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CEMEMHAS UMMYHHAS HEUTPOIIEHUS

OIry OHKL ATOU PocsapaBa, MockBa

B panneM meTckoM Bo3pacTe OTHONM M3 Hau00JIee YaCTO TMATHOCTUPYEeMbIX (h)opM HeHTPOIIeHU I ABJIAeT-
¢Sl MMMYHHAs (pOpMa HEeHTPOIEeHUH, ITHONATOTeHeTHYECKNe MeXaHU3MbI KOTOPOIl MCCJIeI0BAHbI HEJOCTA-
TouHO. OCyLIeCTBIISS TMHAMHYECKOe KINHNKO-TeMaToJOrn4ecKoe Ha0IoieHue 3a cu6caMu B TPeX CeMbsiX,
B KOTOPBIX BCE J€TH B OJTHOM IIOKOJE€HUH UMeJIU MMMYHHYI0 HeiitponeHuto (MHII), mb1 u3yuaau oco6eHHOC-
TH TeuyeHus 3a00JIeBaHU, HCCIEI0BAIY AHTUTPAHYJIOIUTAPHLIE AHTHTEJIA B CBIBOPOTKE KPOBM U B rPaHYy-
aonutoxcuueckoM tecre. Hanuune MHII y cu6coB cBUAETEIBCTBYET O T€HETHYECKH 1€TEPMIUHUPOBAHHBIX
MeXaHU3MaX ee BO3HUKHOBeHUA. PaHHee BHIABIEHNE U JUCIIAHCEPHOE HA0IIOIEHHE TeTel ¢ HeHTPOoIeHnei
CIIOCOOCTBYIOT (0JIee JIETKOMY TeU4eHUIO 3a00JieBaAHNS U 60Jiee OBICTPOMY HACTYILIEHUIO PEMUCCUH.

Immune neutropenia (INP) is one of the most common variant of neutropenia in infancy, and
its etiopathopathogenetic mechanisms are mot well-studied. Authors studied peculiarities of INP
presentations during long-term follow-up and hematological examination in dynamic, performed in
siblings from 3 families where all the children in one generation had INP. Examination included deter-
mination of anti-neutrophilic antibodies in serum and in granulocytotoxic test. INP presence in siblings
testifies to genetically determined mechanisms of its development. Early INP diagnosis and long-term

follow up of these patients leads to more mild presentations and more fast development of remission.

Ha panHuii Bo3pacT IpUXOLUTCS OCHOBHOE YHCJIO
cayuyaeB uMmmyHHOU Hetitponenuu (MHII). IIpeumy-
IIeCTBeHHBIM HaToreHeTnYecKuM mMexanusmom MHII
SIBJISIETCSI paspyllleHrue HeHTPO(UIOB aHTUTPAHYJIO-
murapabiMu aututenamu (ATAT)[1, 2].

Cpenu MHII y neTeit panHero Bodpacta Hanb0JIb-
1ree 3HAUYeHWEe KMMEIT TPAHCUMMMYHHBIE, aJOUM-
MYHHBIe U IIePBUUYHBbIE ayTOMMMYHHBIE HeHTpoIle-
HUU.

TpancuMMyHHasA HEHTPOIIEHUSA BCTPEUAETCSA MOO-
CTaTOYHO PEJKO, BOSHMKAET BCJIEACTBUE PA3PYIIEHUA
HelTpo(hunI0B pebeHKa aHTUTeJIaMH’, IPOHUKAIOIU-
MU Uepes ILIAIeHTy OT MaTepu, CTPagaionieil ayTonm-
MYHHOI HeHTpoIeHuel.

AnnoumMyHHasA HEATPOIEHUA 00y CI0BIEHA N30 M-
MyHU3aIluel BCJIeICTBHE HeCOBMECTUMOCTH HENTpO-
GUIbHBIX AaHTUTEHOB IIJIOJa W MaTepu. Berpeuaercs
y 3% HOBOPOKIEHHBIX. KIUHMUYEeCKasa KapTUHA IPU
TpaHC- W AaJJIOMMMYHHOII HEWTPONEeHUSIX CXOIHAa.
HediTponeHusa BhIABASAETCA cpaldy IIOCJIE POKAECHUA,
CTeIeHb ee MOKeT ObITh pasJauuyHoil. KiamHuueckKoe
TeueHUe OT JETKOT0 J0 TAMKeJIOr0 ¢ ouaraMu I'HOMHOM
NHQPEKIIUNI.

