KT — no3umpoHHo-3MuccuoHHas momoepapus, coeMeujeHHas

¢ KomnoromepHoii momoepagueii; DI — pmopoesokcuenokosa; SUV — cmandapmusuposannutii yposens Hakonaenus;, NCI CTCAE —
wkana mokcuyrocmu OOwux mepmMUHON0UYECKUX KpUmMepuee 045 OUeHKU Hedceaamenvrbix aeaenuti Hayuonanvrnoeo uncmumyma
paka CIIIA; DLCO — ouggpy3uonnas cnocobnocms aeekux no Monookcudy yeaepooa;, ONLS — wkana obuux oepanuueruii noauHeupo-
namuu; mNIS+7 — modupuuyuposannas wkara oueHKu yxyouienus Heiponamuu.
Note. VEGF — vascular endothelial growth factor; PET/CT — positron emission tomography combined with computed tomography; FDG —
Sfluorodeoxyglucose; SUV — standardized uptake value; NCI CTCAE — National Cancer Institute Common Terminology Criteria for Adverse Events;
DLCO — diffusing capacity of the lungs for carbon monoxide; ONLS — The Overall Neuropathy Limitations Scale; mNIS+7 — Modified Neuropathy

Impairment Score+7.

otBeTa, HopManu3auueiit VEGE, ynydienueMm HeBpoJio-
rudeckoro craryca. OMHMM U3 BO3MOXHBIX BapHMaHTOB
teparmu POEMS-cunapoMa siBisieTcs BKIIIOYEHHE B CXe-
MBI JICUCHUS UMMYHOMOIYJISITOPOB.

B mpocniektuBHOM nccnenoBanuu 11 ¢aser J. Liu co-
aBT. oLleHUBaIN 3P GEeKTUBHOCTD JICHAIUIOMUIA C AeKCa-

MeTta3zoHoM (Rd) y 41 maumenta ¢ POEMS-cuaapoMom,
MenuaHa Bo3pacTta 49 net. Tsokemast moauHeipoIaTus
KOHCTaTUpOBaHa B 7 ciydasix. Bce mauueHThl TOJyduan
12 xypcoB Rd. Ilpu onieHKe reMaToJ0rm4eckoro oTBeTa
I10CJIE IIPOBEAECHHOTO JieueHUs y 46 % NOCTUTHYTA IIOJIHAS
pemuccus (ITP). Obmrast yacTora oTBeTa IO CHUKECHHIO

OHROFEMATONOIUA 1’2025 tom 20



JleyeHue remo6nacTo3oB

OHROTEMATONOIUA 1’2025 tom 20

conepxanust VEGF cocraBuia 83 %. HeBponorundeckuii
OTBET JOCTUTHYT B 95 % ciydaeB, 110 3aBepIIeHUN KypCOB
Tepanuu 6 13 7 MaLMEeHTOB C TSKEIOoU HelporaTreil cMor-
JI CaMOCTOSTENIBHO ITepeaBurarhes. [1pu aHamm3e ncxomnon
3-netHue ob1as BepkuBaeMocTh (OB) u BEIKMBaeMOCTh
6e3 mporpeccupoBanus (BBIT) coctaBunu 90 u 75 % co-
OTBETCTBEHHO [17].

B psime ciaygaeB y MOJIOIBIX TALIMEHTOB C COXPaHHBIM
COMAaTHYECKUM CTaTyCOM PacCMaTpPUBACTCS BEITIOJIHECHUE
ayTOJIOTMYHOM TPaHCIIAHTALIUY TeMOITO3TUYECKUX CTBO-
soBbeIX Ki1eTok (ayTo-TI'CK) [1, 15]. ITepBoe coobiiieHme
0 IIPMMEHEHMHU BBICOKOI03HOr0 Mesdanana ¢ ayto-TITCK
onyomukoBaHo B 1998 . V.A. Wong 1 N.K. Wade [18]. B mo-
CJICAYIOIIIME TOMBI OITYyOJIMKOBAaHA CePHSI UCCIICIOBAaHUIA, TIIe
oneHuBanach apdexkTuBHOCTL ayTo-TT'CK B KauecTBe Te-
paruu 1-it muaun npu POEMS-cunapome [19-21].

JlanHble 0 cpaBHeHUM 3(PPEKTUBHOCTA XUMUOTEPA-
muu 1 ayTo-TT'CK orpaHuyeHbI peTpoCIeKTUBHBIMU 00-
30paMU 1 OTIEIbHBIMU KIIMHUYECKUMU HAOTIONCHUSIMMU.
Pe3ynbraTsl cpaBHUTEILHOTO MCCICIOBAHMS, OITyOJIUKO-
BanHbIe B 2019 . H. Zhao u coaBT., yKa3bpIBaIOT Ha Mpe-
nmytiectBo ayro-TT'CK nmepen ctaHmapTHBIM JieYeHUEM.
ABTOPHI IIPOAHAIM3UPOBAIN JaHHBIE AIIMEHTOB C BIIEP-
Bble BhIABIeHHBIM POEMS-cunapomom 3 rpynm: y 79
IMpYMEHSUIach KOMOMHAIMS MeJichaaHa C IeKCaMeTa30HOM
(MDex), 9 xypcos; y 103 — reHanuoomMuna ¢ [eKcaMera-
3oHoM (Rd), 12 kypcos; 165 monyuyunu ayto-TI'CK
0e3 npealecTByloleil xumMmuotepanuu. I1py BbINOJTHEHUU
ayto-TT'CK moka3zaHa cTaTUCTUYECKU 3HAYMMO 00Jiee BbI-
cokas yactorta noctuxeHus I1P o cpaBHeHuto ¢ MDex:
rematosiorndeckas [1P 49,7 % npotus 37,7 %; p = 0,001;
nopmanusauusi VEGF 66,2 % npotus 38,5 %; p = 0,001
cooTBeTcTBeHHO. B rpynmne ayro-TI'CK wacrora ITP
no VEGF taxxxe oka3anach BBIIIE IT0 CPaBHEHUIO C TpyII-
noii Rd: 66,2 % npotus 47,7 %; p = 0,008. B rpymme ayro-
TI'CK 3-netnss BBII Oputa craTucTHYeCKW 3HAYMMO
Bbille U cocTaBuia 87,6 % npotus 64,9 % npu Tepanuu
Rd; p = 0,003. ITpu 3ToMm mokazatenu 3-netHeit OB ObuH
BBICOKMMU BO Bcex 3 ciydasx: 94,4 % B rpyiiie ayTo-
TI'CK; 90,7 % B rpynne MDex; 83,1 % B rpynme Rd;
p=10,079 [22].

