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MeToauKa OLEHKU CHJIbI PeKOMEHAAUUN U
YPOBHS HX NPeEACKA3aTeIbHOCTH, HCTI0JIb30BAHHAS
NMPHU COCTABJIEHHH JTAHHBIX KIUHUYECKHX PEKo-
MeHAalui*

ITo cune pexomMeHIAIMU MOAPA3AEIAIOTCS Ha TPU
KaTeropuH B YOBIBAIOIIEM TIOPSI/IKE:

* YpOBEHB | (3KCTIEPTHI pEKOMEHIYIOT);

* YPOBCHB 2 (IKCTIEPTHI MIPEJIATaroT);

* «aeaudhepeHITMPOBAHHEIN YpOBeHB» (Tabm. 1).

Cua mpeckaszaTeTbHOCTH PEKOMEH IAITHIA ofpas-
nerneHa Ha 4 ypoBHS (Tadm. 2).

Pazaea 1. Onpenenenue MmemOpaHonposugepa-
THBHOTO IJIOMepyJioHedpura.

TepmuHoJiorusi.

Pexomenpanms 1.1.

MemMm6panompoaudepaTuBHBIN TIIOMEPYIOHEPPHUT
(MBIIT'H) — aT0 Tenepudecknii TepMuH («MopdoIro-
THYECKUI CHHAPOMY ), 00BeTUHSIONINH TPYTITy TJIOMe-
pyJonaruii, UMEIOMINX CXOTHYI0 MOP(OIOTHIECKYIO
KapTHHY TIPH CBETOBOW MHUKPOCKOIHH OHMOINTATOB,
HO pa3IUYaroUIuXCsA MO ITHOJIOTHH, TAaTOTeHE3Y,

* COCTaBICHBl B COOTBETCTBHU C KIMHHYCCKHMHU PEKOMCHIAHIMU
KDIGO.
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MMMYHOTHCTOXUMHUYECKUM U YIBTPACTPYKTYPHBIM
(amexTpoHHAst MUKPOCKOTINSA) U3MEHEHUSIM MOYeqHON
napeaxumsl (NG).

KomMmenTapmuii.

B nacrosee BpeMsi JOCTUTHYTHI 3HAYUTENIbHbBIE
yCIexu B MOHMMAaHHUH ATHUOJOTUHM M OCOOEHHO Ia-
toreHe3a MBIII'H, uto no3BossieT paccMarpuBaTh
JMIAHHYI0 MOP(OIOTHIECKYI0 GOpPMY KaK BechMa He-
ONHOPOAHYIO Tpymiy 3aboneBaHuil. CoOXpaHUINUCH
MpeXKHHE MPEICTABICHNUS 0 KIMHUYECKOM MOJpa3-
nenenun MBIII'H na uamomnatnueckyo (¢ HEU3-
BECTHOMW ATHOJIOTHEN ) U BTOpUYHBIE (POPMBI, TPUYEM
MOCJIeTHUE ABJSAIOTCA MpeobiiagaonmmMu. B csa3u ¢
3TUM JIaHHbIE MTPOLLIBIX JIET O PACIPOCTPAHEHHOCTH
MBIIT'H B nonynsiuuu ciaenyeT BOCIHPUHUMATh C
OCTOpOKHOCTHIO. [l0 TaHHBIM KpyHHBIX MOpPdOoI0-
THYECKUX PETUCTPOB, B cTpaHax 3anagHoi EBpormsl
pacnpoctpanennocts MBIII'H Bapsupyer ot 4,6 1o
11,3%, a B CIIIA ne mpeBsimaer 1,2%, cocTaBmss
npuMmepHo 1-6 genoBek Ha 1 muiH Hacenenus. Ha-
npoTHB, B cTpanax Bocrounoit EBponsl, Appuku u
Asun pacnipoctpanenHocts MBIII'H, o HeKoTOpHIM
naHHbIM, gocturaet 30%, 4To CBI3BIBAIOT ¢ OOJIbIICH
pPacIpoCTPaHEHHOCThIO HH(EKUNH, MPexe BCEro,
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Tabnuua 1

OueHka cuJibl peKOMeHaauum

YpoBeHb OugeHka pekomeHzauuni

CO CTOPOHbI NaUMEHTOB

Co CTOpPOHbI Bpaya

JanbHenwee HanpaBne-
HMe NCNOSb30BaHUS

YpoBeHb 1 «3kcnepTol peko- | MopaBnsowee 60nbWUHCTBO | MogaBnatowemMy 60/bWIMHCTBY CBOUX | PekomeHgaunsa moxeTt

MeHOYIT»

Obl cnepoBatb pekoMmeHgyembim
nyTem m nnlb HeboJsblIas YacTb
N3 HNX OTBEPIIN Obl 3TOT nyTb

nauneHToB, OKa3aBLnxcd B No- | nauMeHToB Bpay 6y,u,eT pekoMeHaoBaTb ObITb NMPpuUHATA B Ka4yecTee
no6Homn cutTyauun, npeanoyvnn | cnegoBatb UMEHHO 3TUM NyTEM

cTaHgapTta gencTeus me-
OVLUMHCKOro nepcoHana
B GONBbLUMHCTBE KIMHUYe-
CKUX CUTyaumnn

YpoBeHb 2 «9kcnepThbl No- | Bonblwaa YacTb NauueHToB, | s pasHbix NaUneHToB cnenyeTt noabu- | PekomeHgaumm, BeposT-

naraktT»

0Kas3aBLIMXCA B NOAOGHOW CU- | paTb PasiiMyHbIE BAPMAHTbI PEKOMEHIA- | HO, MOTPebyloT 06CyX-
Tyauuu, BbicKa3annck 6bl 3a TO, | LWiA, MOAXOAALLME UMEHHO M. KaXaoMy | IeHMs C yd4acTuem BCex
4TOGbI CNEN0BATh PEKOMEHIye- | MaLmeHTy Heo6X0ayMa MOMOLL B BbIGOPE | 3aMHTEPEeCOBaHHbIX CTO-
MbIM MyTEM, O[IHAKO 3HAYUTESb- | U MPUHATUM PELLEeHNs, KOTopoe ByaeT [POH A0 MPUHATUSA UX B
Has YaCTb OTBEPIIV Obl ATOT MYThb | COOTBETCTBOBATL LIEHHOCTAM U MPELANO- | Ka4eCTBe KINHUYECKOro
YTEHWSM JAaHHOTO NauveHTa

cTaHgapTa

YpoBeHb 3 «HeanddepeH- | [laHHbIi ypOBEHb NMPUMEHSETCS B TEX CJIy4asix, KOraa B OCHOBY peKOMeHAaunn ykiaasiBaeTcs 34paBbii
LUPOBAHHLI YPOBEHb», | CMbICN UCCNeAoBaTeNs-akcnepTa unn Toraa, korga obcyxaaemMas TemMa He JonyckaeT afekBaTHOro

«Not Graded» — NG

NMPUMEHeHNA CUMCTEeMbl 00Ka3aTesIbCTB, NCMOJIb3yEMbIX B KNMHNYECKOM npaxkTunke

Tabnuua 2
MpeAankKkTopHbIe YPOBHU peKoOMeHAaaunn
XapaktepucTtuka OBHH
YpoBeHb P P yp 3HayeHne/onncaHme
npeackasarenbHoCTn
A BbICOKMIA OkcnepTbl abCOMOTHO YBEPEHbLI B TOM, YTO NPU BbINOSIHEHUM AaHHON PEKOMEHAALMM Ha-
6ntonaemMblii 3PGEKT MOYTU NOSTHOCTLIO COBNAAET C OXMUOAEMbIM
OKcnepTbl 0XMAAIT, HTO NP BbINOAHEHN AaHHOK pekoMeHaauumn HabnogaemMblin addekT
B YMepeHHbI ckopee Bcero 6yaet 6,M30K K 0XXUAAEMOMY, OfIHAKO HE UCKITIOYaEeTCsl BO3MOXHOCTb TOrO,
4YTO OH Oy[eT CyLEeCTBEHHO OT/IMYaTbCS OT HEro
C Hnskuin lMpeackasbiBaeMblii 9P HEKT MOXET CYyLLECTBEHHO OT/INYATLCS OT peasibHOro
il OyeHb HN3KKUI MpenckasaHne addekTa kpaHe HeHaAEXHO N 0YEHb HacTo OyAeT OTIMYaTLCS OT peasibHOro

BUpPYCHBIX renatuToB B u C. AKTUBHBIE MEPBI NPO-
(bunakTUKN WHPEKIHUH, TO-BUANMOMY, OOBSICHSIOT
HaMeTHUBIIYlOCcs B nocienHue 15-20 jeT sBHYO
TEHACHLUMIO K CHI)KCHUIO PACHPOCTPAaHEHHOCTH
MBIIT'H B OonpIIMHCTBE pETHOHOB MHpa, TEM HE
menee, MBIIT'H ocraercs 3-i1 u 4-if o cuety npu-
YUHON TEPMHUHAJIBLHON MOYEYHON HEAOCTATOYHOCTH
(TITH) cpenm Bcex ocTaibHBIX (POPM MEPBHYHOTO
rmoMepyrnoHnedpura.

CuHoHMMaMu TepMHHa MeMmOpaHomponudepa-
TUBHBIH ITIOMEPYIOHE(DPUT SBISIOTCS ME3aHIMOKa-
MAUTAPHBIA TIIOMEPYIOHE(PUT, a B OT€YECTBEHHOU
auTeparype — MmeMOpaHo3HOTponudepaTuBHBIN
rnmomMepynonegput. IlpennodruTenbHeIM claeayeT
CYUTATh TEPMUH — MeMOpaHompoaudepaTuBHBIN
JIOMepyIoHe(DPHT.

Pazgen 2. Knununyeckas npesenranust MBIITH.

Pexkomennanus 2.1.

Knuanueckas npeserranus MBIITH (moueunsie
CHHJIPOMBI) UJEHTUYHA TIPU HAUOMATHIECKOM (C
HEW3BECTHOW STHOJOTHEN) U BTOPUYHOM BaphaHTax
3aboneBanms (1B).

Pexomennanus 2.2.

ITo xapakrepy KIMHUYECKOU KAPTHUHBI HEBO3MOKHO
npenckasarh Mopdonornyeckuit Turm MBIII'H (1B).

Pexomennanus 2.3.

Knuanyeckast auddepeHnuanbias AMarHOCTHKA
MBIITH nomkHa n3HaYanbHO 0a3MpOBATHCS HA TOJI-
HOM U JIOCTOBEPHOM HCKJIFOYEHUH BCEX BO3MOXKHBIX
BTOPUYHBIX pu4uH (Tadi. 3, 4) (NG).

KommenTapwmii.