AyTrouMMyHHasA HEUTPOIIEHU Y MJIaeHIIeB BIIep-
Bole onucana B 1975 r. Lalezary P. u coasr. [3] xak
IoOpoOKaUuecTBeHHOe 3a00/IeBaHNEe. JTa CPABHUTEIHLHO
penkas maToJorus Bcrpeuaercsa y oguoro us 100000
HOBOpPOKIeHHBIX [4]. IlepBuuHbIle ayTOMMMYHHBIE
HeHTPOIIeHUN AUArHOCTHUPYIOTCS B BO3pacTe OT 3 I0
38 Mec, KaK IIpaBUJio, HA 3—7-M Mecsdlle KuU3HU [5],
OJHAKO OIIMCAaHBI CJyYau ayTOUMMYHHOUN HeHTpoIIe-
HUU Y HOBOPOXKIEeHHBIX [6]. KamHuyeckaa KapTuHa
BapuabesibHa, OT 0ECCUMITOMHOI'O TeUeHUS OO Pas-
BUTUS YIPOKAIOIINX JKU3HU I'HOMHO-CEIITUUYECKUX U
HEKPOTUYECKUX OCJIOKHEeHUI.

Tenes ayTOMMMYHHBIX 3a00JI€eBAHUH 40 KOHIIA He-
sdcenu. ITo Bcell BupuMoCTH, 3HAUEHUE MMEeT coueTa-
HUEe BHYTPEHHUX U BHEITHUX (aKTOPOB.

OmpenendaouM BHYTPeHHUM (aKTOPOM SBJISA-
eTcA TreHeTHuUecKas IIPePacCIlONIOXKEHHOCTh K ayTo-
UMMYHHO! HAaTOJIOTUU, OMpeesseMasd COUYeTaHUEM
TeHOB, KOHTPOJUPYIOIIUX UMMYHHBI OTBET U OCO-
OEeHHOCTY IIOBEPXHOCTHOM CTPYKTYPhI KJI€TOK OpraHa-
muiienu. Hanbosiee n3y4eHbI TeHbl CUCTEMbI I'JIABHO-
o KOMILIEKCca TKaHeBOU coBMecTUMOCTH [ 7].

K BHemHUM TpPUITEPHBIM (aKTopaM OTHOCAT
BUpPYCHBIEe U OaKkTepuajbHBIE areHThbl, TOKCUYECKIE
BeIecTBa, METAa00JIUTHI HEKOTOPHIX MeAWKaMEHTOB.
Tpurrepbl MOTyT U3MEHATEH MIOBEPXHOCTD KJIETKU-MU-
IIeHU, Aejias ee UyKePOqHOI, HecueIu(PUIECKU CTHU-
MYJIUPOBATh MMMYHHBII OoTBeT. MUKDPOOPTaHU3MBI,
uMelolue WIN TPOAyIHpyloline 6eaKu, o6Jamaro-
e CTPYKTYPHBIM CXOACTBOM C KJIETKAMU-MUIIIEH-
MU, MOT'YT 3aIlyCKATh ayTOMMMYHHYIO IIePEKPECTHYIO
peaknuio aHTUTENa U T-TUMOOITUTOB.

B macrodmiee BpemMs HamboOJbIllee 3HAUEHWE B
(dopMUPOBAaHUY aYyTOUMMYHHOM TATOJOTUU TPUIAET-
cA aHTUTEJIHLHOMY MEXaHU3MY.

IIpn ayromMMyHHON HEUTPONEHUU y AeTell paH-
"Hero Bospacta AT'AT uare mpeacTaBIeHbI IPAHYJIO-
IMUTOTOKCHMHAMY 1 HampasjeHbl TpoTuB NA1 u NA2
aHTUTEHOB HelTpohuos [8, 9].

3aKOHOMEPHOCTH B CPOKaX BBIABJIEHUS, arpec-
CUBHOCTHU, AnuTeabHocTr nupKyaanuu ATAT c ypos-
HeM HeHdTpo(duIoB nmepudepruuecKoil KPOBU U TIMKeC-
ThI0 KJIUHUUYECKON KAapTUHBI HA HACTOAIUIT MOMEHT
He BBIABJIEHO, UTO CBUIETEJIILCTBYET O T€TEPOTE€HHOCTH
naroreHetTuuyeckux Mmexanusmos MHII y nereii.

WNMmyHHBI KOHQIUKT B PsAe cIydyaeB pasBopa-
YUBaeTCA He TOJLKO B IepudepuyuecKoil KpoBU, HO U
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Ha TeppuUTOpUU KocTHOTO Mo3ra [10], uTo TpuBOAUT K
0oJiee TSAXKEJIOMY TEUEHUIO 3a00JIeBaHUA.

BapuabesbHOCTh KIMHUYECKOT KapTUHBI COIPS-
JKeHa TaKsKe C KAueCTBOM U CJIAYKEHHOCTHIO KOMIIEeH-
CaTOPHBIX MEXaHNU3MOB UMMYHUTETA.

