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ITapoxcusmanvras Hounas eemoenobunypus (ITHI') xapaxmepusyemcs xpoHuueckum
2EMONIU3OM, MPOMO03amu U BblpaNeHHbIM OpemeHem 3a001e8aHUS, BKTIOUAIOULUM COMamuyecKue
U NCUXOIMOUUOHATIbHLE NPOSBNIEHUS, CHUNEHUE KAYECBA HUSHU U COUUATTDHYI0 YA36UMOCDb.
Hecmomps na snauumenvnoiti npoepecc 6 newenuu I1HI, nayuenmuol cmankuearomcs

C MHO20UUCTIEHHVIMU NPOOTIEMAMU, KOMOPble ABISAIOMCS OmpaxceHuem opemeru 60/1e3HU.

Llenv - oyeHumov uacmomy u svipaxcerHocmo cumnmomos ITHI, ux énusnue Ha nosceOHesHY0
U NpogeccuoHanvHy o 0essmenvHOCMb NAUUEHMO8, a MAK}e CONOCMABUMb CAMOOUEHKY
NAyUeHmos ¢ OUueHKamu epaderi.

Mamepuan u memoodvt. B mHozoyenmposoe Habnodamenvroe uccnedosarue SUN-PNH
(2024-2025 22.) exntouervt 91 nayuenm c knaccudeckoti [IIHI u 15 epaueii-eemamonozos

u3 13 meduyurckux opearuzavyuii Poccuu. Vcnonv3o08anvl onpocHuie 1UCHbl, 0CHOBAHHbBLE

Ha uncmpymenmax PNH-SQ, QLQ-AA/PNH u WPAI-SHP. IIposodunace cpasHumenvHas oyeHKa
HATUYUST U 8LIPANEHHOCIU CUMNINOMOB, UX 6IIUSTHUS HA KAYeCMB0 HUSHU U MPYyoocnocoOHOCHD.
CmeneHb c02n1aco8aHHOCU 0npedensinacy ¢ npumereHuem kodagppuyuenma Kanna.
Pesynvmamut. Haubonee uacmo navuenmoi omme4anu ymomnsiemocmo (76-77%), HapyuieHust
cHa (56-64%), 00vuuxy (58%), zonostyro 60w (52-64%) u mvieuryro cnabocmo (51%).
IcuxoamouoranvHole nposieneHus (no0asneHHOCMb, HEPBO3HOCMY) 8bisI67IEHbL Y ~50% nalueHmos,
00HAKO 8pauU ouKcuposani ux cyuwecmserto pexce. CoenacosaHHocmy oueHoK 0viia ymepeHHoti/
8bICOKOLL 07151 comamuueckux cumnmomos (k = 0,5-0,7) u HU3KOTL O/ NCUXOIMOUUOHATIOHBLX

(k < 0,2); npu oueHKe BbIPANEHHOCIU CUMNINOMOS COTIACOBAHHOCHIL CHUNATIACY, BaPLUPYST
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KnuHuyeckme nccnenosanug

0M MAKCUMATILHOU — 07151 3ampyoHeHus enomarus (k = 0,666) 00 MUHUMANLHOU — 0757 HepsosHocmu (k = 0,117).
Cumnmomol 02paHu4UBaU NOBCEOHEEHYI0 AKMUBHOCTb Y 92% NauueHmos U npogPeccuoHAnbHy0 0esmesbHOCH b
¥ 35%. IlompebHocmp 6 dononHumenvHoti nodoepicke ommemunu 43% 60nvHbIX.

3axmouenue. IlonyuerHvle OaHHble 0eMOHCMPUPYIOM COXPAHEHUE 3HAMUMO20 OpemMeHl 3a001e8aAHUS

y navyuenmos ¢ ITHI dasxce Ha ¢pore mepanuu. Haubonvuiue pacxoroeHuss mexoy oueHKamu nayueHmos

U 8paueti vis1671eHbL 6 OMHOUEHUU NCUXOIMOUUOHATILHBIX CUMNINOMOB. MU Pe3ybmamol H004epKUsaom
Heo0xX00UMOCMb KOMNIIEKCHO20 NAYUEHMO0PUEHMUPOBAHH020 N00X00a K 8edeHuto bonvHoix ITHI

Kntouesvie cnosa: napoxcusmanvHas HouHas 26M02]ZO614H)/PU}I, mepanus quu6umopamu KomniiemeHma

Beepenne

ITapoxcusmanbHast HouHas remornobunypus (ITHT) - pex-
KOe€ >KI3HeYTpoXKalollee reMaToIor4eckoe 3abosieBanue,
XapaKTepU3yIolleecs XPOHNYECKOV HEKOHTPOIMPYEMOIi
aKTHUBaLMel cucTeMbl KoMIiuieMeHnTa [1, 2]. ITanuedTs
¢ ITHT ucnbIThIBalOT CMMIITOMBI, KOTOpPbI€ MOTYT Hapy-
1IaTh GU3MIECKOe 1 IICUXOCOLUATbHOE QYHKI[MOHMPOBaHIMEe
U IPUBOJUTH K CHIDKEHMIO KadecTBa Xu3Hu. HecmoTpsa
Ha 3HauMTeNbHbIN nporpecc B nedenuu ITHI, stu manu-
eHTBI CTaTKVMBAIOTCA C MHOTOYVC/ICHHBIMY TTpO6IeMaMI,
KOTOPBI€ SIB/IAIOTCS OTpaKeHeM 6pemenu 60me3un [3-5].
Kimundeckue acriextst 6pemern ITHI, Takue Kak XpoHM-
YECKUI BHYTPUCOCYIAUCTDIN F€éMONU3, KOCTHOMO3TOBas
HEJOCTaTOYHOCTh, TPOMOOTMYECKIe U MH(EKIVOHHBIE
OCTIOXHEHsI, MOTPEOHOCTD B FeMOTPaHC(Y3MAX, XOPOILIO
nsydensl [6-11]. VimeroTcst Takxke my6GIMKaLnm O COLHU-
anbHO-3KoHOMMYeckoM Biusuuu [THI, Bkatoyas ananmus
MPAMBIX ¥ HENIPAMBIX 3aTPAT Ha TOCIMTAIN3ALNMN, TPYO-
OpeTeHle IpenaparoB, OIUIaTy OOIbHNYHBIX, BpEMEHHBIE
3aTpaThl POJCTBEHHIKOB B YXOJle 3a MaIyeHToM [12-15].
BaxHblit acrieKT 6pemeHn 607e3HM — OIIBIT ITALVIEHTA, OCHO-
BaHHBIN Ha €r0 CAaMOOLEHKE, T.€. OIIPefe/IeHNe NCXOT0B,
coob1raemMpIx manmeHToM (patient-reported outcomes). Co-
I7IACHO HEKOTOPBIM UCCIIEOBAHNAM, B KOTOPTE MaIVIeHTOB,
MO/TYYAIOIVX MATOTEHETUYECKYIO U CUMIITOMATUYIECKYIO
TepAaINIo, OCTAIOTCSI HEYIOBIETBOPEHHbIE ITOTPEOHOCTI
¥ HepellleHHBbIe po6/temsl [16]. OgHaKo 9ncIo Takux pabot
BeCbMa OTpaHIYeHHO [16-19]. [l BbLABIEHNUS HeYOBIeT-
BOpPeHHBIX oTpebHocTelt 6ombHbIX [THI Hanbomee mopxo-
IALIM METONOM AB/IAETCA CPaBHEHME MHEHMI TaLlMeHTa
U Bpaya B Ol[eHKe CYMIITOMOB, OTPaHIYeHNI1 B IOBCEIHEB-
HOV YKI3HU U npo¢eCCM0Haanoﬁ IesTeTbHOCTY MallVieH-
TOB. IIoO/THOIIEHHBIN aHAN3 3TUX JaHHBIX IMEET 3HaYEHMe
I BBIOOPA ONTYMA/IBHOTO TepaneBTUYeCKOTo IOAX0/Ia
B 3TOJ C/IOKHOJ IOMY/IALIMY NTALIMEHTOB, a TaKKe M03B0-
JIIeT peann30BaTh IPYHINII AIMIEHTOOPUEHTPOBAHHO-
CTV Ipy uX BefeHnn. s pemenns sagadu B Poccuiickon
Depeparyy B 2024 1. 6110 peani30BaHO MHOTOLICHTPOBOE
HabofaTenbHoe uccnenoBanne «CUMITOMBI 1 HEYOB-
JIeTBOPEHHBIE MOTPEOHOCTY GOMBHBIX ITAPOKCH3MAIBHOI
HOYHOIT reMOITIOOMHYpMelt C TOYKM 3PEeHNsI TALVEeHTOB
" Bpaveit: HabmoparensHoe uccmenosatnre (SUN-PNH)»,
Le/IbI0 KOTOPOTo Ob110 M3y4unTh cuMnromst [THT, ux Binm-
sIHNE Ha TIOBCEHEBHYIO >KU3Hb, IPO(PECCHOHATIBHYIO Je-
STEBHOCTD U Ka4€CTBO >KU3HNU Y OONBHBIX U OLPENeNTUTD
L[e/IM ¥ O>KMIAaHMSA OT IeYeHNA C TOUKM 3PEHN IAI[VIEHTOB
¥ Bpadell. B faHHO My6/IMKanyy IpeCcTaBIeHbl pe3y/IbTaThl
U3y4eHs HepellleHHbIX Tpo6yeM y 6o/bHbIx ITHT, koTopbie

OHKoNOrys, remaTonorus 1 paanonorus

MOTYT MMETDb IEHHOCTDb HE TONBKO /1A YIYUIIIECHNA ITOKa-
3aresiel 1eYeHNs OTe4eCTBEHHOMN TIOITY/IALIN ITAlIIEHTOB,
HO 1 GBITH MCIIONb30BAHbI B APYIMX CTpaHaX AJjIAd ITOMICKa
ONITUMAIbHOM TaKTUKU Tepanmnm.