HecmoTpst Ha mMaToreHeTHYECKy0 U MOPQOIOTH-
yeckyto rereporeHHocTs MBIII'H, knmuanueckas mpe-
3EHTALMsI CO CTOPOHBI TOUEK HAECHTHYHA. Y TOJIOBHUHBI
OOJIBHBIX B aHAMHE3€ OTMEUArOTCs yKa3aHusl Ha He-
JTAaBHO (J10 O/THO HeJlen) IePEHECEHHY 0 NHPEKITUIO
BEPXHMX JbIXaTEIbHBIX MyTell. B psae ciyuaeB BbI-
ABJSIETCSl KINMHUYECKUH (peHOMEeH — CHH(papUHTUTH-
YyecKasi MaKporemMaTypusi, YTO 3aCTaBJIsIeT IPOBOIUTD
muddepeHunanbabi 1uarno3 ¢ IgA-nedponarueit.
Cpenn KIMHHUYECKUX CHUMIITOMOB IPEBAIUPYIOT:
apTepualibHasi THIIEPTEH3Ms, KOTopasi B 1e00Te OTMe-
yaetcsi 6osnee yeM y 30% manueHToB, HO CO BpeMEHEeM
pa3BUBAETCS MPAKTUYECKU Y BCeX OOJBHBIX, MHOTJA
npuoOpeTasi 3I0KaYeCTBEHHOE TEUCHHE; MAKpO- H
Mukporemarypusi (npakrudecku y 100%); Bbicokas
nporeuHypus (HedpoTHueckas); Iporpeccupyromnee
CHHM)KCHUE CKOPOCTH KIyOO4YKOBOW (pumbTpauuu
(CK®). Benymunii KIMHUYECKUI CHHAPOM B JIeOr0TE
3aboneBanus B 20—-30% ciryyaeB npeICTaBICH OCTPBIM
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WK OBICTPOTIPOT PECCUPYIOIINM HEPPOTUUECKUM CHH-
apomom (OHC, BITHC). B nepBom ciiy4yae BO3ZHHKAET
HeoOxonuMocTh Au(depeHIraIbHON AUarHOCTUKHU C
OCTPBIM IIOCTCTPENTOKOKKOBBIM [TIOMEPYJIOHE(PPHTOM,
Tem Oonee, uto B 20-40% cinygaes MBIII'H oxa3biBa-
ercs BoicokuM TUTp ACJI-O, Bo BTOpOM ciydae mpo-
BOJIAIT U PepeHIINAILHYIO JMArHOCTHKY ¢ aHTH-1 BM
nedpurom, AHLIA-acconnnpoBaHHBIMHU BaCKYJIUTAMH
1 TPOMOOTHYECKUMU MUKpoaHruonarusMu. Y 40—-70%
MAIMEeHTOB C CaMOro Hayaja pa3BUBaeTcsi HehpoTu-
YeCcKUi CUHIPOM (€CM e€ro HEeT, TO y OOJBbIINHCTBA
OONBHBIX OH MosBIsieTcsl o3ke, B 10-20% ciyyaes
OTMeYaeTcs PEeLUIMBUPYIOILAs MAaKpOreMaTypHsl, yalie
curdapunrutndeckas). Ognaxko y 20-30% OonbHBIX
YAAETCs 3aperucTpUpoBarh (Kak MpaBUIIo, CIIy4YaiHO)
TOJIKO U3MEHEHHMS B 00IL[eM aHAJIN3e MOYH B BUJIE CO-
YyeTaHus MPOTEUHYPUH ¢ MUKpOreMaTypueil 1 IuJInH-
Jpypuel (M30JIMpOBaHHBIA MOYEBOW CUHIIPOM). Y BCEX
nanuenToB ¢ OHC, BITHC u B 50% city4aes npu apyrux
BapHaHTaX KIMHUYECKOW NMpEe3eHTALMH OTMEUYaeTcs
camkenne CK® (nmpu BITHC — nporpeccupyromiee) u
BBISIBIISIIOTCS] MHOTOOOpa3HbIe HapyLIEHHs TyOy ISIPHBIX
(byHKLMH (CHIKEHHE KOHIIEHTPALMOHHOM CIIOCOOHOCTH
[10Y€K, AaMUHOALUAYPUS], ITFOKO3YpHsl, TUIIEPKATHEMUS
u zp.). Ilo xnmHMYecKol KapTHHE MOpaskeHUs! MOYEK
HEBO3MOXKHO npezckasars Tun MBIII'H win Bbicka-
3aTbCsl omnpeeseHHo o ero npuyuHe. Yame (1o 80%
BCEX CIIy4aeB) ITUArHOCTHUPYETCSI MMMYHOIJIOOYIHH-
no3utuBHeli MBIII'H 1 Tuna, kotopsim Gomnerot
JroaM Jr00oro Bo3pacta u nona. MiMMyHOrmoOyuH-
nos3utuBHbll BapuanT MBIII'H III tuna BeisBisercs
pexe (5-10%). B Hacrosiiiee Bpems cpeii HepoIoros
CYIIECTBYET KOHCEHCYC B OTHOIIEHUH UANONIATHYECKO-
ro, MMyHoro0yuH-o3uTuBHoro MBIII'H I tuna
(pexxe 11l Tuna), narHo3 KOTOPOro MOXKeT OBbITh ycTa-
HOBJIEH TOJIBKO MTOCJIE UCKITIOUEHHUS] BTOPUYHBIX TPUIUH
(cM. Tabm. 3). B kimnanveckoli kaptiae C3-HeratuBHON
[IOMEPYJIOTIATHH, KaK IPABUIIO, B 1€0I0TE MPEBATUPYIOT

KIIMHUAKO-JIA0OPATOPHBIE CUMITTOMBI OCHOBHOTO 3200-
neBaHus (cM. TaOi. 4) B COYETAHUU C OCTPBIM TIOBPEXK-
JICHUEM TI0ueK, yaine Bcero B opme BITHC. Tonmbko 1o
HCTEYEHUE OCTPOrO IEPUOJIA TPUCOSIHSIFOTCS BRICOKAS
MPOTEUHYPHS, MUKPOTEMaTypusi Win (HOpMUPYETCS
Hedporudeckuid cuuapoM. KimmHudeckas: quarHocTu-
Ka Oosie3Hu TIoTHBIX Jieno3uToB (BI1J]) oGnerdaercs,
€CJIM, TIOMUMO TOYEYHBIX CHHJPOMOB, BBISBISIOTCS
ACCOIMHUPOBAHHBIC COCTOSHHUS B BUJIC IPUOOPETEHHON
YaCTUYHOMN JIUTIOMUCTPO(UU WU/WIIN MaKyJISIPHOHM JTUC-
Tpouu ceTyaTKu rasa (CM. aanee).

Pa3znen 3. Mopdonornyeckass ¥ HMMYHOMOP-
(osrornueckas fudpgepeHHaIbHAA JTUATHOCTHKA
MBIITH.

Pexomennanus 3.1.

Hus nuarnoctuku MBIIT'H, B coorBercTBuM ¢
MHUPOBBIMHU CTaHAapTaMH, HEOOXOIMMO COUETaHUE He-
CKOJIBKMX METO/I0B MOP(OIOTHUECKOTO UCCIIET0BAHMS
NPYKU3HEHHBIX OMONTAaTOB IOYEYHON TKAHU, @ HIMEH-
HO: CBETOBOH MHUKPOCKONHH, UMMYHOMOP(HOJIOTHH,
YABTPACTPYKTYPHOTO aHayin3a (TPaHCMHCCHOHHOM
anexTpoHHoi Mukpockonun) (NG).

Pexomennanus 3.2.

Jl1 npoBeieHns CBETOONTHYECKOTO UCCIEA0BaHUS
HepoOruonTaToB HEOOXOIMMO IPOBOAUTH CIIETYIOIINE
OKpAacKH Ha mapa(UHOBBIX Cpe3ax: reMaTOKCHIMHOM
U D03MHOM, TpUXpOMajbHas oKpacka 1o Maccomny,
ITAC-peakuusi, KOHIO-poT, OKpacka Ha 3J1aCTHYECKHE
BosiokHa 1 pubpun (AFOQG) (1A).

Pexomenpanus 3.3.

Jns mMMyHOMOP(]OIOrHYECKOro Hcciaea0BaHus
HE0OX0IMMO UCTIONB30BATh CIAEAYIOIINE AaHTHTEIA IS
BBISIBJIGHUS] JTMArHOCTUYECKU 3HAYMMBIX SMHUTOIIOB:
IgA, M, G, nerkue uenu JsamMo/a, Karrma u (puOpruHO-
reH, ¢pakuuu kommementa C3, Clg, C2 u C4 (2B).

Pexomennanus 3.4.

Ha ocHoBaHMM JaHHBIX yIBTPACTPYKTYPHOTO aHa-

Tabnuua 3

BTopu4Hblie NPUYNHbI UMMYHOI00YNMH- 1 C3-no3ntueHoro MBIMIMH

A. NHdekunn
* BUPYCHblE
-renatntbl B, C
- BUPYC MMMyHoAebMLMTA YeNoBeEKaA
+ BakTepuasnbHble
- MHPEKUMOHHBIV 3HO0KapaANT
- abcueaupytoLLas centTuuemmns
- MHOUUMPOBAHHbBIE BEHTPUKYI0ATPUASIbHbINA U BEHTPUKYNO-
NepuUTOHEaNbHBbIN LWYHTHI
* MPOTO30MHbIE
- Manspus
- LUIMCTO30MaTO3
* npoyne
- MUKOMIa3MeHHas
- MrMKoGakTepuasnbHas

B. AyTOMMMYHHbIE 60NE3HN

* CUCTEMHas KpacHasi BOJlYaHKa

* cKnepoaepmMus

+ cnmHgpom CberpeHa

*+ CMeLlaHHas KpuornobynmHemms

* TpaHcnnaHTauMoHHas HedpponaTus

B. lfemaTonornyeckue 3noka4yecTBeHHbIE 3a001eBaHNSA
« numdoma

+ numdonenkos

- MGUS

* Myenoma

+ MakpornobynuHemus BanboeHctpema

I Mpouve 6onesHn

* LMPPO3 rneyveHn

* KapLMHOMBbI (Nerkue, Noyku, XXenyaok, KUWLeYyHK)
+ capkounpos
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Tabnuua 4
MpuYnHbI UMMYHONOGYNUH- N C3-
KoMmnniemeHT-HeratusHoro MBIMIH

+ TpoMbOoTMYECKas TpOMBoOLMTONEHMYECKas Nypnypa

+ aTunNuYHbIn MNYC, acCouMMPOBaHHBIN C HAPYLLEHUSAMU B CUCTE-
Me perynsaumm KoMmnaemeHTa

* aHTUHOCHONMNUAHBIN CUHAPOM

*+ NNeKkapCTBEHHbIE TPOMOOTUYECKNE MUKPOAHIMONaTUn

* HedpponaTna NOCe TPaHCNNaHTaUUKM KNIETOK KOCTHOIO Mo3ra
* paguaumoHHbI Hedpput

* CMHOPOM 3/10Ka4€CTBEHHOWN rMNepTeH3umn

+ peduumT a-1-aHTUTPUNCKMHa

* CEprnoBNOHO-KIETOYHAA aHEMUS

nu3a (3JEKTPOHHONH MHUKPOCKOINHH), CIEAYeT pasiu-
YaTh: MeMOpaHONPOIU(EepaTUBHEINA IIIOMEPYIOHEPPUT
I Tuna, Gone3Hb TIOTHBIX JIEMO3UTOB U MeMOpaHo-
nponudeparuBHbli romepynonedpur 111 Tuma (1A).

Pexomennanus 3.5.

Mopdonoruueckyro auddepeHmanbHy 0 Tuarto-
ctuky MBIIT'H npoBonsiT Ha OCHOBaHWHU JIaHHBIX M-
MYHOMOP(OIOTHH ¥ ANIEKTPOHHON MUKpOCKoriH (1A).

Pexomennanus 3.6.

PesynbraTom mMopdosoruueckoit nuddepeHm-
aJbHON TUArHOCTHKHU JIOJDKHO CTaTh YCTAHOBJIEHHE
CIeAyIoUIMX narorenernuyeckux BapuantoB MBIIT'H:
HMMYHOTJIOOYIMH-TIO3UTHBHBIH, C3-O3UTHBHBIN
MBIITH I wiu 111 THIOB, IMMYHOTIIOOYTMH-HETaTHB-
Heiii, C3-no3utuBHbii MBIITH 1 miu III tunos u
00JIe3Hb IUIOTHBIX JCTIO3UTOB, IMMYHOIIIOOYJINH- U
C3-nerarusnsliit MBIITH (1A).

Pexomennanus 3.7.

[Ipu npoBeneHnr UMMYHOMOP(OIOTUIECKOTO HC-
CIIeZIOBaHHST HEOOXOAMMO CUUTATh AMATHOCTHYECKH
3HAUUMBIM MHTEHCHUBHOCTb OTJIOKEHHS MPOJYKTa pe-
aKIMU HAa UMMYHOII0OYIMHEI A, M, G B cTpyKTypax
IoMepyl >2+ Kak TpH (QIF0OPECIEHTHON, TaK U TPH
CBETOONTHYECKOM (B MPOXOIAIIEM CBETE) MUKPOCKOIH-
X (MMMYHOTIIOOYTMH-1103uTHBHBIH BaprianT MBI 'H).
OcranpHble BapHaHThl MHTEHCUBHOCTH OTJIOKEHUS
MPOAYKTA PEaKMy Ha UMMYHOTIIOOYUHEI (MeHee 2+)
CIIEyeT CUMTaTh HETaTUBHBIMU (MMMYHOTIIOOYITHH-
HeratuBHbIN Bapuant MBIII'H) (2B).

Pexomennanus 3.8.

[Tpu npoBeneHNM IMMYHOMOP(HOJIOTHYECKOTO HC-
CIIeZIOBaHMsI HEOOXOAMMO CUUTATh AMArHOCTHYECKH
3HAYMMBIM MHTEHCHBHOCTH OTJIOKEHHUS MPOAYKTa
peakiuu Ha C3-Ppakiui0 KOMIUIEMEHTa B CTPYK-
Typax riaoMepyn >2+ kak npu (QIrHoopeclieHTHOM,
TaK U MPHU CBETOONTHYECKON (B MPOXOJAIIEM CBETE)
Mukpockonusx (C3-no3utusHbiil BapuantT MBIITH).
OcranpHble BapHaHThl MHTEHCUBHOCTH OTJIOKEHUS
MPOAYKTa Peakuy Ha UMMYHOITIOOYIHHBI (MeHee
2+) caexyer cuutarh HeraTuBHbIMU (C3-HeraTuBHBIN
Bapuant MBIII'H) (2B).