Iesnvio manuo¥ paboThl ABUJICA aHAJNNS3 TEUECHUS
WHII y cubcoB, Tak KaK HaJIHYMe OIpeaeIeHHON ma-
TOJIOTUM Y IIOCJEJHUX IIPEeAIojaraeT CXOIHbIe Ha-
CJIeZICTBEHHbIe MEXaHU3MBbI €€ BOSHUKHOBEHUA.

MaTepuaJjbl 1 METOIbI MCCIIETOBAHMA

ITox mamum HaOIIOAEHUEM HAXOJATCSA TPU CEMbHU,
B KOTOPBIX BCE ETU B OHOM noKoJeHnn nmeau MHII.

Jrarnos «uMMyHHasa HEATPOIIEHNA» CTABUJICA 110 KPU-
TepuaM, OIIyOJIUKOBaHHBIM HaMu paHee [1, 2]. Bo Bcex ciy-
Yasgx OTCJIEKUBAIYN KINHUKO-IeMAaTOJOTUYECKYIO KaPDTUHY
B IUHAMUKeE, ucciuenoBanu cogepsxanve AT'AT B cbiBOpoTKe
KPOBU B I'PaHYJIOIUTOTOKCAUYECKOM TECTE.

PesyasTaThl 11 UX 00CY:KAeHHUE

B mepBoii ceMbe — 2 MEBOUYKHU, PasHOAUIIOBELIE
O6sm3HeIsl. 1o MOCTYIIIeHUA B KIMHUKY — B BO3pacTe
8 Mec — KIMHUYECKUe aHAJIN3EI KPOBU AETAM He Jeja-
JIUCh, MPUBUBKY ITPOBOAUJINCE IO BO3pacTy. B mediore
3a00JIeBaHIsI COCTOSIHIE 000X JeTel TsaKeaoe. ¥ Of-
HOTO pe0eHKa MMeJ MEeCTO CeIICUC, CeIITUKOINEeMMUS,
OCTEOMUEJUT MIPOKCHUMAJbHOTO OTHeJjia JIeBOW Oef-
PEHHOU KOCTU, THOWHBIN MAaCTHUT, abCIlecChl MATKUX
TKaHell; MHUHUMAJbHBIA YpPOBEHb HEUTPOPUIOB —
0,02-10% . ¥V gpyroro pe0eHKa — OYaru JIOKAJIM30-
BaHHOU rHoitHON mH@eKnuu (JII'M): rHOUHBIN JUM-
doameHUT, abciiecchbl MATKUX TKaHeH; MUHUMAJIbHBIN
ypoBeub HeriTopuiaoB — 0,2 - 10°/1. V obenx meBouek
BeisiBJIeHbI AT'AT B TuTpax 1:2—-1:64. B muesorpam-
Me y o0eux neBoueK Ha (POoHE OOMIBHO KJIETOUHOTO
KOCTHOTO MO3Ta HeATPOPUILHBIH POCTOK COCTABJISI
60—-64,6% c 0oOpHIBOM CO3peBaHUs Ha YPOBHE HeM-
TPOPUIBLHBIX METAMUEJOINTOB, IIaJOYKOsAIepHbIe
W CerMeHTOsAdepHbIe HEeHTPOPUIbHBIE T'PAHYJIOIIUTHI
1-2% . K macTosaIeMy BpeMeHH! JJIUTEeIbLHOCTEL 3a00-
neBanud 4,5 roga, peMuccUs He JOCTUTHYTA.

B 1ByX Apyrux ceMbsax HaunboJIee TAKEI0 HeHTPo-
TIeHUs MPOoTeKaja y IepBhIX AeTell, reMaTOJOTuUeCcKN
9TU MEeTH OO0 THOCTYILIeHUsA B KJIWHUKY He 00cieo-
BaJiuCh, MMIPUBUBKY MPOBOAUJINCH IO BO3pacty. B To
BpeMsA KaK IOCJeAyIoIue MTeTH uMeau 0ojee JerKoe
TeueHUe 3a00JieBaHuA, UeMYy CIIOCOOCTBOBAJIM pPaHHee
BBIABJIEHUE HEUTPOIIeHN Y, HAOII0JeHe TeMaTOJI0IOM
C TIePBBIX MeCAIEeB JKU3HU U JUCTaHCepPHOe HabJIone-
HIeE C OTBOJOM OT IPOPUIAKTUIECKUX TPUBUBOK.