Marepuan nmetoabl

Amnanu3 JaHHBIX IPOBefieH B paMKaX MHOTOLIEHTPOBOTO
HaO/TIOaTeNIbHOTO MCCefoBaHms « CHMIITOMBI U HEYOB-
NIeTBOpEHHbIe TIOTPEOHOCTI GOBHBIX APOKCU3MaIbHOM
HOYHOJI TeMOITIOOVMHYpMEl C TOUKM 3peHNs MAalIeHTOB
u Bpaveit: HabmofarenpHoe uccegosanre (SUN-PNH)»,
KOTOpOe ObII0 peann3oBaHo B popMare ormpoca B PO,
¢ HOs16ps1 2024 T. o deBpanp 2025 T. B 13 MeAUIIMHCKIX
opranusanusax Poccuiickoit @epepanun. B uccnenosa-
HIe BKJIIOYaJIi TMALMeHTOB C MOATBEP)KIEHHDIM He MeHee
12 MecsLeB Ha3af [uarHosoM Kinaccudeckori ITHI, koTopbie
MIOJTy4a/Iy MATOTE€HETUYECKYIO MM CUMIITOMATHYECKYIO
Tepanuio. B nccnenoBanum TakKe IPMHUMAN y4acTye
reMaTo/lIory, KOTOpble IPOBOAVIIN JieueHMe Ial[ieHTOB
¢ [THI, BK/TI04eHHBIX B MICCIENOBaHIE.

Bce 607bHBIE TIEper HaYa/IOM MCCIIE0BAHMS TTOAIIICHIBA-
7 nHGOpMIpPOBaHHOE cortacye. [JalyeHTsl, BKIIOYeHHbIE
B VICCTIEIOBAHNE, 3AIIO/THA/N CIIELVIa/IbHBIV OIIPOCHBII JINCT,
COTlep>KalIil BOIIPOCHI COLMO-AeMOrpaduieckoro Xapak-
Tepa M BOIIPOCHL O 3a607IEBaHNM 1 TIOTTy4aeMOM JIEIeHN,
a TaK>Ke BOIPOCHI O HA/IMYIMM Y BBIPQYKEHHOCTU CUMIITOMOB
IIHI B HacTOA1IEe BpeMs U B Te4eHME IIOCTIETHETO MECALIA,
0 BIIVISTHVVI CIMITTOMOB Ha PasHbIe aCTIeKTHI XV3HM ITaIl/eHTa.
3arnoHeHMe ONPOCHBIX IMCTOB MalMeHTaMy IIPOXOAUIO
Ha O6YMa)XHBIX HOCHUTENSAX B paMKaX IJIAHOBBIX BU3UTOB
K Bpady Wiy BO BpeMdA rocnurtanmsanym. [lepeyenb cum-
IITOMOB, BK/IIOYEHHBIX B OIPOCHBIN JIUCT, CPOpMUpPOBaH
HAa OCHOBaHMM CIIEIMaJIbHOTO OIIPOCHMKA CYMIITOMOB IIpK
ITHI PNH-SQ [20] u BK/II09aI ClIeRyFoLIye CUMIITOMBL: YTOM-
JI5IEMOCTb, 6071 B S)KMBOTE, AUCKOMPOPT B IPYHOI KIIETKE,
HAapYIIEHNA CHa, 3aTPyHEHNA [IOTaHMsA, CHIDKEHNE KOHIEHT-
ALy BHUMAHSL, TOTIOBHAS 60JTb, MBILIEYHAS CTA0OCTH, 6OTb
B HOTaX MJIY CITVHE, OfbIIIKA. TaKoKe B OIPOCHBII JICT ObUIN
BKJTIOYEHBI IICUXOIOTMYECKIE CMIITOMBI: ITOJJaBJIEHHOCTD
M HEPBO3HOCTD. Borpocs! o mpodeccronambHOM fesTerb-
HOCTY C(OPMIPOBAHBI HA OCHOBE OIIPOCHMKA /IS OLJEHKU
tpynocnocobroctr WPAI-SHP [21], Bormpocs! 0 moBcenHeB-
HOV >)KM3HU — Ha OCHOBE CTIeLI/1a/IbHOTO OIIPOCHMKA KauecTBa
xusuy ipy ITHT QLQ-AA/PNH [22].

Bpauy 3anonHAMM OIPOCHBIN /IMCT BPaya Ha OCHOBE 37I€K-
TpoHHOII THIeKc-PpopMBbL. Bonpock! B OIPOCHBIX /MCTaxX
JULA TTALIVIEHTOB Y Bpayeil 110 COfiepyKaHuIo 11 popMary 6buin
MaKCHMa/IbHO IPUOIVDKEHBI APYT K APYTY I BO3MOX-
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KNMHNYeCKkan npakTuka

Tabnuya 1. O6was xapakmepucmuxa nayuenmos ¢ IIHI

IToxasarenp 3HaveHne

Bospacr, ner

CpepnHee 3HaYeHMe (CTaHAPTHOE OTK/IOHEHIE) 45,2 (15,5)
Mennana 43,0
MuHNUMYyM-MaKCUMyM 18-82
95% W nna cpegHero 42,0-48,5
Pacnipenenenue mo Bo3pacry 3uavenne, n (%)
< 40 et 40 (44)
40-60 net 34 (37,4)
> 60 et 17 (18,6)
ITon
MY K4IVHBI 43 (47,3)
SKEHII[MHbI 48 (52,7)
Oo6pasoBaHue
BBICILIee/ HETIOTTHOE BBICIIIEE 47 (51,6)
CpefHee cIienyaabHOe 31(34,1)
cpenHee 10 (11,0)
Ipyroe 1(1,1)
HeTt manubix 2(2,2)
NuBanugHOCTH
HET 21 (23,1)
€CTb, I3 HUX: 70 (76,9)
1-4 rpynma 3(3,3)
2-s1 Tpynma 40 (44,0)
3-s rpymnma 26 (28,6)
Het manubIx 1(1,1)
CeMeltHOE€ MOMOXKEHIIE
>KeHaT/3aMy>keM 55 (60,4)
XOJIOCT/He 3aMYy>KeM 22 (24,2)
pasBeneH 5(5,5)
BJIOBELl/BOBa 9(9,9)
IIpodeccronanbHast KeATENHHOCTH*
paboraet 65 (71,4)
He paboTaer 26 (28,6)
MecTo IpOXMBaHNSA
Topof, 76 (83,5)
cerno 13 (14,3)
HET JaHHBIX 2(2,2)

IIpumeuanne. *Ilo oljeHKaM IALMEHTOB U Bpaveil.
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HOCTU KOPPEKTHOTO CONOCTAaBIeHNs MHPOPMALIUY ITPU
IIPOBEJIEHNI aHA/IN3A.

KonmdecTBeHHbIe TepeMeHHbIE IIPeICTaBIeHbl CPETHIMM
3HAYEHMAMM, CTAHAAPTHBIMU OTKIOHEHMAMY, MEAMAHA-
MI, MUHMMAaJIbHBIMY U MaKCUMa/IbHbIMU 3HAYEHUAMMI,
95%-HbIMM JOBEPUTENBHBIMY MHTEPBAIAMU J/I1 CPETHETO.
KauecTBeHHbIe TlepeMeHHbIE IIPENICTAB/IEHbI B BUIE KOMIYe-
CTBa ¥ JOJIeV ITALIVIEHTOB B K)X[011 KaTeropuu. /114 XxapaxTe-
PMCTUKM CTeNIeHH COITIaCOBAHHOCTY (KOHKOPJIALNN) OLIeHOK
HaIleHTOB U Bpadeil olpeneneHa Mepa cormacysa Kamma (),
B COOTBETCTBMM CO 3Ha4Y€HMEM KOTOPON COINTACOBAHHOCTD
OLIEHOK PacCMATPUBA/IN KaK CIabyI0, YIOBIETBOPUTEILHYIO,
YMEPEHHYIO M BBICOKYIO. 11 CpaBHEHMA KONIMYECTBEHHBIX
IIOKa3aresieil B HECBA3aHHbIX TPYIIIIAX C YY€TOM XapaKTe-
pa pacipefieNieHna SaHHBIX UCTIONb30oBanyu U-KpuTepuii
Manna - YutHu. IIoporosbiii ypoBeHb 3HAYMMOCTH TP
IIPOBEPKe CTaTUCTUIECKMX TunoTe3 coctaBu p = 0,05. [Ina
IIPOBEMIEHM CTAaTUCTUIECKOrO aHa/I1M3a MICIIOIb30BAH IIPO-
rpamMHbIii maket IBM SPSS Statistics 23.0.