Pexomennanus 3.9.

IIpu oTcyTCTBMM BO3MOXXHOCTH TMpPOBEIECHUS
YABTPACTPYKTYPHOTO aHaju3a (AIEKTPOHHON MUKPO-
CKOIMMUK) MOP(OIOrHUECKHil TUAarHo3 JOJDKEH ObITh
chopMynupoBaH Ha OCHOBAaHHH JAHHBIX CBETOBOM
MUKPOCKOIMH U UMMYHOMopdooruu (2B).

Pexomennanus 3.10.

ITo naHHBIM CBETOBON MHUKPOCKOIMU U UMMY-
HOMOP(QOJIOTUH CJEeNyeT pa3inyaTh TPH BapHaHTa
MBIITH (2B):

* UMMYyHOI100yuH- 1 C3-no3utuBHBIN MBIIT'H;

* C3-rmomepynonarus;

* UMMyHoOI100yauH- U C3-neratuBubiii MBIITH.

Pexomenganus 3.11.

Tepmun C3-riiomepyronarus 03Ha4aeT UMMYHOIJIO-
Oynun-HeratuBHbIH U C3-mo3utuBHbi MBIII'H,
BrItovatomuii 2 ¢opmel MBIIT'H, xotopeie mpu
JajbHeWIIeM yabTpacTPYKTYpPHOM aHaJIU3€ MOTYT
OBITh YTOYHEHBI KaK IMMYHOTJIOOYJIMH-HETaTUBHBIH,
C3-no3utuHbiit MBIITH 1 vu 111 Tuna wiu 6one3Hn
TUTOTHBIX Jeno3uToB (1A).

KommenTapmuii.

I'maBHBIE MOpdoIIOTHIECKHE PU3HAKK TIPU CBe-
TOBOW MHKPOCKOIIMH TIPE/ICTaBICHBI Iposudepanuneit
KJIETOK ¥ OCHOBHOTO BEI[eCTBAa ME3aHI'MyMa U yTOJ-
HICHUEM CTCHOK KamuisipoB (0a3aibHbIX MeMOpaH),
KOTOpBIE YacTO MOJIBEPTratoTCs ICEBI0PACIIETIIICHNIO C
o0pa3zoBaHMEM JABYXKOHTYPHBIX 0a3albHBIX MEMOpaH
(peHoMeH «TpamBaiiHOW JIMHUWY»). MexaHu3M o0pa-
30BaHUS BTOPOH 0a3alibHOH MeMOpPaHBI CBSI3BIBAIOT C
MHTEPHO3UIHeN (BHEAPEHNEM) OTPOCTKOB ME3aHTHO-
IIUTOB B CyO3H/10TEINAIbHOE POCTPAHCTBO, T7I€ OHU B
KOOTIEPAIINH C SHOTEIHOIUTAMHU MTPOTYIIUPYIOT HOBOE
OCHOBHO€ BELIECTBO BTOPOU pPACIIONIOKEHHON BHYTPH
MHTPAKAMWIIIPHON MeMOpaHBbI.

[Momumo mponudepaluy pe3uIeHTHBIX KIIETOK, OT-
MevaeTcss HHQUIBTpalus KIyOo4uKkoB HelTpodumamu
1 Makpodaramu (9KCCYIaTUBHBIH KOMIIOHEHT BOCIIa-
JTUTEITFHON peakinu). BaykHO OTMETUTH, UTO CTETICHBb
BBIPKEHHOCTH MPOIH(EPaTUBHBIX U IKCCYJATHBHBIX
M3MEHEHUI MOKEeT BapbUpPOBATh OT CIydas K CIy4aro.
Tak, B HEKOTOPBIX HAOMIONEHHUAX yKa3aHHBIE N3MEHe-
HUSI MOTYT HOCHThH ()OKaJIbHBII Xapakrtep (T.e. 4acTh
KITyOOYKOB MOTYT OCTaBaThCsi MHTaKTHBIMH). [loma-
raloT, YTO B 3TOM CIIy4ae MOKHO TOBOPHUTH O Je0roTe
3a0omneBanusl. B Apyrux HaOMIOACHUAX, OTMEUAEMBIX
Yaiiie Bcero, Mop(oornyecKie N3MeHeHUs HOCAT -
¢y3HbI1 XapakTep. OnucaHbl TaAKKe CIydau perpecca
1 dy3HBIX N3MEHEHNH B (hOKaIbHbIE, HAIPUMED, TIPH
JIMKBHJIAIIMY BTOPUYHOM PUYUHBI IJIOMepyJonarun. B
10% Becex ciryuaes MBIII'H moryT peructpupoBarbest
nonyiyHusi oonee yeM B 50% kiryOO4KOB, Kak 0ToOpa-
JKEHUE BBIPAKEHHOCTH aKTHBHOCTH MPOJTU(epaTHBHO-
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JKCCYIAaTUBHON peakuuu. Kak npaBuiio, B 3TOM ciydae
KIIMHUYECKU OTMEYaeTCsl OBICTPONPOrPECCUPYIOIINIA
Heppurnueckuii cuaapom (BITHC).

BripaskenHble nponudepariBHbIE U3MEHEHUS B
ME3aHIMyMe 0YeHb YacTO BEAYT K Pa3AeICHHIO TeTelb
KalmuJUIIPOB KIIyOOYKOB HA OTACNIBHBIE Iy YKH (JI00YJIbI),
MpUAAIOIIME [TIOMEpYJIe IONBYaTyIo CTPyKTypy. Panee
10100HbIE M3MEHEHUSI KJIaCCU(PHULIMPOBAIN KaK 0COOYIO
¢dopmy MBIIT'H — noGynsipuyto. B Hamm gau 100yns-
LS IIOMEPYJI CIMTACTCS OTHUM M3 BApUAHTOB TEUCHHS
MaTOJIOTUYECKOTO MPOLECcCa, OTPAKAIOIIETO CTEIEHb
BBIPQKEHHOCTH MPOJIM(EPaTUBHON peakUuu M, BO3-
MOKHO, aCCOLIMHUPYIOLIETOCS C JJTUTEILHOCTBIO TEUSHHS
MBIITH. ITo mepe nanpHEMUIIEro MporpecCUupoBaHus
30HBI TUIEPLEIUTIONAPHOCTH ME3aHTUyMa 3aMeIlaroT-
Csl MaTPUKCOM, M pa3BUBaeTCsl CKiIepo3 Kiybouka. Ha
9TOM cTa MK NaToMOP(OIOrHueCKUEe U3MEHEHHUSI MOTY T
HMHTHUPOBATh HOAYISAPHBIA THa0ETHYECKUI TIIOMepy-
J0cKIepo3. M3MeHeHus B coCyjax OTpaxaroT JIUTENb-
HOCTb U TSDKECTh TEUCHUS apTepHaIbHOM THIIEPTEH3HH.
Mopdosnornueckne U3MEHEHUs KJIETOK KaHAIbLEB H
HWHTEPCTULMS OOBIYHO BBIPAKEHBI 3HAYUTENBHO, KaK
MPaBUIIO, HE KOPPEIUPYIOT C TNIOMEPYJISIPHBIME [TOpazKe-
HUSIMH, HO CCOLIMUPYIOTCS B KIIMHUKE C AUCHYHKINEH
nouek. bonee neranbHas XxapakTepucTHka Mopdoso-
rudeckux usmenenuii npu MBIII'H Bo3MoxHAa TONBKO
[IPY YIBTACTPYKTYPHOM aHaJIN3€, KOTOPBIN TO3BOJISET
BbLaeauTh Tpy Tina MBIITH. ITpu [ tune MBIITH npu
3NEKTPOHHON MUKPOCKOIIMH BBISIBISIIOTCS CyOIHIOTEIH-
aJbHble U Me3aHruaibHble aeno3uTsl. [Ipu MBIITH 1T
THUIA OTMEYAIOTCSl HHTPaMeMOPaHO3HBIE 3JEKTPOHHO-
IUIOTHBIE JIETIO3UTHI, KOTOPBIE MOTYT IIPUAaBaTh MEM-
OpaHe BHJ «CBS3KU KOJOACHI», TAKKE MPUCYTCTBYIOT
U Me3aHruanpHble aeno3utsl. [Ipu MBIITH III Tuna,
MIOMHUMO CyO3HI0TETNATIBHBIX, PETHCTPUPYIOTCS Cy03-
MUTeNHAIBHBIE (CyOIIOAOIUTAPHbIE) JENO3UTHI (IIOATHUIT
Burkholder’a), B psae ciyuaeB Ha 6a3anbpHON MeMOpaHe
(OpMHPYIOTCSI BBIPOCTHI OKOJIO CYOSMUTEIHAIBHBIX
JICTIO3UTOB (MOpQoIorHyecKasi KapTiHa HallOMUHACT
MeMOPaHO3HYIO0 HE(POIATHIO), COUSTAIOIINECS C Ha-
JMYMEeM MHTPaMeMOpaHO3HBIX OTIOKEHUH (KaK MpH
II tune MBIIT'H), [Tocnennue npunarot lamina densa
HepoBHbIH By (moxrumn Strife’a u Anders’a).

[MoguepkHeM, YTO MPU CBETOBOH MUKPOCKOIUHU
OTCYTCTBYIOT KaKue-I1HM00 THITUYHBIE MOpdooruye-
CKHE TPU3HAKHU, TO3BOJISBIIME Obl MPOrHO3UPOBAThH
JUAardHocTuKky ogHoro us tpex tunos MBIII'H mpu
ANIEKTPOHHON MUKPOCKOIIHH.

Bbosnee Toro, npu BI1J] Tonbko B 25% ciydaeB npu
CBETOBOW MUKPOCKOIWH BBISABIAIOTCS THITUYHBIEC IPH-
3naku MBIII'H (onucannsie Boie); B 44% nuarnoctu-
pyercsi Me3aHrHaIbHO-TIPoI(epaTuBHbIA [IIOMEPYII0-
Hedpurt, B 17% — riomepynoHeppHT ¢ TOMYITyHUSIMH,
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B 11% — ocTpblif 3KcCynaTuBHO-IPOIN(EpaTHBHBIN
mioMepyionedpurt, a B 3% citydaeB — Mopdonoruie-
CKH€ TIPU3HAKHU HE MOAJAIOTCS KIaCCU(UKALIIH.

MHorue uccienoBaTesd Takke o0palialoT BHU-
MaHHE Ha CYLIECTBOBAHHE MHOYKECTBA MEPEXOIHBIX
THUIIOB IIPY BIIEKTPOHHOW MUKPOCKOIINH, O3HAYAIOIINX,
YTO Jake yJAbTPacTPYKTYPHBIN aHaJIU3 HE TapaHTH-
pyeT OKOHYaTeIbHOro AuarHo3a. ViMeHHo mostomy B
OCHOBY coBpeMeHHO Kitaccudukanuu MBIIT'H 0pun
TMIOJIO’KEHBI CBEACHUSI 00 MMMYHOIIATOTeHEe3e, O KOTO-
PBIX MOKHO CYIUTb 10 JaHHBIM HMMYHOMOP(OJIOTHH
(MIMMYHOTUCTOXMMHH) CPE30B OMOINTATOB MOYKH.

Ha ocHoBanum anannsa OTJI0KeHUH (JIETO3UTOB) B
Ouornrare IOYKA IMMYHOITIOOYJTMHOB U (hpaKLUi KOM-
TUIEMEHTA BBIICIISIOT IMMYHOTIIOOYIMH-TI03U THBHBIH
1 UMMyHor1o0ynuH-HeratiuBHblii MBIITH (pucyHok).