Pe3ynbraTsl moCIenyomMx UCCISIOBaHUI IOATBEP-
IWIA, YTO IpMMEHEHHE BBICOKOMO3HOro MeidanaHa
¢ ayto-TT'CK maeT rmpenMyIecTBo B 9aCTOTE JOCTUKCHUS
IyOOKOTO reMaTtoiorndeckoro otseta v oteeta o VEGE,
a Taxke B yBeJmdyeHur BBII mo cpaBHEHUIO ¢ UCIOJIB30-
BaHHUEM B |-Ii TMHUM TOJIBKO XUMHUOTEPAIIEBTUICCKUX CXEM
[3—7] (Tabm. 3).

AyTOJIOTMYHAST TPAHCIUIAHTAIIMS TEMOTIOITUYECKUX
CTBOJIOBBIX KJIETOK TIOKA3bIBaeT BEICOKYIO 3(P(HEKTUBHOCTD
B KOMITJIEKCHOM Teparuy MOJIOALIX IarueHToB ¢ POEMS-
cuHapomoM. [loaHBIM TreMaTONOTUYECKUN OTBET Ha
100-i1 nenp nocie ayro-TI'CK gocturancs B 33—57 % ciy-
yaeB. CHmxeHnue KoHueHtpauuu VEGF BoisgBiieHo y 48—
72 % nauueHntoB. OTMeYanach BbICOKAsI YaCTOTA JOCTH-
XKEeHMsT HEBpOJoTndeckKoro orseta mocie ayro-1TTCK —
B 90—95 % ciiyyaeB BBISIBISUIOCH €T0 yiaydineHue. [1pu

Teparu BLICOKOA03HBIM MesidananoMm ¢ ayto-TTCK koH-
CTaTHPOBaHBI BRICOKHE ITOKA3aTEIN BELKMBAEMOCTH: S-JIeT-
Hsis1 OB — 89—94 %; 5-netusia BBI1 — 72—77 % [3-7].

B uccnemoBanuu, npoBeaeHHOM 3Kcnepramu EBpo-
MeICKOTo O0IIeCcTBa 0 TPAHCIIAHTAIIUKM KPOBH M KOCT-
Horo Mmo3ra (European Society for Blood and Marrow
Transplantation, EBMT), nmpoaHanu3upoBaHa KJIMHUYE-
ckag apdexkTuBHocTh ayTo-TI'CK y 127 mauueHTOB
¢ POEMS-cunnpomomM, Mmeauana Bo3dpacta 50 set. I[1epu-
depnueckas HeliponaTus B 1e010Te 3a00JIeBaHMSI BBISIB-
nsuiack B 100 % cityuyaeB, olieHKa IIPOBOIMJIACH COIJIACHO
OIIPOCHUKAM, TIPEUIOKEHHBIM aBTOpaMM. JIaHHBIE O ITpH-
MEHSBIINXCS CXeMaxX MHIYKIIMOHHOM Tepaluy He TIpe-
craBjieHBI. [1ocie MHIYKIIMOHHOH Tepaliiy IPOBOAUIACEH
OlIEHKA I'eMaTOJIOTMYECKOro oTBeTa y 79 % MallueHTOB,
001U OTBET JOCTUTHYT B 46,6 % ciy4aes: [1IP —y 5,9 %
0oJbHBIX, yacTyHas pemuccus (UP) —y 41,7 %. Ha 100-i
neHb nocne ayto- TT'CK gacTora ob1ero oTBeTa Bo3pocia
10 69,3 %: yacrora I1P cocraBmia 48,5 %, UP — 20,8 %.
V¥ Bcex maneHToB Ha 100-i1 AeHb OTMEYaIOCh YAydIllIeHe
HEBPOJIOTMYECKOI CUMITOMATUKU: B 16 % ciiyyaeB per-
peccupoBai 00yieBoOii CMHIPOM, B 17 % — mapecTesus,
B 19 % — yBejmyeHue MOABYKHOCTY, V 11 % mauueHTOB
WICUEe3JI HapyIIeHUsT paBHOBeCHS. [{0ITOCpOYHBI HEBPO-
JIOTUYECKUI OTBET He OolLieHMBaIM. [Ipy aHamu3e moiro-
CpOYHBIX McxonoB S-netHss OB cocrasma 88,6 % (95 % no-
BepuTesIbHBIM uHTepBa 81,5—95,8 %), 5-nernsist BBIT — 74 %
(95 % moBepurenbHbIA nHTEPBAT 63,2—83,7 %) [3].