Pesynbratbl

XapakTepucTika nayneHToB 1 CneLuaniucTos

B uccnenosanne 6511 BodeH 91 maruent ¢ ITHL Ot yua-
CTUA B UCC/IENOBAaHUM OTKa3a/much 4 manuenTa. B tabmune 1
pefcTaBieHa oo1as MHGOPMAIs O Hal[ieHTaX, KOTOpbIe
MIPUHAIN y4acTye B uccnefoBanyy. CpemHuii BO3pacT na-
LIMEHTOB — 45,2 Tofa, 60IBIIMHCTBO MALMEHTOB MOJIOXE
60 net - 77,4%, momoxxe 40 net — 44%. CooTHOILIIEHIE
MY>KYMH U JKEHIIUH 6p010 1 : 1,12. Cpenuss Macca Tena
cocTraBmia 76,6 K1, muama3oH — ot 43 go 110 Kr.
[lnmirtenpHOCTD 3a00/1€BaHMs BapbupoBasa oT 10 Mecsnes 1o
27 net (Menyana — 8 eT). BombLIMHCTBO MaLMEeHTOB IOTY-
YasIy IIaToreHeTMYecKylo Teparmio (95,6%). B mogasstomem
4yIC/Ie C/Ty4aeB OCHOBHBIM IIPEIIapaToM OblT 9KyIM3yMal.
IIpu atom HekoTopbiM manuentam (17,6%) nmpoBopnin
JIeKapCTBEHHYIO TepaIuio BMeCTe C rFeMOTPaHCy3UAMIL.
Tpu nanuenta (3,3%) HaXOLU/IMCH TONBKO Ha TeMOTPAHC-
¢ysusx. VI3 o61riero yncia nanmueHToB, KOTOpbIe HOTydau
JIeKapCTBEHHYIO TePAINIO, JO/IA MAL[VIEHTOB C ONTYMATbHbIM
OTBETOM cocTamna 47,1%, ¢ cy6onTMMaTbHbIM OTBETOM —
52,9%, y OflHOr0 IIaljieHTa OTBET He OLeHMBAaJII.

Y IByX maiueHToB OblIa OTMeYeHa III0Xast IEPeHOCUMOCTh
JIeKapCTBEHHOI Tepanyy (ManyeHTKa 64 JeT ¥ MalueHT
51 roga). O6a maumenTa momyganu sk ynmusymat. Vs obiero
4JC/la AIVIEHTOB 19 4emoBeK NoIyYyany COIPOBOJUTENb-
HYIO Tepanuio, BKITIOYAIOIYI0 MeTab0MIIeCKYIO TePaIINIO,
aHTUKOATY/SIHTHL Y 6ojee TpeTn 60/mbHBIX (36,3%) 3a
mpourenmive 12 MecsitieB 6pUM TOCMUTANTN3ALNY, IPUYEM
y HOTIOBMHBI U3 HUX — 60JIee ABYX 3a FOf, Py OOLIIelt [in-
TeIbHOCTH TOCIIUTANM3aLMil 60mblie Henemn. V3 o61ero
Y1CTIa OCIOKHEHMIA 3a TIpoleine 12 MecAleB Jaliie BCero
y IAIMEeHTOB Pa3BUBA/ICS LIUTONIEHNYECKII1 CUHAPOM (44%),
pudeM y 6ojee ONOBUHBI B TeUeHNe IPOLIELIEr0 MeCsIa.
Y 20,9% mauueHTOB 6B MH(EKIVOHHBIE OCTIOKHEHNA
(Y mopaB/IAOIero YNciIa B TeYeHNe ITOCTIeHHIX 6 MecsIIeB),
y 12,1% — mpopbIBHOJ TeMonu3 (II0YTH Y BCEX B TedeHNUe
MOCTIENHMUX 6 MECALIEB).

B uccnegopanuy npuHAIM ydactue 15 Bpadeli-reMaTo-
noroB. MennaHa Bo3pacta coctaBuia 34 ropia (anamnasoH
25-48 nret). COOTHOLLIEHYIe MY)XUVH V1 >KEeHIVH 651710 1 : 2,75.
Mennana mpodeccuonanpHoro craxa — 10 yet. B ocHos-
HOM CIIeIIVIa/IICThI MPeNCTaB/IAIN CIelaNTu31pOBaHHbIe
reMaTo/IOrMYECKIIE OTE/IEHNA KIMHUYECKIX OOIbHIALL MU
am6yaropHble oTenenns (40,0%). CrieluamicTsl yKaszau,
YTO B CPeJJHEM B TedeHye MecsLa y HUX HaO/IIOaloTCs MIN
HaXOJATCA Ha JIeYeHuy IATh mauyerTos ¢ ITHT (ot ogHOro
10 16 OONbHBIX).

XapakTepuctuka cumntomoB y 60abHbIX MTHI

Mo OLleHKaM NaLneHToB 1 Bpayeil

Ha pucynke 1 npepcraBieHa BCTPEYaeMOCTb KaXKOTO
U3 aHa/M3MPYeMbIX CUMIITOMOB y 60/bHbIX ITHT 110 O11eH-
KaM IaI}eHTOB U Bpadell 3a IOC/IeqHMe CYyTKH U 32 TI0-
CTIeTHUN MeCSII.

Bornee nonosuus! 60npbix [THI ncnbIThiBany 3a mocruex-
HI€e CYTKU ¥ 3a TIOC/IeHMIT MeCAL] C/IefyIOIie CMMITOMBI
3a607TeBaHMA: YTOMIAEMOCTD — 76 1 77%, HapyIIeHNsA CHa —
56 11 64%, ofbIIIKY — 58 11 58% COOTBETCTBEHHO, TOIOBHYIO
60mb — 52 11 64% ¥ MblIeyHYIO c1abocTh — 51 m 51%. Taxoke

JddexTBHaA hapmarotepanua. 47/2025
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Puc. 1. Pacnpedenenue 6onvnoix ITHI, ucnvimvieatroujux 3a nocnednue cymxu (A) u 3a nocneonuti mecsiy, (B) xasxcovuii uz
AHATTUBUPYEMBIX CUMNINOMOB, N0 OUEHKAM NAUUEHMO08 U epadyeil

6omee 40% maLMeHTOB MMe/M CHIDKEHME KOHI[EHTPAII
BHuUMaHMA — 48 u 48% u 60mM B HOTAX WIU B CIOVMHE —
47 m 53%. Ot 17 10 29% TaleHTOB UCIIbITHIBAIN APYTHE
cumrrromst ITHT: 607 B X1BOTe, AUCKOMGOPT B IPYFHOI
KJIeTKe U 3aTpy/iHeHMe IMoTaHyA. IIpakTidecky y HOOBYHbBI
MaIlMeHTOB 32 IOCNENHME CYTKM U 32 ITOCTeTHNUI MeCAL]
MIMETICh TICUXOIOTNYeCKyie TPOOTIeMBI.

ITo ouenkam Bpaveii 60mpumHCTBO 607bHEbIx ITHI nMeri 3a
MOCIIEHUE CYTKI U 3a TIOCTIEHWI MECAL]: yTOM/IAEMOCTD —
82 u 73%, nonoByHa U 60/ee MALMEeHTOB — OfBILIKY —
51 1 39% u MblLIeuHYI0 cmabocTb — 60 1 45%. Pexxe Bcero
BpadM OTMeYa/Iy Ha/ludue Y MaI[1ieHTOB O07Iell B XXMBOTE —
21 n 17%, guckomdopTa B IpyAHOIL KieTke — 23 u 14%
U 3aTPpySHEHUI ITToTaHuA — 14 v 6%. Bpaun otmeTnnu Ha-
JIM4ye TICMXOMOIMYIECKMX CMMIITOMOB Y HE3HAYMTENbHOM
TOMY NALIEHTOB: HEPBO3HOCTD — Y 12% 3a Ioc/efHMe CyTKI
u 7% 3a IOCTIEHUI MeCAL, TIOlaBlIeHHOCTb — y 21 1 14%
COOTBETCTBEHHO.

Ha pucynke 2 nokasaHo pacrnpesie/ieHlie NaljieHTOB CO-
IJIaCHO Ha/IMYMIO COBIIAJIEHNIL UX OLIEHKM C OLIEHKOJI Bpaya
B OTHOILEHMY MMEIOLIMXCsl CUMITOMOB 32 ITOCTIEIHIE CYyTKM
7 3a TIOCTIETHUI MECSII.

CreneHb COITACOBAaHHOCTY B OLIEHKAX IAI[VIEHTaMI 11 Bpa-
YaMy HaJM4ysa CUMITOMOB 3a00/ieBaHusA Oblla pasHON
(B 3aBMCMMOCTM OT CHMIITOMA) 1 BApbUPOBaa OT Y/IOB-
JIeTBOPUTENbHOI! 0 BbICOKOIL. CTeleHb COIIaCOBAaHHOCTH
B OTHOLIEHMM HaJM4MA 3a MOCTIENHNIE CYyTKM CUMIITOMA
3aboyeBaH ObUIa CIIEAYIOLIeIT: OB/ TBOPUTEIbHAA — /I
yromsgemoct (k = 0,378), yMepeHHas — [1A TONOBHOI 607M