Hanuune nmmynornoOynnHoB u C3-dpakuuu
KOMITJIEMEHTA YKa3bIBa€T Ha MMMYHOKOMIUIEKCHBIN
BapuanT MbBIII'H, koTOpBIi XapakTepusyercs akThBa-
LI1ell CUCTEMbI KOMIUIEMEHTA 110 KJIACCUUECKOMY ITyTH.
Bcenencrsue 3toro, nomumo mio0ynuHoB 1 C3-¢ppakunu
KOMIUIEMEHTA B TIOYEYHOM OMoNTare, BHISBISIOT (hpaK-
nuu kommiuementa Clqg, C2, C4, xapakTepHble A
KJIAaCCUYECKOro MyTH aKTUBalMU KoMmIiulemeHra. [lpu
nMmyHoroOymH-HerarusHoM MBIITH, BoisBrenue mo-
JIOKHUTENbHON peakiyu Ha C3-ppakLuio KoMIIeMeHTa
npu orcyteTBud gpakumii Clq, C2, C4 Gynet ykasbiBath
Ha aKTUBALMIO KOMILJIEMEHTA 110 aJILTEPHATUBHOMY ITyTH.
V>ke Ha OCHOBaHUM 3THX JIaHHBIX BO3MOXKHO copMy-
JIMPOBaTh NpeBapUTeNIbHbIN 1narHo3 C3-no3uTHBHON
romepynonatiu win C3-rviomMepynonaTu, KOTOphIi
Jlasiee ¢ TIOMOILBIO 3IEKTPOHHON MUKPOCKOIIUU MOYKET
ObITh yrouneH kak C3-MBIITH I wmm 11 tumna i 60o-
JIE3HB IJIOTHBIX JIETIO3UTOB (CM. PUCYHOK).

YuuteiBass To o0cTosiTenbeTBO, 4yTo npu BITJ
CBETOONTHYECKAsT MOP(OIOTHYECKasi KAPTUHA MOKET
He BKJIto4arh xapakrepHsix Juist MBIII'H npusHakos
(cM. BbIIIe), JOMyCKaeTcs MOCTaHOBKa auarHo3a C3-
IJIOMEPYJIONATHH, OJJHAKO MOJYEPKHEM €llIe pa3, uTo
IIPY 3TOM JIOJKHBI OTCYTCTBOBATh OTJIOKEHUS UMMY-
Hon100yMHOB, Clg- u C4-dpakuunii KOMIUIEMEHTa, a
WHTEHCUBHOCTb OTJIIOKEHHS TPOLyKTa peakuuu Ha C3-
(bpaximio KOMIJIEMEHTA I0JKHA COCTABIISTh HE MEHEe
2+. OrcyTcTBHE IMMYHOIIOOYAMHOB IIPU IMMYHOMOP-
(oornuecKoM MCCIIeIOBAaHUN M HETaTUBHAS PEaKIMs
Ha C3-dpaknuro koMIuieMeHTa (MeHee 2+) MO3BOJIUT
JuarHoctrposaTh C3-HeraTuBHYIO INIOMEpPYJIONaTHIo.

Paznen 4. KnuHuKo-mIaToreHeTn4ecKas u jgado-
paropHast Auarnocruka MBIITH.

Pexomenmanmsa 4.1.

[Ton repmunom nnnonarnueckuit MBIIT'H cienyer
Mojipa3yMeBaTh MMMYHOTIIOOYIHH- 1 C3-KOMILIEMEHT-
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no3utuBHbliA BapuanT MBIII'H I nnu III tunos Heus-
BecTHOM ATHosoruu (1A).

Pexomennanus 4.2.

HUmmyHornoOynuH-HeraTuBHbIH, C3-M03UTUBHBIN
MBIITH I v 111 Tvna u 6051e3Hb IUIOTHBIX AETO3UTOB
00y CJIOBIICHBI HACTIECTBEHHBIMH MJIM IPHOOPETEHHBI-
MU HapylIEHUSIMH B CUCTEME aJIbTEPHATUBHOTO MYTH
aKkThBaluuu KoMmIuieMenTa (1A).

Pexomennanus 4.3.

Knnnuko-narosornyeckass AMarHOCTUKA pa3iiny-
HbIX BapuanTtoB MBIIT'H nomxHa BKIItO4ars onpene-
JIeHHE 00ILEero ypoBHsI CHIBOPOTOUYHOTO KOMITJIEMEHTa
(CH50), a Taxxke ero pakuuii B CBIBOPOTKE KPOBH:
C3uC4 (1A).

Pexomennanus 4.4.

Hopmanbheiii ypoBerb C4-(hpakunu KOMIUIEMEHTa
CBHJETENLCTBYET 00 aJIbTepPHATHBHOM Iy TH aKTHBALUH
KOMIUIEMEHTa (MMMYHOIJIOOyIUH-HeraTuBHbIid, C3-
no3utuBHbIA MBIIT'H), a cHMkeHne ero KoHIeHTpa-

LIUH — O KJIACCUUECKOM ITyTH aKTHBAILlU1 KOMIIJIEMEHTA
(MMMYHOTTIOOYIMH-TIO3UTUBHBIN, C3-MO3UTUBHBIN
MBIIT'H). B 00oux yka3zaHHBIX Cilydasix CHHKEH 00-
IMH YPOBEHb CBIBOPOTOYHOrO KommiemeHnTa (CHS0)
u ero C3-dppakuun (1A).

Pexomennmanus 4.5.

s ©6onee MONHOTO CYXJEHHS O MaTOTEHE3e
MMMYHOTJIOOYIHH-HEraTuBHOTO, C3-MO3UTHBHTO
MBIITH I wum 11 TroB v OoJie3HU IUIOTHBIX JEN03U-
TOB HEOOXOMMO ONPEAECISTH B CBIBOPOTKE KPOBU TUTP
C3-nedpurnueckoro Gakropa, UCCICIOBATH YPOBEHb
PErYSITOPHBIX MPOTENHOB aJIbTEPHATUBHOIO ITyTH aKTH-
BaLy komruieMenTa: gpakropsl H, I, B, mporiepaus (1A).

Pexomennmanus 4.6.

NmmynornoOynun- 1 C3-HeraTUBHBIN BapuaHT
MBIIT'H cnenyeT paccmarpuBaTrh Kak pelapaTUBHYIO
(a3y BOCHANMTENBHOTO Mpolecca, 00yCIOBICHHOTO
MEPBUYHBIM MOBPEKIECHUEM 3HJIOTEIHOLUTOB (CM.
tabin. 4) (2B).

| CeeToBasi MMKpocKonus |

| Mem6paHonponudepaTUBHbIN roMepynoHedpuT |

{ MMmyHomopdonorus |

v +
MMMyHornmo6ynuH-no3nTreHbIA C3-
KOMMMEMEHT-NO3NTUBHBI

.

VIMMYHOKOMMNIEKCHBIN BapuaHT
MBINrH

r ++
| VIMMyHOrno6ynunH-HeraTMBHbIN |

v

| C3-dpakumns koMmnnemeHTa |

v * v

!

| aﬂeKTpOHHaﬂ MUWKpPOCKONUA |

[Mo3nTtnBHas
peakuus

HeratusHas
peakuusi

v v

l

| MBMrH | unm 11l Tvnos |

C3-no3ntneBHas

C3-HeratuBHas

l rmomepyrnonaTtus

Mpu NCKNYEHNN BTOPUYHBIX NPUYNH
OVarHoCTUpYT MAMONaTUYECKUIA
BapuaHT MBIMIH | unu 11l Tunos

Cy63Hpo- 1 cybanutenuanbHble, MHoraa B
coyeTaHun ¢ MHTpaMemMbpaHO3HbIMU Aeno3uTaMm

!

rmomepyrnonaTus
OneKkTpoHHas OneKkTpoHHas
MMKPOCKONWUS MUKPOCKOMUSE
OtcyTcTBUE
X 3MNEeKTPOHHO-
NHTpamembpaHosHbie MAOTHBIX
[enosunthbl [eno3nToB

*%

l Jekk !

C3-membpaHonponudepaTnBHbIN
rnomepyrnoHedput | unu Il Tna

BonesHb NNOTHbIX PenapatneHas ctagus
0eno3nToB TMA 1 gp. 3aboneBaHun

PucyHok. immyHomopdonornyeckas anddepeHumanbHas guarHoctnka MBIMTH.

+ CocTaB MMMYHOMIOBYIMHOB Pa3NNYHbIA U B ONPeAeNeHHOM CTeNneHn 3aBUCUT OT 3TUONIOrMM OCHOBHOro 3abonesaHuvs. Hapsay ¢
C3-dpakumeit moryT BoigBastecs C1g-, C2-, C4-dpakunn, onpeneneHHo CBUAETENbCTBYIOLLME O KNACCUYEeCKOM MyTU akTuBauum
KOMMIEMEHTA; ++ MoryT BbISIBNATLCS CIeA,0BbIE KONMYECTBA MMMYHOMNMOOYMHOB (2+), 0ObIYHO B 30Hax CKIepo3a, He nMetoLme ama-
rHOCTMYEeCKOro 3HadveHus; * MpucytcTryeT Tonbko C3-dpakums, dpakumm C1q, C2, C4 He BbISBNAIOTCA (anbTepPHATUBHbIN MYyTb akTU-
Bauum komnnemeHTa); ** PenapatveHas ¢asa ykadaHHbix B Tabn. 2 3abonesaHunii MoxeT umutuposaTe MBIMIMH; *** TepmuH «6onesHb
NAOTHbIX AENO3UTOB» ABNSETCS NPEANoYTUTENbHLIM. He pekomeHayeTcs ynotpebnate Tepmud MBITH Il Tuna.
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Pexomennanus 4.7.

[Ipu ummyHOrOOYNIMH- 1 C3-HEeraTMBHOM Bapu-
ante MBIII'H xonnenTpamus o61iero ypoBHs KOM-
rieMeHTa B chiBopoTke KpoBu (CHS50) 1 ero dpakuuii
(C3, C4) ue mensterca (1A).

KomMeHnTapmii.

NMMyHOTIIOOYIMH- U KOMIUIEMEHT-ITO3UTHBHBIN
BapuanT MBIII'H I u III TunoB (cMm. pucyHOK), Kak
MIPaBUJIO, HOCUT BTOPUYHBIA XapakTep M CBA3aH C
XPOHUYECKOM aHTUIE€HEMHEH, IUPKYJSILUENR B KPOBU
ayTOMMMYHHBIX KOMIIJIEKCOB MJIM C OTJIO)KEHHEM B
IJIOMepyJie MOHOKJIOHAJIBbHBIX MIMMYHOITIOOYMHOB. B
CPaBHUTEIBHO PEJKHUX ClIydasxX, KOrja He yaaeTcs
YCTaHOBHUTH MPUINHY XPOHUYIECKOI aHTUT€HEMUH, TTO/I-
TBEPANUTH HAJIMYME TUIA3MAKJIETOUHON AUCKPA3UH WIIH
ayTOMMMYHHOTO TIpoLIecca, JOMyCKaeTcs AMarHoCTHKA
uanonaruueckoi popmsl MBIITH I wu 111 tuma.

IIpuunHON XpOHUUYECKON aHTUTEHEMUH, KaK IIpa-
BIJIO, SIBJISTIOTCS TOPIIHJIHO TIPOTEKAIOINE BUPYCHBIE,
OakTepuanbHbIe, IPOTO30HHBIC U MPOYNE MHPEKIHH
(cm. Tabm. 3).

[TaTorenes uMMYyHOTIOOYJIMH- MO3UTHBHOTO
MBIII'H I I1I Tunos umeet oO1me yeptsl. UMMyHHbIE
KOMILJIEKCHI, 00pa30BaBIIMeCs B IUPKYJISAIUH KPOBU
WK in Situ, BCICACTBHE XPOHUYECKON aHTUTCHEMHU
(MH(pEKIMN), WM TUPKYIUPYIONIE UMMYHHBIE KOM-
IUIEKCHI MTpHU ayTOMMMYHHBIX Tponeccax (CKB, cun-
npom ChberpeHa, cMenanHast KpuorioOy IMHeMUs 1 p. ),
WJIM UMMYHHBIE KOMILIEKCHI, C(OPMHUPOBABLINECS TIPH
NapanpoTenHeMUsax (MOHOKJIOHAJIbHbIE TaMMaIaTHH,
nuMdonposudepaTuBHbie 3a001€BaHUS) OTKIIAIbIBA-
IOTCS B IIOMEpYJIax Me3aHTHaJIbHO (TIPU KPYIHBIX pa3-
Mepax), CyOPHI0TEHAIBHO (IPH CPETHUX pa3Mepax)
WK CYOSNUTENHANBHO (TIPH MEJIKUX pa3Mepax).