Baxxno ormeTutsh, uto ayro-TT'CK 1mo3BonseT npeaor-
BpPaTUTh MHBAIUIN3AIMIO, KOTOpas SIBISICTCS BeayIIeit
MPUYMHON YXyIIICHUS Ka4€CTBA XXU3HU M1 OCHOBHOM MpU-
YUHOM cMepTH y TTareHToB ¢ POEMS-cunapomom. Dke-
nepTs 13 KMnHuku Mayo (A. D’Souza u coaBT.) mpoaHa-
Jm3upoBanu pesyabrathl ayto-TI'CK y 59 mammeHTOB
B Bo3pacte 20—70 JieT, IoJydyaBIINX JeUyeHe B TTepro/,
¢ 1999 o 2011 r. UcxomHo monmHepomnaTysl BEISIBISIACH
B 97 % cay4aeB. MHAYKLIMOHHAsI Tepamusl IpoBeAcHA
34 60BHBIM, JIEYeHNE BEICOKOIO3HBIM MeJI(haIaHOM C ayTo-
TI'CK 6e3 mpenmiecTByOIero MHIYKIIMOHHOIO 3Tama
BBITIOJIHEHO Y 25 maneHToB. [IpuMeHsIneh XuMnoTepa-
MMeBTUYECCKUE CXEMBI, BKITIOUAIOIINe MUKI0hochamMum, —
y 14 manimeHTOB, Meidasiad — 2 ciaydast, UMMYHOMOMIYISI-
TOPHI (TATUIOMUI, JICHATUIOMUI) — 9 CIIydaeB U IpyTue
mpemnaparsl (pUTYyKCMMa0, BUHKPUCTUH, alpHaMHUIIMH,
a3aTUONPUH, MUKOo(eHomaTa MopeTHI, UHTep(EepoH, Ta-
MokcudeH, nHpaukcumMao) — 9 ciryyaeB. ToTanapHOE 00-
JIydeHHe Tesia BBIITOJIHEHO B 1-ii tnHuu B 17 % cinydaes,
JAHHBIC O CYMMapHBIX J03aX 00JIy4eHUS He TIPEICTaBICHEIL.
CyOBeKTUBHOE YIYYIICHNE HEBPOJOTMICCKON CHMIITO-
MAaTHUKKA OTMEYEeHO y 92 % malueHTOB yxXe uepe3 3 Mec
nocie ayro-TT'CK, a MakcuManbHOe yiIydiiieHue HeEBPO-
JIOTUYECKOTO CTaTyca B BUAEC YaCTUIHOIO WUIM ITOJTHOTO
perpecca CMMITTOMAaTHKKM Ha0II0aI0Cch Yyepes 3 roaa [6].
ABTOpPBI HE TIPUMEHSIIN BaTMIU3MPOBAHHBIC IITKAJTBI, 3JICK-
TpoHelipomuorpaduto (DHMI') mis orieHKM HEBPOJIOTH -
YeCKOro cTaTyca 00JIBbHBIX HA MOMEHT IIOCTAaHOBKHM Jar-
Ho3a u nocie ayro-TT'CK.
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Tabamua 3. Pe3y/1bmamb1 uccaedosanuil ho OUeHKe 3gbqbelcmu8Hocmu aymO/lOZLI’tHOﬁ mpancnaaumayuu eemMonosmuvecKux cmeo108bvix Kaemok

(aymo-TICK) npu POEMS-cundponme.

Table 3. Results of studies evaluating the efficacy of autologous hematopoietic stem cell transplantation (auto- HSCT) in POEMS-syndrome

Menuana Menuana
Yucro BO3pacTa BpEMEHH J0 ayTo-
ABTOpBI, IO GO0JIBHBIX (ﬂ“ajfll::‘)ﬂ)s T g)I}(l)(nw?;cna-
A. D’Souza
1 coaBT., 2012 [6]
A. D’Souza et al., 59 51(20-70) 4,9 (2-261)
2012 [6]
G. Cook
U coaBT., 2017 [3]
G. Cook et al.. 127 50 (26—69) 7,5 (1-346)
2017 [3]
J. Liu coasr.,
2017 [4] 138 45 (24—66) 16 (3—199)
J. Lietal., 2017 [4]
O. Tomkins
U coaBrT., 2019 [5]
O. Tomkins et al., 42 51(32-73) 5,5 (1-122)
2019 [5]
A. Kansagra
U CcoaBT., 2022 [7] 331 51(18—77) 7

A. Kansagra et al.,
2022 [7]

Menuana
5-ner- 5 HespoJsio- amutenbHOCTH
OB, ;lerw TMYECKHA  HAGJIONeHHs
w8, BBIL % I1Pu, % TPy, %
% oTBeT, %  (AMana3oH),
Mec
94 75 57 48 92 45 (0—149)
89 74 57 48 — 48 (38—59)
94 76 50 72 90 37
90 77 33 64 95 62 (6—226)
91 72 - — — 48 (3—137)

Ilpumeuanue. OB — obwas evincusaemocmv; BBII — eviocusaemocms 6e3 npoepeccuposanus; I1PH — noanwlii eemamonoeuueckuil

omeem; [1Pv — noauvtii omeem no paxmopy pocma 3H0omenusi cocyoos.
Note. OS — overall survival; PES — progression-free survival; CRH — complete hematologic response; CRV — complete vascular endothelial growth factor

response.