OHKoNOrys, remaTonorus 1 paanonorus

HepBo3HocTb 56,1 *2,2
IlomaBnenHocTb 62,7 T 5,5
Bonu B HOrax mim B CriMHe 82,1 ?4,8
YromnaemocTb 79,8 E 13,5
Hapymennsa cua 78,7 ? 7,8
Mbliuteynas cnrabocrb 83,1 3-6 13,3
CHMKXeHMe KOHIIEHTPALY BHUMAHUA 81,9 I ,2
JuckoMdOpT B IPyFHOIL KIIETKe 87,5 12—973,8
Opplimika 81,3 12—9 58
TonoBHast 60/1b 77,5 ? 9,0
3arpygHeHue IIOTAaHUA 92,7 4-,92,4
bomm B xuBoOTE 86,8 ﬁZA
0 20 40 60 80 >7 100%
E Hepsosnoctp 40,7 *l,l
IlomaBeHHOCTD 50,5 TZ,Z
Bonu B HOrax mnm B cimHe 76,4 ?2,4
YTomnseMocTs 77,0 . 9,2
Hapymennsa cna 82,6 13’8?0,0
Mbieynas cmaboctb 77,4 ? 7.1
CHMXeHMe KOHIIEHTPAIY BHUMaHUA 79,3 ?1,2
Huckomopt B TPYHOII K/I€TKe 79,3 ?1,2
Oppiika 78,5 TI,Z
TonoBHas 60116 79,1 ?2,3
3aTpynHeHMe IMOTAaHNA 87,3 ?0,0
Bonu B >xuBoTE 81,5 ?0,0
0 20 40 60 80 100%

OL[EHKM Bpava ¥ IalMeHTa COBIAIN
HIlo OLI€HKE ManyeHTa CMMIITOM BbIpa>keH GOHbH_Ie, 9E€M IIO OLIEHKE Bpa4da
Ilo OILI€HKE MaljM€HTa CMMIITOM BbIpa)K€H MEHbBIIIE, YE€M I10 OLIEHKE Bpaya
Puc. 2. Pacnpeoenenue 6onvrvix ITHI, y komopovix cosnanu u He cosnanu
UX OUEHKU C OUeHKAMU 8paueil 6 OMHOUEHUU UMEIOUWUXCS 3d NOCTie0HUe
cymxu (A) u 3a nocneonuii mecay, (B) cumnmomos
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KAuHMYeCkme nccne1oBaHus

OueHku Bpayeit

Hepsosnocts 54,5 45,5 0,0
TlomaBneHHOCTH 36,8 57,9 53
3arpyfHeHne IN0TaHns 92,3 7
JuckomdopT B rpyAHOII KIeTKe 61,9 38,1
Bom B xuBoTE 42,1 42,1 15,8
Oppiiika 40,7 55,6 171
Bom B Horax mm B crinHe 25,7 48,6 25,7
TonosHas 6071b 31,1 44,4 24,4
CHIDKeHIe KOHIJeH TPy BHUMAHM A 39,1 50,0 10,9
MpuuedHas cabocTs 333 54,8 11,9
Hapymenns cHa 32,7 58,2 9,1
YromaeMocTb 29,3 49,3 21,3

O1eHKM AIIEHTOB

Hepsosnoctb 36,2 53,2 10,6
TlomaBneHHOCTH 53,5 32,6 14,0
3arpypHeHue rIoTaHns 73,3 20,0 67
JckoMQopT B IPYAHOI KIIeTKe 68,0 24,0 8,0
Bom B >xuBoTe 65,4 26,9 7,7
Oppika 62,0 24,0 14,0
Bormt B HOrax /i B CIIiHe 48,7 38,5 12,8
TonosHas 60/1b 56,5 32,6 10,9
CHIDK eHJe KOHIIeH TPy BHUMAHUA 57,5 40,0 25
MBbiuredHast cabocTb 524 38,1 9,5
Hapymenns cHa 36,0 46,0 18,0
YromaeMocTh 47,1 36,8 16,2

Cnabas W YMepeHHas CunbHas

Puc. 3. Pacnpeodenenue 6onvroix ITHI coenacto cmenenu 8vipaixceHHocmu
CUMNINOMO6 306071e6AHUS 30 NOC/IEOHIE CYMKU N0 OUeHKAM NAYUeHNO06 U 6payei

HepBosHocTtb 39,7 50,0 10,3
IlomaBnenHoCTH 44,4 48,1 7.4
3arpynHeHMe ITI0TaHNA 76,9 154 7.7
IInckoMQopT B rpyAHOIT K/IeTKe 74,1 222 3,7
Bomm B >xnBoTe 55,2 41,4 34
Oppiika 47,8 37,0 15,2
borm B HOrax mm B ciHe 55,6 311 13,3
Tonosuas 6076 60,0 29,1 10,9
CHM>K eHMe KOHIIEHTPAlyl BHUMAHM A 53,8 38,5 7,7
Mpiniednas cmabocTb 51,2 34,9 14,0
Hapymenns cHa 47,3 32,7 20,0
YTomsaeMocTb 46,3 34,3 19,4
Cnabas YmepenHas CumbHas

Puc. 4. Pacnpedenenue 6omvnoix ITHI coenacto maxcumanvHoti cmenenu
BLIPANEHHOCU CUMNINOMOB 3A6071e6AHUS 3 NOCTIEOHUIL MeCAY, N0 OUEHKAM NAUUEHINOB
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(k = 0,551) n HapyureHnii cHa (k = 0,572), BbIcOKas — 1A
OCTa/TbHBIX CUMITOMOB (K > 0,6). CTelleHb COrTacoBaH-
HOCTY B OTHOIIIEHUY HAJTMYMA 32 TIOCTIEMHUI MeCSAIL] CUM-
nToMa 3abomeBaHys OblIa BBICOKOI — I/IsL HAPYIIEHNUIT CHA
(k = 0,658), yIOBIETBOPUTENILHOMN — /I YTOM/LIEMOCTI
(k= 0,393) u sarpynuenns roranus (k = 0,334), ymepen-
HOII — JI/I1 OCTaJIbHBIX cMITOMOB (K = 0,4-0,5). B oTHO-
IIIeHUY TICUXOTIOTMYECKUX CUMIITOMOB CTEIleHb COIIaco-
BAHHOCTU OIIEHOK 6bia cmaboi (K < 0,2).
Pacmpenenenne 6ompubix ITHT cormacHo crernenn Bbipa-
>KEHHOCTV CUMIITOMOB II0 OLIEHKaM ITaljIeHTOB U Bpadei
3a IOC/IeHME CYTKM IIpeACTaB/IeHo Ha puc. 3.

ITo omeHKaM IalMeHTOB, OONBIIMHCTBO YKa3aIy, 4To 3a
HIOCTIEHME CYTKY Y HUX OBUIY YMEPEHHO VIV CUIBHO BBI-
pakeHbI — HapYILIeHNs CHa, YTOM/IIeMOCTb, 60/ B HOrax
WUIY B CIIMHE; €160 BBIPaXKEHDI — GOJIN B XKMBOTE, JUICKOM-
(bopT B IpYAHOIL KJIETKe, 3aTPYAHEHs [TIOTAHNS, CHIDKEHIE
KOHIIeHTpaLMy BHYMAHSI, TOJIOBHAsE O0/Ib, MbIIIIEYHAsI C/1a-
60CTb 11 opfbIILIKa. Taxoke OONBIIVHCTBO HAIVIEHTOB YKa3aliu
YMEpPEHHYIO UM CUIbHYIO BBIPAXKEHHOCTD NICUXOIOTNYe-
ckux npo6reM. CxogHas KapTHHA [TOTyYeHa [0 OLleHKaM
MAIVIEHTOB IIPM aHA/IM3€e MAaKCUMA/IbHO BBIPAKEHHOCTH
CUMIITOMOB 3a007IeBaHMsI 32 HOCTeRHMIT MecAL (puc. 4).
ITo orjeHKaM Bpadeit, y OONBIIVHCTBA IALEHTOB BCe MMe-
IoLIMecs 3a MOC/IeNHMe CYTKM CYMITOMBI 3a60/IeBaHus,
KpOMe 3aTPyAHEeHNs [JIOTaHNUs U JUCKOM(OPTa B TPYFHOI
KJIEeTKe, ObIIV YMEPEHHO W/I CUIBHO BBIPAXXeHs!I (puc. 3).
Pacnipenienenne nanyeHTOB COITaCHO HA/TMYMIO COBIIATEHMI
X OLIEHKM C OLIEHKOJI Bpadell B OTHOLIEHNUM BBIPa>KeHHOCTHI
MMEIOIUXCA 32 TOC/IeHMe CYTKY CUMIITOMOB IIpefiCTaB-
JIEHO Ha puc. 5.

CreneHb COITTACOBAHHOCTY OLIEHOK ITAIIVIEHTOB M Bpadel
B OTHOIIEHWY BBIPKEHHOCTV CUMIITOMOB ObLa HIDKe,
4eM IIpY OIpefeNeHNM UX HaIu4dus: B 60/MbIINHCTBA
CUMIITOMOB Mepa cornacus Kanma (k) 6bu1a Menbiie 0,5.
MunumanbHas Benmdrza koaddureHTa cormacoBaHHOCTH
6bLIa IOy YeHa IIPH OLiEHKE BEIPAKEHHOCTY HEPBOZHOCTH
u coctaBuna 0,117, MakcuManbHas — IPY OLLEHKE BhIPayKeH-
HOCTM 3aTPY/IHEHNA IJIOTAaHNA U paBH:ANIAch 0,666.

Taxoke mpoaHanM3UpoBay CPOKYU MOABIEHNUA CUMITOMOB
3a607IeBaHIA TI0 OLleHKaM MAIMeHTOB 11 Bpadeit. [To MHeHMIO
CIIEIVIA/IICTOB, Y 75,8% OO/IbHBIX CUMIITOMBI 3a00/IeBaHNA
MaHudectupoanu 6onee rofa Hasaz. ITo onenkam namy-
€HTOB, MeHbIIIas O/ OO/MbHBIX, a UMEHHO 58,2%, yKasanu,
YTO Ha4YajIy MCIBITBIBATh CUMIITOMBI 607Iee rofja Hasaz;
OCTajIbHbIe MALMeHTH! OTMETI/IN MOABJIeHNe CUMIITOMOB
B TeUeHIe IIOC/IeIHIX HECKOJIbKMX MECSALIEB.