MMMyHHBIE KOMIUIEKCHI aKTUBUPYIOT KOMILJIEMEHT
I10 KJIACCUUYECKOMY ITyTH, KOTOPBIH 3aJIeHCTByeT (hpak-
nuu komiuiementa Clq, C2, C4 ¢ odpasoanuem C3-
KOHBepTa3bl Kiaccudyeckoro mytu (C4bC2a), kotopas
pacuersier C3- ppakiuro Ha C3a- u C3b-cybdpaxumu
¢ mocaenymmum obpazoBanueM CS5-KOHBEPTa3bI
KJIACCUYECKOTO MYTH aKTHBaluu KomiuiemeHTa (C4b,
C2a, C3b). C5-konBeprasa, neictBys Ha C5- ppakiuio
KOMILIEMEHTA, MPUBOAMT K oOpazoBanuto CSa- u C5B-
noAQpaKyii, Ipu4YeM MoCIeTHsIsI, B KOHEYHOM UTOTE,
MPUBOANUT K 00Pa30BaHUI0 MEMOpPaHO-aTaKyIOMIETo
komiuiekca (MAK) (C5b-9). CyOdpakiuu KoMIieMeH-
ta C3a u CSa, neicTBys XeMOTaKCHYECKH, 00yCI0B-
JIMBAIOT MPUTOK K MECTY PACIIONIOKEHUSI MMMYHHBIX
KOMILIEKCOB Makpo(aroB U HEUTPODHUIOB U3 IUPKY-
JMPYIOLIEH KPOBU, KOTOPHIE 32 CYET TPOBOCTIATIUTENb-
HBIX [IUTOKWHOB U MPOTEOJIUTUYECKUX SH3UMOB 00Y-
CIOBIUBAIOT (QOpMHUpPOBAHUE B TIOMeEpyJe
3KCCYNATUBHO-BOCIAIUTENIBHON peakuuu. Pe3unent-
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HblE KJIETKU KIyOouKa (9HIOTENIHOLUTHI, ME3aHIHO-
LHUTHI), B OTBET HA MOBPEXKICHUE MPOBOCTIATHUTENbHBI-
MU UUTOKMHAMH U LUTONaTnyeckoe aerictsue MAK
(C5b-9) oreuarot nponudeparmeii, CHHTE30M OCHOB-
HOro BenlecTBa (0azanbHble MEMOpaHbI, ME3aHTHalTb-
HBId MaTPUKC) M MPOAYKLHEH POCTOBBIX (HaKTOPOB
(rpancdopmupyroummii paktop pocra B1, TpomOoLu-
TapHbIi hakTop pocta). B koHeuHOM utore popmupy-
10TCs1 MOP(OJOTHYECKIE MPU3HAKY B BUJE YABOCHHS
0a3anabpHBIX MeMOpaH, posndepanni Me3aHT HOLUTOB
Y ME3aHTHAJIbHOTO MaTpHUKca ¢ JI0Oyu3auei Kiryoou-
Ka, 00pa30BaHus 30H CKiepo3a (KIIyOouku U TyOys10-
uHTEepCTHLNH). 3ameTuM, uto Bropuunbii MBIIT'H
npu HCV-undexkunn (hepatitis C virus — Bupyc rermna-
tuta C) MOXKET UMETh JBOSKUH maroreHes. B ogHux
CiIy4asiX OH MOXET OBITh CBsI3aH ¢ 00pa3oBaHHEM
MMMYHHBIX KOMIJIEKCOB K aHTHT'€HAM BUpYCa I'enaru-
ta C, OTJIOKMBIIMXCS IEPBOHAYATIBHO B KITyOOUKe (T.€
oOpazyromuxcs in situ), B APYrux ciydasx peub uaeT
0 LMPKYJUPYIOUIMX UMMYHHBIX KOMIUIEKCax — CMe-
mranHeix Kpuornooyiaunax (Il Tum xpuormoOynuHe-
muH). Cmemanneie kpuornooynuns! (11 Tuna) mpu
HCV-undexuun — 370 UMMyHHBIE KOMIUIEKCHI, Mpe-
UUOUTHPYIOIIKME Ha XoJoAe, cocrosimue u3 [gMxk-
peBMaTouaHOrO (pakTopa, MONUKIOHAIBHOTO 1gG 1
PHK-Bupyca renarura C. IleponpuunHoii o0pa3oa-
HUSI KpHOTIIOOYJIMHOB SIBJISIETCS] JOPMHUPOBAHHE KIOHA
B-xietok B opranusme (medeHb, TuMpaTHUECKHE
y3J1b1) IO BO3/IeHCTBHEM BUpyca renaruta C, KOTopble
CHUHTE3UPYIOT MOHOKJIOHaJIBHBIN IgMK (peBMaTouna-
HBIH akTop). Hannuue cMmemanHoi kpuornoOynuHe-
muH, accounnpoBanHoi ¢ HCV-undekuueii, paccma-
TPHUBAETCsI HEKOTOPBIMHU aBTOPaMH KaK CyOKIMHUYE-
ckasg ¢opma aumdombl. Cpenn UMMYHOTIIOOYIHH-
no3utuBHBIX BapuantoB MBIII'H ocoboe mecto 3a-
HUMAaeT TPaHCIUIAaHTAIIMOHHAs TIIOMEPYIOMaTHs.
Jonroe Bpems naroMopQoIOTHUecKue U3MEHEHUS B
TPaHCIUIAHTHPOBAHHOM MOYKE pacCMaTPUBAIH C TOY-
KW 3pEHUST MEXaHM3MOB XPOHHUYECKOTO OTTOPIKEHHS
TpaHCIUIaHTaTa (XpOHWYECKasl TPaHCIUIAHTALMOHHAS
Hedponarus). B Hacrosiee BpemMsi HaKOIJICHBI Ha-
YUHbIE IaHHbIE, TO3BOJISIOLINE BBIICIUTh TPAHCIIIaH-
TAMOHHYIO TJIIOMEPYJIONATHIO B CAMOCTOSITEIILHYIO
KIIMHUKO-MOP(OIOTHUECKYI0 HO30JI0TUYECKYIO elU-
HUILy C MMMYHHBIM NIaTOreHe30M. TpaHCIIaHTalnoH-
Hasl JIOMEPYJIONaTHs NpeACTaBIseT co00i epBoHa-
YaJbHOE MOBPEXICHUE SHAOTEIHOLUTOB ayTOAHTHTE-
namu k antureHaM HLA II knacca, koTopble npucyT-
CTBYIOT Ha Hapy>KHOW KJIETOYHOI MeMOpaHe 3HJI0Te-
JHaJbHBIX KIETOK. B ocTpoii asze pazBuBaercsi Tak
Ha3bIBAEMBII [TIOMEPYJIHT, XapaKTepU3YIOLIHNACS T10-
BPEKICHUEM ITIOMEPYISAPHBIX KaluuIIpOB, MUTPH-
PYIOIIMMU U3 TUPKYJINPYIOLIEH KPOBU, MOHOHYKJIEa-
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pamu u HedTpoduaamu. OcTpyro, IKCCYIaTUBHYIO
peaximio B KIyOouke (ITIOMEPYJIUT) CMEHSIET pernapa-
THBHAs (aza, B KOTOPYIO MPOUCXOAT Npondepanus u
9KCMAaHCHS ME3aHTHAILHOTO MaTpUKCa, Pa3BUBACTCS
JyIUIMKaLus 6a3aabHbIX MeMOpaH, 1 MOpgoiornyeckast
KapTHHA TPU CBETOBOM MHKPOCKOIHMH CTaHOBHUTCS
AHAJOTMYHON MMMYHOIJIOOYJIHH-TIO3UTUBHOMY
MBIITH. ITpu nmMmyHO(IIIOOpECIEHINT PETHCTPUPY-
eTcsl OTJIOKEHUE BJOJIb TIeTelb KaMJUISIPOB KIyOouKa
¢pakuyn kommiementa C4d — mpoaykra akTUBaLUH
KOMITJIEMEHTA MO KJIACCHYECKOMY ITyTH, OTHAKO JIaKe
orcytcTBHe Aeno3utoB C4d He OyneT mpoTUBOPEYUTD
JUarHo3y TPAaHCIIAHTAIIMOHHOM TJIOMEpYJIONaTHH.
OTHONOTUS UMMYHOIIIOOYIUH-HeraTuBHOro, C3-
MO3UTHBHOTO TIIoMepylioHedpuTa, Ha3piBaemoro C3-
[JIOMepYJIonaTueld, OOBSICHSETCS UCPETyIsIHIed ab-
TEpHATUBHOTO MyTH aKTUBALUH KOMIUIEMEHTA U Hapy-
LIEHHEeM TePMHHAIBbHOW cTamuu obpasoBanus MAK
(C5b-9). Hapywmenne HopMasibHO#M (PU3HOIOTHN allb-
TEpHATUBHOTO MYTH aKTUBALMHK KOMIUIEMEHTa MOXKET
ObITH 00YCIIOBJIEHO JTMOO MyTallel TeHOB Pa3IMIHbIX
(haKTOpPOB CHCTEMBI KOMILJIEMEHTA, TMOO HOCUTh MPH-
oOpereHHBIN xapakTep. B mocnennem ciydae B opra-
HU3ME (POPMHUPYIOTCS ayTOAHTUTENA K PETYISITOPHBIM
(haxTOpaM aKTHBALUU KOMIUIEMEHTA 110 aJbTepPHATUB-
HOMY IyTH. XMMHYECKas CTPYKTypa ACHO3UTOB NPH
C3-momepynonaTiy OKOHYATeNIbHO HE YyCTaHOBJICHA,
HO BBISICHEHO, YTO OHU COCTOAT M3 IIMKO30aMHHOIIIN-
KaHOB C BKoueHusIMH C3b-hpakuum KoMIIeMeHTa,
nponykroB ee perpanaimu (iC3b, C3dg, C3c), a Takxke
komrnoHeHToB MAK (C5b-9). B omitnuue ot kiaccuye-
CKOTO MYTH aKTHBALM{ KOMILJIEMEHTA, KOTa PEaKLUuH
KacKaJJHOTO TUIIA 3aIyCKaIOTCsl UMMYHHBIMH KOMILIEK-
caM, JUIsl aJIbTEPHATUBHOIO ITyTH U B HOPME CBOHCTBEH-
Ha MMOCTOsIHHASL, IEPCUCTUPYIOIIAS aKTHBHOCTH HU3KOM
CTEIEHH, 3aKITI0YAIOIIasicsl B 00pa3oBaHUH HEOOIbIINX
koinyectB C3b-(pakiun, BCASICTBUE CIIOHTAHHOTO
ruaponuza TuoddupHoit cBsazu C3-nporenna. [enepu-
pyemas B HeOonbIIUX KonumuecTBax ¢paxmus C3b-
KOMITJIEMEHTA JaJiee CBA3bIBACTCS C MEMOpaHaMH pa3-
JIMYHBIX KJIETOK, B TOM YHCIIE C MEMOpaHaMH IaTOreH-
HBIX MUKPOOPTaHM3MOB, B YeM COCTOHT (PH3HOIOrHYe-
CKHI CMbICH JaHHOH peakiyu. C LelbIo peaoTBpalle-
HUSI [Iepexo/ia JaHHOW CIIOHTAaHHOM aKTUBHOCTH B He-
YIPaBIsIEMYI0 peakiuio (Kackaa) B OpraHu3me cylie-
CTBYET Ilejasi CUCTeMa PeryasTOpHBIX (aKTOpOB
(IpOTENHOB), NEWCTBYIOUIMX HA PAa3IMYHBIX YPOBHSX
KaCKaJIHOW peakiuu, 0COOCHHO nipu oOpa3oBanmu C3-
u C5-xonBepra3. ®akrop «H» (CFH) criocobetByer
pacmany, crioHTaHHO oOpasyromeiicsi C3-KoHBepTa3bl
ansrepHatuBHOTO 1MyTH (C3bBb), 11 coBMecTHO ¢ dak-
topom «I» (CFI) (s kotoporo CFH siBnsiercst kodak-
TOPOM) IPUBOJSIT K MHAKTUBaLMK cyodpakuuu C3b. B