OnHUMU U3 MEePBBIX KA U151 OLIEHKU HEBPOJIOTH -
yeckoro gedunura npuMmenuan O. Tomkins u coaBT. Uc-
cJIemoBaTeNd IIPOaHAIU3UPOBAIN JaHHBIC 42 MMAIlUeHTOB
¢ POEMS-cunnpoMoMm, MenraHa Bo3pacTta 52 roga. AyTo-
TT'CK nocne nipeaiiecTByoneii MHIYKIIMOHHON Teparnuu
BBITOJIHEHA 16 mamueHTam, B 25 ciydasx — 0e3 mpeie-
CTBYIOIIEN UHAYKLIMU B 1-i TMHMUM, B 1 cliyyae — B peLiu-
nuBe. Ha MOMEHT ycTaHOBIICHUSI TUArHO3a Y TTAIIMEHTOB
OTMeYaIach BhIpaKEHHAs] HEBPOJIOTMYECKass CUMIITOMA-
THKa: cpeaHuii 6aut no 1kajiae ONLS cocraBun 6 (0—12),
3 mamueHTa OBIIM TIpUKOBaHBI K Moctenu. Ayro-TI'CK
MMPUBOIMIIA K CTATUCTUYCCKHA 3HAYUMOMY YIYUYIICHUIO
HEBPOJIOTMYECKOTO CTaTyca B BUAC CHIDKCHUS OIICHKU
mo ONLS no 2 (0—8) 6atoB; p <0,01. 3a Bpemst Hab10-
JeHus (MeauaHa 62 Mec) HeBpOJIOTUYECKUI OTBET JOCTUT-
HyT y 40 maumeHToB, B 2 CIyJyasx He yIaJloch MPOBECTH
OLICHKY 110 MPUIMHE CMEPTH J0 KOHTPOJIHHOTO 00CIen0-
BaHUSA. ABTOPBI OTMEYAIOT, YTO 1-¢ KIIMHUYECKOE YITydIIe-
HUE HEBPOJIOTUYECKON CMMITOMATHUKU HACTYIIaeT YXKe
yepe3 4 Mec, IIpU 9TOM B TeUeHHE HECKOJIBKMX JIET IIPO-
JIOJIKAETCS perpecc HeBpOJIOrnyecKoro aepuunTa [5].

KomrmekcHast olileHKa HEBPOJIOTUYECKOTO cTaTyca
nposeaeHa C. Ohwada u coaBT. B peTpoCcrieKTMBHOM HC-
CJIeIOBaHNY IIPOAHAIM3MPOBAHEI pe3ynbTarhl ayTo- TTCK

y 36 MaLyeHTOB C BIEPBbIE farHocTpoBaHHBEIM POEMS-
CHMHAPOMOM, MearaHa Bo3pacTa 49 yiet. UHayKumoHHast
Tepanus BeinojiHeHa 34 mayeHTam 1o ayto- TT'CK, cxeMbl
BKJIoYas TanuaoMun B 70 % ciydaeB, JeHATUIOMUI, —
B 14 % u Gopte3omub — B 14 %. HeBposoruyeckoe 06-
cnenoBaHue mpoBoawioch y 21 (58,3 %) nauueHra. Ayto-
TI'CK nosBonuia 3HAYUTENHLHO YMEHBIITUTL HEBPOJIOTH-
YyecKMe HapylleHus: obmumit mokasaresb ONLS mirs HimK-
HUX KOHEYHOCTEH CTAaTUCTUYECKU 3HAYMMO CHM3UJICS
B 81 % ciydaeB yepe3 12 Mec mociie Hayasa JIeUeHHUs U CO-
craBui 2 Oanna nmpotus 3 6amnoB go ayro-TT'CK. Hdonsa
MMallIEHTOB, KOTOPbIE CMOTJIM CAMOCTOSITEIILHO XOIUTh
(<3 6amwioB), Bo3pocia ¢ 25 10 50 % K 2 romgaM mociie ayro-
TI'CK. ITo pesynsratam DHMI otMeuanoch mocTeneHHOe
HEIIPEePHIBHOE YBEIWYCHUE aMIUIMTYIbl KOMIUIEKCHOTO
IMOTeHIIMAJIa TBUTaTeIbHOTO ACUCTBUS B CpemHeM c 24
110 32 M/C ¥ CKOPOCTH MOTOPHOI! ITIPOBOIMMOCTH CPEITMHHO-
ro Hepsa ¢ 5 1o 8 MB k 3 romam mocie ayto-TI'CK [2].
Pe3ynpraThl mpencTaBiIeHHBIX HAOMIOOCHUN TEMOH-
ctpupyiot a¢ppekTuBHOCcTh ayTo-TT'CK B mporpaMMHOM
JIEYEHU U MOJIOBIX COMATHYECKU COXPAHHBIX MMALIMEHTOB
¢ POEMS-cunnpomom. OT™MedaeTcsl BEICOKasl 4acToTa
JIOCTVKEHUS TeMaTOJIOTMYECKOro oTBeTa — 10 60 % city-
yaeB, IpakTUdecku B 50 % HaOI0AeHUIT HOPMATU3YeTCsI
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koHueHtpauus VEGFE OtnenbHoe BHUMaHME OTBOIUTCS
apdexTuBHOCTH ayTo-TT'CK B mOoCTM>XKEHMM HEBPOJIOTH -
yeckoro orseTa: y 90 % malueHTOB OTMEYaI0Ch YIyyllie-
HIE HEBPOJIOTMYECKOro CTaTyca 0 JaHHBIM CYObeKTUBHOM
OLIEHKM, OIIPOCHUKOB U IIKaj, 00beKTMBHOIO aHaIM3a
u ODHMI.

Iean nccrenoBanust — oLIEHUTH 3(PPEKTUBHOCTD ayTO-
TI'CK B nmporpamMmHoOM JiedeHuH TanueHToB ¢ POEMS-
CUHIPOMOM.