BnuaHne cumntomoB Ha NMOBCEAHEBHYIO XI3Hb

N NpoGeccMoHanbhyto AeATeNbHOCTb Y 6onbHbIX MTHI

Nno OLEHKAM NalueHTOoB U Bpaqe|7|

Pacnipenenenne 6ompabix [THT cormacHo creneHy BAMAHUS
CHUMIITOMOB 3a00JIeBaHNM:A Ha IIOBCEHEBHYIO >KM3Hb U Ha
po¢eCcCHOHANBHYIO AeATENLHOCTD 110 OLIeHKaM MallieHTOB
U Bpadyeil IpefCcTaB/IeHO Ha puC. 6.

Kak BupiHO 13 pMCYHKOB, 11O OLieHKaM HAI[VIeHTOB CUMIITO-
MBI 3a00/IeBaHI OKa3bIBA/IN yMepEHHOE M/ 3HAUMTETIbHO®
BIIVsIHNE Ha TIOBCETHEBHYIO XXM3Hb U Ha IPO(eCCHOHATBHYIO
IesATeNnbHOCTb ¥ 68 U 35,4% 6onpHbIx. [To oljeHKaM Bpa-
Jelt IPOLIEeHT TaKIX MaI[ieHToB 61 Menbiire — 50 1 30,8%
COOTBETCTBEHHO.

CrereHb COITTAaCOBAaHHOCTY OIIEHOK ITALIIEHTOB U Bpadell
B OTHOUIEHUY BIVAHUSA CYMMIITOMOB Ha IIOBCEHEBHYIO
XXU3HB 6bLIa cyLecTBeHHO Hinke (K = 0,071; p > 0,05), uem
B OTHOLIICHNY B/IVISTHYSI CUMIITOMOB Ha ITPO(ECCHOHAIbHYI0
mesarenbHOCTh (K = 0,617).

JononuurenbHo nposefeH aHanu3 auAHus ITHI va npo-
deccroHanpHyI0 feaTenpHocTh o mkane BAI (ot 0 mo
10 6a/1710B) Ha OCHOBaHMY OLIEHOK TIAIMeHTOB. B cpennemM
HAIMEHTHI YKa3a/Ii, 4T0 3a00/IeBaHe OB/IISIIO Ha UX IIPO-
(eccroHanbHYIO feATeNbHOCTD Ha 3,1 6amta (auanasoH
ot 010 9 6anoB). Cpenyt paboTarnmx HanueHToB (n = 65)

JddexTBHaA hapmarotepanua. 47/2025



HeoOXOIMMOCTb IepeiiTi Ha ApyTyio paboTy us-3a ITHT
oT™MeTw 13 manmeHToB, a HEOOXOOMMOCTb N3MEHEHISI
pabouero rpaduka — 19 manyeHToB. 3a IOCTEFHION HENE0
M3-3a 3a00/IeBaHNA MALMEeHTbl BBIHYXX/IEHBI ObIIN HOTe-
psTh B cpenHeM 8,2% pabouero Bpemenu (ot 0 go 100%),
a IpoILeHT pabodYero BpeMeHM CO CHIDKEHMEM €T0 KaueCTBa
cocraBui B cpegeM 14,1% (ot 0 mo 100%). B Teuenne ropa
CpenHee KOMMYeCTBO IIPONYCKOB Ha paboTe 1o 60/IbHIYHO-
MY JIUCTY Y MAI[IeHTOB, KOTOPbIe 0pOPMILSIN JIUCT HETPY-
TOCIOCOOHOCTH 13-3a H0/Ie3HM, COCTABIIO 9 PabOUMX THEIL.
JJOTIONMHUTENIBHO TIPOBEN CPABHUTE/IbHbIN aHAIN3 BIIUSA-
HIIA 3a007IeBaHNA Ha PO eCCUOHANBHYIO eATEIbHOCTD
o BAIII B iByX IpymnInax ManueHToB C Pa3HOI BbIpaXkeH-
HOCTbBIO aKTYa/IbHBIX CMIITOMOB (yTOM/IEMOCTH, Hapy-
IIeHnIt CHa) 1 Icuxoyorndeckux (tabm. 2). [lepsas rpymma
BKJII0Ya/Ia TTAIMEHTOB, KOTOPbIE UCIIBITHIBAIN 32 IIOC/IEHIMI
MeCsAL] 3HAYMUTETIBHO BBIPXKEHHYIO (YMEPEHHO MY CUIBHO
BBIP@XEHHYIO) YTOM/ISIEMOCTb, BTOPasi — He3HAYMTE/IbHO
BBIPXXEHHYIO (CabbIil CYMIITOM M/IV CUMIITOMA He ObITIO).
Amnajornaso 6pU1 cHOPMIPOBAHEI TPYIIIIBI B 3aBUCYIMOCTI
OT YPOBH:1 HapyILIeHWII CHA U IICUXOIOTMYECKIX CUMIITOMOB.
V marueHToB, UCIIBITHIBAOIINX 3a IIOCIEMHMIT MECSI] 3Ha-
YUTENbHO BbIpaKEHHbIE YTOM/ISIEMOCTD, HAPYILIEHNsI CHa
U [ICUXO/IOTMYECKUE CUMIITOMBI, BIMAHNME 3a00/I€BaHNSA
Ha PO eCCHOHATIBHYIO [IESITEBHOCTD CYIIIECTBEHHO 60/Ib-
Ille, YeM Yy MallMeHTOB, MMEIOIIMX He3HaYNUTeNIbHO BhIpa-
>KEHHbIE CUMIITOMBI.

Yncno manyeHToB, KOTOPble HY)KIA/ICh B IIOATEPXKKE,
I10 OLIEHKAaM CaMMX ITAIIIEHTOB ObII0 GOIbIIE, YEM ITO OLIEH-
KaM Bpadel, — 43,4 npotus 33%. [Jons coBmageHmii oLeHoK
HAIMeHTOB U Bpadeil cocTaBuia 77,8%; y 4,9% 60MbHBIX
Bpauy ObUIN He OCBEOM/IEHBI O HEOOXOAMMOCTH B IIOfAEP-
KKe MAIMeHTOB, a ¥ 17,3% 60/IbHbIX Bpaun, HA060pOT, CHul-
TaJIM, YTO MALVIEHTBI HYXX/JAIOTCA B OAeP>KKe, B OT/IIYNe
OT OI[eHOK caMMX manyeHToB. CTeneHb CO/TaCOBAHHOCTHI
OLIEHOK MAIMEHTOB ¥ Bpayeli B OTHOIIEHNY HEOOXO[MOCTH
B ITOfifiepKKe OblIa ymepeHHoM (K = 0,531).
ITocTopoHHAA IOMOIIb, B KOTOPOJ HY>KIA/IMCh TIallJieH-
TBI, BK/IIOYa/Ia CJIefyIollee: BHIIOTHEHME JOMAIIHNX Je/l
(n = 31), MeguumHCKas noagepxka (n = 14), dbunaHcoBas
noagepxka (n = 14), ncuxonoruyeckas Hoafepxka (n = 13),
IPUTOTOBJIEHIIE efbI U YXOF 32 06071 (n = 8), IepenBInKeH e
B TpaHcnopre (n = 4).

Taxoke Ha OCHOBaHMY OIIPOCHOTO JIVCTA TPOAHATN3POBAIN
pacnpenenenne 6onpubix [THI cormacHo crernenu BIMsHUS
3ab0/IeBaHs Ha MIX Ka4yeCTBO XXM3HU B IlenioM. Ha pucyHke 7

Hepsosnoctn
TlonaBeHHOCTH

Bonu B Horax mwin B crimHe
YromnaemocTsb
Hapymenus cna

MbluteyHasi c1abocTb

CHIDKeHMe KOHIIEHTPpaM¥ BHUMaHMA

JlnckombopT B rpyRHOI KieTke

Oppiuka
TomoBHast 6071b
3arpynHeHe IIOTaHNsA

Bomu B xuBoTe

KnuHuyeckme nccnenosanug

51,6
53,8

0 20

15,6

40 60 80 100%

OLICHKI/I Bpava 1 nmanyueHTa CoBnaim
LRI OLI€HKE ManyeHTa CMMIITOM BbIpaKeH 60}1])]].[5, YeM II0 OLIEHKE Bpaia
ITo OILIEHKE ManyeHTa CMMIITOM BbIpa)KE€H MEHDBIIIE, YE€M 10 OI[€HKE Bpava

Puc. 5. Pacnpedenenue 6onvroix ITHI, y komopuix cosnanu u He COBNAU UX OUeHKU
C OUeHKaMU 8paUeli 8 OMHOUEHUL 6bIPANEHHOCTIU UMEIOULUXCS 3G NOCTIEOHUE
CYmKU CUMNMoMmMo8

O1reHKa MalieHTOM

Fr

Bl Ouenka nanuesTrom

18,5

40,0

He Bnmusior

YMepeHHO BIMAIOT

OueHka BpauoM

26.4 42,9

OueHka BpauoM

8,5 |

44,6

HesHauynTenbHO BAUSIOT

B B 3HaYMTETbHO CTETIEHU BIUSIOT

Puc. 6. Pacnpedenerue 6onvrvix IIHI coenacto cmenexu 6UsSHUS CUMNINOMOS
3a6071e6aHUST HA N0BCEOHEBHY0 HU3HD (A) U Ha nPpoPeccuonanvHyio desmenvHOCHb
(B) no ouenxam nayuenmos u épauei

Taénuua 2. Brusnue 3a6051e8aHus HA npogﬁeccuouaﬂbuym beﬂmeﬂbuocmby nayueHmos, UChovlmvl8AsuUIUX 3HAUUMENTbHO BblpaXNeHHble

U He3HAYUME/IbHO 8blpaXeHHble CUMNIMOMbl

3HaYNTENTHHO HesnaunrtenpHo | P*
XapaKkTepUCTHKA | pripaskKeHHBIN | BHIPAXKEHHBII
BAIII CUMIITOM CUMIITOM
Mennana 5,0 2,0
[Ipouentunn 2-7 0-3 0,003
(25%0~75%0)
Munnumym- 0-9 0-7
MaKCUMYM

ITpumeyanne. *Kpurepuit Manna — Yutam.