PETYIALUN CUCTEMbI aKTHBAL[MHA KOMIUIEMEHTA I10 AJTh-
TEepPHAaTUBHOMY IIyTH B IUPKYIHPYIOIIEH KpOBH (pery-
JSITOPBI «OKUAKOW (Da3bDy) MPUHUMAET YYaCTHE TaKKe
rpymnmna nporerHoB (0T 1 10 5), mogoOHbIX (akTopy «H»
(CFHR 1-5 — complement factor H related proteins).
DyHKIMS X OKOHYATEJIbHO He u3ydeHa. [lonaratot, uto
CFHR1 unrubupyer aeiictBue MAK, a mexanusm
neiictBust CFHRS ananmoruuen perysisiTOpHOM akTHB-
HoctH (akropa «Hy». [Ipuuunoit popmuposanus C3-
nozutuBHoro MBIIT'H, B Tom uncne BII, moryT sB-
nAThCS MyTauuu rera ¢akropa «H». MoHorenHnas
mytauus CFHRS, nacnegyemas mo ayTocoMHO-
JIOMUHAHTHOMY IIyTH, SIBISIETCS MPUUUHOM SHIEMUYe-
ckoii Kunpckoit Hedpomnariu, mpeacTaBisiomei coooi
C3-no3utusHeiii MBIITH I wu 11 tuna. Heo6xoaumo
oTMeTHuTh, uTo Qaktopel «H» u CFHRS, neiictys B
1a3Me KpoBH, 00J1afaloT TaKkKe TPOIMHOCTBIO K JKC-
TpaLEIUTIONSPHBIM MeMOpaHaM, [Ae COXPaHSIOT CBOIO
WMHAKTUBHPYIOIIYIO AaKTUBHOCTB 10 OTHOILIEHHIO K MEM-
OpanocBsizaHHOM cyOdpakuun kommementa C3b. 13
JAHHOTO (haKTa BBITEKAET HECKOIBKO BayKHBIX JJISI 1O~
HUMaHMA nartoreHe3a C3-no3uTHBHOMN [IOMEpYI0NaThN
o0crosiTenbeTB. VI3BECTHO, UTO MaToreHes aTUuIHOro
reMoJUTHKO-ypemudeckoro cunapoma (al'YC) Taxke
MOXET OBITh CBSI3aH C F€HETUYECKUMH MYTALUSIMH
perynsitopHoro ¢dakropa «H». Ognako npu 3ToM 3a-
OonieBaHNN AUCPETYISILHS ANBTEPHATUBHOTO IIyTH aK-
THBAIMHI KOMIUIEMEHTA TPOUCXOANT, TIIABHBIM 00pa3oM,
Ha TIOBEPXHOCTH KJIETOYHBIX MEMOpaH HIOTEIHOLH-
TOB, HE 3aTparuBas CUCTEMY aKTHUBALIMU KOMILUIEMEHTA
B LUpKyaupymouei kposu. [loatomy, XoTs B peakux
CIIy4asix U BO3MOXKHO ITepBOHaYaIbHOE (POPMHUPOBAHUE
C3-nozutuBHO# rmomMepynonaruu npu a-I'YC, nan6o-
Jiee TUITMYHBIM CLIEHApUeM IaTOJIOTH4eCKOro MpHU HeM
npoliecca sBIAeTCs MHULNAIBHOE IOBPEXkKIEHHE YH]I0-
TETUOLMTOB ¢ (POPMUPOBAHUEM MUKPOTPOMOO30B Ka-
NAJUTSIPOB KITYOOUKOB M JIUIL CITYCTS] HEKOTOPOE BpeMS,
KOIZIa aKTUBHUPYIOTCS penapaTuBHbie (IpoaudepaTus-
HBIE) TIPOLIECCHI, KAK OTBETHAs PEaKLHsl PE3UACHTHBIX
KJIETOK KJIyOOuKa Ha 3HIOTEIHAIBLHOE MMOBPEKICHHUE,
HaurHaeT GopMHUPOBATHCS MOP(OIOTrHYeCKasi KapTHHA
MBIITH (C3-HeratuBHOTO M 0€3 OTIOXEHHU
ANEKTPOHHO-TUTOTHBIX Jerno3utoB). CFHRS obmamaer
CPOJCTBOM K INIMKO30aMHUHOIVIMKaHaM, a I03TOMY Ipu
MyTauuu reHa 3toro gakropa (Kunpcekas nedponarus)
MIPOMCXOJUT MEePBUYHAs aKTUBALMsl AJIbTEPHATUBHOTO
NyTH KOMILIEMEHTa Ha TIIOMEpYJISIpHOH 0a3albHOM
meMmoOpane. B pesynsrare hopmupyercst C3-03UTHBHBIH
MBIIT'H ¢ cyOsHaoTenMansHpIMA W/HIK CyO3UTeH-
AIBHBIMH AJIEKTPOHHO-IUIOTHBIMU Aeno3uTaMu (1 mmu
11 tuna). Marubupyromee neicteue gpaxkropos «H» u
CFHRS B orHomennu C3b Ha MOBEPXHOCTU TIIOMEPY-
JsipHOY Oa3anbHON MeMOpaHbl HOPMHUpYeET PU3NUOIOTH-
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YECKYIO «3alllUTy» MOYeK OT MMMYHOKOMIUIEKCHOTO
IOMepyJoHeppuTa U OOBACHSET TE PElKUe Cllydau
uMMyHorooymuH-nozutiueHoro MBIITH (T.e. ummyHo-
KOMILIEKCHOT'0), IPH KOTOPOM BBISIBIISIFOT My TallU FeHa
¢axropa «H». B nureparype onucanbl TakKe MyTalluH
T€HOB OCHOBHBIX OEJIKOB CHCTEMbI KOMIUIeMeHTa. Tax,
[IpY TeTepo3uroTHoi MyTtaru C3-npoTenHa B I1a3Me
KPOBH IIPUCYTCTBYIOT KaK MyTaHTHbIH C3-0€10K, TaK 1
HaTUBHBII, CUHTE3UPYEMBIil TEHOM aJlJIesId, HE BOBJIE-
YEeHHOH B MyTaluto. B pe3ysnsrare CioHTaHHOTO THIPO-
au3a mytanTHoro C3-mporenHa oOpasyercs C3-
KOHBEpTa3a, pe3UCTeHTHAs K JecTBUIO (akTopa «H»,
koTopas pacuieruisier C3-0eo0K, CHHTEe3UpyeMblii Hop-
MaJIbHBIM T€HOM, BCIIEJICTBHE Yero oOpasyloTcsi B U3-
ObITKE TPOAYKTHI erpanaryu C3-(ppakiyu KoMIuieMeH-
Ta, 4TO 3alyCKAaeT KaCKaJHYIO PEaKlHI0 aKTHBALUU
KOMIUIEMEHTA 110 aJlbTepHATUBHOMY IyTH. [10100HbIH
MeXaHN3M MOXKET JIeKaTh B OCHOBE OTBETHON IVIOMEpY-
JsIpHOM peakimu B Bue popmuposanus bI1J1. 'enetn-
YeCcKuii TomMMOop(hU3M (PaKkTOpOB CUCTEMBI KOMILIEMEH-
Ta, BEAYIIUI K U3MEHEHUIO CTPYKTYpPbI MPOTEHHOB U
HapyIIEHUIO UX (QYHKIMH, TAKKE MOKET UTPATh HE MO~
CJIJTHIOIO pOJIb B naroreHe3e C3-1o3UTUBHOM IIIOMepy-
nonaruu. Cieayer NoA4epKHyTh, YTO CUCTEMA KOMILIE-
MEHTa UMEET MHOTOCTYIIEHYATYI0 CUCTEMY PeryIsaLuH,
a IM03TOMY He BCsiKas FeHeTHYeCcKasi MyTalys WK TeH-
HBII TOIMMOP(U3M peanu3yercs KIMHuYecku. B 0ob-
LIMHCTBE CIy4aeB HEOOXOAMMO COUETaHHOE JICHCTBUE
(hakTOpOB BHELIHEH Cpe/bl 1sl POPMUPOBAHHMS TCHETH-
YeCKH 3arporpaMMupoBaHHoro ¢enoruna. K uucmy
TaKUX NPOBOLUPYIOMMX (HAKTOPOB, MPEXIE BCETrO,
clielyeT OTHeCTH MH(EKIHHU, a BO3MOXHO, U JIpyrHe
NpuyuHbl (00pa3 KU3HH, TUTAHUSI, XPOHUUECKHE MH-
TOKCHUKAIlUH, COIYTCTBYIOIINE 3a00J€BaHUS U P.).
[loaTeeprkaeHeM cka3aHHOMY MOTYT CITY>KHUTb XOPOILO
W3BECTHBIC KIIMHULUCTY CIy4an CHH()ApUHIUTHIECKOM
mMakporemarypun ipu MBIITH. [lpuunna npuoGperen-
HBIX HapyUIEHUH B CHCTEME pETyIsLUH allbTepHaTHB-
HOTO ITyTH aKTUBAallUM KOMIUIEMEHTA 3aK/II0YaeTcsl B
00pa3oBaHUU B OpraHU3Me ayTOAaHTUTEN K PEryisiTop-
HbIM nipotenHaMm (pakrops! H, B 1 ap.) nnm k ocCHOBHBIM
¢pakumsam komsieMenTa. Hanbomnee n3BeCTHBIM 1 U3-
yueHHBIM siBisieTcst C3-Hedpuruueckuii haxtop
(C3NeF), npencrasmsitonuii coboit ayroantuteno (IgG)
k C3-konBepraze (C3bBb) ansrepHaTBHOIO MyTH aK-
TUBALMK KomIieMeHTa. [Ipucoennnenue ayroanturena
k C3-koHBepTase Jenaer ee Oonee yCTOMYMBOM K Jeii-
ctBUIO perynstopHbix nporennoB (CFH, ¢akrop I,
CFHR 1-5), uto mpozsieBaeT BpeMsi ee [UPKYISLHUN B
kpoBu. Mtorom Heperynmupyemoil nestenpHoctu C3-
KOHBEPTa3bl SIBISIETCS] aKTUBALUSI KOMIUIEMEHTA C T10-
CTENeHHbIM HcToneHueM myna C3-dpakuun u cHke-
HHUEM ee KOHLeHTpauuH B 1ia3me kposu. C3NeF obna-
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pyxuBaetcs y 86% nauumentos ¢ BI1J n'y 49% GonbHbIX
¢ C3-1mo3UTHBHBIM TJIOMEPYIOHE(PPUTOM, OJHAKO HE Yy
Bcex OONBHBIX 3TO codeTaeTcsi co cHuxenuem C3-
(pakLuM KOMIIEMEHTA, YTO TOBOPUT O CYILIECTBOBAHUU
JPYTUX PEryisiTOPHBIX MEXaHHU3MOB B OpraHU3Me,
nporusozeiictByromux C3NeF. C nannunem aucpery-
JISILAY QBTEPHATHBHOIO Iy TH aKTHUBAlMU KOMILJIEMEH-
Ta npu BII/] cBs3BIBAIOT 1Ba COCTOSIHUS, YaCTO aCCO-
LUUPYIOLINXCS C 3TUM 3a0osieBaHueM. [lepBoe — npen-
CTaBJICHO NPHOOPETEHHOW YaCTHYHON JTMIIORUCTPOdu-
eif (acquired partial lipodystrophy), KnuHHYeCKH Xapax-
TepHU3yIOLIeHCs MOCTENICHHOH (B TeYEHNE MHOTHX JIET),
CUMMETPUYHON NOTEPEN IIOAKOKHO-)KUPOBOU KJIeT4ar-
KU B «1e(daokay1albHOM« HaIPaBJICHUH, HAYMHAS C
IMLa, 1IeH, PyK, IpyaHo kinerku. Ha 3asepruaroreit
CTaJInU MOXKET BOBJIEKATHCS MOJKOKHO-KHPOBAsi KIIET-
YyaTka HWKHHUX KoHeuHocTtel. [lomaratot, uto C3NeF
BBI3bIBAET aKTHBALIMIO KOMIUIEMEHTA Ha KJIETOYHOM I10-
BEPXHOCTH aJMIOLMTOB, YTO MPHUBOAUT K MX THOEIH
yepes arnonto3. Bropoe cocrosHue XapakTepusyeTcs
00pa3zoBaHUEM 0EJI0BATO-KENTHIX «Ipy3» (Oysiiek) B
MUTMEHTHOM 000JI0uKe ceTyaTKH ra3a. BusyanbHast
KapTUHa [TIa3HOI0 JHA U KIIMHUYECKOE TEUYCHUE aHAJIO-
TMYHO BO3PACTHOM MaKyJSIPHOW TUCTPO(UH CETUATKH.
Cuuraercst, 4TO BEAyIIMM [1aTOT€HETHUECKUM MEXaHH3-
MOM JJaHHOTO [TPOLIECCa SIBIIIETCS HAPYLLIEHUE MECTHON
peryasitopHoii akTuBHOCTH (aktopa «H». [Ipu anek-
TPOHHON MHKPOCKONHM ayTONCUHHOIO Marepuala
(ceTyaTku 11a3a) BBIIBISIFOTCS! 3JEKTPOHHO-IUIOTHBIC
JIETIO3UTHI BJOJb 0a3ajbHBIX MEMOpaH KaluUIIpOB
cervaroii 00onouky. BenencTue xopronaansHo Heo-
BaCKyJIsIpU3aLUY, PA3BUBAIOLICHCS CO BPEMEHEM, OT-
MEUaeTcs OCTeNeHHas noTeps 3pexus. [Ipuunna Toro
¢akra, uto B oqHOM ciydae C3-MO3UTHBHOM TIIOMEpPY-
nonaruu hopmupyercsi MopoJoruueckas KapTuHa
MBIITH I vnw I1I Tumna, a B apyrom — Bersasisercst bITJT,
0CTaeTCsl HeBbIACHEHHOMU. 110-BUIMMOMY, IMEIOT 3HaYe-
HUE reTePOreHHOCTh FEHETUUECKUX MYTalUii, IEPBOHA-
YajbHas JIOKaJIM3alusl Mpolecca, CTeNeHb aKTHBalun
CHCTEMBI KOMIIEMEHTA. AKTUBALIUS aJIbTEPHATUBHOIO
IyTH KOMIUIEMEHTa, KaK TOBOPUJIOCH BBIIIIE, MOXKET OBbITh
3a7IeliCTBOBaHa U B CIIy4yasX NEPBUYHOIO HMMYHOKOM-
TUIEKCHOTO MEeXaHU3Ma ITOBPEXKICHHsI, 0COOEHHO TOI/a,
KOIJJa OCHOBHOMY IIaTOJIOTMUYECKOMY IIPOLIECCY COITYT-
CTBYET I'€HETHYECKUI OJIMMOP(H3M IeHOB PEryIsiTop-
Hbix nporenHoB (CFH, CFI). IIpu MOHOKIOHaIBEHBIX
raMManarusix, Mpu KOTOPBIX OOBIYHO (OPMHUPYETCS
nMMyHoroOymmH-io3uTrBHEIN MBIITH (171 koToporo
XapaKTepeH KJIacCHYeCKUH IyTh aKTHUBAIMM KOMILIE-
MEHTa), HeIJaBHO ObLI OTKPBHIT MHOM MyTh MaTOreHesa.
Oxazanoch, YT0 MOHOKJIOHATbHBI UMMYHOIJIOOYJIMH
MOXKET JCHCTBOBAaTh Kak aHTUTENO K (akropy «H» u
JIPYTUM PEryJsITOPHBIM IIPOTEMHAM, IPUBOJS K AUCpe-
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T'YJSILUK QJIBTEPHATUBHOTO ITyTH KOMILJIEMEHTa U (op-
mupoBaHuio C3-MO3UTUBHOM IOMEPYIONaTuu. DTHO-
Jorust MMMYyHOTI00yuH- u C3-Herarutusnoro MBITT'H
3aKJIFOYAETCs B IEPBUYHOM MTOPAYKEHNH dHI0TEIINOLH-
TOB (TpoMOOTHYECKass MUKPOAHI'HONATUs, CHHIPOM
3JI0KaYECTBEHHON T'MIEPTEH3UH U Jp.), 3a KOTOPBIM
crenyer penaparuBHas ¢asza B Gopme nposmdeparus-
HBIX W3MEHEHHH B KIyOOuKe, HACHTHU()ULIUPYEMBIX
ceeroontuuecku, kak MBIIT'H. IIpu snekrponHOM
MHUKPOCKONMHU B 3TUX CllydyasX HE BBISABISIOTCS
IEKTPOHHO-IUIOTHBIE JIEMIO3UTHI, a CJIE0BATEIbHO,
ycranosuts il MBIIT'H He npencrasisiercs BO3MOX-
HBIM (CM. PUCYHOK, Ta0. 4).