Martepuanbl u metogbl

B ntepuon ¢ 2001 o 2023 . 8 HMMUII remaronorun
687 maLKMeHTaM C IUIa3MOKJIETOYHBIMM HEOIUIA3USIMU BbI-
noysHeHa ayto-TI'CK, B 4 ciygasx — 6oapHEIM POEMS-
cuHIpoMOoM. JImarHo3 ycraHaBiIMBaad Ha OCHOBAaHUM
o01IenprHATHIX Kputepues [1, 15]. BceM nmaieHTam mmpo-
BEIEHO HEBPOJOrMYECKOe 00Caea0BaHre, BKIIIOYasl 00b-
€KTUBHBI OCMOTP C OIICHKOI HEBPOJIOTUIECKOTO CTaTyca,
KoHcynbsrauuio HeBpojora, DHMI. Ilepen ayro-TI'CK
BceM OOJIBHBIM MPOBeIeHa MHAYKIIMOHHAS TEPAITHS C TIPH-
MEHEHHEM MMMYHOMOIYJIMPYIOIINX IIperapaToB, IMepo-
PaIbHBIX THTUOMTOPOB ITPOTEaCOM MJIM MOHOKJIOHAJIbHBIX
antu-CD38 anTurer.

Mobuiuzaluio 1 cOop reMOIO3TUYECKHX CTBOJOBBIX
KJIETOK KPOBM BBITIOJHSUIM MO cxeMe LMKIodochaMu

Ta6muna 4. Xapaxmepucmuka nayuenmoe ¢ POEMS-cunopomom
Table 4. Characterization of patients with POEMS syndrome

4 r/M? + rpaHyJOLUTAPHBINA KOJIOHUECTUMYIUPYIOLIMI
dakTop (5 Mxr/xr). B 1 ciiydae nmpuMeHsIN cXeMy Ipa-
HyJIOLMTAPHBII KOJIOHUECTUMYJIMPYIOLINI (DAKTOp + TUICpUK-
caop BBUIY Hed(PHEKTUBHOCTH COOpPA MO IMePBOHAYATBHOMN
cxeme. Bo Bcex cirydasix B KauecTBe IpeATpaHCIUIAaHTAII-
OHHOTO KOHIWIIMOHNPOBAHMS MCITOIB30BAIM MeidaraH
B 103¢ 200 Mr/m2. OLIEHKY reMaToJIOrM4ecKoro, HeBpoJIo-
rmyeckoro orsera, orBeta no VEGF mpoBoanim Ha Mo-
MEHT 3aBepIlIeHUs MHAYKIMOHHON Tepanuu, Ha 100-i
neHb nociie ayro-TT'CK u mpu ganpHeieM HabIoaeHUN
COIVIACHO MpPeIJIOXKEHHBIM KpUTepusm [2]. JIBym manueH-
taMm nocie ayro-TT'CK nmpuMeHsIM moaaep>KuBaroLIyio
Tepanuio JCHATMIOMUIOM B TeueHre 9—12 Mec. B ocTanmbHbIx
CIIyJasix IO PKMBAIOIIYIO TEPAITMIO HE ITPOBOIVIIN.

Pe3ynbratbl

[IpoaHam3upoBaHbI Pe3yJIBTATHI JICUCHUS 4 TTAITICHTOB
¢ POEMS-cuHnpoMoM: 2 XKeHIIWH 1 2 MYKI1H (Ta0J1. 4).

Bo3pact 601bHBIX Ha MOMEHT Je0ioTa 3a00ieBaHUS
coctasisin 45, 51, 42 u 34 rona, a BpeMsi OT MOSIBICHUS
MePBBIX CUMIITOMOB JI0 BepuduKanuu auarao3a — 7, 10,
15 u 5 mec cooTBeTcTBeHHO. Ha MOMEHT ycTaHOBIEHMSI
JIMarHo3a y BCeX MaIlleHTOB OIPEIeIsIach IIPOTrpeccupy-
foIIasi IBYCTOPOHHSISI CUMMETPUYHAsE CEHCOMOTOpHAas
HOJMHENPOIIaTHS C MOPAXKECHUEM HIXKHUX KOHEYHOCTEN,

KiuHnueckue napamMeTpbl yCTAHOBJIEHHS AUATHO3A

2 3 4

Oo0s13aTebHBIE OOJIBIINE KPATEPHH

IToka3zatenn

Howmep nanunenTa 1
Patient number

HwuxxHrie kKoHeYHOCTH,
IMonuHeiiponarus
Polyneuropathy Lower extremities, bladder

sphincter

MOHOKJIOHATLHBIH GEJIOK, T/JT G#
Monoclonal protein, g/L 12,2

c(hUHKTEp MOUYEBOIO My3bIPsI KOHEYHOCTHU

Hwuxnue Hwxnue u Bepx-

HHUE KOHCYHOCTU

Hwuxnue u BEPXHUC
KOHCYHOCTU

Lower Lower and upper Lower and upper
extremities extremities extremities
AR GA& GA&
2,3 3,2 3,4

I[OIIOJIHHTCJI])HBIC OoJIbIIME KpUTEpUn

Oyaru OCTE€OCKJIEPO3a +
Sclerotic bone lesions

Konuentpaiusa VEGF B kpoBu
(mopma 10,0—62,5), Hr/mi 990
VEGF level (reference 10.0—62.5), ng/mL

Maasbie KpuTepuu

[emaTocmieHoMeranus +
Hepatosplenomegaly

JInmbaneHonaTust i
Lymphadenopathy

+ + -
71 440 2200
+ - +
+ - +
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OkoHuanue maba. 4

End of table 4
IToka3arein KinHnueckue napamMeTpbl yCTAHOBJIEHHS IHATHO3A
HQMep TalureHTa 1 D) 3 4
Patient number
+
+ TTT 12,5 MkME /M
117 nr/mMn AKTT (HopMma (Hopma
OHIOKPUHOIIATHS, KOHIIEHTPAIIUS <46 tir /M) _ _ 0,45—5,33 MkME /M)
Endocrinopathy, level + +
117 pg/mL TSH 12.5 plU/mL
ACTH (reference <46 pg/mL) (reference