OHKoNOrys, remaTonorus 1 paanonorus

Hapymennus caa

HesnaunrtenbHo |P*

0,017

3HaYNTEIPHO

BbIPa>KeHHBIi | BBIPA>KEHHBIN
CHMIITOM CHMIITOM

5,0 2,0

2-7 0-3,5

0-9 0-8

IIcnxonmormyecke CMMIITOMBI

3HaunrtenpHo | Hesmaunmrenpno |P*
BBIPa)K€HHBIJA | BBIPA>KEHHBIN
CUMIITOM

5,0 2,0

2,5-7,0 0-3,0 0,003
0-9 0-8
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KAuHMYeCkme nccne1oBaHus

CoBceM He BIUAIOT

“

25,3

1

(5|
5,5
12,1
37,4
28,6

28,6

YMepeHHO BInAIT B OueHb CUIBHO BIUAIOT

HesHauntenbHo BMAOT M CyllecTBEHHO BINAIOT

Puc. 7. Pacnpedenenue 6onvoix ITHI coenacno cmenenu 6TUSHUSL CUMNINOMOB
3a6071€6aHUS HA KA1ECMB0 HU3HU NO oueHKam nayuenmos (A) u épaueii (B)
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HoKasaHo pacipenenetne 6ompHbIx [THI cornmacHo crenenn
B/IVSTHVSL CUMIITOMOB 3a00/IeBaHVsI Ha KQ4eCTBO XXU3HI
MAIVIEHTOB I10 OLleHKaM CaMUX MaIjIeHTOB ¥ BpadJeil.

Y 90% 60/IbHBIX BbIABIEHbBI COBIAJICHN OLICHOK ITAIIIEHTOB
¥ Bpadell B OTHOLICHWY BIIVSTHVSA CUMIITOMOB 3a00/IeBaHMs
Ha Ka4yeCTBO XM3HU, CTENIeHb COITTACOBAHHOCTY OIIEHOK
IAIMEHTOB U Bpadelt 6bu1a yMepenHoit (K = 0,459).

06cyxpeHue

Jo nacrosiiero Bpemenu ITHI octaercst 3a6oneBannem
C BBIP@KEHHBIM K/IMHIYECKIM M [ICUXOCOLMaIbHBIM Ope-
MeHEM, HECMOTPS Ha TOCTVOKEHIA COBPEMEHHOI TapreTHOM
teparuu [5, 12-15]. Hapagny ¢ 61oMeRMIMHCKIMY acIIeKTa-
My 3ab0reBaHMs BCe Gonblilee 3HaYeH e IprobpeTaeT cyos-
eKTMBHOE BOCIIPYSITIE CUMITOMOB CAMUMU TTAlIMEHTaMI,
KOTOPOE 3a4aCTYIO He COBIAZIAeT C KITMHIYECKOI OL[eHKOIT
Bpadeit. CyIecTByOmuIl paspslB B HIOHNMAHUN TSDKECTI
3a60JIeBaHNA MOXKET CYIIeCTBEHHO B/VATD Ha 9 HeKTHB-
HOCTb Tepamnuy, yIOBIeTBOPEHHOCTD JIeYeHMeM I KA9eCTBO
KusHM manmeHToB. ObpaiaeT BHUMaHIE TOT BaKT, YTO
B Poccunm oTCyTCTBYIOT McceoBaHms 6peMern 60me3Hn
U HepelleHHbIX Tpo6yeM y 6onbHbIx [THI Ha done Tepammm.
B HacTosII[eM MHOTOLIEHTPOBOM HaOTIOIaTeIBHOM MCCTIEO-
BaHMM M3y4eHbl cUMITOMBI 607bHbIX ITHT, BrmsiHue 3a60-
JIeBaHIs HA TTIOBCEIHEBHYIO XXM3Hb U TPOQECCHOHATIBHYIO
JIeATe/IbHOCTD Ha OCHOBAHNY OLIEHOK ITaIlMeHTOB 1 Bpayelt,
a TaKXKe IpefCTaBIeHbl KIMHIYECKIe XapaKTePUCTIKI,
oTpaKalolye 0CO6eHHOCTH TedeHNs 3a00IeBaHNA Y TaH-
HBIX TalMeHTOB. I/ onpefenieHns HeyOBIeTBOPEHHBIX
notpebHocteit 6ombHbIx [THT Ha oHe Tepamu MbI Biep-
Bble CPABHIIV OLIEHK! TALIMEHTOB U Bpadell B OTHOLIECHIN
BCTPEYaeMOCTH U BBIPOXKEHHOCTY CYIMIITOMOB 3a00/IeBaHyIA,
a TaK)Ke CTeIleHb ero HeraTMBHOTO BIIVSHISA Ha IIOBCETHEB-
HYIO KU3HD U IPO(ECCHOHATBHYIO JesITeNbHOCTD.

IMpexxpie 4eM OPUCTYINUTD K OOCYXAEHNIO [IOTYIeHHBIX
Pe3y/IbTaTOB, OXapaKTepU3yeM MeTOO/IOTHIO YICCTIeOBaHILAL.
Jns ouenky KadectBa >x13HM nanmenTos ¢ [THT npumens-
€TCs e[MHCTBEHHBIII CreluanbHblil onmpocHuK QLQ-AA/
PNH [23], ero pycckosisplaHast Bepcust OTCYTCTBYeT. st
OLIEHKY CUMIITOMOB pa3paboTaH OMPOCHUK CHMITOMOB
mpu ITHT — PNH-SQ, a1 KoTOpOro B HacTosIIee BpeMs
3aBeplIaeTCs IIPOBEPKa €ro ICUXOMETPUYECKUX CBOJICTB

(20, 24]. B aToi1 cBsA3M [/Is1 peann3anuy 3aad MCCIeOBAHYI
Hamu 6bUT pa3paboTaH OMPOCHBII JIUCT, KOTOPBII BKII0YA
nepeyeHb CMMIITOMOB 13 onpocHrka PNH-SQ, a taxoke Bo-
IIPOCHI B OTHOLIECHMY TTOBCEHEBHOI KM3HM U3 OIIPOCHMKA
QLQ-AA/PNH. Bompocsl, Kacaromiyecst IpodecCHOHaTbHOI
[esITeNIbHOCTH, CPOPMIPOBAHBI HA OCHOBE ONIPOCHUKA IS
oleHKU Tpygocnoco6Hocty WPAI [21]. Bonpocsr onpoc-
HOTO JIVCTA JyIs1 Bpadeli 1o cofepykaHno 1 popMary 6puiu
MaKCHMaJIbHO IIPUO/IVDKEHBI K BOIIPOCAM OIIPOCHOTO JICTA
VI TALEHTOB, YTOOB! Hanbonee 3¢ (HeKTUBHO COMOCTA-
BUTD ¥ IPOAHAIM3MPOBATh COITTACOBAHHOCTD OLIEHOK TeX
U APYTUX.

OTMeTM, 9TO MOIAB/ISIONIE OOIBIINHCTBO MAIVIEHTOB,
BK/IIOYEHHBIX B MCCIeOBaHMe, COCTaBUIN ML TPYHO-
CII0COGHOTO BO3PACTa, IIPUYEM IIOUTH ITOTIOBIHA 6O/IBHBIX
661712 MOToKe 40 71eT, a 71% OT 001I[ero Ynciia manueHToB
pabotamu. IIpu sToM y 60/MBIINHCTBA TALEHTOB MIMeNach
MHBaMUGHOCTD (77%). OguHOoKuMY AB/Ismuch 40% maryes-
TOB (He COCTOsUIN B 6paxe, pasBeeHbl IV BOBCTBOBAIN),
YTO MOXKET CBUJIETE/IbCTBOBATH O IOIIOJTHUTETBHON COIM-
aJIBHOV YA3BMMOCTY 3TUX OO/BHBIX.

YcTaHoBieHo, 4To 607ee monoBuHbI 60nbHbIX ITHI nmenn
3a MOCIIeHME CYTKM U 32 ITOC/IETHMIT MeCsL] CIefyIoliye
CUMIITOMBI 3a60/I€BaHIIST: Y TOM/IIEMOCTD, HAPYILIEHS CHA,
OJIBIIIIKA, TO/IOBHASI GO/Ib 1 MblIIeYHast CTab0oCTbh. [1pu sTOM
OOMBIIMHCTBO NAIVIEHTOB OTMETVIIN, YTO VMU YMEPEHHO
VIV CVJIBHO BBIpaXKeHHbIE TaKye CYMIITOMBI, KaK YTOMJL-
€MOCTb, HapyIIeHNs CHa, 60711 B HOTaX M/ B CIIMHE — B Te-
JeHye IOC/IeHNX CYTOK, a TAK)Ke YTOM/IIEMOCTD, OfIBIIIKY
U HapyLIeHNUA CHa — 3a nociegHnii Mecsan. Kpome toro,
IIPaKTHYECKH Y IOJIOBVHBI IIAI[YIEHTOB ObIIM CYIL|eCTBEHHO
BBIP)KEHBI IICHXO/IOTMYECKIe CUMITOMBI — ITIOIaB/IEHHOCTD
U HepBO3HOCTD. [lonydyeHHble JaHHbIE XapaKTepPU3YIOT
6pemst 60/Ie3HI U TOIOTHSIOT PE3Y/IbTATH MEXXIYHAPO-
HBIX uccnegoBaumit [16-19, 25-27].