Mopdonarorenes C3-HeraTuBHOM IIIOMEPYJIONAaTHH
pH OONBIIMHCTBE 3a00JIEBAHMI, [IEPEUHCIICHHBIX B TAOI.
4, CBOUTCS K MOBPEKICHUIO SH/IOTEIHOLIUTOB B OCTPOI
(aze, uTo MpOSBIAETCS MX HaOyXaHHEM, pa3BHBACTCS
ME3aHTHOJIU3HC, 00pa3yroTcst (PMOPUHOBBIE TPOMOBI B
Kamuuiipax Kiryooukax. Octpyto ¢asy moBpekIeHHs
CMeHsIeT penaparuBHas (asza, XapaKTepHu3ylouascs
OTBETHOH peakuuell pe3uICHTHBIX KIETOK KITyOOouKa.
[IpoucxonaT yBennueHre Me3aHrMaJIbHOIO MaTpyukca u
nposugepanusi Me3aHIHAIBHBIX KIIETOK, HOSIBIISIOTCS
JBYXKOHTYpHbIE Oa3ajibHble MEMOpaHbI KallWLIIPOB,
T.e. popmupyercst Mopdornornueckas kapruaa MBIITH.

B peakux cinyuyasx reHeTH4YecKOW aHOMAaJIMU
— nedunura o-1-aHTUTPUIICHHA B TICYEHU CHHTE3U-
pyeTCsi MyTaHTHBII NPOTEUH Z, KOTOPBIHU, monaaas
B IJIOMEPYJIBI C IUPKYJIUPYIOIIEH KPOBBIO, MOJIUME-
pHUBHPYETCSl U OTKJIaAbIBaeTCsl CyOdHIOTEIHANBHO.
Jenosutsl Z-nporenHa sSBISI0TCS IPUYUHON OTBETHON
peaxuy pe3uICHTHBIX KIETOK KITyOOuKa, KOTopas Ha
3aBepUIAIONIEM ATare MNPUBOAUT K (HOPMHUPOBAHHIO
Mopdonornueckoir kapruasl MBIII'H mipu cBetoBoii
MUKPOCKOIHUH. Y TOUHUTH JMarHO3 MOXKHO IPU HMMY-
HO(IIIOOPECLEHIINU C UCTIONB30BaHUEM crienupuye-
CKHX aHTUCBIBOPOTOK K Z-IIPOTEUHY.

Pasnea S. Jleuenue nanonaruyeckoro MBITI'H.

Pexomennanus 5.1.

Ipu perenun Borpoca o Xxapakrepe naroreHeTuye-
ckoii Tepanmu uauonaruaeckoro MBIII'H neodxomnmo
IIPUHUMATh BO BHHUMAaHUE BENYIIUH KIMHUYECKHUI
CHHPOM U IaHHbIE MOP(OIOTHUECKOTO UCCIICIOBAHUS
6uonraroB mouku (NG).

Pexomennanus 5.2.

NmMmyHOCyIpeccuBHas Tepanus MpU UIHOIa-
tuyeckoM MBIIT'H nokaszana Tojbko B ciiydasix C
HEe(POTUUECKUM CHUHAPOMOM, TPU MEJIEHHO TPO-
IPECCUPYIONIEM, HO HEYKIOHHOM MaJieHUU (QYHKIIUH
MOYeK, HECMOTPSI Ha IPOBOANMYIO HE(PPOITPOTEKTUB-
HYIO Teparnuio, WiId Ipu OBICTPOIPOTPECCUPYIOIIEM
HeppuTHYECKOM CHHIpoME (2D).

Pexomennanus 5.3.

Haubonee onTumManbHONH cXeMOW MMMYHOCY-
npeccuBHOM Tepanuu uaunarudeckoro MBIITH npu
HEPPOTUUIECKOM CHUHJIPOME WJIH NPH MEUIEHHO IPO-
rpeccupyronieM najieHur (QYHKIUHN MMOYEK SBIISETCS
npuMeHenune nukiopochamuaa (2—2,5 Mr/Kr/cyT) uim
mukodenonara Mmoperuna (1,5-2 r/cyt) B coueTaHuH
¢ npenHu300HOM (40 MI/CyT) 1O aJIbTepHUPYOIIEH
cxeme. [IpogomKUTENbHOCTD Tepaluy JTOJKHA CO-
CTaBIATH HE MeHee 6 mec (2D).

Pexomennauus 5.4.

[Tpu uauonaruueckom MBIIT'H ¢ GeicTpomnporpec-
CUPYIOUIUM HE(QPUTHUECKUM CHHIPOMOM IOKa3aH
a3zmadepes (1o 3 11 11a3Mel 3a ceaHc 3 pasa B Hefle-
JII0), yJIbC-Teparnus MeTuinpeHu3ononom (0,5—-1,0 1/
CyT 3 AHA) U aliee MoIePKUBAIOIIast IMMYHOCYTIpEC-
CUBHas Tepanus mo cxeme (cM. pek. 5.3) (2D).

KomMmenTapmii.

B oTHOIIEHNY TaKTUKH JICYeHHSI UMMYHOIIOOY/ IHH-
no3utusHOro uauonarnyeckoro MbIII'H B HacTosmiee
BpeMsl HET €IMHOU Touku 3peHus. IIpu pemenuun
BOIIpOCA O XapakTepe MaTOreHeTHYeCKol Tepanuu

Tabnuua 5

JleueHue undpekuum BupycHoro renatuta C B cootsetcTtBum co ctagusamu XBIM (KDIGO)

Cragusa XBIN | UHTepdepoH?

Pu6aBunpuH®

Inll

MervnnupoBaHHbln MPHa-2a: 180 MKkr n/k eXeHenenbHo
MervnunpoBarHblin UPHa-2b: 1,5 MKr/kr n/k exeHenensHO

800-1200 Mr/neHb pa3geneHHble Ha ABe A03bl

Nwniv

MernnupoBaHHbii MPHo-2a: 135 MKr n/K exeHenenbHo
MervnupoBaHHblin MPHa-2b: 1 Mkr/kr n/k exxeHenensHo™

\Y

MervnnupoBaHHbln UPHa-2a: 135 Mkr n/k exeHenenbHo
MervnunpoBaHHbln UPHa-2b: 1 Mkr/Kr n/k exeHenensHo*

Mpumeuarne. pCK®d — pacueTHas ckopocTb knyboukoBol dunbpaumm, UOH — nHtepdepoH; n/k — NOAKOXHO. @ — NaUVeHThI C re-
HoTunamu 1 1 4 omkHbl nonyyate Tepanuio UPH B TeueHne 48 Hep, ecnm paHHWIA BUPYCHBIN/ BUPYCOMOMMYECKUIA OTBET OCTUNHYT
B TeueHne 12 Hep (CHWXeHWe TuTpa Bupyca >2 log). leHoTunbl 2 1 3 LOMKHBI NOyYaTh TEPanUIo B TedeHne 24 Hef,; 6 — nauneHTbl ¢
reHotunamu 2 n 3 gomxkHbl nonyyate 800 mr/aoeHb Ha ctaamax | n Il XBIN. WHduumpoBaHHbIe nauneHTbl ¢ reHoTunamu 1 n 4 goaxHb
nony4yatb 1000-1200 mr/aeHb Ha ctagusix | v Il XBIM; * Co BpemeHun nybnukauum pykosoactea KDIGO no renatuty Cy 60onbHbix ¢ XBI
VHCTPYKUMS NO NPUMEHEHMIO JIEKAPCTBEHHOIO Npenapara u3MeHunachb 1 Tenepb paspellaeTcs O4HOBPEMEHHOE/COBMECTHOE Npu-
MeHeHue pubaBupuHa y naumeHTos ¢ XBI 111-V ctaguii, ecnn no60o4Hble 3P dekTbl BbipakeHbl MMHUMAIbHO Y MOAAAITCS KOPPEKLMM.
Mpw knpeHce (kpeaTrHuHa) <50 M/MUH PEKOMEHAYETCS OCTOPOXHOCTb, HTO MOXET NOTPEBOBATL CYLLLEECTBEHHOIO CHUXEHUS A03bI.
MHdopmauma o moandmrkaumm 003bl N35I0XKEHA B MHCTPYKLMW MO NPVIMEHEHMIO Npenapara.
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unuonaruyeckoro MBITI'H HeoOxonumMo npuHuMarh
BO BHMMaHHE KJIMHUYECKHH BapuUaHT Te4eHHs 0o-
JIe3HH (BEAYIIMI KIMHUYECKUI CHHAPOM) U JIaHHbIE
MOP(OIOTHYECKOTO UCCIIeIOBAHHUS OMOIITATOB IIOUKH.
Ecnu B xIuHMYECKON KapTHHE JOMUHHUPYET U30JIH-
poBanHbIi MoueBoit cuuapoM (MMC) miu cunapom
peUUAUBUPYIOIEH MaKporeMarypuu, TO OrpaHHU-
YUBaIOTCA peHonpoTekTuBHOU Tepanueil (MAIID,
AT1 — aHTaroHMCTHI, CTATUHBI, TUETA) H CTPEMSTCS
k moyHo¥ HopManm3anuu AJl (He Beime 130/80 mm
pT. ct.). Ecnu y GonbHOro orMeuaercs cyoHedpoTu-
yeckas NpoTeuHypus (MeHee 3,5 I/CyT) U CHHKEHUE
¢ynkunu nouek 1o yposHsi XbII III-1V ct., a npu
MOP(hOJIOTHYECKOM HCCIIECAOBAHUH BBISBISICTCS BbI-
paXeHHBIH TyOyTOMHTEPCTULHAIBHBIA CKIEPO3, TO
JOTIOJIHUTEIBHO MOTYT OBITh HAa3HAYCHBI ACIIUPHH
(975 mr/nenn) u punupumamon (325 mr/aens) (mo-
KazarenabHas 0a3a 3((EeKTUBHOCTH TAKOW Tepamuu
oTcyTcTBYeT). B ciydasx HepoTHiecKoro cuHIpoMa
U [POTPECCUPYIOLIETO YXYALICHUS (QYHKLUUHU TOYEK
[IPUMEHSIOT KOMOMHanuo0 nukiodochamuna (2-2,5
MI/Kr/cyT) win MukogpeHonara mogperuna (1,5-2 1/
CYT) B COUYETaHUH C HU3KHMH J03aMH NPETHU30JI0HA
(40 mr/cyT) mydiie 1Mo anbTepHUPYIOIIEH cXeMe B Te-
yenue 6 mec (pexomenaanuu KDIGO). ITpu BITHC ¢
HaJIW4YHMEM MOylyHuil 6onee yem B 50% KiryOOUKOB
pexoMeHayIoTcs iasMadepes, mylbc-Tepanus Me-
TUJINIPETHU30JI0HOM C MOCJIEAYIOLUUM NEPOpaTbHbIM
npueMoM LukiIopochamuaa B COYETaHUH C Tpe.-
HU30JI0HOM (cxemy cM. Bbime). [loquepkuem, 4to
IIpU BCEX KIIMHUYECKUX BapuaHTax TedueHus MBIIT'H
BCEr/a MPOBOJSATCSI MEPOIIPUSATHS 10 PEHOTIPOTEKIIHH.