0.45-5.33 pIU/mL)

Tpom6oruTo3s, x10°/1
Thrombocytosis, x10°/L + (615 +(479) - +(620)
IMopaxkeHus1 KOXU:
Skin changes:
aKpoLMaHO3 — + —_ +
acrocyanosis
N3MEHEHUS HOI'TEBbIX IJIACTUH = + ar —
white nails
noGeieHre TalbIEB PyK — + + —
whitening of the finger
TUTIEPIIATMEHTALIUS — aF + _
hyperpigmentation
JIETTATMEHTALIUST — = + _
depigmentation
T€MaHTUOMBI = _ _ +
hemangiomata

MHIyKIAOHHaS Toparhs 4xRCd, 2 * IxaRd 2xCD, 5 Rd 5 x Dara-Rd
Induction therapy 6 x Rd

OTBeT nocJie MHIYKIIAW:

Response after induction:
TEeMaTOJIOTNYECKUIN ypP yp qypP qypP
hematologic PR PR PR PR
VEGF B kpoBH, HT/MIT I1P: 40 — YP: 125 I1P: 41
VEGF level, ng/mL CR: 40 PR: 125 CR: 41

OHROFEMATONOIUA 1’2025 tom 20

BpeMst OT TMAarHOCTUKM 10 ayTO-
TI'CK, mec 9 7 11 8

Time from diagnosis to auto-HSCT, months

KonnyecTBo 3aroToBIEHHbBIX
CD34*-kietok, x105/xr 43 13,2 6,2 44
Number of collected CD34" cells, x10°/kg

Ortger Ha 100-i1 neHs niocye ayto- TTCK:
100" day auto-HSCT response:

TeMaTOJIOTNYECKUI Yyp [P yp I1P
hematologic PR CR PR CR
VEGF B KpoBH, HI /M1 I1P: 50 I1P: 41 YPp: 114 I1P: 80
VEGF level, ng/mL CR: 50 CR: 41 PR: 114 CR: 80

Cpoku HabII0AeHUS /COXPaHEHUS

otBeTa rnocie ayro- TTCK, mec 9 54 4 3
Time of follow up/retention of response

after auto-HSCT, months

Ilpumenanue. VEGF — ¢paxmop pocma snoomenus cocyoos; AKTI — adpenoxopmurxomponuwiii 2copmor; TTI — mupeompontuiii

eopmon; RCd — nenanudomud + yuxaogocgpamuo + dexcamemason; IxaRd — uxcazomub + aenarudomud + dexcamemason; CD — yu-
Kaogocpamud + dexcamemason; Rd — nenasudomuo + dexcamemason; Dara-Rd — dapamymymad + aenasudomuo + dexcamemason;
IIP — noanas pemuccusi; 4P — wacmuunas pemuccus; aymo-TICK — aymonoeuunas mpancniaumayus 2eMonoImu4eckux cmeoi08blx

Knemok.

Note. VEGF — vascular endothelial growth factor; ACTH — adrenocorticotropic hormone; TSH — thyroid-stimulating hormone; RCd — lenalidomode +
cyclophosphamide + dexamethasone; IxaRd — ixazomib + lenalodomide + dexametason; CD — cyclophosphamide + dexamethasone; Rd — lenalodomide
+ dexametasone; Dara-Rd — daratumumab + lenalidomide + dexamethasone; CR — complete response; PR — partial response; auto- HSCT — autologous
hematopoietic stem cell transplantation.
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YTO MIPOSIBIISTIOCH OHEMEHHUEM, 00JIEBBIM CUHIPOMOM, Ha-
pylIeHuEeM XOAbObl C MOTPEOHOCThIO B UCHOJIb30BaAHUU
BCIIOMOTaTEJIbHBIX CPECTB (MHBAIMIHAS KOISICKA, XOIb-
0a C TPOCThIO HA KOPOTKME NUCTAaHLIMU, HEOOXOAUMOCTb
B ITIOCTOPOHHE 1oMoIiu). Y namueHTta Ne 1 BbIBIsSIINCH
HapyueHus (PYHKIIMY Ta30BbIX OPTaHOB B BUIE SIU3010B
HenepxXaHUs MOYHM. Y 00bHOro No 2 oTMedaaruch Hapy-
IIEeHUSI MEJIKOM MOTOPUKHM, YYBCTBUTEIBHOCTU KHUCTEIA,
W3MEHEHHME IT0YepKa, TUIIeCTe3Ms HIDKHUX KOHEYHOCTEA.
Bce mamumeHTH HA MOMEHT BeprUKALIMU THMarHo3a He-
TPYIOCHOCOOHBDI.

B 100 % cnyuaeB o pe3ynsraram DHMI BhIsIBIICHBI
CEHCOMOTOPHBIC HAPYIICHUS B HEPBHBIX BOJIOKHAX HIXK-
HUX KOHEYHOCTEH, YTO MPOSIBIISIIOCh B OTCYTCTBUM WUIIH
CHIKCHUM aMIUTATYIbI M- 11 S-OTBETOB 1 YBEIMUCHUU MX
IUTMTEIIGHOCTH TIPY CTUMYJISIITM COOTBETCTBYIOIINX HEPBOB.
VY mamuenTa Ne 1 Takke HaOMIOZAINCh HApYIICHHS TIPO-
BeIICHMSI CUTHAJIA TI0 CEHCOPHBIM BOJIOKHAM ITIPOMEXKHOCTHBIX
HEPBOB C 2 CTOPOH B BHIIE YMEHBIIICHNSI CKOPOCTH M aM-
IUTATYIBI IIPOBeIeHMS BO30YKIeHMs. Y maieHToB Ne 2—4
JIOTTOJTHUTETHHO BBISIBJICHO CHIDKCHUE aMIIUTYIBI M CKO-
POCTH TIPOBEICHNUS BO30OYXKICHMS 110 HEpBaM, MHHEPBU-
PYIOIINM AUCTAIbHBIC OTIEIbI BEPXHUX KOHEUHOCTEH.