Bo BTOpOIT cembe — Tpoe cubOCOB: ABa MaJbUnKa
u geBouka. Crapiinii MmaJbunK 00JieH ¢ 6 Mec, B KJIH-
HUYecKoi kaptune — JII'U (macTur, penuguBUpyo-
e OTUuThI), BeiABIaauch AT'AT B Tutpax 1:2—1:4,
MHUHUMAJbHBI YpPOBEHb HEUTPO(PUIOB COCTABJISI
0,04 - 10°/1, B MuesiorpaMmme IIpu 06MIBbHO KJIETOUHOM
KOCTHOM MO3Te HeUTPO(MUIBHBIA POCTOK COCTABJISJI
40% c oOpBIBOM CO3peBaHUS HA YPOBHE METaMUEJIO-
IIUTOB, MAJOYKOAAEPHbIe HeHTPO(MUIbLHbIE I'PAHYJIO-
mutel — 1%, cermenrosanepusie — 0,2% . ITonnasa
KJINHUKO-TeMaTOJIOTHUYeCKasA PEeMUCCUA TOCTUTHYTA
uepes 4,5 roga. Y ABYX APYTrux AeTeil HEHTPOIEHUS
BBISIBJIEHA B Bo3pacTe 2 Mec U 8 Mec 1 IpoTeKaJsa Jier-
ye: 6e3 JIT, ATAT He 00HapyKeHBI, MUHUMAJIbHBI
ypoBeub HetiTpoduiaos 0,4+10°/1 u 0,2+-10°/x coor-
BETCTBEHHO, PEMUCCUSA JOCTUTHYTA Uepes 2 rofa y of-
"HOro 1 1,5 roma — y Apyroro pe6eHKa.

B Tperneit cembe — 2 cubca. Crapimad JeBOUYKa
bosibHA ¢ 8 Mec, KJIMHUYECKAasA KapTHUHA CPefHeN Td-
sxkectu 6e3 JITU. Beiasnanucsy ATAT B Tutpax 1:4-1:8,
MUHHMAJbHEINA YPOBeHD HelTpodmios — 0,05+ 10°/1,
B MHueJorpaMMe — IpU OOMJIBHO KJIETOYHOM KOCTHOM
MO3re HeNTPO(MPUILHBLIA POCTOK cocTasisaa 63% c 00-
PBHIBOM CO3pEBaHUA HA YPOBHE MAJOUKOAAEPHBIX HeEl-
TPOGUIBbHBIX IPaHyI0IIUTOB (22% ), CEerMEeHTOA e PHBIE
HelTpoduIbHLIe rpaHyaonuTel — 1% . Pemuccus mo-
CTUTHYTA uepes 3 rofa. ¥ ee MJajIiero Opara HelTpo-
meHudA AUarHoCTHpPOBaHa B Bo3pacTte 2,5 mec, AT'AT He
BBISIBJISAJINCD, MUHUMAJbHBIN yPOBEHL HEUTPOMGUIOB
— 0,3+10%/ 11, peMuccus JOCTUTHYTA B TeUEHME roja.

CxonHasi aHaMHECTHUeCKas U reMaToJornyecKas
KapTuHa y cu0COB BO BTOPO U TPEThell CeMbAX, JarKe
npu orcyrcrBuu AT'AT, mosBosmiia HaM IIOCTaBUTH
nuarno3d MHII. YUto moxaTBep:KaaeT OTUCKYTUPYEMbII
TE3UC O TOM, YTO aYyTOMMMYHHAasI HEHTPOIIeHUs Y MJIa-
JIIeHIIeB 1 XPOHUUYECKasa JoOOpOKauecTBeHHAasT HeHTPo-
MeHus AeTCKOro Bo3pacTa, onmcanHas Zuelzer W. u
coaBT. B 1964 r. [11], aBasioTcs, IO CyTU, OGHUM U
TeM Ke 3ab0oJieBaHUEeM, a OTCYTCTBUE AHTUTEJ MOKET
OBITH CBA3aHO ¢ (hUKcamueil UX Ha ITOBEPXHOCTU HEM-
TPO(PUIOB U OIMpemeIeHHLIM IIOPOTOM YYBCTBUTEb-
HOCTHU MCII0JIb3yeMoro MeToa BolaBaeHus ATAT.

Hannuwne 3abosieBaHuA ¥ CUOCOB CBUAETEIHCTBYET
0 TeHeTUYEeCKU JeTePMUHUPOBAHHBLIX MEeXaHU3MAaX ee
BO3HUKHOBeHUA. PaHHee BLIABICHNE U AUCIIAHCEPHOE
HaOJOZeHNe OeTell ¢ HeHTPOIeHUel CIO0COOCTBYIOT
0oJiee JIeTKOMY TeueHHNIO 3a00JieBaHuA 1 6oJjee OBICT-
pOMY HACTYILJIEHUIO PEMUCCUU, II0O9TOMY BCEM AETAM
Heo0XO0AMMO IPOBOAUTD KJINHUUYECKUI aHAIN3 KPOBU
IO IPOBeIeHU S IPOGUIAKTUYECKUX IPUBUBOK.
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