Pazgen 6. Jleuenue Bropuunoro MBIIT'H.

Pexomennanus 6.1.

[Tpu Bropuunsix Gpopmax MBIII'H ocHoBHBIM Ha-
[IpaBJIEHUEM B JICUEHUU SIBIISIETCS TEPAIUS OCHOBHOTO
3a0oneBanus (cM. Tadi. 3, 4) (1A).

Pexomennanus 6.2.

[IpumeHeHne UMMYHOCYTIPECCUH MTPH BTOPUYHBIX
¢dopmax MBIII'H nomyckaercst TONbKO B Cirydasix ¢
OBICTPONPOTPECCUPYIOMIUM HEPPUTHIECKUM CHH-
npomoM (2B).

KommenTapwmii.

[Tpu ummyHo0O0ymH-no3utuBHOoM MBIIT'H, mpe-
XKJI€ BCEro, HeOOXOANMO YCTAaHOBHUTD MIIH UCKIIIOUUTD
BTOPUYHYIO MPUUYUHY 3a0oneBaHus (cM. Tabm. 3, 4).
[Tpu Bropuunsix popmax MBIII'H maBHbIM ycioBuem
ocTaeTcs JieueHre 0CHOBHOTO 3a0oseBanusi. OcobeH-
HO 3T0 Kacaercs uHpekuuit. [Ipu HCV, acconumpo-
BaHHOM MBIII'H ¢ XBII I u II ct. BHE 3aBUCHMOCTH
OT maToreHe3a (HEKPHOMIIOOYJIMHEMUYECKUN HIIH
KPHOIIO0YIMHEMHYECKUI BAPUAHTBI), IEPBOM JINHUEH
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Tepanuu ABJIETCS MPUMEHEHUE MEernIUPOBAHHOIO
unrepdepona anbda u pubaBupruHa B 0OBIYHBIX 103aX
¢ yueroM resoruna supyca. [Ipu XBITIIL IVu V ct.
(BHE 3aBUCHMOCTH OT IMAJIN3HOW TEPAINK) PEKOMEH-
JyeTcs: ernIMpoBanHble HHTEpdepoH anbda 2a: 135
MKT MOIKO’KHO 1 pa3 B Hezento uin uHTepdepoH anbda
2b: 1 mkr/kr nogkoxkHo 1 pa3 B Henenmo. CornacHo
nocienauM pekomeHnanusim KDIGO, pubaBupuH ciie-
JIyeT UCIOJIb30BaATh C OCTOPOKHOCTHIO Ipu CKD<50
mi/mue/ 1,73 M? (Tabi. 5).

I[Tpu xpuornoOynunnemuueckom Bapuante MBIITTH,
KOTOPBIN PE3UCTEHTEH K MPUMEHEHHUIO aHTUBUPYC-
HBIX MPENnapaToB WJIM MPOTEKAET C BbIPa)KEHHBIMU
npHU3HaKaMH KPUOITIOOYITMHEMHUUECKOTO BacKyIHTa
(xorka, JerKue, IOMEpYJIOHEPPUT ¢ HONYIyHHUSIMA),
npenaparoM BeIOopa sBiseTcs putykeumad (antu-CD-
20-MOHOKJIOHAJILHOE aHTUTENO), MPUMEHEHNE KOTO-
POro NPUBOAMT K UCTOLICHUIO Myna B-numdounTos,
NPOAYLUPYOUIMX KpHorioOynuHsl (375 mr/m? 1 pa3 B
HeJIeNIo B TeueHue 4 Hen).

Menee 3¢ ¢deKTUBHON albTEpHATHBONH B 3TUX
ciydasx ssisercs miasMadepes (3 1 riasmel 3 pasa
B HeZeNto, 2—3 HeJ) B COYETAaHUU C MyJIbC-Tepanueit
metminpeau3ononom (0,51 r/cyt 3 nHs), npeaHu-
30510HOM (1—-1,5 Mr/Kkr B ieHb) u nukiodochamuiom
(2 mr/kr B ienb) B TeueHne 2—4 mMec. J1o3bl ipenapartos
cienyeT cooTHocUTh co 3HadeHuAMHu CKO®. Ilpu nHe-
kpuornoOynuuemnueckom HCV-accounnpoBanHoM
MBIIT'H oT uMMyHOCYIIpECCUU CIIEIyeT BO3AEPKATh-
cs, 3a uckioueHueM ciydaeB ¢ BITHC u nannunem
NOMyITyHUH B KiyOoukax. [Ipu 6akTepuanbHbIX HHDEK-
s (HarmpuMmep mpu MHPEKIMOHHOM SHAOKApAMTE)
MMMYHOCYIIPECCHs He PeKOMEHTyeTcsl (PEKOMEH IalluK
KDIGO). IIpu ocranbHbIX 3a00JI€BaHUSAX, TEPEUUC-
JICHHBIX B TaOM. 3 ¥ SBJIAIOLIMXCS NPUIUHONW BTOPHY-
Horo MBIII'H, npoBonsT iedeHre OCHOBHOM OOJIE3HH.

[Tpr UMMYHOTIIOOYIMH-HETaTUBHBIX BapUaHTax
MBIIT'H neyenne Ha3HAYaETCS TAKKE C yYETOM JIaH-
HBIX 0 TatoreHese 3a0oneBanust. [Tpu C3-no3uTHBHOIM
IJIOMEpPYJIoaTH, 00yCIIOBJICHHOW MyTalUsMHU T€HOB
PEeryiIsTOpHBIX (aKTOPOB CHCTEMBI KOMILIEMEHTA
(«H», «I») nokazanel HH}Y3UH CBEKE3aMOPOKEHHOM
JIOHOPCKOM TJIa3Mbl KPOBH (JJOHATOP HATHBHBIX (hak-
topoB). Ecnu npuunnoit C3-mo3uTuBHON TIIOoMepy-
JIOTIaTUM SBJISIFOTCS ayToaHTUTena Kk C3-koHBepTase
(C3NeF), peryasitopasiM dakropam «H», «I» u ap.,
TO JICUCHHE LIeIeco00pasHo HaYMHATh ¢ Ia3made-
pe3a (B pexxuMe 11a3MaoOMeHa U ¢ UCTIOJIb30BAHUEM
3aMelIaloIlero pacTBOpa B BUJIE JOHOPCKOM IIa3Mbl
u anpOymuHa). Jlanee, Kak mpaBuiio, MOKa3aHbI IITFOKO-
KOPTHKOMJIBI MITH PUTYKCHMAO (OJIOKHPYIOT BEIPAOOTKY
ayTroaHTuTeN). B mocnennee Bpemst osSBUITUCH PaOOTHI
0 BBICOKOM 3()()eKTUBHOCTHU NP T€HETUUYECKUX BapH-



ISSN 1561-6274. Hedpponorus. 2014. Tom 18. Ne6.

anTax C3-I03UTUBHOM IOMEPYJIONaTHH dKYIn3yMaa,
MIPEACTABIISIIOIIETO COO0 MOHOKIIOHAJILHOE aHTHTEIO
Kk C5- dpakuun xomriemeHTa (61okupyer oopa3oBa-
nue MAK). Kak u3BectHo, 3Kynmu3ymad u3Ha4aIbHO
OB MpeIoKeH ISl JIEYSHUsT MapOKCU3MaJIbHOM
HOYHOM remornoOuHypuu u arunuaxoro I'YC. Ilpu
JPYTHX MaToreHeTHn4eckux BapuanTax C3-HeraTuBHON
[JIOMEPYJIONaTUH TAKTHKA TEPAIH 3aBUCUT U OIpeie-
JSIETCS OCHOBHBIM 3200JIEBAaHHUEM.

Pasnea 7. Ilpornos MBIIT'H.

Pexomennanus 7.1.

[pu onpenenennu npornoza MBIIT'H HeoOxomumo
MPUHUMATh BO BHUMaHHE KIMHUYECKHUE, J1JabopaTrop-
HbIe 1 Mopdonornueckue paxropsl (Tadm. 6) (2C).

KommenTapmii.

OnpenenuTs TOYHO MPOTHO3 B OTHOILIEHUH Pa3BU-
tusg MBIIIH 3arpyiHUTENBbHO, IIOCKOJIBKY 32 ITOCIE-
HUE TOJIbl U3MEHMJIUCh NPEACTABIEHNs O MTaTOreHe3e
00JIe3HH, YTO JieNlacT HEBO3MOXKHBIM HCIIOJIb30BaHHE
«UCTOPUYECKOr0 KOHTpOs». 10-1eTHAA mouedHas
BBDKMBAEMOCTD I UMMYHOIJIOOYJTHH-TTIO3UTUBHOTO
MBIIT'H, no-Buaumomy, coctasusier 50-60% u 3a-
BHCHT OT MHOTHX (pakTOpoB (CM. TadI. 6), TNTaBHBIM H3
KOTOPBIX sIBIIsieTCsl JOPMUPOBAHUE MOTYIYHUH Oolee
yeM B 50% xiry6oukoB. Ilpu C3-rimomepynonaruu
10-51eTHAS Mo4yevyHasi BBI)KMBAEMOCTh COCTABJISIET
30-50% (mpu reHeTHYECKUX BapHaHTax — Ooliee
Hu3Kas). Yactora BO3BpaTHOTO IiomMepyionedpura B
TpaHCIUIaHTaTe MPH UMMYHOIIIOOYIMH-T03UTHBHOM
MBIITI'H xonebnercs B npenenax 18-50% (mporHo-
CTHYECKH HEOIaronpusTHHIM IPEAUKTOPOM SIBIISIETCS
HLA rarmmorun B§DR3). BerkuBaeMocTs TpaHCIIIaH-
TaTa MOXKET OBbITh yJydllleHa IyTeM J00aBJIeHUs K
HMMYHOCYIPECCUBHON Tepanuu LuKiIopochamuia.
[Ipu BI1/] yacToTa Bo3BpaTHOTO TIIOMEpyIOHehpUTa
coctaBisier oT 67 1o 100%. Ecnu npuunnoit BITJ]
sIBJIseTCS MyTauus reHa Qakropa «H», mokazansl mas-
Madepes 1 HHPY3UH CBEKE3aMOPOKEHHO! T1a3MBbl /10
1 TI0CJIe ONepaluy TPAHCIUIAHTAIlMK TOYKH.
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