VY Bcex ManyeHTOB TP UMMYHOXUMUIECKOM HCCIe-
JIOBaHUM BBISIBIICHA CEKPEIrsl MOHOKJIOHAJIBLHOTO OesKa.
KomrgecTBo miasMaTiiecKrx KJICTOK B KOCTHOM MO3Te TTPH
MOJCYETE MUEIOrPAaMMBI BapbrpoBaio ot 1,6 1o 4 %.

[Tocne aTama MTHAYKIIMKY BCe TALIMEHTHI TOCTUTIIM I'e-
matonorndeckoit YP. ITo manueiMm Monuropunra VEGF
y 1 6onmbHOrO KOHcTaTpoBaHa YP, emme y 2 — I1P, B 1 cityyae
koHueHTpaunio VEGF mociie MHIyKIIMOHHON Tepanuu
He ucciienoBaind. Bo Bcex cayJasx OTMEUYEHO YIIydllIeHUe
HEBPOJIOTMYECKOTO CTaTyca B BUIC YMEHBIIIEHUS CI1a00CTH
B HIDKHMX KOHEUHOCTSIX, YBEJIMUICHUS TIOIBIKHOCTH.

I1ocne npoBeaeHus TIpoLeaypbl MOOUIU3ALIMU 1 cOopa
TeMOITO3TUYECKIX CTBOJIOBBIX KJIIETOK KPOBH OOJIBHBIM BhI-
nosHeHa ayto-TI'CK, MennaHa KonmyecTBa IepesIMThIX
CD34*-knetok — 4,4 (2,7—6,2) x 10¢/kr. CpoK OT MOMEHTA
BepudUKaLmy Auarto3a a0 BeirmoaHeHus ayro-TI'CK co-
craBui 7—11 mec (Menuana 8,5 mec). JJIMTEIbHOCTD MHE-
JIOTOKCHYECKOTO arpaHyJ/Iouro3a — 7—14 nHeit (MeauaHa
10 mHeit), MemaHa BpeMEeHN BOCCTaHOBJICHMS JICHKOLINTOB
U TpoMbo1TOB — 16 AHeit mocne ayro-TT'CK.

Ha 100-i1 nens mocie ayro-TI'CK y mammmuenToB Ne 1
u 3 coxpansutack UP, y martmernToB Ne 2 1 4 — yroryoiieHue
otBeTa 1o [1P. I1pu onpenenenun kKonuenrpauuu VEGF
B KpoBu nocie ayro- TI'CK y marmmenToB Ne 1 11 2 mocTur-
nHyTa I[1P, y matimenTa Ne 3 — YP. ¥V 6onpHOTO Ne 4 oT™MEUa-
Joch yBenmmueHue cogepxanust VEGF nHa 17,5 1/ Boiie
BEpXHEN IpaHULIbl HOpPMaJIbHBIX 3HAYEHU. Y Bcex 00Jb-
HBIX OTMEYAJIOCH YIIy4IlIeHe HEBPOJIOTUIECKOIO CTaTyca:
OTKa3 WM YMEHbIIIEHHE ITOTPEOHOCTH BO BCIIOMOTaTE/IbHBIX
CpeACTBaX MePEeIBIDKCHIS, YIYIIIICHUE TIOXOIKH, CHIDKECHIIE
NOTpeOHOCTU B 00€3001MBaIOIIUX TIperapaTax.

[Ipu HabmogeHUn B TedeHUEe 9—54 Mec y allMeHTOB
Ne 1, 2 coxpaHsIeTCS OTBET, JOCTUTHYTHINA ITOCE ayToO-

TI'CK; y 6oapHOro Ne 3 oTMedaroTCs yriryoaeHre TeMaTo-
normyeckoro orsera g0 I1P (Ha cpoke 1,5 roma) m ero
COXPaHEHHUE MTPY MOCIEAYIOINX KOHTPOJIBHBIX 00CIIeN0-
BaHusx. [Ipu mouuropunre VEGF B 1 ciyyae KoHcTaTu-
posaHa UP, B 2 — I[TP. OtMmeuaeTcs gaybHeiee yaydiieHue
HEBPOJIOTMIECKOTO CTaTyca B BUAEC MCUE3HOBEHUS IMape-
CTe3Uii, CHIZKEHUS ITOTPEOHOCTH BO BCIIOMOTATEIbHBIX
CpeACTBax MepeaBUKEHNsI, BOCCTAHOBJICHUS TPYIOCIIO-
COOHOCTH.