OTgenbHO OBIT IPOBeieH CPaBHUTENbHBII aHAIN3 Olle-
HOK ITalIMeHTOB ¥ Bpayell B OTHOLIEHUM MMEIOIMXCS CYM-
ITOMOB 3a00/IeBaHMSA U X B/IVSHMS Ha [TOBCEHEBHYIO
SKU3Hb U PO eCCUOHAIBHYIO JeATebHOCTD NAal[IeHTOB,
KOTOPBII1 TO3BO/IN/T BBISIBUTD ACIEKTHI XXU3HYU OOTbHBIX
ITHI, oTHOCKTENIbHO KOTOPBIX OCBEOM/IEHHOCTD Bpadel
6bl/1a HEMOCTATOYHOIA. [I7151 6OBIIMHCTBA MTALIMEHTOB UX
OILIEHKM U OLIEHKM Bpauell 0 HaJIMYMIO TeX WJIM MHBIX
CUMIITOMOB COBIIAJIa/IV, OFHAKO PSJi IPOSABICHNI SBJIANCA
I71s1 Bpadeil MeHee 3aMeTHbIM. Hanborbiime pacxoxe-
HJS Kacasch ICUXOIOTMYeCKX IpobmeM: 6oriee TpeTu
IIAIVIeHTOB OTMeYa/y HePBO3HOCTD Y IIOfIaBIEHHOCTD 32
HOCTIefHYIE CYTKI, O KOTOPBIX VX Bpauy He IIOf{03peBaJIl;
a TIpU OIeHKe 32 IIOCTIeHUI MeCAI JOJIA TaKVX ITAI[UeHTOB
DOCTUTaNa MpaKTUYeCKN MMoMoBUHBL. Cpeny comaTmde-
CKVX CMIITOMOB HEJJOOIIeHEHHbIMM CO CTOPOHBI Bpayel
Jallle BCEro OCTABA/INCh: CHVYDKEHMEe KOHIJeHTpaluy BHU-
MaHwus (17%), HapyeHus cHa 1 TonoBHast 6071b (1o 14%),
a taxke onpimka (13%). Eme 6onbinee pasmrdne B orjeHKax
OBIZIO OTMEYEHO OTHOCUTENBHO HAINMYMsA CUMIITOMOB 32
HOC/eR M MecALy: oT 13% (3aTpysHeHMs [IIOTaHU) KO
20% (cHyDKeHNMe KOHI[EHT ALY BHUMAHMUA, TUCKOMPOPT
B I'PY[HOI KJI€TKe, OfIbIIIKA).

Yro KacaeTcs BBIPAKEHHOCTU CYMIITOMOB 32 IIOCTIETHIE
CYTKM, OLIeHKY NTALIMeHTOB U Bpadeli COBIAIN y OOMbIIH-
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CTBa OOJIBHBIX B OTHOLICHVY 3aTpyHeHN:A r1oTanus (90%),
6oreit B xxuBoTe (82%) u g1ckoMpOpTa B TPYIHO KIETKe
(83%). lnst yTOMIIAEMOCTH OIS COBIIAfICHNIT B OLleHKax
cocraBuia 51%;y 15% manyeHToB Bpauyu HEJOOLEHYBaIN
3Ty npo6emy. OfiHako o6paliaeT BHUMAaHMe, 4TO y TPeTH
HalJMEeHTOB Bpauyyl, HA00OPOT, CYUTAIM YTOMIAEMOCTD
BBIP@XEHHOJ! B GOJIbIIIEIl CTeIIeHN, YeM OTMEeTUIN CaMU
HaIYIeHTHI, YTO OTPAXKAET OCBENOM/IEHHOCTD M CYILIECT-
BEHHYI0 HACTOPOXEHHOCTD CIIELIMa/IICTOB B OTHOLIEHUN
9TOI1 Ipo6IeMbl. MakcumManbHast 0/ 60bHbIX, Y KOTOPBIX
Bpad GBI IJIOXO OCBETOMIIEH O CTENeHN BBIPAKEHHOCTH
CYMITOMOB, OTMe4eHa B OTHOLIEHN) HEPBO3HOCTM I TO-
maBneHHOCTH (45 11 38%), a TaK)Ke B OTHOILIEHMY ObILIKIA
¥ CHIDKEHUSI KOHIIEHTparyy BHUMaHus (o4uty 1mo 20%).
Cpenu Tpex BefyIUX CMMIITOMOB, KOTOpbIe B 00/IbLIel
CTeTeH) OeCIIOKOAT IALVIeHTOB, Bpayl 1 IallVeHThI YKa3aliu
YTOMJIIEMOCTD I HapyIueHnus cHa. Ee ofyH cMMIITOM, KOTO-
bl ObIT OTMEYeH KaK BaXKHBIIL, OT/INYAJICS Y AL[VIEHTOB —
OHJI Ha3Ba/I OfbILIKY U Bpadeil — MbIIIeYHas CTTabOCTb.
Ilo oneHKaM NalMEHTOB, CUMIITOMbI OKa3bIBalOT YMEPEH-
HO€ WY 3HAYNMTETbHOE BIMAHME Ha TOBCEJHEBHYIO KM3HDb
y IPUMEPHO JIBYX TpeTell 60IbHBIX, TOTa KaK 110 OLleHKaM
Bpaueil — y HOMOBUHBI 60/bHBIX. CylljecTBEHHOE BIINA-
Hite 3a60/1eBaHMs Ha IIPO(ECCHOHANBHYIO IeATEIBHOCTD
y paboTaroux NalyIeHTOB BBIABIEHO Y IPUMEPHO TPETU
OO0JIbHBIX 11O OLleHKaM M IIalMeHTOB, ! Bpadeil. ITu pe-
3Y/IbTaThl HOIOMHAIOT HelABHIE MeXXTyHAPOHBIE 0030DbI,
B KOTOPBIX CUCTEMATH3MPOBAH OMbIT marenToB ¢ ITHT [28,
29]. B 60/IbIIMHCTBE C/TyYaeB MALVEHTHI 1 BPadyu OLeHIIN
CTeIleHb B/IVMSTHIS CYMIITOMOB 3a00/IEBaHIS Ha IIOBCEHEB-
HYI0 XXV3Hb U TPOdeCcCHOHATBHYIO feATeNIBHOCTb CXOJHBIM
ob6pasom. JIutib y 6-7% 60MbHBIX Bpady ObUIN He OCBEROM-
JIEHbI O HETATMBHOM B/IMSAHUM CUMIITOMOB Ha 3T aCIeKThL.
OpHaKo COIIACOBAaHHOCTD OLIEHOK ITAllYIEHTOB ¥ Bpayell
B OTHOLICHUY BIVAHMA CHMIITOMOB 3a00/IeBaHys Ha I10-
BCETHEBHYIO >KM3Hb OKa3alach Xy>Xe, YeM B OTHOIIEHUN
BIIVISIHVS Ha TIPOGeCCHOHANTBHYIO AeSATeNTbHOCTD.

Taxoke 6110 TPOLLEMOHCTPUPOBAHO, YTO Y OONIbHBIX, MCIIbI-
THIBAOLIVX 3HAYNTE/IbHO BbIPAYKEHHDBIE YTOM/IAEMOCTD, Ha-
PYLIEHNUA CHa, HEPBO3HOCTD U IIOfJaB/IEHHOCTD, OTMEYAETCA
CYI[eCTBEHHO Oo7Iblllee BIMAHNE 3a00/IeBaHNA Ha Ipodec-
CHMOHAJIbHYIO [IeATENbHOCTD, UTO aKTyanu3UpyeT 3HaYeHme
po6/IeMbl OTpaHMYeHNS IALEHTOB B 9TOM cdepe.
JIpyrum BaKHBIM Pe3Y/IbTATOM sIB/ISETCS OLIEHKA He06X0-
IAVMMOCTH B MOAIfIEP>KKe II0 OLJeHKaM CaMMX ITAlIMeHTOB U 110
olLleHKaM Bpadeli. HecMoTps Ha yMepeHHYIO coIacoBaH-
HOCTb OILIEHOK, BaYKHO ITOJYEPKHYTh, 4TO 43% IaI1ieHTOB
yKasanu, 4TO OHUM HY)XJIAI0TCA B MOJIePXKKe, TOITa KaK
IO OLIEHKaM Bpadelt O/t TAKMX OOIbHBIX COCTABIIIA OKOMIO
TPETH OT OOLLIETO YMCIIA YIaCTHIKOB MCCIIeRoBaHMA. [JaHHbII
aCIeKT TaKKe CIefyeT OTHECTH K HepellleHHBIM IIpobie-
Mam y 6onbHbIx [THT. ITpu sT0M 6071DI1IE BCETO TIAIIEHTOB
yKasain, YTO HYXXHAITCsA B IOCTOPOHHEN IIOMOIIM /IS
BBITIO/THEHNA IOMAIIHYX fiefl. K IpyTuM acrieKTaM IIOMOIIN
OTHOCUJIMCh HEOOXOYIMOCTD B MEMIIMHCKOJT, PVHAHCOBOIA,
HICUXO/IOTMYECKOIT TIOfiiepyKKe, a TAKXKe B yXOfie 3a co60it
U IIepeNBIKEHNIO B TPAHCIIOPTE.