ITpu xoHTpoIBLHOM DHMI, BEIMOMHEHHOI B 3 cly-
Yasx, Y BCeX MallMEeHTOB BBISBIICHA ITOJOXMTEIbHAS
IWHAMUKa B (YHKLIMOHAILHOM COCTOSHUHM HEPBHBIX
BOJIOKOH HMXHHUX KOHEUYHOCTEIl B BUIE YBEIUUYCHUS
CKOPOCTH IIPOBEACHUST BO3OYXICHUSI, ITOSBICHUS MO-
TOPHBIX OTBETOB IIPH CTUMYJISIIINY NKPOHOXHBIX, OOJIbIIIE-
OepLIOBBIX HEPBOB. Y mammeHTa Ne 1 3aperucTpupoBaHbI
HOpMaJM3alusl CKOPOCTH MPOBEACHMS BO30YXIECHUS
1 TIPAKTUYECKH ITOJHOE BOCCTAHOBJICHUE aMILIUTYIbI
S-oTBeTa Mo rIIyOOKUM IMPOMEXKHOCTHBIM HepBaM. Y TIa-
ueHTOB N2 2 1 3 JOIMOJTHUTEIbHO OTMEYEHO ITOBBIIIEe-
HUE aMIUTATYIB 1 CKOPOCTH IIPOBEACHMS BO30YKICHUS
10 HepBaM, MHHEPBUPYIOIIUM IUCTAIbHBIC OTIEIBI
BEPXHUX KOHCYHOCTEM.

Bce GonbHbIE TTPOAOIKAIOT HAOIIOAATLCS B LIEHTPE,
MenraHa BpeMeHU HabmoneHus 25,5 (3—54) mec.

06cyxxaeHune

POEMS-cunnpom — penkoe numbornpondepaTus-
Hoe 3a00JIeBaHNUE, COIIPOBOXIAEMOE IIPOTPECCUPYIOIICH
IEMUCIMHUAZUPYIOLIECH NOJIMHENPONIATUE, IBJISTIOIIEICS
BEAYILIEU NPUIMHON YXYAILLICHWS KA4eCTBA XKM3HU U CMEP-
i 60sbHBIX. Kak 1 MHOXeCTBeHHAsI MAEIOMa, OHO BXOIUT
B IpyIiny 3a00JieBaHUI, IPOTEKAIOIIUX C CEKpelueid MO-
HOKJIOHAJIbHOTO UMMYHOTIJI00Yy/IMHA. B oT/imune oT MHO-
XKeCTBEeHHOM MMenoMBbl, ajist Kotopoit ayto-TI'CK aBms-
eTCsI CTAHOAPTOM TepallMy Y MOJIOIBIX COMAaTHYCCKH
COXpaHHBIX MALIMEHTOB C MOKa3aHHBIMU BO MHOTUX KPYII-
HBIX PaHIOMM3MPOBAHHBIX UCCIEAOBAHMSIX O€30ITaCHOCTHIO
n 3(pPpekTuBHOCTHIO, B oTHOoIeHMn POEMS-cunnpoma
OTCYTCTBYIOT JaHHBIE KPYITHBIX UCCIICIOBAHMIA, TTO3BOJISI-
o11Me oleHUTh 3pdekTuBHOCTL ayTo-TTCK B mporpamm-
HOM JIeYeHUH OOJIbHBIX.

Pe3ynbraThl IMEIONINXCS PETPOCIIEKTUBHBIX MCCIIEIO-
BaHWI1 CBUICTENILCTBYIOT O TOM, uTo ayTo-TT'CK y manmeH-
T0B ¢ POEMS-crHIpOoMOM mo3BoJIsIeT 10OMBATHCST TIOTHO-
'O TeMaTOJIOTMYECKOTO OTBETA M HOpMaIM3aIi KOHLICHTPALIAN
VEGF ¢ Bricokoii yactotoit: B 60 1 50 % ciydaeB COOTBETCT-
BeHHO. [IpumepHO y 90 % MaLMEeHTOB YIAeTCsl YIYdIIUTh
HEBPOJIOTMUYECKUI CTATYC I10 pe3yJibTaTaM KaK CyOBbeKTHB-
HBIX, TAK M 0OBEKTUBHBIX METOIOB UCCIICIOBAHUS.

Pesynbratbl cOOCTBEHHBIX HAOIIOAEHU MTOATBEPXKAAIOT
1esecoodpasHocTh BKIoyeHus1 ayro- TT'CK B mporpamm-
Hoe JieyeHue 60abHBIX POEMS-cunapomMom. JaHHbie
oueHKH 3 dexruBHOcTH ayTo- TT'CK B mpencraBieHHBIX
KIMHUYECKUX HAOMIONEHUSIX TeMOHCTPUPYIOT BHICOKYIO
4acTOTy JOCTYKEHMS reMaTosiormdeckoro orsera: 50 % I1P,
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50 % YP na 100-it nenp nocie ayro-TT'CK, yrinybiaeHue
orBeta 1o [1P y 1 maumenra gepe3 1,5 roma mocie ayTo-
TI'CK. OtBer mo VEGF koHcTatTnpoBaH B OOJILITMHCTBE
cayyaeB: y 2 — 1P, y 1 — YP, B 1 ciyyae — yBenudeHune
KOHIIEHTpalnu Ha 17,5 r/1 OoT BepxHeli rpaHUIIbl HOPMBL.
HecmoTpst Ha TsKenbiii HEBPOJOTMYECKUI JeUINT HA
MOMEHT YCTaHOBJICHMSI IMAarH03a ¥ 3HAYUTEIbHOE CHIKE-
HUe ABUTaTeJIbHO# akTUBHOCTH, Ha 100-i meHb Iocie
ayto-TI'CK y Bcex malMeHTOB OTMEYaIuch YaydllIeHue
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3aknoueHue

PesynbraThl KIMHUYECKNX MCCIICIOBAaHUM, TaHHBIC
JIMTEpaTyphl, a TaKxKe COOCTBEHHbBIX HAOJIOAEHUM MOJI-
TBepxkaaioT apdexkTuBHOCTL ayTo-TT'CK mpu BKimroyeHnm
3TOTO METOMA B IIPOTPAMMHYIO TEPAITNIO COMATUIECKHU CO-
XpaHHBIX MOJIOABIX MTaleHToB ¢ POEMS-cuHapoMomM.
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