JlononuuTebHO HaMu GbUIM IIPOAHATU3UPOBAHbI K/IMHIYE-
CKJie XapaKTepPUCTHUKY BEIOOPKI, KOTOPbIe MOTYT OTPaXKaTh
K/IVHUYECKUIT aclIeKT 6peMeHM O0JIe3HY 1 HepelleHHbIX

OHKoNOrys, remaTonorus 1 paanonorus

KnuHuyeckme nccnenosanug

mpo6ieM y ManmeHToB AaHHOM rpynmel. OTMeTHM, 4TO
BBIOOpKA XapaKTepU3yeTCs J/INTeNbHBIM CTaXKeM 3a00e-
BaHUA — y 60JIee YeM II0TIOBMHBI OONIbHBIX UIUTENTbHOCTD
ITHT cocraBmna 6omee Bocbmu eT. O6paijaeT BHUMaHME
TO, 4TO y 607Iee YeM MOIOBMHBI AL[EHTOB OB HEJOCTa-
TOYHBI/ OTBET Ha ITATOTEHETUYECKOE JIEYEHME, IIPY ITOM
CYIIleCTBeHHas O/ MALMEHTOB MMeTla TPaHC(y3MOHHYIO
3aBUCUMOCTD. [I04TH y IIO/IOBMHBI TAIIMEHTOB OTMEYEHI
Ha IIPOTSDKEHNUN IIOCTIEIHETO Tofia OCTIOXKHEeH s 3a60/1eBa-
HUA B BUJI€ IUTONIEHNYIECKOTO CMHAPOMA, a y 21% manyen-
TOB — MH(peKUMOHHbIe 0cnoXHeHyA. [TomyMo atoro, y 12%
MAIVIEHTOB YKa3aHbl MPOSABJIEHN s IPOPIBHOTO TeMON3a
Ha TIPOTsDKEHUM TOfja, IpydeM y OONBIIMHCTBA — B Tede-
HUe NOC/IENHUX IecTy MecAleB. KnmHudeckne xapakre-
PUCTUKM ALIVEHTOB, BKIIOYEHHBIX B HAllle ICC/IENOBaHME,
B II€JIOM XapaKTepM3yIOT CIOXKHOE TedeHye 3a00MeBaHNsA
U COITIACYIOTCSA C pe3y/IbTaTaMy OIyOIMKOBaHHBIX paHee
nccnenoBanmit [6-11, 30, 31].

JlaHHOE MCcIenoBanNe UMeeT pAL OrpaHnyYeHnit. Bo-nep-
BBIX, [TAL[VIEHTBI, BKTIOYEHHDIE B MCCTIEJOBAHNE, IMETN K/ac-
cnyeckyto popmy ITHI, u B aHanmm3e He paccMaTpUBaiCh
ocobeHHOCTN 6peMeHN 6O/Ie3HN Y MAIVIEHTOB C APYTUMHU
¢dbopmamu 3aboneBanus. Bo-BTOpBIX, I MCCIEOBAHNSA
He JICIIO/Ib30Ba/I/ CTaH[aPTU3MPOBaHHbIE CIIEIa/IbHbIE
onpocHuk iyt 60nbHbIX ITHI B cBSA3M € OTCyTCTBUEM B Ha-
cToAllee BpeMs UX BanMAMPOBaHHBIX Bepcuil B Poccun.
B-TpeTbux, uccnegoBanye HOCUIIO IONEPEYHbII XapaKTep,
B €r0 3a/jaull He BXOW/IO ITPOBefeHNe aHamm3a mpobreMm
MAIL[IEeHTOB Ha IPOTSDKEHNY BpEMEHM, YTO MMeeT 3HaYeHMe
LA JA/IbHENMIINX VCC/IENOBAHMIL, ITOCKO/IbKY ITPOSB/IEHUSA
JaHHOTO 3a00JIeBaHMs MMEIOT HEYCTOMYMBBIIL XapaKTep
U MEHAIOTCA B 3aBUCUMOCTHU OT CTaTyca 3ab0/eBaHus
U IPOBOAMMOTO jTedyeHus1. HakoHel], aHa/mM3 KIMHNYECKUX
XapaKTEePUCTUK ObUT OTPaHIYeH 1 He BK/TIOYAI e TaIbHOIL
nH(OPMALY, TIOITOMY K/IVHIIECKIe ACIEKTHI OpeMeHn
3a0071eBaHMA IIPeCTaB/IeHBI ITTABHBIM 06pa3oM Kak JOMOTI-
HEHUE U WIIOCTPalyiA HEKOTOPBIX MeMKO-COLMaTbHbIX
0c06eHHOCTET! 13y4aeMOIl BBIOOPKIL.

B nenom, momy4yeHHbIe pe3yNbTaThl IIO3BOMMIN YCTAHOBUTD
6pems 6ome3nu y manyenTos ¢ [THI Ha ¢one Teparmmy 1 BbI-
SBUTD X HEYJOB/IETBOPeHHBIe ToTpebHOCTN. [ToHNMaHMe
JAHHDIX aCIIEKTOB MMeET BaKHOE 3HAUEHMe /7 ONTYMU-
3aIMM TAKTUKY TepaIii, a TAKKe O03BOJIAET Peann30BaTh
IPYHLVII IAVIEHTOOPUEHTUPOBAHHOCTH IIPY BEJEHUM 9TOMN
CJTIOXKHOJI IPYIIIIBI OOJIbHBIX.

3aKnioueHue

Ha ocHOBaHMM aHa/MM3a ONbITa OOIBHBIX K/IACCUYECKOI
ITHI, nonmy4aromyx Tepamnuio, ¥ CpaBHEHM: OLJEHOK TallVieH-
TOB U Bpayeil OXapaKTep130BaHbl HepellleHHble IPOO/IEMbI
aToit nomyAuym. HecMoTps Ha nedeHne, y 60/IbIIHCTBA
COXPaHAMUCDH BbIpayKeHHbIE COMATIYecKye U IICMX03MOLIU -
OHAaJIbHBIE CMMIITOMBI, CYLIIECTBEHHO B/IVAOIIE Ha IIOBCES] -
HEBHYIO U PO eCCHOHATIbHYIO >KI3Hb. [1py aTOM Bocpy-
SITMe CUMIITOMOB IallIeHTaMM ¥ BpadaMy pasinyanoch,
0CO6EHHO B OTHOLIEHNM TICUXOTOTNYECKIX IIPOSIBIEHNUIL.
ITonyueHHbIe pe3ynbTaThl, OCHOBAHHbIE HA MHEHNY T1AIlVeH-
toB ¢ ITHI, cnocoGCTByloT MOBBIIIIEHIIO OCBETOMIEHHOCTI
0 CJIOKHOCTSIX, C KOTOPBIMI OHM CTa/IKMBAIOTCS B CBA3U
¢ 3ab07eBaHMeEM U IIPOBOJVIMBIM JI€YeHUEM, A TAKXKe HO-
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MOTYT IIPUBJIeYb BHUMAHIE K HEYOB/IETBOPEHHBIM II0- Hcmounuxu punancuposanus.
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by Patients and Doctors: Disease Burden and Unresolved Problems Based on the Results
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Paroxysmal nocturnal hemoglobinuria (PNH) is a rare hematologic disorder characterized by chronic hemolysis,
thrombosis, and a substantial disease burden, including somatic and psycho-emotional manifestations, impaired
quality of life, and social vulnerability. Despite substantial advances in the management of PNH, patients continue
to experience multiple challenges that underscore the persistent burden of disease.

Objective. To evaluate the frequency and severity of PNH symptoms, their impact on daily and professional
activities, and to compare patient- and physician-reported assessments.

Material and methods. The multicenter observational SUN-PNH study (2024-2025) enrolled 91 patients with classical
PNH and 15 hematologists from 13 Russian centers. Patient and physician questionnaires were based on PNH-SQ,
QLQ-AA/PNH, and WPAI-SHP instruments. Assessments included the presence and severity of symptoms, their impact
on quality of life and work productivity. Concordance between patients and physicians was analyzed using Cohen’s kappa.
Results. The most common symptoms were fatigue (76-77%), sleep disturbances (56-64%), dyspnea (58%), headache
(52-64%), and muscle weakness (51%). Psycho-emotional manifestations (depression, nervousness) wete reported

by ~50% of patients but were documented much less frequently by physicians. Concordance was moderate to high for somatic
symptoms (x = 0.5-0.7) and low for psycho-emotional symptoms (x < 0.2); for symptom severity, agreement was lower,
ranging from maximal for swallowing difficulties (k = 0.666) to minimal for nervousness (k = 0.117). Symptoms limited daily
activities in 92% of patients and professional activities in 35%. Additional support was required by 43% of patients.
Conclusion. These findings demonstrate the persistence of a substantial disease burden in Russian patients

with PNH, even under therapy. The greatest discrepancies between patients and physicians concerned
psycho-emotional symptoms. The results highlight the need for systematic use of patient-reported outcomes

and implementation of comprehensive, patient-centered approaches to PNH management.
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